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DHAOKPUHHAS XMpYprus

[MpeouncnoBue

LLinpokoe BHeApeHME BbICOKUX TEXHOMOTMIA B AUArHOCTUKY MPUBENO K 3HAYUTENb-
HOMY YBEJIMYEHUNIO KOMIMYECTBA NauMeHTOB ¢ 3a60/1eBaHNAMMU 3HLOKPUHHBbIX XXenes,
BCMeAcTBME 3TOro B Poccmun nosiBUnocb 60MblLoe YMCIO0 CReumanmucToB U Hedop-
MasibHbIX COO6LLLECTB, OCHOBHbIE YCU/IMSA KOTOPbIX KOHLIEHTPUPYKTCS B 06/1actm
SHAOKPWUHHOM XMpyprumn. 3aKOHOMEPHO, YTO B CBA3U C 3TUM BbIAE/TUNCL OTAENEHUS
N Lenble nevebHble YUPEXAEHMS, KOTOpPble Nprobpenu ctatyc (Ha MOMeHT Ny6nka-
LMW PYKOBOACTBA — HedhopMasibHbIA) cneymann3mpoBaHHbIX. BoMbLioe Ko/TIMYecTBo
Hay4HbIX W MPaKTUYECKMX LUKO/S MPUBENO K pasfiMyHbIM, MOPOM AMaMeTpasibHO
NPOTUBOMOMIOXKHbLIM, MNOAX0AAM K ANArHOCTUKE W NIEYEHUIO OAHUX U TeX >Ke 3HA0K-
PUHHbIX 3a60/1€BaHUIA.

K coxxaneHuto, B Poccum noka He npwxkuiacb NpakTvka hopMuUpoBaHUst NocTo-
SAHHO O0OHOBMSEMbIX MPaKTUYECKMX PeKOMeHAauui no npobnemam 3HAOKPUHHOM
XVPYpPrum, 3a4yacTyld AMarHocTMmyeckass M siedebHas TaKTUKa OCHOBbIBAETCA Ha
WHANBUAYAIbHOM ONbiTe (CNpaBea/IMBOCTM paan HYXXHO OTMEeTUTb, 4YTO MHOrga
JOCTaTovyHo 60/bLIOM) 6€3 Cepbe3HON AoKa3aTesibHOWM 6a3bl.

B HacTosiLl;eM pyKOBOACTBE aBTOPCKUIA KOJIJIEKTUB NPeAnpPUHST NOMNbITKY U3/10-
>XXUTb COBPEMEHHble B3rfs4bl Ha OCHOBHble HO30/I0TMYEcKMe (OopMbl, B JleUeHUU
KOTOpPbIX 3a4eACcTBOBaHbI 3HAOKPUHHbIE XMpYypru. CoaepXkaHue rnasB onupaeTcs Ha
60MbLIOM ONbIT BEAYLLMX CMELMANM3NPOBAHHbBIX LEHTPOB MO KaXkAol HO30s10rnu, ¢
OZHO CTOPOHbI, ac ApYyroii — Ha cyllecTBylLLMe MPaKTUYeCKNe peKoMeHAauuu,
NMPUHATbIE B pe3y/ibTaTe KOHCEHCYCA BeAYLLIMX MUPOBbLIX 3KCMepPTOB NpogeccnoHasib-
HbIX accoumauunii No Kaxkaor Npobsieme, OCHOBaHHbIE HA NPUHLMNAaX foKasaTe lbHoW
MeaNUUHBI. OcBeLLEHNE KOHKPETHbIX ANAarHoCTUYeCKUX 1 NnevyebHbIX BOMPOCOB pac-
CUMTaHO Ha A0CTaTOYHO BbICOKMI YPOBEHb 0CBEAOM/IEHHOCTU 0 NPo6/aEMe U He cofep-
YKUT XOPOLLIO N3BECTHbIX aHATOMUYECKUX N (HU3MNOMTOTNUYECKUX YUHEBHbBIX CBEAEHWIA.

LleneBas ayauMtopus npegsiaraemMoro pyKoBoacTBa MMEET MeXAUCLUNIMHAPHBbIM
XapakTep: AuarHocTMyeckass M fiedyebHasi TaKTUKa — pe3y/sbTaT COrfiacoBaHHbIX
[eNcTBUi 3HAOKPUHOMAOr0B, KapAmoaoros, XMpypros, mMopdosoros, creumnanmcToB
NnabopaTopHOr 1 PyHKUMOHAIbHO ANAarHOCTUKN U T.4.

ABTOpbI Bblpa)katoT 6/1arofapHoCcTb BCEM, KTO MPUHUMaUT yyacTue B CO34aHUMU
HacToSLLLero pyKoBOACTBA, M TeM BpayaM — COTPYAHMKAM AMarHoCcTUYeCcKMX 1 napa-
MeAVLVHCKUX Cy>K6, 6e3 MoBcefHEBHOr0 TSAXEsI0ro TpyAa KOTOPbIX HEBO3MOXKHO
JNleyeHre 1 BbI3A0POBAEHNE 6OMbHbIX.

J1io6aa KOHCTPYKTUBHAA KpPUTUKa N fobpoxkenaTesibHble 3amedyaHns 6yayT npu-
HATbI ¢ 6/1aro4apHOCTLIO.



Paznen 1. 3aboneBaHus LWMTOBUAHON Xenesbl

BaHywko B.32., dagees B.B.

Y3/10BOiA 1 MHOTOY3/10BOW 3YyTUPEOUAHbIN 306

Y3/10BO 3yTUPEONAHbIA 306 — cobupaTesibHOe KAMHWUYECKOe MOHATUE, 06beamn-
HAOLWEee pas3/fiMyHble N0 CTPOEHWIO Y3/0Bble 06pa3oBaHUA LLWTOBUAHOW >Xernesbl
(LLL>K), BbIABNSAEMbIE C MOMOLLbIO Nasibnaunum N NHCTPYMEHTa IbHbIX AMarHocTu4ec-
KX MeTooB (Nnpexie BCero ynbTpa3ByKoBOro mccnegosaHna — Y3U), npoTtekato-
wme Ha hoHe HopMasibHOM PyHKUUK LK. TepMUH «MHOr0oy3/10BOIA 300» LLenecoo6-
pa3HoO Mcnosib3oBaTb NpY 06Hapy>XeHnn B LXK ABYX 1 60/1ee y3/10BbIX 06pa3oBaHmii.
KnuHn4yeckoe MOHATME «y3/10BOM (MHOrOY3/10BO) 306» 00beAuHSAET crepgyloline
Hamnbosiee yacTble HO30/10rn4Yeckmne (Mopdoornyeckme) popmbi:

B Y3/10BOIA KOMIJIOUAHBIA B pa3HOW cTeneHN Nponmndepupyowmnin 306;

® POINKYNSPHbIE afeHOMbI;

B 3/10Ka4YeCTBEHHbIE OMYXO/IN.

Kpome TOro, Nnpy XpoOHMYECKOM ayTOMMMYHHOM Tupeonaute (XAUT), a Takxe npu
nogoCTPOM TUPeonanTe MOryT DOPMUPOBATLCA TakK Ha3blBaemble MnceBaoys3nbl (JIMM-
thongHble MHpUNLTPaTHI). Mpu 60nblINMHCTBE 3abonesBaHuii LUK, npoTekawwmx c
06pasoBaHMEM Y3/10B, BO3MOXHO Pa3BUTME KNCTO3HbIX U3MEHEHWI; UICTUHHbIE KUCTbI
LLL>K npakTuyeckn He BCTpeyakTca. MHOroysnooi 306 MoXeT 6bITb NpeacTaBsieH
pasHbIMK 1o mopdonorum 3abonesaHnsamm LXK (Hanpumep, ognH y3en — pak LK
(PLUXK), apyroii — KonsonAaHbin 306). B gaHHOM cniy4dae peyb MAeT O coyeTaHum
HecKoNbKnx 3abonesaHnii B ogHoi LK. Y3n0Boi (MHOroy3noBoi) 306 OTHOCUTCS
K Hambonee pacnpocTpaHeHHoi natonorum LK, vawe Bcero (okono 90%) y3nosble
obpasoBaHuAa LXK npeactaBneHbl y3/10BbIM KOJIONAHLIM NPOSNGepUpyOLWNM
3060M — HeonyxoneBbiM MNopakeHuem LLLXK, natonorvyeckoe 3HaveHMe KOTOPOro
BeCbMa COMHUTENbHO.

atmnonorus

dTuonorma 6onblMHCTBa onyxonein LXK HensBecTHa. Pa3BuTMe TOKCUMYECKUX
aZleHoM 06yc/iI0BIeHO MyTaluMAMM reHa peuenTtopa TUpeoTponHoro ropmoHa (TTI)
n a-cy6begnHnubl G-6esika Kackafja afeHwnatuumknasbl. Pap HacnegyembiX n
coMmaTU4ecKuUx MyTaumnii o6Hapy>xeH npu PLL K, B nepByl odepegb nNpu meayn-
napHoM. MNpuynHa pa3BuUTUA Y3/10BOro KOIJIOUAHOM0 306a HEM3BECTHA. YUUTbIBas
yBesIMYeHUe ero pacnpocTpaHeHHOCTU ¢ BO3pacToM (Y N1l cTaplwuX BO3PacTHbIX
rpynn, no gaHHbiM Y3W v aytoncuii, BcTtpedaetca B 40-60% cny4yaeB), y3/10BOM
KONIOMAHbIM 306 HEKOTOpPbIMW MccnefoBaTeNiAMU paccMaTpuBaeTCca B KayecTBe
BO3pacTHoW TpaHchopmayum LK. MpegpacnonaraetT K pasBuUTUIO KOITOUAHOIO
306a 1 ogHbIV aeduunT. TeM He MeHee ero pacnpocTpaHeHHOCTb 3HaUYUTENIbHA U B
pernoHax ¢ HopMasnbHbIM NoTpebrieHnem Moga. KonnouaHeli nponngepupyowmnia
306 sBnsAeTca narosoruen Bcer LUK, MOCKOMbKY BEpPOATHOCTb Pa3BUTUS HOBbIX
y3/10BbIX 00pa3oBaHWii y MauyuMeHTOB C WCXOAHO OOGHapY>XeHHbIM COMIMTapHbIM
y3nom gocturaet 50-80%.
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MaToreHes

Mpun onyxonax LXK npoucxognT akTUBHaA nponudepauns nyna onyxosesBblX Kie-
TOK, MNOCTeneHHo hopmumpyrLwnx ysen. DonankynsapHas ageHoma — gobpokadvecT-
BEHHAas OMyxosib U3 (POINKYISAPHOIO 3NUTENNSA, KOTOpas 4alle BCero npomcxoamt
13 A-knetok. Cpean hoNNNKYNSPHbIX afeHoOM BblAeNAT TpabeKynapHyo (3mM6puo-
Ha/1bHYH0), MUKPOONNNKYAAPHYH (DeTasibHY0), MaKpoonanKyasapHyto (NpocTyto).
Pe>ke ageHomMa npomncxoanT mn3 B-kneTok (OHKOLUTOMA, afleHoMa 13 KeTok MopTre-
AlukeHaswn), MNaTonornyeckoe 3HaveHne MONNMNKYNAPHON afeHOMbl OFpaHMYnBaeTCA
NOTeHLUWasIbHOM BO3MOXHOCTbIO pa3BUTMUSA KOMIMPECCUOHHOI0 CMHAPOMA NPU J0CTUXKe-
HUKM 60NbLINX pa3mepoB. OHa He MOXKEeT NoABepraTbCs 3/710KaYecTBEHHOMY NMepepoXxae-
HWI0, TEM He MeHee NoKasaHUs K orepaTUBHOMY JIeHeHMI0 ONpeaenaoTCs C/I0XKHOCTbIO
[00MepaymoHHON ANarHoCTUKN — M0 pesy/sibTataM TOHKOUTO/IbHOW acnupalMoHHOMN
6roncun (TAB) HEBO3MOXXHO oTAMddepeHUMpoBaTh ageHomy oT PLL K.

Hawnbonee yacto BcTpevaloWMnca y3a0BoA KOANOUAHBLIA B pa3Hoi cTeneHn Npo-
nndepmpyoWmi 306 He cuMTalOT OMyXosieBbIM 3aboneBaHueM. Mpu LMTONOrMUYEC-
KOM McCnefoBaHUM OH He OT/INYAEeTCS Mo CTPOEHUIO OT AU (Y3HOro 3yTUPEOUAHOro
(sHAemunyeckoro) 306a; Mo gaHHbIM FTMCTOIONMYECKOTO UCC/1e0BaHUA, ero oT/inyaet
Hannume Kancynbl. OCHOBY ero nartoreHesa COCTaB/isieT M36bITOMHOE HaKOMeHue
Konnovga B Noaoctu onsimkynos 1 nponndepaums TupeounTos. MocnegHsas, Kak
npaBua0, HOCUT MYNbTU(OKasIbHbIA XapaKTep, BC/IeACTBME Hero 306Hble NU3MEHEHUS
BbIABMAOT B TKaHW LXK v 3a npegenamu ysna.

anngemmorsiornsa

Y3710B0¥ 306 NpW Nasibnauun BbISABASAIOT He MeHee YeM y 2-5% nauueHToB B 06LLeN
nonynaummn; no AaHHbiM Y3W, B 0TAe/IbHbIX rpynnax HacesleHUsi pacnpocTpaHeH-
HOCTb Y3/710BOro 306a MoxkeT gocturatb 50% u 6onee. C BO3pacTom pacnpocTpaHeH-
HOCTb Y3/10BOr0 306a YBENTMUMBAETCS; Y XKEHLMH Y3/10BOI 306 BCcTpeyaeTcs B 5-10 pas
Yaule. HactoTa HOBbIX C/ly4aeB ManbnmpyemMbiX Y3/10BblX 06pa3oBaHUiA cocTaBnseT
o0ko0 0,1% nonynsaunm B rof. B cTpyKType BCTpeyaemMocTr Yy3/10B0ro 306a Ha Kosso-
WMAHbIV Nponndepnpyowmnin 306 npuxognTca okono 85-90%, Ha ageHOMbl — 5-8%;
Ha 3/10Ka4vecTBeHHbIe onyxonu — 1-5%.

KnnHunyeckue npoAB/EHUA

B MoAasBNstoLieM 60NbLUNHCTBE CAy4vaeB K/AWHUYECKUE MPOSABAEHUSA OTCYTCTBYIOT.
Ha cerogHAWHWIA AeHb nodasnsiolLee 60/1bLLINHCTBO C/IyYaeB y3/10BOro 306a BbIsAB-
NAKT MNPy cfly4anHo BbINOAHEHHOM Y3W. lMpu KPYMHbIX Y3/10BbIX 06pa3oBaHUAX
BO3MOXEH KOCMETUYeCKU aedeKT Ha Liee, KOMMPEeCCUOHHbIN CUHAPOM, 06yC/0B-
NEeHHbIN caaBneHuem Tpaxen. TakdXke Npu y3710BOM (MHOroy3sioBOM) KO//I0MAHOM
306e MOXKeT dopmmpoBaTbCca (PyHKUMOHANbHaA aBToHoMUA LXK ¢ pasButmem
TUPEOTOKCNKO3a.

JunarHocTtuka

Manbnauuns LWL >K — ocHOBHOW MeTog NePBUYHON AMArHOCTUKM Y3/10BOro 306a. Mpwu
0bHapy>XeHUK y3/10B0ro o6pasoBaHuA naumMeHTy nokasaHo Y3U LK, KoTopoe nos-



Po3gen 1. 3a6oneBaHusa WWUTOBUAHON Xenesbl

BO/TUT TOYHO OLEHUTL pa3Mep U yNbTPa3BYKOBYH CEMWUOTUKY CamMoro yssna, onpege-
nnTb 06bem LXK 1 cocTosAHME pervoHapHbIX nMMmdaTnyecknux ysnos. CyllecTByeT
paa yNbTPasBYyKOBbIX MPU3HAKOB, XapaKTepHbIX Ans onyxonen LXK, Ho ux auna-
rHocTMmyeckass YyBCTBUTE/NIbHOCTb U CNEUUMPUYHOCTL He BbICOKU. B CBA3U € 3TUM
npy BbIABJIEHUN ManbNMpyemMoro y3sI0Boro o6pasoBaHusa U/MAU NPeBbILLAKOLWLENO
no gaHHbIM Y3 1cm B AgnameTpe n 6onee nokasaHa TAB. MNMpoeegeHne TAB npu
y3/10BbIX 06pa3oBaHUAX MeHbLUEro pasmMepa LesiecoobpasHo TOMbKO MPU Hanuvum
MoAO3PUTESNbHbBIX Y/IbTPa3BYKOBbIX MPU3HAKOB WM Xe Yy NauueHTOB, BXOAALLNX
B rpynny pucka no passutuio PLL>K. Mposoante TAB Heobxo4MMo MNoL KOHTPO-
nem Y3 He3aBUCMMO OT ManbnaTopHbIX AaHHbIX, YTO CYLW,ECTBEHHO yBe/in4nBaeT
MH(OPMaTUBHOCTb UCC/e0BaHUA.

ToHKoOUTrosibHaA acnmpaunoHHas 6unoncus

TAB LXK 6bi1a Bnepsble onucaHa B 1948 rogy, Hadana paspabaTbiBaTbCs B Havyane
1970-x rogos, a B AasbHelileM 6blfla BHeApeHa B LUMPOKYH KJMHUYECKY NpaKTu-
Ky Kak Haunbosiee TOYHbIA N OTHOCUTE/IbHO MPOCTO METOA AMArHOCTUKU Y3/10BbIX
nopaxkeHui LK. B HacTosiwee Bpemss TAB — camblii athheKTUBHbIN MeTog andde-
peHUManbHOi AMarHoCTUKK f06pOKayYecTBEHHbIX N 3/10KaYecTBEHHbIX 06pa3oBaHuii
LLL>K. To4yHOCTb 3TOro MeToAa LLe/IMKOM 3aBUCUT 0T KBaMuKaumu cneunanmcros,
BbIMOJ/THAOLWMNX MPoLefypy U LLUTONOTMYeCcKoe nccnegoBaHme rnosyvyeHHbIX nyHKTa-
ToB. TAB, Hapsay c onpegesieHWEM KOHUEHTpauun TUpeoTponHoro ropmoHa (TTID)
B KPOBW, MCMNOJMb3YIOT B KayecTBe MepBOro AMarHoCcTUYeckoro Metoga y 60/bHbIX C
BbISABNIEHHbIMW Y3M10BbIMY 06pa3oBaHmnAaMK B LLL XK ana nonyyeHmMA LUTONI0rMYECcKoro
AnarHosa n OUeHKN YPOBHA pUCKa 3M10KavyecTBEHHOCTU. MeToh no3BosisieT yCTaHo-
BUTb LNTOMOITMYECKUIA AMArHO3 Yy NauMeHTOB, KOTOPbIM OonepaTMBHOE sledeHune nnia-
HUpyeTCcA NO APYrMM NoKasaHnaM (K npuMepy, Npu HacneAcTBeHHbIX hopmax PLLLK
nnn megynnapHom PLLK, Bxogswem B CUMHOPOM MHOXXECTBEHHbIX 3HAOKPUHHbBIX
Heonnasuin [M3H] 2 Tnna).
Mpouenypa No3BoNsET:
E MpoBOAUTL ANdepeHuManbHY0 ANarHOCTUKY TUPEOUAHbIX U BHETUPEOUAHbIX
nopaxkeHM (OKOOWNTOBUAHbIE Xefle3bl, perMoHapHble IMMGaTnyecKme y3nbl)
" BbIABNATb MeTacTasbl PLU>K B pervoHapHble inMmpaTnyeckne y3nbl;
B YCTAHOBUTb LUTOMIOrMYECKNIA AMarHo3 Npu HeageKBaTHbIX UM HEMHGOPMATMB-
HbIX MEePBUYHbIX NYHKLMNAX;
® acnMpupoBaThb XXUAKOCTb U3 KUCTO3HbIX MOMOCTEN Y3/10B C BO3MOXHbIM UX
CKJ/1ePO3NpPOBaHMEM;
B MarHoCTUPOBaTb OCTPbIA FHOMHbIN TUPEOUANT.
Pag aonoNHUTENbHbIX MccnefoBaHnim (MMMYHOLUTOXMMUA, NoavMepasHasa LenHas
peakuua — T1LP), ncnonesywwmx marepman TAB, No3BonseT BbIABNATL penkue
onyxonu WK (K npumMepy, NpoBoAUTb AuddepeHUVanbHY0 AUarHoCTUKY Mexxay
numdcomoin 1 XAWNT), a TakxKe NpoBoAUTb AUG(EPEHLNANIbHYO ANAarHOCTUKY Mpuy
HeornpegeneHHbIX 3aK/IYeHUAX LNTO/TONMYECKOTO UCCNefoBaHUA, TakKnx Kak on-
NNKyNapHasa Heonasus.

NMoka3zaHus

m Bce nanbnupyemblie y3nbl LU XK 6onee 1 cm.
m Bce y3nbl LK 60nee 1 cMm, criyvaiHo BbisiB/IEHHbIE Npu Y3W.



DHAOKPUHHAA XNUpPYyprus

m Bce y3nbl WK meHee 1cm, nasnbnupyemble UAW BbISB/IEHHbIE CyYaiHO Npu
Y3W, npu Haimumu nogo3puTesibHbIX YNbTPa3BYKOBbIX MPU3HaKOB Y3/10BOr0
obpazoBaHuA.

m Bce y3nbl WK npu Hannyumm aHamHeCTUYeCKUX, KNMHUYECKNX NAn nabopa-
TOPHbIX AaHHbIX 0 BbICOKOW BEPOSATHOCTM Hanmnumsa PLL K.

e dnsnkKanbHble NMPU3HaKy, NoBblLLaKLIMe BEPOATHOCTbL Hannuma PLUK (npu
HaMuMN OLHOM0 W3 YKaslaHHbIX MPU3HAKOB, BEPOATHOCTb TOro, 4TO Yy3en
ABNAETCA 3/10KAYECTBEHHbIM, YBe/IMUNBAETCA NMPUBNU3NTENBHO B 7 pas; npu
BbIABNIEHUN Y NaLMeHTa ABYX 1 60siee U3 Nepeyncs/ieHHbIX NPU3HaK0B BEPOAT-
HOCTb Hannuma PLU K gocturaet npaktmnyeckmn 100%):
¢ N0THbIN y3en LWK;

& GbicTpopacTyLwmii ysen LUK (NporpeccuBHbI pocT y3na B TedeHMe nepmoia
HabnaeHns (6-12 mec), BHe3anHoe yBeNnYyeHne pasmepoB y3sa CBSA3aHo,
BEPOATHO, C BO3MOXXHbIM KPOBOU3/IUSAHWEM B €r0 MNapeHxXumy, 1 aTo He cCUU-
TalT NoA03PUTENbHBIM OMYX0/1EBLIM MPU3HAKOM);
y3en WK, hruKcmpoBaHHbIA K COCEAHMM aHATOMUYECKUM CTPYKTypam;
yBe/IMYEHVE PernoHapHbIX IMMpaTUYECKNX Y3/10B;
y3en WK, coveTaowmiica ¢ napasimyomM rosiocoBo cKnagku;

Apyrue cMMNTOMbl MHBA3MBHOIO pocTa OMyXo/lM B cOCeHMe aHaToMu4ec-

Kue CTPYKTYpbl Wwen (aucharus, guchoHna v T1.4.).

= AHamMHecTU4YecKue faHHble, NoBbILaoLW e BepOATHOCTbL 06Hapy>XeHua P LUK

B y3/ie L >K:

¢ HasInume B aHaMHe3e 00/1y4YeHUS r0N0BbI U LUEN;

¢ CeMelHbI aHaMHe3 PLLLK;

¢ Hanuume 3aboneBaHWii, accouuMmnpoBaHHbIX ¢ PLLL)K B pamkax cuHApoma
M3H 2 Ttnna (HenpodmbpomaTos, peoxpomMounToma, rmrnepnapaTmpeos u
T.A4.);

¢ ceMelHbIN afeHOMaTo3Hbli nonuno3d XXKT u ero nogtunbl (CMHAPOM
MapaHepa, cMHApPOM TypKoTa);

¢ Komnnekc KapHu, 6one3Hb KoBaeHa.

B HekoTOpbIX cyyasax K nabopaTtopHbIM NMpu3HakamMm MOXXHO OTHECTU MOBbILLIEHHYI0

6azasnibHYl0 KOHLEHTpauMio KanbUUTOHMHa KpoBwu (Bbiwe 100 nr/mn) — oanH w3

npusHakos MegynnsapHoro PLL K.

L 2R 2R 2R 4

MeToaunka BbINO/THEHUSA

TAB npegnoyYTUTENBHO NPOBOAUTL B aMbylaTOPHbIX ycnoBMAX. CheynanbHOW Nog-
rotoBKM 60/1bHOr0 He TpebyeTcda. lNMauyveHTa Heo6X04MMO MNPOUMHGOPMUPOBATL O
BO3MOXHOCTU MOSIYYEHNA HeafeKBaTHOro A8 LUUTON0rMYecKoro uccsefoBaHus
nybikTata (HeMHoOpMaTUBHLIN pe3ysbTaTt), a TakXe 0 6e30MacHoOCTU npoueaypbl 1
OTCYTCTBUN KaKUX-IM60 3HAUMMbIX OCNOXHEHW. [NMauueHTa pacnonarawT B f1exa-
yeM MOJIOKEHUN C BAJIMKOM Mo nsie4aMu, 4To obecnevymBaeT paccinabneHme LeiHon
MycKynatypbl. TAB BbINOMHAOT Mo yNbTPa3ByKOBbIM KOHTPOJIEM M0 TakK Ha3blBae-
Mo meTtoguke free hand — 6e3 cneunanbHbIX HacafoK Ha AaTuMK Y/1bTPa3ByKOBOI0O
annapata. oA yNbTpa3BYKOBbLIM KOHTPOJSIEM WI/ly BBOAAT B Y3es1, MOC/e Yero ocy-
LecTBASAT acnmpauuno. BonbLWMHCTBO aBTOPOB PEKOMEHAYIOT UCM0/1b30BaTh UI/bl
22-23 G v wnpwuy 5-10 mn.

OKo0/10 TPeTu BCeX Y3M0BbIX 06pa3oBaHUi UMeT KUCTO3HbIA KOMMOHEHT, KOTO-
pbili 06pa3yeTcsa B pesynbTaTe Hekposa CONMAHbIX y4acTKoB. [Mpy MMKpocKonum
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Pasgen 1. 3a6oneBaHna LWWUTOBUAHON Xenesbl

LeHTpUyraToB acnmMpupoBaHHOM U3 Y3M10B XNLKOCTW, KakK Mpasuso, BbIACHAETCS,
YTO 3TOT 0CAAO0K COAEPXKMUT NNLLbL HEOGOMbLLIOE KOANYECTBO DOMNINKYNAPHBLIX KNETOK,
He NpuUroHoe Ans NHTepnpeTaunmn pesynbtaTos bvoncuun. MonyunTb 6onee Afeksart-
HbIi KNETOUHbIA MaTepuasl BO3MOXHO NyTeM MPULENbHOr0 BbINOAHEHUA MYHKLUWN
CO/IMAHbBIX YYACTKOB Y3/10B, UCNO/b3YS YNbTPA3BYKOBOM KOHTPO/Ib.

Mony4yeHHbIi Nnpn TAB Matepuast NepeHoCcAT Ha NPeAMETHbIE CTEK1A B BUAE 04HO-
HanpasB/feHHbIX Ma3KoB, A1 N3rO0TOBMIEHNA KOTOPbIX Jly4lle MCMNo/b30BaTh CTek/a
co wnudoBaHHbIM Kpaem. [arnee npenapaTt QUKCUPYIOT B 3aBUCUMOCTU OT NJIaHUPY-
emMoro MeToja oKpallmMBaHus.

Hamnbonee yacto MCMonb3yT MeTOAUKY OKpacku no ManaHumkonay v no Maii-
MproHBanbay-fvm3a. Okpacka no MNManaHukosay No3BonsieT 605iee YeTKO OLEHUTL
0C0B6EHHOCTU AfEPHOro XxpomMaTmnHa, B TOM YuC/e BHYTPUSAAEPHbIe LuTonaasmMaTnyec-
KVie BK/IIOUYEHUA, XapakKTepHble And nanunnsapHoro paka. Kpome Toro, ata okpacka
Mo3BOJISET Nydlle oxapakTepusoBaTb Konsong. C apyroii CTOpoHbl, NUMGongHbIe
K/IeTKW flyylle pacnosHalTcs Npu oKpacke no Maii-I'ptoHBanbay-vmsa. Psg aBTo-
poB peKOMEHAYI0T UCnonb30BaTb oKpacKky Diff-Quick ansa cpoyHo oLeHKN afeKkBaT-
HOCTW MONYYEeHHOro MaTepuasia cpasy nocne NyHKUuMn. Ecnv nonyyeHHbI martepman
He NpuUrofeH Ana LMTONOrMYeCcKoro nccnefoBaHus, NyHKLMIO cpasy >Ke NoBTopPSIoT.

WNHTepnpeTauns pesysbTaToB

Ha ocHOBaHMM LLUTO/IONMYECKOro MUCCNefoBaHUA NYHKTATOB (DOPMYNNPYIOT LUTOO0-
rMYecKUii ANarHos:

B y3/10BOV KO/I/TOMAHbIN 306;

B paK WNTOBUAHOM Xenesbl:

* NanuINapHbIii;
* hoNNNKyNApHLIA (B TOM Yncne, n3 B-kneTok);
= MeAyANSAPHbIi;
e aHanJacTUuYecKui;
® QonMKynapHas Heonnasmsa (onyxosib, HOBoobpasoBaHue):
* NoAo03puTesibHasA B OTHOLLEHUN Ma/IUTHU3aLNN,
* B-kneToyHasa (13 KNeTok MNopTtne-AwKeHasn);
= HeornpejeneHHas;
® TUPEonanT:
* XPOHUYECKU ayTOMMMYHHbIN;
® OCTPbI FTHOMHbIA;
= nogocTpblii (JeKepBeHa);.

m numdoma LW OK;

m MeTacTasbl HETUPEOMAHbIX 0MyX0oNen.

Mpy HEBO3MOXKHOCTM LLUTONIOFMYECKOU BepumnKaLunum genarT 3ak/IloHeHNne 0 HenH-
hopMaTUBHOCTM NyHKTaTa ¢ peKoMeHAaumer nostopmutb TAB.

J1t060i onmcaTtesibHbIA 0TBET LMTO/IOMMHYECKOr0 UCC/1eA0BaHNs MyHKTaToOB pac-
LLeHMBaKOT KakK HeMH(OPMaTUBHbIN. B Nog06HbIX cny4dyasax Heo6Xo4MMO NPOKOHCYNb-
TUpPOBaTLCA 0 NPUTOAHOCTU LLUTOOrMYECKOro MaTeprasna y a/lbTepHaTUBHOIo Mopdo-
nora v nostopuTb TAB B cneynann3npoBaHHOM OTAENEHUN NITN YUPEXKAEHUN.

Mo cBOAHbLIM NUTepaTypHbIM AaHHbLIM, YYBCTBUTENbHOCTL TAB cocTaBniseT 65-
98%, cneynuyHocTb — 75-100%), NosioXKuUTeNIbHas NPOrHocTU4YecKas LLeHHOCTb —
50-96%. CpefHee YNCNO TOXKHOMOTOXKUTENBHBIX N NIOXKHOOTPULLATESIbHbBIX 3aK/0-
YeHui no oTHoweHUto K PLLLXK coctaBnsieT He 6oniee 5%.



DHAOKPUHHAA XUPYpPrusi

dakTopbl, BAMAKOLWME HA pe3ynbTaT Ucc/efoBaHus

PyTuHHOe ncnonb3oBaHne TAB 3HauMTENNbHO M3MEHWU/I0 NOAXO0AblI K NIEYEHUIO Y3/10-
BOro 306a M CHWU3W/AO €ro CTOMMOCTb, 6s1arogapsa CyL,eCTBEHHOMY YMEHbLUEHWIO
KOJ/INYECTBa HEHY>KHbIX ONepaTMBHbIX BMeLLaTe/IbCTB. HecMoTps Ha OTHOCUTENbHYIO
NpocToTy 3TON MeToaukn, TAB gaeT Hauny4wune pe3ynbTaTbl MPU ee NPOBEAEHN B
crneymanm3npoBaHHbIX YUpPeXKaeHUAX.

TAB, N0 pasIMyHbLIM OUEeHKaM, He MOXXeT AuddepeHuUnpoBaTb fobpokadecT-
BEHHblE W 3/10KavecTBeHHble onyxonn WK B 15-30% cniyvaeB. B aTux cnydasx
3aK/1l04eHUSA N0 LUTOMOrMYecKOMY ucc/efoBaHU0 (opMynnpyloTca Kak «gon-
NNKyNsapHasa Heonsasus», «PoNaAnNKynspHas onyxosb» WANW «HOBoob6pasoBaHue
LLL >K», KoTopble NpeAcTaBfsAT CO60M reTeporeHHy rpynny TakK HasblBaembiX
HeonpegeneHHbIX U3MEHEHUN — KaK 3/10KavyecTBEHHbIX, TakK U [06poKayvyecTBeH-
HbIX 3a60/1€BaHNM, UMEKLLNX CXOAHYI0 LLUTOMOP(ON0rMUYecKyo KapTUHY. ToNbKO
10-15% w13 HUX NPU TUCTOMOrTMYECKOM MCCef0BaHNU AeACTBUTENIbHO OKa3blBakT-
CA 3/10KAYeCTBEHHbIMU.

BonbWWHCTBO MccneaoBaTteneii Npy nonyyeHMU HeonpeaeneHHbIX LmMTonormuyec-
KNX 3aK/AlYeHU PeKOMeHAYIT onepaTuBHOe siedeHmne. Takmm obpasom, 6osbLuast
YyacTb onepauuvii, NPoBeAeHHbIX B CBA3U C 06HapY>XeHUeEM «(OoN/TUKYTAPHbIX Heor-
nasunii», O0KasblBaeTCcA HeornpaBgaHHoOM. [Ans onyxoneit WH>K onucaH uenbii psg
reHeTUYeCKMX U MONEKYSAPHbIX N3MEHEHWUI, KOTOpble MOTYT XapaKTepusoBaTb MX
passuTue 1 nNporpeccmposaHue. B cBA3K C 3TUM aKTUBHO MPOBOAATCSA NCC/1ef0BaHUSA,
HanpasJ/IeHHble Ha OMnpejesieHVe psaga 3TUX MapKeposB B npernaparax, MofyyYeHHbIX
npu TrB.

OcnoxHeHus

TAB He UMeeT KaKUX-MG0 CYLLeCTBEHHbIX OCMNOXXHEHWUA. K HUM MOXXHO OTHECTU
remMaToMbl, KpOBOM3NUSHUS B 06/1aCTU Y3/1a U COXPAHSIOLLYIOCS HeKoTopoe Bpemsi
NoKasbHyo 60/1e3HEHHOCTb. B pegKux criyyasix nocne acnmpaumm KNCTo3HbIX o6pa-
30BaHWUI MOryT pa3BMBaTbLCS OCTPble BOCMA/INTE bHbIE MPOLIECCHI.

CuuHTUrpadns WMUTOBUAHONW Xenesbl

CuuHTUrpadus nokasaHa gns auddepeHUnanbHON AnarHoCTUKU NPUYNHbI TUPEO-
TOKCMKO3a. B TUMNUYHBIX CUTyaLUsX 60MbHbIM B 3yTMpPeo3e CUUHTUTPadUs LWNTO-
BUAHOW >Xenesbl He NokasaHa (NogpobHo cM. B pasfenie «bonesHb MpeiiBcar).

JleyeHue

MogasnstoLee 60NbWMHCTBO 06pa3oBaHunii, KnaccnpuumpyemMmbixX Kak y3/0B0i Kon-
NongHbIM 306, He HapylwalT QYHKUMI0 LUK, nmeloT Heb0/bLLIOM pasmep 1 He Npea-
CTaB/MALWMA Yrpo3y KOMMPECCMnU UM KocMeTmueckyto npobnemy. VX natonoru-
YecKoe 3HayeHue ANA opraHU3Ma 3a4yacTy COMHUTENbHO. OCO6eHHO 3TO KacaeTcs
MeNKnx, Cay4yamHo BbISIBNEHHbIX Y3M10B. Taknm 06pa3om, Npu BbISBAEHUN Y3/10BOr0
(MHOroy3noBoro) KosisiongHoro nponunepmpyroLero 3o6a akTMBHoe MeANKaMeHTO3-
Hoe 1, TeM 6os1ee, MHBa3MBHOE BMeLLATe/IbCTBO (ONepauyms, ck/epoTepanmsa n T.4.) B
60MbLUMHCTBE C/Tly4YaeB He MoKa3aHbl. [InHaMnyeckoe HabaaeHNe TaKUX MNaLneHToB
nogpasymeBaeT nepuogmnyeckyto (1 pas B 1-2 roga) oueHky hyHKunm WK n Y3N.
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Pasgen 1. 3a6oneBaHnA LWUTOBUAHOW Xenesbl

MaTonornyeckoe 3HayeHue Y3710BOr0 KOMIOMAHOIO MAponudepupyloLlero 3oba

onpegensieTcs:

B OTHOCUTEsIbHO HEBbLICOKMM PUCKOM 3Ha4dnTeNIbHOro ysenmyeHus LLL>K co' caasne-
HVEM OKPY>KalLLMX 0praHoB 1U/man popmMrupoBaHNEM KOCMETUYECKOTO AehEKTa;

m onpejesieHHbIM PUCKOM Pa3BUTUSA PYHKLMOHabHOM aBToHOMUN LLL XK n Tnpeo-
TOKCUKO3a.

Mcxopa n3 natonormyeckoro 3HayeHusl, MOXXHO BblAeNnTb CriefytoLline nokasa-

HNSA K XUPYPrUYECKOMY JIEHEHMIO Y3/10BOr0 KO/1IOUAHOIMO 306a:
B y3/10BOIi KOITOMAHLIA 306 ¢ (hopMMpoBaHMEM (PYHKLNOHANIbHON aBTOHOMUN,
NMPOSIBASIOLWENCS TUPEOTOKCUMKO30M (KaK MaHW(EeCTHbIM, TaK U CYOKINHU-
YECKUM);
B y3/10BOV KOJIIOUAHbIV 306 C 06 bEKTUBHBIMU KOMMPECCUMOHHBIMY MPU3HaKaMU;
B Y3/10BOW KOJI/IOUAHbIV 306 C KOCMETUYECKUM AeheEKTOM.
AnbTepHaTUBHbLIM METOA0M NlIeHEHUS B TaKUX C/yHasX CHNTalOT sieveHme ycnewl-
HO npumeHsiemoe B CLUA 1 eBponercknx cTtpaHax. Takxe MOXHO paccMaTpuBaTb
NpPUMeHeHNe pPasfIMYHbIX MUHUMa/IbHO MHBA3MBHbIX BMELLATE/ILCTB (YPECKOXXHOe
BBeJeHMe CK/1ep03aHTOB, /1a3epoAeCcTPYKLUS, AnaTepMOKOoarynsumns n ap.), Kotopblie
[O/MKHBI 6bITb HaMpaB/fieHbl Ha NMKBMAALMI0 OCHOBHOMO NMaTos10rMyecKoro CMMMTO-
Ma, KOTOpPbIM MPOSBASAET cebs KOMMOUAHbIN y3en — TUPEeOoTOKCUMKO3a, KoMMNpeccum
cOCeAHUNX OpraHoB WM KocMeTmyeckoro gedpekta. Npu 3ToM A06MBaTbCS MOSHOWA
perpeccuun ysna Heoba3zatesibHO. PPEKTUBHOCTL MUHUMASIBHO MHBA3UBHbLIX BMe-
waTenbCTB HEOOX0ANMO OLLeHMBATL MO CTeNeHN NNKBUAALMU 3TUX NaTONOrMYecKuX
CMMNATOMOB. [MOCKO/IbKY MUWHMMasIbHO WHBA3WBHOE BMELLATENLCTBO A0/IKHO ObIThb
anbTepHaTMBON MaKCMMasibHO MHBa3UBHOMY (TpaauLMOHHaA onepayms), NoKasaHus
K MPUMEHEHUNIO 3TUX METOA0B AO/DKHbI ObITb @aHa/IOrMYHbIMM.

JeyeHne onyxonein LXK — onepaTuBHOE, a Npu BbicoKoanphepeHLMPOBaHHOM
pake LLL>K nocne TMpeonaskToMmMu NPOBOAAT Tepanuio (cm. cooTBeTcTBYlOLLME
pasgenbl).

OnTumanbHblli 06bEM onepatTnBHOIo BmMmewaTtesibCTBa

OnTuMasnbHbI 06bEM OMEpPaTMBHOrO BMelLaTesbcTBa HeobxoAMMO onpeaensite Ha
OCHOBaHUM xapakTepa mMopdonornyecknx nameHeHum LW >K. Mopdonornyecku npu
Yy3/10BOM KOJ110MAHOM 306e npoLecc y3/1006pa3oBaHUA He OrpaHUYMBaeTCa KakKnuMm-
HMByAb onpeesieHHbIM ydacTKoM LK. TMoMUMO AOMUHUPYOLWNX Y3/10B, B NepPUHO-
OyNSpHOM TUPEOoUAHOM TKaHU CyLL,ecTBYHOT TaK Ha3blBaeMble 306Hble U3MEHEHUS, UTO
N CIY>XUT MOP0SI0rMNYEecKoli 0CHOBOW /15 MOSAB/IEHUS HOBbIX KOMTOUAHbIX Y3/10B.
MIMeHHO 3TOT MOPMONOrnMYecKnini oakT U 06bSCHSET BbICOKYH 4acToTy peuunavBoB
Y3/710BOr0 KOJ/IIOMAHOro 306a nocne opraHocoXpaHsawLWmMxX onepaumn U 3KOHOMHbIX
pesekuuin. J1ilo60e opraHocoxpaHsiolLee ornepaTVBHOe BMeLLaTesIbCTBO MpU y3/10-
BOM KOJ1I/TOMAHOM 3006€e, NPOBOAMMOE C Le/iblo COXPaHUTb FOPMOHMPOAYLMPYIOLLLYO
dyHKumio WK, AomKHO 6bIThb pacueHeHo Kak cmmnTomaTtmyeckoe, HEM3BEXXHO
BEAYLWEE K PELNAMBY!!!

OnTuMasibHbIV 06BbEM OnepaTMBHONO BMeLLaTeIbcTBa NpPU Y3/10BOM KOIJIOUAHOM
3060e M ABYXCTOPOHHEM ropaxkeHun obenx poneir LXK — Tupeomasktomus, npu
OOHOCTOPOHHEM MOPaXKeEHNN — reMUTUPEONAIKTOMUA.

PekomMeHAyeMbli HAMU NOAXO04 K XUPYPrUUYECKOMY SIeHeHMI0 Y3/10BOr0 3y T Mpeouna-
HOro 306a NO3BOMINT He TOJIbKO CHU3NTb 4acTOoTY peynanBoB, HO U 3HAYNTENIbHO
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SHAOKPUHHASA XMUpyprus

COKPaTWUTDb KO/INYECT BO HEONpaBAaHHbIX onepaTMBHbLIX BMeLWWATENNBCTB U MUHN-
MaJ/ibHO MHBa3UBHbLIX NMpouenyp, KOTopble BbIMO/THAKT MNP 3 TOM 3a60/1eBaHNN.

MporHos

Yalle BCEro y3si0Bo KOMONAHbI 3yTUPEOUAHbIN 306, He OTHOCSALLMICA K ony-
X0/1€BbIM 3a60/1€BAHUSIM, HE UMEET NaTo/I0rMYecKoro N NPOrHOCTUYECKOro 3HaYeHns
ANns nauymeHTa. PUCK 3HaumTesibHOro yeBenuueHus LXK ¢ pa3BuTuem KoMmpeccu-
OHHOro cMHApoma KpawHe HM30K. B pernmoHax mogHoro gecuumta nporHo3 Moxket
OnpefenAaTbCsa OTHOCUTENIbHO HU3KMM PUCKOM PasBUTUSA TUPEOTOKCUKO3a BClefc-
TBME (DOPMUPOBAHUA (PYHKLMOHANbHOW aBTOHOMUK LK. MporHo3 npu 3s10Kavec-
TBEHHbIX onyxonsax LXK onpegensietcs, Kak npaBusio, UX Mopdosiormveckoi dop-
MOIA, BO3pacTOM MauueHTa 1 cTagmen 3aboneBaHns (CM. COOTBETCTBYIOLLME pa3aenbl
PYKOBOACTBA).
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Pasgen 1, 3a6oneBaHus LWMUTOBUAHOW Xenesbl

doNnnukynapHas Heonnasus

BeegeHne

ToHKOMUronbHasA NyHKUWOHHaA 6uoncus (TMB) LXK 6bia BnepBble onucaHa B
1948 rogy, Hayana paspabaTbiBaTbCs B Hayasie 1970-X rofos, a B gasibHelilem 6blna
BHeJpeHa B LUMPOKYO KJIMHNYECKYIO NPaKTUKY KakK Hanbosiee TOUHbI U 0OTHOCUTE Tb-
HO NpocToil MeToq AnddepeHLUNasibHOM ANarHOCTUKKM NpU Y3/10BOM 306e. PyTUHHOE
ucnonb3oBaHme TIB 3HauyMTesIbHbIM 06pPasoM M3MEHWI0 MNOAXO0Abl K JIeYEeHUHD
y3/10B0ro 306a 1 CHU3WJI0 ero CTOMMOCTb 6arogaps CyLl;eCTBEHHOMY YMEHbLUEHMWIO
KOJSINYecTBa HEHY>XHbIX OnepaTMBHbIX BMeLlaTe /IbCTB. HecMoTps Ha 0OTHOCUTESIbHYIO
NMPOoCTOTY 3TOA MeTOAUKMW, MPU MPoBeAeHUM B CrieLnasiu3npoBaHHbIX yupexxaeHusax
TrB paeT Hanny4wmne pesynbTaThl.

Mo pas3nnyHbIM oyeHKam, TIB B 15-30% cny4vaeB He MOXKeT gndhepeHynpoBaTb
[06poKayecTBEHHbIE N 3/10KaYeCcTBEHHble onyxosin L XK. B aTux ciyyasax 3ak/oye-
HNA MO LUTONOMMYECKOMY UCC/efoBaHU0 POPMYIMPYIOTCA Kak «hoNnKynsapHas
Heonna3ns», «PosINIUKYNspHasl onyxosib» WM «HOBoo6pasoBaHMe LLLXK», KoTopble
npeAcTaBnAOT cO60/ reTeporeHHy rpynny Tak HasblBaeMbIX «HeornpefeneHHbIX»
M3MEeHEHU — KaK 3/10KayecTBeHHbIX, TaKk N [AobpokayecTBeHHbIX 3abosieBaHWi,
MMELWNX CXO4HYI0 LMTOMOP{OSIOrnu4ecKyto KapTuHy. Tonbko 10-15% u3 HUX npu
rMCTONIOTMYECKOM UCC/ef0BaHNN AeliCTBUTENbHO 0Ka3bIiBaTCA 3/10Ka4eCTBEHHbIMM.
B aTy rpynny moryT nonacTtb criegytoume 3abonesaHus:

m CO6CTBEHHO (hoNINKYNAPHbIE ONYyX0an (HOBOO6pa3oBaHUS);

® DO/INKYNAPHbIA BapuaHT nanuansapHoro paka L >K;

a OMyxo/in N HeonyxosieBble 06pa3oBaHUA U3 KNeTok MopTne-ALliKeHasu;
VHCYNSPHbIA paK WMTOBUAHOM XKefesbl;

MeayNAspHbIA pak WUTOBUAHOM >Kenesbl.

o @

Co6CcTBEHHO DONNNKYISAPHbIE onyxoan (HoBoob6pasoBaHUs)

Hawnbonee 4yacTblii BapnaHT «HeonpefeneHHbIX» W3MEHEHW, Ha KOTOpbIA npu-
xopnTtca okoso 10-15% Bcex 3aK/IlYeHU LUTOMOrMYECcKOro wuccriegoaHus. B
nogasnsiowemM 60NbLUIMHCTBE CAy4vaeB pedb nAeT 0 J06pPOKAYECTBEHHONM OMyxXonu
(bonnnkynspHon ageHome) Unu akTMBHO Nponudepupylowem (rmnepnaactnyec-
KOM) y3/710BOM KOJ/I/I0MAHOM 306e. TeM He MeHee MPUMEPHO B ogHOM K3 10-15%
criyvyaeB (QOMNUKYNAPHOM Heonnasvm BbIABASAIT BblICOKOAN( P EPEHLNPOBAHHbI
donnuKynapHbIn pak. [locnegHuii oTnmnyaetca oT (QONNUKYNSAPHOW afeHOMbI
CMoco6HOCTbI0 K MHBA3MBHOMY pocTy B Kancyny LXK 1 KpoBeHOCHble cocyfbl.
Mo cTeneHW 3To MHBa3MM PONINKYNSPHbIE aeHOKApLMHOMbI NoAapa3fensioT Ha
WHBa3VBHblE 1 MUHUMa/IbHO MHBa3MBHble. KreTouHas atunusi fOBOJIbHO Peako
BbISIBMIIETCA B MUHUMa/IbHO MHBA3MBHbIX (DOMIUKYASAPHBLIX afeHOKapLMHOMAaX.
MocnegHAn KaTteropus onyxosei MOXeT 6bITb BepudmLMpoBaHa TONIbKO Mpu ruc-
TO/IOFMYECKOM UCC/1ef0BaHUN.

®ONNNKYNAPHLIA BapuaHT NanuAspHOTO paka WWTOBUAHOW Xesnesbl

Ha gonto honnnKynsapHoro BapraHTa NpuxoanTcst okono 20% Bcex criydaes nanun-
NsApHOro paka LUK, KoTopblii Tak»Ke, Mo AaHHbLIM LIUTO/IONMYECKOro UCC/IeA0BaHMs,
MOXXeT OTHOCUTLCS K Tpynrne HeonpedeneHHbIX M3MeHeHWiA. Mopdosornyeckas

15



SHAOKPUHHAS XNUpPYpPrus

0C06EHHOCTb 3TOM (hOPMbI NANUANAPHOro paka LU XX cocTouMT B He4OCTaTOYHOW Bblpa-
XKEHHOCTU TaKMX XapaKTepHbIX NPM3HAKOB, KaK MCaMMOMHbIe Tesbla, MHOrosigep-
Hble KNeTKU N SAePHbIe BKKYEHNSA. B 0TAENbHbIX PeaKux criyvasix 3Tux ocobeHHoc-
Tel INWEH N KNacCUYecKui NanunnsapHbIi pak.

Onyxonu u HeonyxofieBble 06pa3oBaHns U3 KNeTok MopTne-AlIKeHasn

BcTpevatoTcs npumepHo B 2-3% c/yvaeB BCEX Y3/10BbiX 06pasoBaHuii LU K.
BkitovatoT fobpokayecTBEHHbIE U 3/10Ka4YeCTBEHHbIE OMYX0/M, @ TakXe Heornyxo-
neBble U3MeHeHUA, Habngaemble MPU XPOHMYECKOM ayTOMMMYHHOM TupeoumauTte
(XAUT) n, pexke, Npn aKTUBHO NponmpepmpyoLLeMm y3s0BOM KO/I0NGHOM 306e.
AfeHoKapunHomMma 13 KeTok MopTne-AlLKeHasn — 0YEHb pefkas onyxosib, KOTO-
pas UMTONOTMYecKn, Kak N oNNnKynsapHaa afeHOoKapuuHOMa, He MOXeT ObiTb
AnepeHumpoBaHa oT o6poKaYecTBEHHbIX [NIOPTAe-KAETOUHbIX ONYX0Sen U Heony-
X0/1€BbIX U3MEHEHUIA.

VHCYynapHbIA pak WUTOBUAHON Xenesbl

Peakas 3/10KauecTBEHHAsi OMyXo0/lb, Ha KOTOPYIO NPUXOAUTCS A0 2-4% CnyvyaeB BCeX
afieHoKapumHom LK. CyliecTByeT MHEHME, UTO UHCY/SIPHbIA HU3KoanddepeHLn-
POBaHHbIN paK — 3T0 NMPOMeXXYTOUHOe 3BeHO MeXXAy BblCOKOAM((EPEHLMPOBAHHbIM
DONNNKYNAPHBIM N aHanacTUYeckum pakom LK. VHCYnsipHbIA pak rucTosioru-
yeckn XapaKTepu3yeTcsl pocTOM B BUAE OCTPOBKOB (FHe3d) KPyrso unu oBasibHo
hopMbl, & KNMHNYECKN — 6bICTPOMPOrPeCCUPYIOLLUM POCTOM U PaHHUM OTAasieH-
HbIM MeTacTasnpoBaHMeM. LinTonornyeckne npenapaTthbl, Kak npasuio, N3o6unyT
pa3po3HEHHbLIMU K/IETKaMU U1 COAEPXKaT Masio Konsonaa. Mukpogoannky sl BcTpe-
yatTcs peaKko, AOMUHUPYIOT OTAefbHble KMETKU. FAapa, Kak npasuso, Kpyribie,
MOHOMOpP(HbIE, COAEPXKAT MasIeEHbKME AAPLILWKN. TEHAEHUMA OTHOCUTL MHCYSIPHbIT
pakK K rpynne HeornpegeneHHbIX 3aK/0UeHU NPOAUKTOBaHA TEM, UTO A/1S Hero He
XapaKTepHa Bblpa)kKeHHasi KNeTouHas aTunus, onpegensieMas npy LUTON0rMYeCKOM
nccnefoBaHUM, YTO CYLLECTBEHHO 3aTPYAHSIET €r0 ANArHOCTUKY.

MenynnsapHbeli pak WMTOBUAHOW Xenesbl

Ha ponto mMefynnsipHoro paka npuxogutca He 6onee 5% Bcex pakos LK.
LinTonornyeckne npenaparbl, Kak nNpasusio, cogep>kaT 60/1bLI0e KOSIMYECTBO KNETOK
C TUNNYHBLIMU LUTONOTMYECKUMU XapaKTepUcTUKaMn. TeM He MeHee CYLLEeCTBYIOT
pasnuyHble Mopdonormyeckne BapmaHTbl MeaynsipHoro paka. OTHeceHme 3To Mop-
thonorryeckoli hopmMbl paka K rpynmne HeornpeaeneHHbIX U3MeHEeHU NPOAMKTOBAHO
HeJOCTaTOUYHbIM Ha CerogHAWHNIA AeHb OMbITOM ANArHOCTUKM BCEX MOpdosiornyec-
KX BapuaHTOB 3TOV peAKoi omyXosun.

JunarHocTtuka

BoNbLWWHCTBO MccneaoBaTeneil Npyu NoayyYeHUU HeomnpeAeeHHbIX LUToA0rn4yec-
KNX 3aK/Il0YEHUA PEKOMEHAYIT MNpoBeAeHMEe TUpPeouasakTomMuu, B 3Toin cBA3U
cnefyet 3aMeTUTb, UTO Takue 3aK/Al4YeHUd MOXHO MOoNYyYUTb Mo pesynbTartam
[0 15-25% BcexX LUMTON0rMYecKuUX uccnegoBaHmii, npu aTom AeiACTBUTENIbHO 3/10-
KayeCTBEHHbIMM O0Ka3blBalTCA TOoAbKO 10-15% K13 06Hapy>XeHHbIX OMyXosiei.
Takum obpa3om, 6onbllas YacTb onepauynii, NpoBeAeHHbIX B CBA3U C 06HAPY>KEHU-
eM «POMNNKYAPHbIX HEOMIa3niiy», OKasbiBaeTcs HeonpaBgaHHOW. UTobbl pewwmnTb
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Pasgen 1. 3ab6oneBaHus WMTOBUAHOW Xenesbl

3Ty Npo6seMy, NPoOBeAEHO MHOI0 MUCCNefoBaHWM U NMPELIOXKEHO MHOIO METOLOB.
Bce oHM Moka HaxoAsATcsA B cTaguu pa3paboTKU, Mpu 3TOM HEKOTOopble M3 HUX
BeCbMa MHOroo6eLl,aole U co BPEMEHeM, BEPOSITHO, CMOTYT BOATU B LLUMPOKYIO
K/IMHUYECKYI0 NMPaKTUKY.

BblgeneHve noArpynn nayMeHTOB MO CTEMEHU puUCKa HaiMunst poka WuTo-
BUAHON >enesbl

HeonpegeneHHsblie 3akntoveHnsa no TrMbB L >K MOXKHO gocTaTouHO MPOCTO Kaccngu-
umpoBaTb Mo MOPMOSIOrMYeCKUM U KIUHUYECKUM NnapameTpam.

Mopdonornyeckme Kputepum

Hawn6onee yao6HO B NMpaKTUYECKOM MjiaHe BblAe/INTb TPW rpynnbl 60/bHbIX B
3aBUCUMOCTWN OT CTEMEHU BbIPAXKEHHOCTU TUMWUYHBLIX MOP(OSIOrMYECKUX WN3Me-
HEHUN (MUKPOMONANKYbI, KAeTouHas aTunusd, KneTkn [opTre-AwKeHasun
(B-kneTku), «ronble» sagpa U Ap.) U BEPOATHOCTU HaNMuuA paka L,MTOBUAHOM
xxenesbl (PLLOK):

L rpynna BbICOKOr0 pycKa — Mnofo3puTesibHble B 0THoweHnn PLL>K (okono 0,5%
y3/10BbIX 06pa3oBaHuii, BEPOATHOCTb Hannumsa PLLXK 60-90%);

B rpynna yMepeHHoOro pucka — ornyxosim n3 Knetok woprtne-AwkeHasn (0Ko0
1,5% y3n0BbIX 06pa3oBaHUii, BEPOATHOCTb Hanmuusa PLL K okono 20-25%);

W rpynna HW3KOro pucka — COOCTBEHHO HeonpedeneHHas «honaukKynsapHas
Heonnasus» (0Koo 15% y3/10BbiX 06pa3oBaHunii, BEPOSATHOCTb Hanmumns PLLK
okKosio 10%).

B cnyyae oTHeceHusA y3na LW XK K AByM nepBbIM rpynnam, nauueHTy rnokasaHo 6es-
oTnarartesibHOe onepaTnBHOe BMeLlaTeNbCTBO. PelleHne 0 He06X0ANMOCTH onepauum
y MNauuneHToB MnocnefHer rpynnbl APUHUMAOT C Y4eTOM WMHAMBUAYa/IbHOM0 puUcka
XNPYPru4yeckoro BMeLlaTeNnbCTBa, CTeneHn Nogo3peHns Ha pak no AaHHbIM KJUHW-
Yyeckoro o6cnenosaHus, Y3 1 nsydeHns MosieKynspHbIX U FeHeTUYeCKNX onyxose-
BbIX MapKepoB.

KnnHuyeckne Kputepuu

KnuHunyeckne pAaHHble CYLLECTBEHHO YBEMYMBAKT TOYHOCTb LUTOMIOMMYECKON
OUAarHOCTUKU, N nocnefHAs [0/HKHA OCYLW,eCTB/IATLCA TOSIbKO B CBETEe KJ/IUHWU-
YECKOW KapTuHbI. ONA UHTerpaynum AaHHbIX LUTONIOTMYECKOW M KIIMHNYECKO
ONarHoCTUKN MOXXHO UCMOMb30BaTh CTATUCTUYECKUE MeToAabl. Vcnonb3ysa cTaTtuc-
TUYECKMIA aHaNn3 CBA3UM MeXXAYy HECKOSIbKUMU HEe3aBUCUMbIMU MNEPEMEHHbIMU,
6b110 YCTAaHOB/1IEHO, YTO BO3pacT W MOA CTaTUCTUYECKM 3HAYMMO BAUAIDT Ha
PUCK Hanuuua paka npu HeonpegesieHHbIX N3MEHEeHUAX. PUCK 3/10Ka4YeCTBEHHOTIO
nopakeHns Bbille y NaumMeHToB Mosioxke 15 n cTtapue 60 f1eT, 0CO6EHHO Y MY>XXUMH.
Puck passutna PLUXK y Mmy>unH ctaplie 60 net npnénmsnTenbHoO B 4 pasa BbiLLe,
YeM Y XKEHLLNH CpegHnX neT.

PusnkasibHble NPU3HaKK, NoBbILLlaoLLe BEPOATHOCTb Hanmunsa PLLDK:

B MAO0THbIN y3en LK,

m ObicTpopacTywnin ysen LLLXK;

m y3en WK, uKcMpoBaHHbIM K cOCE4HUM aHaTOMUYECKUM CTPYKTYpam;

m y3en WK, couveTawwmincss ¢ yBeSIMHMEHUEM PETMOHAPHbIX MMM aTUyecKnx

Y3/10B;



OHA0KPUHHAA XUpYyprus

a y3en WK, coveTaroLwmiica ¢ napasinvyom roslocoBOM CKNanKwu;

B CMMMTOMbI MHBA3MBHOIO POCTa OMyXO0JIN B COCEAHME aHATOMUYECKUE CTPYKTY-
pbl Wewn (guctharnsa, gUcqoHms).

Mpn Ha/IMuMmM 0QHOro U3 yKasaHHbIX MPU3HaKoB, BEPOATHOCTb TOr0, YTO y3e/ OKa-
XKeTCA 3/10KayeCTBEHHbIM, yBenMumBaeTca B 7 pa3. [pn BbiAB/eHUN Yy MauveHTa
ABYX 1 60nee U3 nepeyncsieHHbIX NMPU3HaKOB BepPOATHOCTb Hannuma PLLL XK pgoctura-
eT npakTnyeckn 100%.

AHaMHeCcTU4YecKune gaHHble, MoBblWaLW e BEPOATHOCTb pa3sntusa PLUXK:

B Ha/Inume B aHamHe3e 06/1yYeHUS rosioBbl U LLEN;

B CEMEWHbIN aHaMmHe3 PLLLK;

B Hannuune 3ab6oneBaHUi, acCoLMMPOBAHHbIX B paMKax CUHAPOMOB MHOXECTBEH-
HbIX 3HAOKPUHHbBIX Heonnasuin (HelipodunbpomaTos, heoxpomoLmTomMa, rmnep-
naparupeos un T.4.);

B CEeMelHbIA afeHOMaTO3HbIN NOMNMO03 XKXeNyAoUHO-KULlevHoro Tpakta (OKKT) n
ero nogTunsl (cnHapom apaHepa, cuHApoM TypKoTa);

B Kommnekc KapHu, 60ne3Hb KoBgeHa.

Tem He MeHee, B Cc/lyyae 06HapY>eHUsi HeonpeaeneHHbIX U3MEHEeHW, KINHUYecKne
KPUTEPUW, KOTOPbIe MOFYT 6bITb MCMO/Ib30BaHbI A1 BbI6opa ONTUManbHOW nevebHom
TaKTUKWN, B HACTOSALLLee BPeMSA He cTaHA4apTMU30BaHbl U He 06LLLENPUHSATHI.

YnbTpa3ByKoBble KPUTEPUU

Mpu ¥Y3WM npuHATO BbIAENATH Criefyouine KpUTepun 3/10Ka4eCTBEHHOCTU, KOTOpbIe
HeobXo4MMO YuMTbIBaTb ANA NPOBeAEHMA npuuenbHoi TMB, a TakXke gns onpe-
JeneHns panbHenen TaKTUKKW NleYeHUs B c/lydae HeornpeaesieHHOro 3ak/lyeHus
LUTOMOINMYECKOr0 MCC/1efoBaHNA MYHKTATOB: TMMO3XOreHHbIM y3en C HeYyeTKUMU
KOHTYpamu, Ha/lMuneM MUKPOKasibLMHATOB U Bblpa>KeHHbIM WHT PaHOLYNAPHbLIM
KPOBOTOKOM.

BcnomoraTtesibHble MeToAbl ANArHOCTUKK

Cogep>kaHue KasbUWUTOHWHA B KPOBM MOBbIWEHO B nogasnstolemM 60/bLIVMHCTBE
cny4vaes mepynnsapHoro PLUOK, n ero 6asasnbHY0 KOHLEHTPaLMIO LesiecoobpasHo
onpeaensaATb BO BCEX CryvasiX 06Hapy>XeHUs HeonpenesieHHbIX n3meHeHnin. Kpome
TOro, onisa onyxonen LXK onucaH uenbiin psag MOMEKYNSAPHbIX U3MEHEHW, KOTopble
MOTyT XapakTepn3oBaTb NX pa3BuUTUe U NporpeccupoBaHme. B cBA3M ¢ 3TUM BO3MOXK-
HOCTb OrpejenieHNsa paga MOJIEKYIAPHbIX MapKepoB 3/10Ka4YeCTBEHHOCTU B CbIBOPOT-
Ke KpOBW 1 npenapartax, noayyeHHbIX Npu TI1B, cocTaBnseT akTyasbHY0 npobremy
COBPEMEHHO TUPEOUAOOTUN.

FeHeTnyecknii aHann3 Ha Ha/inune OHKOTEHHbIX MyTaLl,VIVI

®OoNAVKYNAPHbIA paK WMUTOBUAHOM Xenesbl

HepasHo B He60/bLLIOM MccnefoBaHUWM Gblnla onucaHa reHeTMnyeckasa rneperpyn-
NMpoBKa, xapakTepHasa ana gonaukynsapHoro PL>K, KoTopas 3arparvsana romeo-
6okc OHK reHa PAX-8 n pgomeHbl reHa PPAR-y, O0TBETCTBEHHbIe 3a CBA3bIBaHMWE
AHK, cBasbiBaHue nuraHga, anmepmsauunio RXR v ero TpaHcaktusaumio. benok,
obpasyowniica B pesynbtarte 3ToV NeperpynnmMpoBKU, He 06nagaeT aKTUBHOCTbIO,
CBOMCTBEHHOW AN npoayKTa HopManbHoro reHa PPAR-y, 1, BO3MOXHO, urpaet
onpefesieHHY0 posib B pa3BUTUU GONINKYNAPHOro paka. [Jo HacToALEero BpeMeHn
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Pasgen 1. 3a6oneBaHua LWUTOBUAHOW Xenesbl

BO3MOXHOCTb OnpegenieHns neperpynnupoekn PAX-8/PPAR-J ¢ mncnonb3oBaHWEM
LUTOSIOrNYECKUX MpernaparTos, NosyyeHHbIX npu TIB, He onucaHa.

MannnnsapHbIv pak WMTOBUAHOW >Kefesbl

Ana nanunnapHoro PLL>K onucaHa neperpynnupoBka HYKJ/IEOTUAOB B reHax
RET/PTC, npoucxogsiuias B pesysbraTe cbanaHCUPOBAHHOW MHBEPCUN WX TPaHC-
nokaumun, Bkawvawuwen 11-i MHTpoH reHa RET. 9To npuBoAUT K TpaHcnsayum
6enka ¢ aKTMBHOCTbI KOHCTUTYTUBHOW TUPO3UHKWHa3bl. OnucaHo 11 BapumaH-
TOoB neperpynnupoBok RET/PTC, camas u4actad m3 KoTopbix — RET/PTC-1.
OnpegeneHve npu MnOMOLWM MMMYHOTMCTOXMMUYECKOTOo MeToda u/unu noavme-
pasHoi uenHoi peakuun (MLP) neperpynnuposkn RET/PTC pekomeHayeTcs B
KayecTBe [O0MOSIHNTE/IbHON0 MeToja AMAarHoCTUKW ManuaiasapHoro paka B COMHMU-
TeNnbHbIX cnyyasax. Tem He meHee RET/PTC obHapy>kuBaeTcsl To/1bKO B 20-30%
NanunnsapHbIX afjeHoKapuMHoM. KpomMe Toro, aToT MeTog o6/1afaeT HU3KOM YyBC-
TBUTENbHOCTbIO, MOCKONbKY RET/PTC MOXHO 06Hapy>uTb npu XAWT, Heon-
nasmnax u3 Ketok Moptne-AwWKeHasn N rmajvHU3NPOBaHHbIX TPabeKyApPHbIX
ageHomax LK.

MeaynnsipHbIii pak LWMTOBUAHON >Kenesbl

AKTUBMpYOLME TOYKOBble MyTauuun iTiJ1'-NpoTOOHKOreHa paccmaTpmBaloT B
KayecTBe OCHOBHOrO MNaTOreHeTU4YeckKoro MexaHu3ma pasBuUTUA Mefy/JIAPHOro
PL>K, Kak cnopagnyeckoro sapuaHTta, Tak U B paMmkax cumHgpoma M3H 2 Ttuna.
BbisiBneHve 3Tol MyTauuu B MNpeaornepalvioHHOM nepuoge Mo3BonsieT anddepeH-
uMpoBaTb yKasaHHble BapuaHTbl Mefy/I/IAPHOro paka 1 onpenennTtb ONTUMasibHYHO
neyebHy0 TaKTUKY.

Opyrne MonekynsipHble Mapkepbl

Hapsagy ¢ onucaHHbIMW MOJIEKYNAPHBIMU MapKepamu gns ANarHoCTUKU MOTeH-
LnanbHO MOXHO MCMNO/Ib30BaThb onpegeneHmne 60/bLWOro YmMcna mMosiekys, obnaga-
IOLWNMX pa3HoobpasHbIMU 6M0N0OrMYECKUMU PYHKLUUAMU (KNeTovHasa TpaHcdopma-
umns, nponudepauyns, rméenb, pe3MCTEHTHOCTb K anonTo3y, AnddepeHLNpoBKa),
KOTOpble CNOCOBHbI aHOMaNbHO 3KcnpeccmpoBaTbea npu PLLL XK. 3kcnpeccnto aTnx
MOJIEKY/T MOXXHO 06HapY>XUTb CTaHAAPTHBIMU MMMYHOLUUTOXUMUYECKUMU METO-
Jamun, KoTopble A0CTAaTO4YHO MPOCTO MHTErpupoBaTb B MPOLLECC LLUTOSIOMTMYECKOTO
nccneaoBaHMa NyHKTaToB. Bonbwas 4acTb 3TUX MapKepoB MO3BOISET AOCTATOUYHO
TOYHO AMarHocTMpoBaTb NanUAMAAPHBLIA pak, B TOM 4yucne ero MoNIMKYIAPHbINA
BapuaHT. OTO onpaBAblBaeT MUX LUMPOKOE WUCMOSIb30BaHMe, MOCKO/IbKY He MeHee
50% BCex pakoB, KOTOpble MCXOAHO KnaccuuumpoBann KakK HeoripefesieHHble
M3MeHeHUs, B UTOre 0Ka3sblBalTCA NanUNNAPHbIMAU. DTN MapKepbl MOXXHO 06Ha-
PY>XUTb M NPU KPYMHbIX WHBa3UBHbIX (ONNUKYMAPHbIX afeHoKapLuMHoMmax.
OfHaKo LLeHHOCTb 3TUX MapKepoB B AMArHOCTMKEe MUHUMarbHO MHBa3UBHbIX (DOS1-
NNKYNAPHbIX afeHOKapLMHOM, KOoTopas 6OblBaeT 3aTpyAHEHa Jayke Mpu CPOYHOM
rMCTONIOrMYECKOM umccnefoBaHUU, A0CTATOYHO HU3Ka. VIMMYHOLMTOXMMMYECKOE
onpegesieHne KOHUeHTpaunm KanbLUTOHNHA — O4YeHb LEeHHOe ucciefoBaHue, rnoj-
TBEpXXAallwee anarHos megynnsapHoro PLOK. Pag o6cyxaaemblX MONEKYNAPHbIX
MapKepoB npeacTasfeH B Ta6n. 1.1.

K coxkaneHut, nokasaTtenm YyBCTBUTENbLHOCTU U CRNeLMPUYHOCTU MapKepoB, yKa-
3aHHbIX B Tabn. 1.1, onpefensann Ha 4OCTaTto4HO He60/1bLWNX BbIGOPKAX MaumMeHTOoB.
[.na 6onee TOUHOro onpegesieHNA UX ANarHoCTUYECKOro 3Ha4eHna Heo6xoaMMbI MPo-
CMeKTUBHbIe UCCMefoBaHMSA, BKIOYaloLmMe 60/bLl0e YNC0 60/IbHbIX, YTO MO3BOSINT
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OHAOKPUHHOS XMpPyprus

3HAUUTENBHO YNYULLINTL ANArHOCTUKY «HeornpegesneHHbIX» n3meHeHni LLL XK, obHa-
py>xuBaembix npu TIMB. Hapwuc. 1.1 npeactaBneH paboynin anroputMm AMarHoCTUKKU
M NleYeHNs Mpu Tak Ha3biBaeMol GoNNMKYyASPHON Heonnasum uam onInKynsapHom
onyxonn LW K.

Tabnuua 1.1

MonekynsipHble Mapkepsl, npeanaraemMble A5 YTOUHEHUS «HEOMpPeLesIEHHOro»
3aK/I0UYEHUS] UUTOJIOTMYECKOTO WUCC/IeA0BaHMs MyHKTATOB

Mapkep MeToauka YyBCTBUTENILHOCTb CneuntnyHoCTb

RET/PTC nupr MPLWX - 52%

KobUUTOHMH nupP/mMUX MPLWOK - 100%

LinTokepotnH-17 nux MPLWX - 92% DA - 7%

Met/HGF peuentop nux MNPWX - 85% DPA - 100%
OPLX - 28%

FonekTnH-3 nux APWX - 98% b A- 11%
PPLWX - 50-85%

Benkn HMG nux MPWX - 95% PA - 20%
PPLWX - 95% YK3 - 5%

Mepokcnaoso nux MPLWX - 99% DA - 20%

GBMPLWX-100% ATA-50%
CD26 nux PPLWX - 100% PA - 10%

dBMNPWX — onnukynapHelii BapuaHT NanuaaspHOro paka LWWTOBUAHON xenesbl; MPLX — nanunnapHbiii pok
WMUTOBUAHONM Xenesbl; MPLLX — MeaynnapHblii pok WWUTOBUAHON Xenesbl; @ P — onnnkynapHell pak WuTo-
BUAHOW Xenesbl; ® A — connukynapHaa ageHoma; YK3 -- y3noBoii konnongHblii 306; AFTA — afleHOMO 13 KNeToK
Foptne-AwkeHasun; NUX — nMmmyHouuTOoXnmmnyeckoe uccnegosarHue; MUP - nonmmeposHas uenHas peakuus.

B acnupaTtax 13 nofo3puUTeNibHbIX LUENHbIX MMM AaTUUYECKUX Y3N10B KNeTKN Hens-
BECTHOI0 MPOUCXOXXAEHUA MOTYT ObiTb MAEHTUMULUPOBaHbLI KaK 3anuTesninasbHble
npy“ MOMOLLM METOAO0B MMMYHOLUTOXMMUU C MUCMNOSb30BAHMEM aHTULUTOKepaTu-
HOBbIX aHTUTEeN, a (oNNINKYNAPHbIEe UK NapadonanKynspHole Knetkm LWXK — ¢
MCMOMIb30BaHNEM aHTUTesST K TUPEOrsioby/IMHy U KasbLUTObIMHY COOTBETCTBEHHO.
Kpome TOro, npucyTcTBue B NyHKTaTe TUPEOr100yNmMHa N/MNn KanbUUTOHUHA MOXET
ObITb BbISABNIEHO MNPU MOMOLWM CTaHAAPTHbIX UMMYHOPaAMOMETPUYECKNX METOA0B
wnn rNup.

3ak/1royeHune

[Ba 0CHOBHbIX MOTeHUManbHbIX HepgoctaTka TIMB — nonyyeHne HeafekKBaTHOro
ONA LNTOMOrMYecKoro nccnefoBaHns martepvasia U Tak HasblBaemble Heonpege-
NeHHble 3aKYEHNA — MOTYT 6bITb CBeAEeHbl A0 MUHUMYMa MpPU AOCTATOYHOM
OMnbITe, HO HNKOrAa He 6yayT ynpasfHeHbl NOMIHOCTbIO. Icnonb30BaHUEe UMMYHO-
LNTOXMMMNYECKOro nccnegosaHmna m NLUP Moryt nomodb B MHTepnpeTauun Heon-
pefeneHHbIX U3MeHEeHUN, 04HAaKO0 06LWenpuHATbIE CTaH4apTHbIE MONEKY/SAPHbIE
MapKepbl B HacTosilee Bpems He paspaboTaHbl. ONTUMasibHble K/AMHUYECKUE
peKOMEHAALUWN Mo ANarHOCTUKE N Ie4eHUIO Y3/10BbiX 06pa3oBaHuii LU XK go/mKHbI
yunTbiBaTh pesysibTatbl TIB, KJIMHNYECKOr0 nccnefoBaHuUsa U MeCTHbIX AaHHbIX
no snugemuosiorun PL K.
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Posgen 1 3ab6oneBaHus LWWUTOBUAHOW Xenesbl

Pak wWMTOBUAHOW Xenesbl

BaHywko B.3., ®ageeB B.B.

annpgemmonorusa

Mo oueHKam pasnnyHbIX UccnegosaTeneit, y3nosbie obpasoBaHua LXK BcTpe-
yatoTca y 3-7% nwogeii B nonynaumMn. OgHaKo WNMPOKO NPUMEHSIEMOE B KINHU-
YecKol npakTuke Y3W, paBHO KaK M pe3ynbTaTbl ayTONCUAHBLIX UCCAefoBaHUN,
nokasasnu, 4TO pacnpocTpPaHeHHOCTb Y3/10BbiX MNopakeHWi LXK 3HauuTenbHO
Bbllle U cocTassisieT 0kono 50%, ocobeHHO B Bo3pacTe cTtaplue 50 feT. Y XKeHLWUH
y3nbl LXK BbISABNAKTCA B 2-4 pa3a 4valle, YeM Yy MY>XUUH. [eTn cTpajalT y3/10-
BbIMUW MOpaXXeHUAMU KpaiHe peako. 3aboseBaeMocTb y3/710BbIM 3060M NMPSAMO NPoO-
nopumoHanbHa Bo3pacTty. MNMpupocT 3ab6oeBaeMocTU y3/10BbIM 3060M cocTaBnsieT
npu6nusutensHo 0,1% B rog B M0O/040M BO3pacTe W MOCTeNneHHO gocturaet 2%.
PacnpocTpaHeHHocTb PLL XK cpeau y3nosoro 306a, no gaHHbIM pa3HbIX aBTOPOB,
coctaBngeT ot 1 go 6%. Cnepyet 3aMeTUTb, YTO pPacrnpocTpaHEeHHOCTb Y3/10BOro
306a B nonynsauumM B paBHOM CTEMEHM BbICOKa KaK B permoHax nogHoro geuumnTa,
Tak 1 Npy HOpMasbHOM Mo4HOM obecneyeHMM, HO B MepBOM C/llyvae OHa HeCKOJ/1bKO
Bbilwe. 3abonesaeMocTb e PLUXK B abCoMOTHbIX Ludpax He 3aBUCUT OT YPOBHSA
iogHoro obecneyeHmnsi. Taknum o6pasom, B CMTyaLnUn HECKOTbKO 6osbLUei 3abosie-
BAeMOCTM 6aHasibHbIM Y3/10BbIM KOM/1OUAHLIM 3060M B pernoHax rogHoro gedu-
unMTa, A0N1A paka cpefun BCeX Cay4vaeB y3/10B0Oro 3o6a 3gecb 6yaet mMeHblue. BaxkHo
OTMETUTb, UYTO 3TU AaHHble NO3BOMIAIT B PaBHOW Mepe UCMo/b30BaTh pe3ynbTaTbl
nccnefoBaHUi, nocBaweHHble PLL K, noslyyeHHble B permoHax ¢ padHbiM MOAHbIM
obecrneyvyeHueM.

KnnHunyeckn guarHoctupoBaHHbIi PLLLYK cocTaBnsieT MeHee 1% Bcex 3/10Kayvec-
TBEHHbIX 0Myxo/siei yesioBeka. Mopdosiornyeckoe nlyvyeHme yganeHHom TkaHu LK
rnokasasio, YTO pPacrpocTpPaHeHHOCTb MUKpoKapuwmHom gocturaet 10%. [Mpw aTom
PLL X cTaHOBUTCA NPUYMHON cMepTWU Tonbko B 0,3-0,5% Bcex cmepTeil B pesysib-
Tate OHKOMOru4yeckux 3abonesaHuii. E>xxerogHoe BbiiBneHue PLUXK BapbupyeT B
pa3nnyHbix ctpaHax ot 0,5 go 10 Ha 100 OO0 HaceneHmnd. PLL XK cTtonb »e pacnpo-
CTpaHeH, KakK 1 MueniomHasa 6051e3Hb, pak NuLLeBoga, ropTaHu, pTa, LWeiku MaTKu.
P LLL )X — Hambonee yacTo BCTpeyarLleecs 3HAOKPUHHOE 3/10KavyecTBEHHOe 3abosie-
BaHue (0K0s10 90% Bcex 3HAOKPUHHbLIX 3/10KAYECTBEHHbIX 0nyxosnei). Mo gaHHbIM
AMEpPUKAHCKOro oHKonormyeckoro obwectsa, B CLLUA eXerogHo peruvcrpupytot
0K0J10 17 OO0 HOBbIX Cc/lydaeB 3aboneBaHusA M 0Kos10 1300 cMepTHbIX cny4yaeBs, CBSA-
3aHHbIX ¢ PL>K. OgHako 6n1arogaps afekBaTHOMY SIEHEHUIO BbIXKMBAEMOCTb Mpu
PLL>K poctatouHo Bbicoka. B CLUA npubnusntesnbHo 190 OO0 naymeHToB, 60/1bHbIX
PLL>K, npoxxnnun 6osee 40 neT nocse ycTaHOBKN ANarHo3a.

dTmonorusi, natoreHes, Mopdosiorus

PLL>K MoXeT pa3BuBaTbCs KaK n3 MoNNnkKynspHoix (A- n B-kneTkn), Tak u napa-
hoNNnKynApHbIX KeTok (C-knetku). Paznunyalot yeTbipe Mopdosiormiyeckmne opmbl
PLL>K 13 honnmnmkynspHbixX KIeTokK:

B NanuIAsApHbIA pak (B TOM Yucrie v GonnmKynsapHbIA BapuaHT);
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SHAOKPUHHOS XUPYpPrus

Puc. 1.1. ANroputmM AUArHOCTUKU W JIeHeHUA MpU «HeonpefesieHHbIX» 3aK/IloYeHUuax uutonoruyec-

OleHKa KNNHNYeckux kputepues
3/10Ka4eCTBEHHOCTH, onpejeseHue
CTeneHn pucka onepauum,
onpegesnieHne ypoBHs 6asasnbHOro  p;:
* Ka/IbLMUTOHNHA KPOBU

Bbicokuit puck PLLXK Huskuii puck PLXK
n/Mnn HU3KNiA puck n/mnn BbICOKNIA pUCK
onepauuu onepavyuu

P

OnpefeneHne OHKOTEHHbIX MyTaLnii
N APYTUX MOMIEKYNSAPHBIX Mapkepos PLLX

KOro uccneposaHuna NyHKTaTOB U.tMTOBM,qHOIZ xenesbl.

® DOSIINKYNAPHbINA pak;

B pak 13 KNeTok MopTrie-AliKeHasn (0KCUUNbHOK/IETOUHbII);

B aHanacTu4ecKui pPak.

M3 napadoninkynapHbIX KAeTOK NPOUCXoAUT MeaynnspHbiia PLLK.

Mo gaHHbLIM HaUMOoHaIbHOW 6a3bl 4aHHbIX Mo paky CLUA (NCDB), n3 53 856 nauyu-
€HTOB, MosiyyaBLIUX nedeHue no nosogy PLUXK B 1985-1995 rogax, 80% wvmenu
11% — OoNNUKYAAPHYIO afeHOKapLuuHOMY,
3% — afeHokapuuHoMy 13 Knetok lMopTne-AwkeHasn, 4% — menynnsapHyo age-
HOKapuuHOMY N 2% — aHanjacTU4ecKylo ageHokapumHomy. CMepTHOCTL oT PLL XK
B CLLUA B 2001 rogy (no gaHHbim NCDB) coctaBuna okosio 1300 cmepTesibHbIX Cnyya-

nanuansapHyl afeHoKapuuHOMY,

eB Ha 135 OO0 60/bHbIX (0K0M10 1%).

HecmoTpsa Ha To uTto PLUOK 60MetoT yalle XXeHLWWHbl, CMEPTHOCTb Bbllle cpeamn
MY>XUUH. o Bceli BUAMMOCTW, 3TO CBSA3AHO C TeM, UYTO MYXKUMHbI, Y KOTOPbIX
BbiiBNeH PLUXK, oTHOCATCA K 60/ee cTapLleil BO3pacTHOM rpynmne, Yem >KEHLUHbI.
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Pazgen 1. 3a6osieBaHusA WUIOENAHON Xenesbl

Kaxkablii mopdoniornyeckuini BapmaHT PLL K nmeeT cBom XxapaKTepHble 0CO6EHHOCTHU
pa3BUTUSA, YTO 3HAUNTE/IbHBIM 06pa30M CKa3sbiBaeTCs Ha MPOrHo3e.

3a nocnegHve 20 neT 0TMEYEHO MOBbILLIeHMe 3abosieBaemocTn PLLLXK noutu Ha
28%, Npyn OQHOBPEMEHHOM CHMXKEHUWN CMEPTHOCTM 6051ee Yyem Ha 23%. MpUUKnHbI
3TOr0 AB/IEHUA CTATUCTUYECKN N3YyUeHbl NJioxo. Hanbosiee BEPOATHO 3TO CBA3AHO
C TEM, YTO LUNPOKOE BHEAPEHME B KJIMHUYECKYH NPaKTUKY Y3 1 NyHKUMNOHHON
6moncumn LXK 06ycnoBnio 3HaUnTeIbHO 6os1ee ap(PeKTUBHOE BbiAB/IEHWE paHHUX
CTaguii 3aboneBaHusi, NPV KOTOPbIX MPOrHO3 XUPYPrMUYECKOro sie4eHUst B KOMM-
NeKce ¢ Tepanuen pagMoaKTUBHBLIM 040M Hanbonee 61aronpusaTeH.

AunarHoctuka

KnnHuueckass mMaHudgecTauus

AnddepeHynpoBaHHasa ageHokapuymHoma LUK, kak npaBunno, octaeTtcsa 6eccum-
NTOMHOMN B TeYeHUEe AJINTENIbHOI0 BPEMEHU U KAMHUYECKM npencTaBnseT coboi
06blYHbIN y3en B L XK. OueHKa 3/10Ka4eCcTBEHHOCTU NpU (hU3MKalbHOM uccre-
AOBaHUM npeacTaBNsAeT 3HauuTesbHble TPyAHOCTU. W [fo6poKayvecTBEHHbIE,
M 3/710KayecTBeHHble y3bl W XK B 601bWIMHCTBE C/lyyaeB He MMEKT HUKaKUX
KJAVNHNYECKUX NPOABAEHUNA N cneunrnyeckKnx CMMMNTOMOB, €CNIN peyvb He uAaeT
0 3anyu,eHHbIX cTaguax PL XK. OnvTenbHoe pasBuTmne U 6ecCMMNTOMHOE Tede-
Hne anddepeHLNPoBaHHOK ageHOKapunHoMbl LU XK yacTo npuBognT K No3gHe-
MYy ee BbISAB/IEHMI0. DTO, B CBOI 04epefb, CYLLECTBEHHO yXyAllaeT pe3ysbTaThl
neyeHus.

daKkTopbl, NOAO3pUTESIbHbIE B OTHOLLEHUU paka LIJ,I/ITOBVI,CI,HOVI Xesnesbl

Cny4aliHO BbISIBMIEHHbIE y3/1bl MeHee 1cM, Ha3biBaeMble MHUMAEHTa/IoMamu, B 60/b-
LUMHCTBE CNy4YaeB 0Ka3sblBATCA He ONYXO0NAMU U 00bIYHO He TpebylT 6uoncun n
nocneaywLero nevyeHus. Mo gaHHbIM pas3iMYHbIX aBTOPOB, Y3/bl 60/ee 4 cm B Ana-
MeTpe npegrnosiaratoT 60/1ee BbICOKUIA PUCK 3/10KAUYeCTBEHHOCTU. HeCMOTpS Ha TO UTO
6onee yeM MosOBUHA BCex onyxosien LXK He conpoBoXXaaeTcst KIIMHUYECKOM cumn-
TOMaTMKOM, BeposaTHOCTb PLLLXK 3HauMTenbHO MOBbILWAETCA B TeX cay4yasx, Korga
MMeTCA onpefeneHHble NPU3HaKu, BbiABSeMble NMPU PU3NKasIbHOM UCC/ief0BaHNN
(cm, pasgen «PonnNKynspHbIe 0MyXosn»).

VccnegoBatenin ykKasbiBalOT Ha 3aKOHOMEPHYI CBA3b MeXX[y B0O3pacToMm nauu-
eHTa U BEepPOATHOCTbIO 3/10KayecTBeHHOCTU nopaxkeHna LW XK. Puck PLLUOK Bbiwe y
naumeHToB Mosioxke 15 mn ctapiue 60 neT, 0C06eHHO Y MY>XUUH. Puck passutmsa PLL K
Y MY>KUUH cTapLue 60 neT npnban3nTesibHO B 4 pa3a Bbllle, YeM Y XKEHLLMH CpeaHUX
net c yanom B WHK. Apyrve haktopsbl, NoBbliwawwme puck Hannumsa PLLU K y nayn-
eHTa, onuncaHbl Bpasgese «PoSNINKYIAPHbIE OMYX0N».

MepeuuHoe o6cnegoBaHue

TMNB y3nos WK nan KNMHNYECKU NOA03PUTENbHBIX MMM aTuiecknx y3nos y naymu-
E€HTOB C nNansnupyembiMn y3namu LU, XK criegyeT ncnosb3oBaTb Kak NepByo UHCTPY-
MeHTa/IbHYI0 AMarHOCTUYecKyl npouenypy (CM. COOTBeTCTBYIOLWLYIO /1aBy pyKo-
BOACTBa). HekoTopble KAMHULUCTbI, 0COGEHHO €BPOMencKue, PeKOMeHAYKT BCEM
nauneHTam ¢ y3s/10BbIMU obpasoBaHuMAMU LUK Ha nNepBUYHOM AMArHOCTUYECKOM
aTane onpegennTb 6a3anbHY0 U CTUMYIMPOBAHHYIO KOHLUEHTpaLWo KaslbLUUTOHUHA
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SHAOKPUHHAS Xnpyprus

BKpoBu. Ho, Kak nokasblBaeT NpaKTuUKa, 3T0T ANarHOCTUYECKNIA TeCT OKa3biBaeTcs
He 060CHOBaHHbIM C KJTMHUYECKOM N 3KOHOMMNYECKO TOUEK 3pPeEHUS.

Pesynbtatbl TINB 06bI4YHO NPeACTaBASAT B CeAYOLWNX BapuaHTax:

® a/eHoKapLnHoMa,

B (ponimkynapHas unu MNopTtae-kKneToyHas Heonsnasua (Nogo3puTtenibHas B 0THO-

LIEHNN MaJINTHU3aLUN UKW HeonpeaeneHHas);

m 106poKayecTBeHHbIM pe3ynbtat (Y3/10B0/ KOANOUAHLIA 306);

B HeuHdopMaTUBHas NYHKLUUA.

B nocnegHem cnydae TIB Heo6Xxo4MMO MOBTOPUTL, TaK Kak 60s1ee MnofoBUHbI MOB-
TOPHbIX NYHKTATOB afieKBaTHbI A/19 MoCcAeAyoLWero LMToa0rmMyeckoro uccrenosaHns
MU MoCTaHOBKM AuarHosa. Cpegy nauneHToB C MOBTOPHbIMU HEWH(OPMAaTUBHbLIMU
nyHKTatamm okKono 5% >eHWwuH 1 30% MY>XUYUH MOTYT MMETbL 3/I0KAYeCTBEHHbIE
MopakeHWs. Y3nbl C BbipaXkKeHHOV nponudepaumnein TUPeoLNTOB ¢ HU3KUM COAEpP-
XXaHnem Kosiionga unm Boece 6e3 Hero rnoyYTM HeEBO3MOXXHO gudhepeHUMpoBaTb Ha
[0oOpoKayecTBEHHbIE U 3/10KAYEeCTBEHHbIe. B faHHOM ciy4dae peyb MAET 0 «OSINNKY-
NAPHON Heonna3mm» (CM. COOTBETCTBYIOLL Y F/1aBy pyKoBoacTea). MoBTopaTe TrB
He criefyeT, NOTOMY UYTO OHa He PeLnT AMarHoCTUYeckKyto npobnemy. 3tm cneymdu-
yeckue y3sbl TpebyT oNepaTUBHOIO SIEYEHUS, MOTOMY UTO NPU6AU3NTENLHO 20% K3
HUX — PONANKYNSAPHble afeHOKapLUHOMbI.

Bnarogaps BHegpeHuto TIMNB B 60NbLLIMHCTBE CNyYaeB yAaeTca yCTaHOBUTb Ava-
rHo3 PL>K Ha paHHUX ctagnax. Ho He3aBUCMMO OT BPEMEHM MOCTAHOBKW AMarHo3a
y 5% nauymeHTOB C NanuUAAAPHON afeHOKapLuUHOMOW N NpubnusntenibHo y 10% c
QoNNMKynNapHo unu opTne-KNeToyHol afgeHoKapuMHOMOMA, OnyXosb BbIXOAUT
3a npegensl Kancynel WK, npopactas B cocegHVe aHATOMUYeCKMe CTPYKTYPHbI,
N/ NMeeT oTAasieHHble MeTacTasbl, YTO 3HAUYMTE/IbHO YMEHbLLAET BO3MOXHOCTHU
paguKasibHOro sieyeHus.

CI'IOprIe BOMNPOCbI ANATHOCTUKKN W nevyeHunsa

HecmoTpsa Ha eguHoayuliHoe npusHaHme TIB «3010TbiM CTaHAaPTOM» B AUArHOCTUKe
onyxonein LXK, getann nevyebHON TaKTUKM oCTalOTCA NPegMeToM AUCKYCCUU CPpean
nccneposaTenein. He cyliecTByeT e4MHOI0 MHEHUS MO cNneaylow MM Bonpocam:
® BbI6OP ONTUManbHOro obbema onepaumn npyn PLUXK — TUPEoUasKTOMUS Uin
opraHocoxpaHsoLLLas onepawus;
N MoKa3aHWsA K BMeLLAaTeNbCTBY Ha NMMMaTUYECKNX y3nax Lew;
B pOoJ/ib NOcNeonepaLMoHHON Tepann pagMoaKTUBHbBIM A040M;
B MPUHLNNbI 4INTENBHOW CYNPEeCcCUBHOW Tepanuu;
® NpoToKOoN HabnwaeHUs 3a nauneHToM (Habop U KPaTHOCTb KOHTPOSIbHbIX
nccnefoBaHuii, NMPOAOIKUTENBHOCTE AUCMAHCEPHOro yyeTa 1 ap.).
K coxkaneHuio, 4mcno ANnNTesIbHbIX MPOCNEKTUBHBLIX PaHAOMM3VPOBaHHbLIX MUCC/ef0-
BaHWI, OLLeHUBAKLWMX OTAASIEHHbIe Pe3yNbTaTthbl JIeYEHUSA NaLMeHTOB, NOyYaBLUINX
pa3nunyHbie BapuaHTbl Tepanun PLL XK, Becbma orpaHuyeHo. Moatomy s pelleHmns
YKa3aHHbIX CMOPHbIX BOMPOCOB AMArHOCTUKM U nedeHnsa PLL XK Heobxogmmo npo-
aHa/IM3npoBaTb UMEHHO 3TN HEMHOMOUYMC/IEHHbIE NUCC/Ief0BaAHUA U MaTepuasibl HEKO-
TOPbIX HaLMOHaNbHbIX 6a3 AaHHbIX No PLL K.
L5 nporHo3npoBaHuA pe3ynbTaTtoB sledeHns 60/bHbIX PLLLYK Heobxogumo npo-
aHanuamposaTb onpefeneHHble (aKTopbl, HA OCHOBAHWM KOTOPbIX BblOUpalT Ty
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Posgnen 1 3ab6oneBaHusi WUTOBUAHON Xenesbl

WM MHYI0 nedyebHyo TaKTUKY N XapakTep nocaeayrouiero HabngeHna nauneHTos.
HecmoTpa Ha ONTUMUCTUYHbIE MNOKa3aTesIn BbDKMBAEMOCTU, BEPOATHOCTL peuungm-
Ba 3abos1eBaHUA 0CTaeTCs A0CTATOYHO BbICOKOW B TeYEHME MHOrux AecATUNeTuii.
Hab6niogeHne 3a naumeHTaMn N n3yveHme oTAasieHHbIX pe3ynbTatoB fliedeHns’PLL K
Heobxoammo B cpoku oT 10 go 30 neT v 6onee, YTO NPOAUKTOBAHO AOCTATOYHO ANN-
TeNlbHbIM pa3BUTUEM 3aboneBaHUA. AQeKBaTHOe HabAAeHME HY>KHO OCYLLLeCTBNATL
C NMPUMEHEHNEM COBPEMEHHbIX BO3MOXHOCTEN MEAULIVMHBLI U NPUBAEYEHNEM Pa3NnNu-
HbIX CreyuanncToB — 3aHAOKPUHO/IOI0B, XMPYpPros, OHKO/10r0oB, Paavosoros.

NeyveHne gndpdepeHUNPOBaHHOIO paka LWUTOBUAHOW Xenesbl

JleveHuto gpyrux dgopm PLL>K nocBsiLweHbl oTAe bHbIe r1aBbl HACTOSALLLEr0 passena.
FreMnTMpPeonasKToMua WM TMPeouas3KTomMus

B OAHOM NpPOCNeKTUBHOM uccnegosaHmn Hay 1.D. ¢ coaBT. (1998) 6blnn N3yyeHsbl
OTAa/IeHHble pe3ysbTaThbl /le4eHNa No NpoTtokosly AMES (Bo3pacT, MecTHoe pacnpo-
CTpaHeHne 1 pasmep ONyxosin, Hanyme MeTacTasoB), NPOaHa/IM3NPOBAHO BUSAHME
06beEMa MepBUYHOM OMepauum Ha fleTallbHOCTb M BEPOATHOCTb peuuanBa 3aboneBa-
HWA B rpynne naymeHToB ¢ guddepeHymposaHHbIMn hopmamm PLL K. Bee 60/bHble
[0 NnedyeHNA OblM onpejesieHbl B rpynny HU3KOro pucka. B pesynbTate nposefeH-
HOr0 MccnefoBaHUA YCTaHOBJIEHO, YTO MPWU OTCYTCTBUM [LOCTOBEPHbIX Pasnnyuii B
nokasartensax CMepTHOCTU M BEPOATHOCTU OTAa/IEHHOI0 MeTacTasnpoBaHUA UMETCA
[OCTOBEPHbIE pasnMuua B nNokKasaTenax MecTHOro peuugnsa onyxoan M MeTactas3os
B pPervoHapHble numdaTtmyeckme y3nbl. Mocne yaaneHus ogHoW JoAM nokasaTesnv
MEeCTHOI0 peyngmsa N MeCTHOro MeTacTasnmpoBaHuUs 40CTOBEPHO Bbiwe (p=0,0001) n
cocTaBnAT 14 n 19% cooTBETCTBEHHO, NPOTMB 2 U 6% nocne yaaneHUs Bcel Xene-
3bl. Ha ocHoBe 3TuUX HabnaeHni 6bin caenaH BbiBO4, YTO TUPEOUAIKTOMUSA — ONTU-
MaslbHbI 06beM onepaLun y NauMeHToB C HU3KMM PUCKOM CMEPTHOCTU U peuunanea
npu gngpdepeHymposaHHom P LUK,

Apyrvne viccneposatenu, UCMNOMb3yd Takue MPoToKosibl, kKak TNM, He cornawa-
I0TCA C paguKasibHbIM MOAX0A0M B rpyrne naymeHToB ¢ HU3KUM PUCKOM CMEPTHOCTHU
1 peumgrsa. OCHOBbIBAACb HA HU3KMX MoKasaTesiaX NeTa/IbHOCTU U BbICOKOM 4uce
OCOXKHEHUN NpN TUPEOUAIKTOMUK, aBTOpbl NpeanarawT reMUTUpPeonsKToMUlo B
KayecTBe NpPUeMsIEMOro o6beMa XUpypruyeckoro BmeLlarenscrea. OgHako Bce 60/1b-
e 3KCMepToB CXOAATCHA BO MHEHUW, 4TO ecnun gmarHo3 PLU>K noctasneH Ha goone-
pauvioHHOM 3Tane, eANHCTBEHHbIM MPUEM/IEMbIM 06BEMOM M/IAaHUPYEMON ornepauumn
[O/KHA 6bITb TUPEoNA3KTOMMA. B NpoBeeHHbIX MU nccnefoBaHmAX 6b110 yCTaHOB-
JIeHo, YTO HauyyLne oTAasIeHHbIe pe3y/ibTaTbl XMPYPruyecKoro sIe4eHNA 0OTMeYEHbI
VMEHHO nocsfie TUPeonasKTOMUK, BK/OYHAA AeTell U NauMeHTOB C HU3KUM PUCKOM
neTanbHOCTU 1 peungnBa.

B wvccnepgosaHuax Hayl.D. ¢ coasT. (1987) n Mazzaferri E.L. (1993) noka3sa-
HO, 4YTO Nocne reMUTUPEeOnasKTOMUN BepPOATHOCTb MeCTHOro peuuamsa PLUXK (B
ocTaBLUelica gone) coctaBnsAeT 5-10%. BepoATHOCTb peumamBa 3aboneBaHuUs nocne
reMUTUPEeona3KTOMMKN B LIESIOM, BK/OYas U MECTHbIA peunams, U meTacTasmposa-
Hue, cocTaBnset 6onee 30% npoTuB 1% nocne TUPEOUAIKTOMUWN C MNocreaytoLlen
Tepanuvei pagnoakKTMBHbIM ogoM. Kpome Toro, nocsie yganeHus ogHoW 4oamn otme-
YyeHa camas BbliCOKas yacTtoTa JIeroyHbIX MetactasoB — A0 11%. YunTbiBas BbICOKOE
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OHAOKPUHHAA XVUpPYyprus

WITJIO MECTHbIX PELMANBOB U MeTacTa3mpoBaHUA B LWelHble NuMmdaTnyeckmne y3sbl
nocne yaaneHunsa ogHon pgonu WK, ykasaHHble nccnegosaTenn aprymeHTUpoBaHHO
CKIOHAKTCA K NEPBUYHONA TUPEOULIKTOMUN.

WccnepoBaTenu orpaHMYMBalOT MokasaHUsi K reMUTUPEONA3KTOMUN cnepytoLei
cuTyaumein — nauymeHTbl ¢ guddepeHuUnpoBaHHbIMM hopmamm P LK, He Bxoadwme
B FPYnny BbICOKOro pucka, ¢ onyxonsamm 1-2 cm (Kak npaswso, npu T7), 6e3 npusHa-
KOB MHBa3MBHOro pocta. Ho octaBwasca gonda L XK 6yaet cny>XmnTb NpenaTcTBUEM
NS NpoBeAeHUNA paguoiioaTepanm M MOHUTOPUHIA KOHLLeHTpaLum TmpeornobynmHa
B KPOBW, 0 YeM 0653aTesIbHO J0/KEH ObITb MHOPMUPOBAH MaLUEHT.

MoBTOpHbIE TUPEONASKTOMUN

BbiNnonHeHWe MOBTOPHbIX TUPEOUA3IKTOMUM HeobXoA4MMO BO BCEX CrlyyasX, Korja
nocsieonepaLMoHHas pajuonoaTepannsa HeBO3MOXHa M3-3a 60MbLIOT0 KOANYeCcTBa
0CTaB/IEeHHOW TUPEOUAHOM TKaHW. [pu BbIMOMHEHUUN MOBTOPHLIX TUPEOUAIKTOMUN
6b1/10 YCTAHOB/EHO, YTO 60/1ee YeM Y MOMI0BUHbLI 60/IbHbLIX C MEPBUYHBLIMU OMyX0/14-
MW AnaMeTpoM OKO/I0 1CM MMeKTCs oyarm paka B KoOHTpriatepasibHol gone LK.
Pe3synbTaTbl NPOBeAEHHbIX UCCAef0BaHUI CTa/In ewe OAHUM aprymMeHTOM B MO/b3y
nepBMYHOro yaaneHus sceii LK.

Mpu M3yvyeHUN OTAa/IEHHbLIX Pe3ynbTaToB fleveHUs aeTei ¢ auddepeHUnpoBaH-
Hbim PLL K (nocneactBmsa UepHoObI/IbCKOM KaTtacTpodbl), KOTOPbIM 6bl/1a BbINO/IHEHA
rnepBuYHasi reMMTUPEON3KTOMUA, YCTAHOB/IEHO, YTO MOC/1e MOBTOPHbIX TUPEOU[IK-
ToMUI B 61% HabnoaeHW 6bi1n BbiSIBNIEHbI MeTacTasbl B /Ierkne 1 nuMmdatmnyeckmne
y3/bl. YKasaHHble MeTacTasbl 6blM AMarHoCTMPOoBaHbl NpU cUMHTUrpadun ¢
OcTtaTtoyHas TupeougHaa TKaHb Nocse reMMTUPeoU3KTOMUN He N03BOJIA1a BbIMNOSI-
HUTb cuMHTUTpaduio ¢ 1”8 1, COOTBETCTBEHHO, CTaHOBWNACb MPENATCTBUEM A/1A
BblsABNeHUA meTacTasos PLL K.

Scheumann G.F. ¢ coaBT. (1996) yctaHOBW/IX, UTO NaLMeEHTbl, KOTOpPbIM 6bl1a
BbIMO/IHEHA MOBTOPHAas TUPEONAIKTOMMUA B TeHeHMe 6 Mec Moc/ie NepBUYHON onepa-
LUMn, nMeloT 6onee HU3KYH YacToTy MECTHOro M OTAaNIeHHOro MeTacTasvpoBaHus
Mo OTHOLLUEHWIO K Fpynne nauumeHToB, KOTOPbIM MOBTOPHAas TUPEOUAIKTOMUSA 6biia
BbIlMOJ/IHEHA B CPOKM Mo3aHee 6 mec.

OcnoxHeHusa XNPYyprnyeckoro snedeHums

OCHOBHbIE OC/TIOXKHEHUSA XMPYPTrUYECKOro JfieYeHUss — runonaparvupeos n roBpexx-
[JeHVs BO3BPATHbIX FOPTaHHbLIX HEPBOB. YacTtoTa runonapartupeosa B 6nvpkariliem
rocsneonepaLmMoHHOM MNepuoje A0CTaTOYHO BbicOKa — 5% Yy B3pocnbixX v go 10-15%
y petein. B 0630pe Udelsman R. ¢ coaBT. (1996) M3 7 NpOCNEKTMBHbLIX UccMefoBa-
HWIA YacToTa MNOBPEeXAEHW BO3BPATHbIX FOPTaHHbIX HEPBOB M runonapaTmpeosa
nocne TUPeOUA3KTOMUU cocTaBunia 3 U 2,6% COOTBETCTBEHHO (TPaH3UTOPHbIE U
MOCTOSIHHbIE hopMbl B uesioM) 1 1,9 n 0,2% — nocne npeaesibHO-Cy6TOTasIbHOM
pesekumnmn LK. YacToTa NoCTOAHHOM ANCHOHMKM M NOCTOAHHOIO runonapaTtnpeosa
oTMeYaeTcs ropasgo pexke. B uccnegosaHum Pattou F. v coaBT. (1998) nokasaHo, 4To
yacToTa rmnokanbumemMmn B 6amkaillem nocseonepaLMoHHOM nepuoge coctasuia
5,4%. lMpn n3yvyeHnn yKasaHHo’ rpynnbl NnaynmeHToB Yepes 1 rof runokasbLnemMms
coxpaHsinace ToNbkKo y 0,5% 60nbHbIX. C LENbl CHUXXEHUSA 4dmucna OC/IoXKHEHNT
XNPYPTUYECKOT0 J/IEYEHUS NPU BbIMOSTHEHUY TUPEOUNLSIKTOMUY aBTOPbl PEKOMEHAYIOT
COXpaHATb NpeTpaxeasibHbI ANCTOK Kancybl LLLXK ¢ ogHO CTOPOHBbI NNy BepXHEN

26



Po3gen 1, 3a6oneBaHUs WUTOBUAHOW Xenesbl

okonowmtobNAHo >Kenesbl, YTO MOXKET NPeAoTBPaTUTbL HapyLleHue ee KpoBOCHab6-
XXeHunsa (npegenbHo-cybToTasibHasa pesekuuns LLLK).

Konun4yecTBO OCNOXHEHU HanpsAMyl 3aBUCUT OT OMNbiTa U KBanudpukauuu
xupypra. M3ydyeHne gaHHbiX 5860 nauyneHTOB, MPOJIeYEHHbLIX B KJMHUKaX LUTaTa
MapuneHg (CLUA), nokasaso, 4TO camoe HU3KOe YMCN0 OCNOXXHEHWI (4,3%) BO3HU-
KaeT y NauneHToB, 0NepmpoBaHHbIX XMpypramm, BoiNoMHSALWMMN 6onee 100 Tupeo-
MUA3KTOMUIA B rog. Cpean NaumMeHToB, ONepUpPOBaHHbIX XMPYPraMu, BbIMOSTHALWMUMN
He 60n1ee 10 Nogo6HbLIX onepaynii B rog, 0CNI0XKHEHUS BCTpeyalTcs B 4 pasa Jalle.

Papgnonoatepanus

PagnoiiogTepannio He06XoA4VMMO MNPOBOAUTL BCEM MaLMeHTaM ¢ NoTeHuMasnbHO BO3-
MOX>XHbIM peunanBoM onyxonn. MHorve uccnefoBaTeny 0TMeYalT CHUXKeHUe yucsa
peunanBoB U fleTa/IbHOCTM B rpynne 60/IbHbIX, F4e Ha HayaslbHOM 3Tarne jfle4eHus
6bl/1a NpYMeHeHa nocneonepauyoHHas paguoroarepanus.

B nccneposaHnmn Mazzaferri E.L. (1997) npun cpaBHeHUW pe3ynbTaToB JsiedeHUs
1004 nauymeHToB ¢ AnddepeHumpoBaHHbIM PLUXK, 4yactoTa pasBuTUSA peunimnsoB
onyxonun 6bl1a AOCTOBEPHO TPOEKPATHO HUXKE B rpynrie rnauueHToB, KOTOPbIM NpoBe-
NV nocseonepayyoHHyl0 paguorioaTepannio, No OTHOLWEHUIO K rpynne nauuneHToB,
rnonyyaBLlINX TONIbKO CynpeccuBHble [03bl L-TupokcuHa (p <0,001). Kpome TOro, B
rpynne nauueHTOB, KOTOPbIM MPOBeENU Tepanuio OTMEYEHO CHWXXEHMe 4ucna
OTAa/IeHHbIX MeTacTasoB Mo CPaBHEHWUIO ¢ rpynnamMuv nauvueHToB, MosyyasLlunx apy-
rve Buabl nocsieonepaunoHHoro nedeHns (p<0,002). Cxoxxne pesynbTaTbl HaboLa-
JINCb TOJIBKO NpY onyxonax meHee 1,5 cm B guameTpe.

WNccneposaTtenu BblAe1A0T TPU OCHOBHbIE MPUYMHbBI HE06X0AMMOCTU BbINO/THEHUA
pagvoiioatepannu.

m C npaKTUYecKo TOUKWU 3PEHUS HEBO3MOXXHO MOJTHOCTbIO yaanuTth LLLXK. 3701

thakT noaTBEpXKAEH pe3ynbTaTamu cuuHTUrpadgum ¢ I3i, KOTopblA NpaKTuyec-
KW BCerga HakansmBaeTcs B 10XKe yaaneHHon LK. YHNUTOoXeHMe ocTaTouHOMN
TUPEOMAHON TKaHW HeobXoAMMO A/11 MaKCUMaslbHOM KOHLLeHTpaumm pagnoak-
TUBHOIO 0Aa B BO3MOXHbIX MeTacTasax,

a JHAoreHHasa cTumynaumna cekpeuun TTI Npu NpoBefeHUMU paguoioaTepanunm
Heobxoauma NS yBenuveHUsA nornoweHns onyxonbto 31 jj fig moxkeT 6bITb
peanin3oBaHa NMpu 60/1bLIOM 06 bEME OCTaBLUENCA TUPEOUAHOW TKaHW (MorsoLLe-
Hue p3luepes 24 4 yBeninumBaeTcs Ha 25%).

8 PagnolioaTepanua Heobxoamma 415 nocriefytoLero HabnwoaeHMs 3a naymeHTa-
MW C onpejeneHneM KOHLeHTpauum Tupeora06y/siMHa B CbIBOPOTKE KPOBU, YTO
HEBO3MOXXHO B MPUHLMME NPU COXPaHEHUU fadke MUHUMasIbHOro Kosunyectsa
TUPEOUAHOM TKaHW.

MocneonepayMoHHas KOHcepBaTUMBHas Tepanus n gUHaMUYeCcKoe
HabnaeHne

OnpefeneHne KOHLUeEHTpauun Tupeorsioby/iMHa B CbIBOPOTKE KPOBWU W CUUHTUIpa-
duna Bcero Tena c Mo3BOJIAOT AMArHOCTUPOBaTb MECTHbI peuuanB U MeTa-
cTta3bl PL>K Ha paHHUX cTagmax y naumeHToB, NepeHeclmnx TUPEOoUAIKTOMUIO.
HanpoTumB, 06a nccnefoBaHs HeMHMOPMaTUBHBI NOC/e yaaleHUsa NnLb O4HOW 0N
LLL>K. MeTtacTtasbl gudepeHumpoBaHHoro LK peako HakannBatwT pagnoakTuB-
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OHAOKPUHHAA XMPYPrMs

HbIA 04 NPU Ha/IMYMKM OCTaTOUYHOW TUPEOMAHON TKaHW. 3axBaT TUPEONAHbIMU
KNneTkamn un kKnetkamm gudepeHymposaHHoro PLLXK MOXHO cTumynmnposaTtb
ABYMS cnocobamu:

B OTMEHUTb L-TUPOKCUH, YTO HEN3OEXKHO NPUBELET K pa3BMUTUIO FMNoTupeosa n

MOBbILWEHNIO KOHLLEHTpauun aHaoreHHoro TTT;
B BBOAUTb PEKOMO6MHaHTHLIA TTI, 4TO MO3BOAMT NauUUeHTY Npoao/mKaTb Tepa-
nuio L-TnpokcrnHomMm.
PekomM6uHaHTHbIV TTI Mo pesynbTaTaMm My/bTULLEHTPOBbLIX MEXAYHAaPOAHbIX nUccrie-
[OBaHW 0800peH KaK fleKapCTBEHHOE CPEeACTBO ANA MPUMEHEHUS B KIMHUYECKO
NMpakTuKe.

CbIBOPOTOUHBIV TUPEOrn06yMH — camblil BbICOKOUYBCTBUTE/bHbIA MapKep nep-
cucTeHUMM 3abonesaHmsa. Ha MHGOPMaTUBHOCTbL WUCCNESOBAHUA BINAET Ha/nyue
aHTUTEes K TUPEeOornobyinHy. 3Tn aHTUTeNa BbIABNAKT Y 25% 60/1bHbIX ¢ PLU K, 3Ha-
YMTESIbHO YMEHbLUAS ANarHOCTUYECKYH 3HAYMMOCTb TUPEOr/1006y/IMHOBOMO TecTa.

CynpeccuBHasa tepanus 1-TUPOKCUHOM

Mo coobLEHMNAM pasINUHbIX UccnegoBaTesneid, neTasbHOCTb OT AnddepeHLMpoBaH-
HbIX hopm P LUK 1 yacToTa X peumanBoB 3HAUNTENbHO YMEHbLLLIAKOTCA NPU UCMOSIb-
30BaHUN CyrnpeccnBHOM Tepanuun L-TUPOKCUHOM. CpeaHAa [03upoBKa L-TUPOKCMHA
npuv 3amecTUTENbHOW Tepanuwm coctaBnsieT 1,6-1,7 MKrAKrxcyTt), Npu cynpeccus-
HoM — 2-2,5 mKrAkrxcyT). B uccnegosaHum Pujol P. n coaBT. (1996) nokasaHo, 4To
npu MNOCTOSHHOM nodaBneHun cekpeuun TTI (KOHUEHTpauma B KpoBU He 6onee
0,05 mEl/n) BbDKMBAEMOCTb CPaBHWUTE/ILHO Bbille, 4YeM MpPU KOHUeHTpauun TTIC
6onee 1 MEA/n. Cooper D.S. v coasT. (1999) npu n3yyeHnU oTAaIeHHbIX pe3ybTaToB
neyeHus 617 naumeHToB c AnddepeHumpoBaHHbiM PLL>K nokasanu, 4to noga.rie-
Hne cekpeuun TTI ynydluaeTt oTAasieHHble pe3y/bTaTbl IEYEHUSA N CHUXKAET NeTaslb-
HOCTb B rpynmne 60/1bHbIX ¢ BbICOKUM puckoMm ¢ [T n IV ctaguammn PLUOK. 3Tn gaHHble
MoATBEPXAAIT KOHLEMNUWUIO, YTO CyrnpeccuBHas Tepanusa L-TUPOKCMHOM MOXXeT
npefoTepalwiaTb NporpeccnposaHmne 3abonesaHns. Ha npakTvke ansa 60nbLINHCTBA
nauveHToB afeKBaTHas fo3a L-TupokcnHa — Ta, 6narogaps KoTopoi KoHLUeHTpaums
TTI B KPOBU HECKO/IbKO HMXKE HUXKHEW rPaHnLbl HOPMbI, Y HEKOTOPbIX NaLNEHTOB, B
CBAA3U C COMYTCTBYIOLLEN NaToNOren, NocToAaHHOe Nogaep>KaHne MeANKaMeHTO3HOro
TUPEOTOKCMKO3a HEBO3MOXXHO; B 3TOI rpynne 60/1bHbIX AOMNYCTMMO HEMOHOE NoAaB-
neHwne cekpeuun TTT.

AucTaHuMOHHan nyyeBas Tepanus

AVCcTaHUNOHHYIO NTy4eBY0 Tepanuio B KOMIMJIEKCHOM JledeHnn guddepeHLnpoBaH-
HbIX hopm PLL K cregyeT npuMeHATb N0 CTPOrMM rnokasaHusam. B uenom, B HacTos-
LLee BpeEMS ee UCMOMb3YIOT KpaliHe peaKo. B HECKOMBKUX UCCNefoBaHUAX NOKa3aHo,
4YTO MPUMEHEHMEe JIyHYEeBOW Tepanuu B KOMMJIEKCE C TOTa/lbHOM TUPEOUA3KTOMUEN,
papuoriogTepanuern n TTI-cynpeccnen CHMXXKaAET CMEPTHOCTb B rpynne nayuMeHToB
cTaplue 45 neT ¢ MHBa3MBHbIM NanUANspHbIM PLL>K npu nepBuyHoi onyxonn T4u
pervoHapHbeiMn mMetactaszamy N~

IMpn NpoBefeHN Ny4eBOr Tepanuu NaymeHTam ¢ OCTaTOYHbIMWU 3/10Ka4YeCTBEH-
HbiMK onyxonamu LXK (nannvatneHas onepaums ¢ yaasieHMeMm oCHOBHOMO MaccuBa
OMNYyX0/M) OTMeYeHbl MOMOXKUTENbHbIE pe3y/bTaTbl. BbDKMBaemMocTb Npu nanwun-
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Pasgen 1. 3a6oneBaHus WWUTOBUAHOW Xenesbl

napHom PLU K noebicnnack ¢ 26 go 90%, npu donnnkynspHom PLUXK — ¢ 38 go
53%. [pyrue uccnegoBateny coobuialoT, UYTO MPMMEHEHWE Jly4eBOW Tepanum He
CKa3blBaeTCA Ha nokasarenax cMepTHocTu. OAHO3HAYHONo MHEHUSA O Lenecoobpas-
HOCTM MPUMEHEHNA NYy4YeBOW Tepanuu npu guddepeHLMpoBaHHbIX opmax PLL>K
Ha CerofHsALWHNIA aeHb HeT. MHore nccnefoBaTenn CKAOHSTCA K OrpaHUYeHUto ee
MPUMEHEHUA.

XnmMmuoTtepanua U ieyeHne oThasieHHbIX MeTacTa3oB

OcHOBHOe NnokasaHue A1 MPUMEHEHUSA XUMMoTepanmm — nedeHne onyxonen, KoTo-
pble HEBO3MOXXHO YAa/IUTb XMPYPruyeckMm nyTem, KOTopble He 3axBaTbiBawT
pagMoaKTUBHBIN oA M He nogpalTcs nydeBoil Tepanmu. MopobHble HabnoaeHUA
KpawHe pegKn, aBTOpPbl 00bIYHO COOOLLLAKT 0 HU3KOW 3(PPEKTUBHOCTN XMMMOTEpa-
nuu. Onyxonu L, XK, HeBocnpuUnMUMBbLIE KO BCEM (DOpMam NIeYEHUSA, MOXKHO Masiauv-
aTMBHO f1IeUYnNTb JOKCOPYOULMHOM C f0CTaTouHO cnabbiM athhekToM. B nccnegosaHum
Ahuja S. ¢ coaBT. (1987) coobuialoT, 4TO Ha JOHE SleHeHUs OKCOPYOULIMHOM OKOJ10
38% nayneHTOB OTMETU/IM YMEHbLUEHME O0Myxo/n B pa3mMepax. B wvccnegosaHuu
Droz J.P. ¢ coaBT. (1990) cpean 49 naymeHTOB C MeTacTaTUyeckKum AuddepeHum-
poBaHHbIM PLU>K, nofyymBLLINM MATbL KYPCOB XMMMUOTEPaNUK, TONILKO 2 naymeHTa
UMesin 06bEKTUBHbIE NMONOXKUTENbHbIE pe3y/bTaThbl.

MeTacTasbl, He KOHLLEHTpUpYOLMe paguoaKTUBHbIN Mod, a TakKe MeTacTasbl B
KOCTW cnefyeT pacueHnBaTb Kak rnokasaHusa K XMpypruyeckoMy nx yaaneHuo nnuv
ONCTAaHLUMOHHOW ly4YeBO Tepanun (EC/IM XUPYPrUYecKoe fieYeHne HEBbIMOHUMO).
JleyeHne meTacTasoB B rofIOBHOM MO3r — ocobas npobsiema, Tak Kak NpUMEHEHne
¥ MoXKeT BbI3BaTb 0TEK Mo3ra. J1eTaslbHOCTb NPU Ha/IMYMK MeTacTa3oB B FO/I0BHOMN
MO3r [0CTaTO4YHO BbiCOKA — 0KO0J/10 67%), CO cpefHel Npoao/IXKUTENbHOCTbIO YXXU3HU
0T MOMeHTa BbiiBNeHUA — 12,4 mec. JleTasbHOCTb cpean yKasaHHOM rpynnbl nayu-
E€HTOB 3HauYMTeNIbHO CHUXXaeTcs 6narogaps HerMpoXMpyprnyecKomy yaasieHn meTa-
CcTaTuyecKnx obpasoBaHuii.

NMporHos

Mo pesynbTatam pasniMyHbIX uccnegosatenenn, 10-1eTHAA BbIKMBAEMOCTb Mpun
nanuNasapHon, MoNNNKYNsapHOA 1 MopTae-KNeToUYHOM ageHoKapLuuHoOMe cocTaBs-
eT 93-95%, 85-87% wn 74-76% cooTBeTCcTBEHHO. CMeEpPTHOCTL MPW aHansacTunyec-
Kol KapumHome pgocturaeT 100%, Ho 6onetoT 3Toi chopmoii PLUXK KpaliHe pepko.
B cTpyKType cmepTHOCTU OT Bcex hopm PLLUK anddepeHUMpoBaHHbIA pak cocTaB-
naet noutn 95%.

B 3aBMCMMOCTM OT HayasnbHOW Tepanum n APYrnx MPOrHOCTUYECKUX (haKTopoB
npuénusntenbHo y 30% nauneHToB ¢ AudgdepeHumpoBaHHbIMU opmamm PLLK
BO3HUKAT peungmBbl 0ONyxXonu 4Yepe3 O4HO WN HECKO/bKO AecAatunetuii. [se
TPeTWN PeLmanBoB BbISBASAKT B TedeHMe nepsBbix 10 €T Nocsie HayasibHOro JIe4YeHUS.
Mazzaferri E.L. n JhiangS.M. (1994) npoaHanu3upoBann oTpasnieHHble (6onee
10 neT) pesynbTartbl sledeHUs AudgdepeHUnpoBaHHbIX (opm PLUXK. B rpynne c
MeCTHbIMU peuunansamun 3abonesaHuns B 74% HabnofeHWUi BbisiB/IeHbl MeTacTasbl B
LwenHble AuMdaTUveckne y3nbl, MeCTHbIN peunanB OnNyxoan B ocTaBLUelica TUpeo-
WAHOW TKaHW 0TMedeH B 20% HabnwAeHUA, peunuanB onyxXosinm B CTEHKE Tpaxeu u
MbILLaX BbisiB/IeH B 6% HabnwaeHnin. CMepTHOCTb B Fpyrne ¢ MECTHbIM PeLVANBOM
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3abonieBaHMA coctaBuna okono 10%. OThasieHHble MeTacTasbl BbisiBNIEHbI B 20-25%
HabnwaeHN’, NPeENMYLLLECTBEHHO 3TO MeTacTasbl B fierkmne (0Kosio 65%). CMepTHOCTb
B rpynne ¢ oTganeHHbIMM MeTacTazaMu coctaBmsia 0kosio 50%.

Bo3pacT u cragua

Heobxoanmo BblAeNUTb ABa Haubosiee BaXKHbIX hakTopa, 06ycnoBanBawLmMx npo-
rHo3 npu audgepeHumposaHHom PLLLXK: Bo3pacT nauuveHTa B Hadase sievHeHnsa U
CTereHb pacnpocTpaHeHHOCTU npouecca. BonbWNHCTBO UccnegoBaTe e coobLatoT,
4YTO BO3pacT — OAUH M3 Hanboee BaXKHbIX MPOrHOCTUYECKNX MoKasaTtenen, oTpaxka-
LWNA cmepTHOCTb 0T PLU XK. YcTaHoBNEHO, UTO cMepTHOCTb 0T PLL K 3HaunTensHo
Bbllle y N1y, 3abonesumnx nocne 40 feT, U NporpeccnpyioLle ysesinunBaeTcs ¢ Kax-
ObIM nocneaylWwmnm gecatuneTvem, Aocturas MakCMMasbHbIX 3HAYEHN y naLluneH-
TOB cTaplue 60 feT.

[pyrasa 3aBucummocTb Habnwogaetca Npyv aHanuse peunguBoB 3aboneBaHuUs.
Hawnbonblias yactoTa peuugmBoB OoTMedeHa B Bo3pacTe Mosioke 40 u craplue
60 neT. B nepBOM criydae 3TO MOXHO 06BbACHUTL 6o/bLUE Mpednonaraemomn
NPOAO/DKNTENTIbHOCTBIO XKM3HW, Ha MNPOTSHXKEHWW KOTOPOM YycrneBaeT pa3BUTbCSA
peumanB MeAsIeHHO MporpeccupyoLer onyxoau; nauneHTbl 6o/ee cCTaplmnx BO3-
pacTHbIX rpyrnn NpocTo He A0XKMBAaIT A0 peunamsa rno NnpuynHam, He CBA3aHHbIM
c PWO>K. 3710 oAMH M3 cepbe3HblX aprymMeHTOB 3a MaKCUMasibHO arpeccuBHYIO
TaKTUKY fle4eHNs NaLMeHTOB yKa3aHHbIX BO3pacTHbIX rpymnn, 0co6eHHO AeTel n
MO10,bIX B3POC/IbIX, C Lesiblo CHMXKEeHUA Yncna peungmeos PLUXK. 3ToT dakT, Ha
Halwl B3rnag, cnefyet pacueHmMBaTb KakK OAWH U3 OCHOBHbIX aprymMeHToOB B MOJb3y
pafukKanbHbIX onepauuii Ha WK ¢ nocrnegywwmm NpUMeHeEHMEM pajnoaKTUB-
Horo Mofa. 3Ta MO3MLUUS 3HAYUTENbHbIM 06pa3oM OrpaHMYMBaET BO3MOXHOCTU
NPUMEHEHNST OpraHocOXpaHsALWKMX onepaunii npu PLLXK. Y geTeit, HecmMoTps Ha
60/1bLLIYI0 BEPOATHOCTb peumgmea PLLXK nocne nepBUYHOro fiedHeHUs, B OT/IN4UE
OT B3POC/IbIX, MPOrHO3 sleyeHns 6osee onTuMuUcTUYeH. Schlumberger M. c coaBT.
(1997) coobwmnn, 4To peanbHblii NoKasaTe/lb CMEPTHOCTU Y AeTeil, HECMOTPS Ha
BbICOKYI0 BbDKMBaeMocTb (90% uepe3 20 sieT nocsie NEPBMYHOr0 JIeYeHUs!), OKa-
3a/1Cs B HECKOJ/IbKO pa3 Bbille CTaH4apTU3MPOBaHHOI0 Mo BO3pAacTy rokasaTtens.
HekoTopble uccnegosatenn nosarawT, YTO MOJIOAOM BO3pacT K MOMeHTY Hayana
3aboneBaHnsA B ropasfo 60sblUeil CTeneHU BAUSET Ha MPOrHO3, YeMm CTeneHb pac-
NPOCTPAHEHHOCTN OMYXONN.

Mon nayneHTa

IMporHo3 meHee 61aroNpuUATEH Y MY>XUYMH, HO 3TO pas/inyune A0BOSIbHO HE3HAUYNTE b-
HO. Bo MHOrMX nccnefoBaHUsX 6b1/10 yCTaHOB/IEHO, YTO MO/ — HE3aBMCUMbIN (haKTop,
He BNMAWMIA Ha BbhKMBaHWe. Ho yunTbiBas, 4To CMepTHOCTb 0T PLLLXK y My>KUMH
B 2 pa3a Bbille, YeM Yy XXeHLWH, fobon My>umHa ¢ PLK cTapwe 40 net goskeH
HaxoanTbcA nog 6os1ee NpuUcTasibHbIM HabAeHMEM NOC/e MEPBMYHOMNO pagnuKanbHo-
ro neYeHms.

CemeliHble CUHOPOMbI

CemeliHaa nanunnsdpHas ageHokapuumHoma LXK cocTtaBndeT okono 5% Bcex
NanuNAsapHbIX ageHokapuuHoMm. CemelHble opMbl ManuAIAPHON afeHoKapuu-
HOMbI, B OT/INYME OT CNopagnyecKnx, NPoTeKarT KINHNYECKN 60/1ee arpeccnBHO.
Wceneposatenn coobLatoT, YTO ceMeliHaa nanunnsapHas ajeHokapumHoma umeet
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TeHAEHUMNI0 K ABYCTOPOHHEMY MHOFO(OKYCHOMY MOpaXeHWt, 4acTto € cocyauc-
TOM WHBa3veldi U MeTacTa3MpoBaHWEM B pernoHapHble UMpaTUYecKne y3abl.
Co0TBEeTCTBEHHO, BEPOSATHOCTh peuunnsa 3aboneBaHNsa U OTAANIEHHOIO MeTacTasu-
poBaHMA BblLle, YeM NpU crnopagnyeckux gopmax. ManunnapHas ageHoKapLUuHo-
Ma BCTpeyvaeTcs NMpu HEKOTOPbIX CEMEMHbIX CMHAPOMAX:

m ceMelHbIi afleHOMAaTO3HbIA NOoANM03 KULLIEYHMKA U ero NoATunbl — CUHAPOM
MapgHepa (Gardner) u TypkoTa (Turcot), codeTatoL;erocsi ¢ 4o6poKayecTBeHHbI-
MW OMYX0/SIMU NINLEBbLIX KOCTEW (rnaBHbIM 06pa3oM HUXKHEN Yyentoctun), gobpo-
Ka4yeCcTBEHHbIMU OMYXO0/SMU KOXXU U APYTUX MATKUX TKaHeln;

m Komnnekc KapHu (Carney), BK/KOYaKLWMWA MNUTMEHTHblE MNATHA, MWUKCOMBI,
LWBaHHOMbI, Y3€/IKOBYH rmnepnsiasnio Haagno4eyHMKOB, TMNepKopTNULN3M, aje-
HOMbI rMnNogun3a, 3HAOKPUHHbIE OMYXO0NN ANYEK;

m 60n1e3Hb KoBgeHa (Cowden) — pefko BCTpeyarolleecs ayTOCOMHO-AOMUHAHTHOE
3aboneBaHVe, NPOABASAIOLLEECH MHOXXECTBEHHbLIMW ramapToMaMu 1 BbICOKOW Yac-
TOTOV AOOPOKAYECTBEHHbIX M 3/10KAYECTBEHHbIX OMYX0/1ei MOIOUHON >Kesesbl.

MporHo3 Npu 3TUX CMHAPOMAax He OT/IMYaeTca OT MPOrHo3a npu cropajunyeckon
nanunnsapHoON ageHoKapLHOME.

XapakTepucTuku onyxonu, BAUSOWME HA MPOTHO3

HekoTopble XapaKTepUCTUKM OMyXO0JIN 0Ka3blBaloT CYLLIECTBEHHOe BUSHME Ha
nporHo3. Camble BadkKHble U3 HUX — Mopdosiornyeckass opma, pasmep B MOMEHT
NMepBUYHON AMArHOCTUKW, XapakTep pocTa (MeCTHOoe pacnpocTpaHeHWe, UHBA3Ns) U
BO3MOXKHOE MeTacTasnpoBaHue.

Mopdonorus

HecMoTpsa Ha AocTaTtoyHo 6naronpuATHBLIA NPOrHo3 npu nanunnaspHom PLLDK,
nokasartesin NeTasibHOCTN B 3HAYUTENIbHOM CTEMEHN 3aBUCAT OT HEKOTOPbIX OMYXO0-
NeBbIX XapaKTepucTnkK. YeTkas Kancyna onyxonu, Bbiaensemas npménansnTenbHo
y 10% nanunngapHbiX afeHOKapuWMHOM, CYMUTAETCA O0COBEHHO 61aronpuATHBLIM
NPOrHOCTUYECKUM (haKTOpPoM. MeHee ONTUMMUCTUYECKUIA NPOrHO3 CBA3aH CO Crie-
AywnMn dakTopamm:

m aHansactmyeckasa TpaHcopmMayms onyxonm n Tak HasbiBaemas tall-cell Bapu-
aHT NanunasapHoli afeHoOKapLUWHOMbI, NMPpU KOTOPbIX CMEPTHOCTb MauMeHToB B
TedeHue 10 nieT gocturaet 25%;

m cTON64YaTbii (KONOHHO-KAETOYHbI) BapuaHT NanuansapHoli ajeHokapuu-
HOMbI — 6bICTpoOpacTyLW,asa onyxosb, CMepTb OT KOTOpOW HacTynaeT B 90%
cryyaes;

B NepBUYHO-MHOXKECTBEHHbIE BapuaHTbl CK/1epo3UPYOLWNX MUKPOKAPLMHOM,
TOTaSIbHO UHPUIBTPUPYIOLWMX TKaHb LK.

Mo coobLeHnAM pasnnUYHbIX uUccnefoBaTesnei, NPorHo3 npu MoNKyYISSPHOM Bapu-
aHTe NanuaIIPHOro paka He Xy>»e, YeM Npu YNCTO NanUIAPHBIX MopaXKeHUsX.
®onnukynapHbii PLLXK — TMnnyHo conuTapHas MHKancy/iMpoBaHHas onyxob,
KoTopas MOXKeT 6bITb 60Mee arpeccMBHa, YeM NanuIapHbIi pak. PonmkynsapHas
afleHoKapLMHOMa 06bIYHO UMEET MUKPOMONSINKY/IAPHYIO TUCTONOTNYECKYIO CTPYK-
TYPY, XapaKTepusylwLllylcs WHBa3MBHbIM POCTOM B Karcyny onyxoninm wu/mnu
Ha/IMYneM KpPOBEHOCHbIX cOCyfoB (NocnefHwWii npusHak CBUAETENLCTBYET O Xy[-
LeM MporHo3e, 4em MNpu Kancy/nsApHON WHBa3UKM). BONbLIMHCTBO (HONINKYTAPHBIX
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paKoB — MUHMMasIbHO MHBA3MBHbIE OMYX0/1M, XapaKTepusylowmeca HesHaunTe b-
HOl KancynsipHOW MHBa3neli 6e3 NPOHUKHOBEHUS B cocyAbl. Mo cBOMM MOpd0oru-
YECKNM XapaKTepucTtukam (QoSNIMKYNSPHbIE Ppaky HanoMuHawT OANNKYNSPHbIe
afeHoMbl. Mpy QoNINKYNsapHoOM afeHOKapuMHOME PeAKo BCTPeYarTCcs oTAasieHHble
MeTacTasbl U IeTasibHble NCX0AbI.

Mpn UMTOMOrMYECKOM MUCCNEAOBAHUN N NHTPAONEPauMOHHOM U3YYEHUU 3aMmo-
POXXEeHHbIX CPe30B yAasleHHOM TUpeonaHo TKaHW He Bcerga BO3MOXKHO aAnddepeH-
UnpoBaTb MUHMMa/IbHO MHBA3UBHbIN PONAUKYAAPHLIA PLLL>K oT dhonnmkynsapHom
afieHoMbl. B unTON0rMyeckoM M CPOYHOM FMUCTOSIONMYECKOM 3aK/IloHeHUU OMyxXoslb
ONUCLIBAIOT KaK «ONIUKYNAPHYIO HEOMNAA3UNI0» UMW «DOSITTUKYNAPHYIO ONYX0sb.
JwnarHo3 paka MoXeT 6bITb NOCTaBfeH TO/IbLKO MPU MAaHOBOM FMCTO0rMYECKOM
nccnegoBaHMM nocse nosydeHuss MHdopmaumm o6 MHBa3VMBHOM XapakKTepe pocTa
oNyXxosun. 3TOT (haKT 3HAUNTENIbHO OC/I0XKHSAET XMPYPruvecky TakKTUKY BO Bpems
orepaumu.

donnnkynapHblni PLU)K ¢ Bblpa)XeHHbIM WHBa3VBHbLIM POCTOM BCTpe4yaeTcs
JocTaToyHo pefko. OH xapaKTepu3yeTcs arpeccUBHbIM POCTOM B OKpy>Kalline
TKaHW 1 06LLINPHON cocyamcTon nHBasmnein. o 80% HabnwaeHWE Npu AaHHOK Mop-
donornyeckoi opme PLLIK xapaKTepusyTcs oTAa/IEHHbIM MeTacTa3MpoBaHMEM,
KOTOpOe NMpuBOAUT K CMepTn oKosio 20% nayuneHToB, B OCHOBHOM B TEYEHME MepBbIX
HECKONTIbKUX NET Nocfe YCTaHOBNEHUS AnarHosa. HamxyAwuin NnporHo3 B crapLuem
BO3pacTHol rpynne (ctapwie 60 neT), Korga AMarHo3 ycTaHaB/IMBalT YXKe, Kak rnpa-
BWJ/I0, Ha 3anyLeHHbIX cTagmnax gonnmkynapHoro PLL K.

CMepTHOCTb OT NanunaapHoro u ponnmkynapHoro PLXK B rpynnax 60/bHbIX €
COMoCTaBMMbIM BO3pPacToM U cTagusaMu rnpouecca cxoxxada. AuddepeHumpoBaHHble
thopmbl PLLLXK nmetoT 61aronpusATHBIA MPOrHO3, ecaim 0NyXosn orpaHuyeHsl LK,
Hebos1bLoro pasmepa (MeHbLe 1 ¢M) /AN MUHUMaIbHO MHBa3UBHbI. W nanunnsap-
HbI, N QoNNNKyNAapHbIA PLLXK nMeT Xyawmnin nporHo3, ecnm obHapy>XeHbl npu-
3HaKW arpeccMBHOIo0 MHBa3MBHOIO PoCTa U OTAA/IEHHbIE MeTacTasbl.

PL > 13 knetok lMNopTne-AllKeHasn paccMaTpuBalT Kak OAUH U3 BapuaHTOB
hoNNMKYNsApHOro paka. B gnddepeHuManbHOM AMarHOCTUKE BO3HMKAKT aHaso-
TMUHbIE CNOXHOCTU. ONA BepupUKaunun afeHoKapumblOMbl HEOOXO0AUMbI AaHHble
0 KancynspHom vnu cocyamucTol nHeasun. CyliecTByeT MHEHWe, YTo OMnyXosib W3
KfeToK MopTne-AllKeHasn guameTpomMm 6osiee 4 cM ¢ 60/bLUE BEPOATHOCTbIO 3/10-
KayecTBeHHas. [poTnBopeYMBbie MHEHUA CYLLECTBYIOT OTHOCUTE/ILHO NPOrHo3a npu
JaHHol Mopdionornyeckonn copme PLLU>K. HekoTopble wmccriegoBaTesin coobLyatoT,
uTo PLL K 13 knetok MNopT/ie-AWKeHasun arpeccuBeH N Hernpeackasyem B MPorHose,
Apyruve cuNTatoT ero He 60s1ee arpeccnBHbIM, YeM DOITUKYASAPHLIA pak. o gaHHbIM
NCDB, 10-neTHAA BbXMBAEMOCTb A1 MaumMeHToB ¢ honankKynapHsim PLLL K cocTaB-
nsiet 85%, ¢ pakom 13 KNeTok MNopTne-AwKeHasnm — 76%. B HeCcKoNbKUX paboTax
coobuwatot, uto npmn PLWXK n3 ketok MNoptne-AlWKeHasn metactasmMpoBaHue B
nerkue BbIsiBNeHO B 25-35% HabnwgeHni, 4To NpubnnsnTesibHO B 2 pasa valle, Yem
npu GoNInKynapHoM pake. EcTb JaHHbIe 0 MeHbLUe cnocobHocTr PLL K 13 KneTok
MopTne-AwwkKeHasun (B 0TM4YME OT NANUMNAPHOIO U PONNUKYNAPHOIO paka) Hakan-
NvBaTb pagvoaKTUBHbIN iod. Tak, B 04HOM MccnefoBaHUM MpyY N3yYeHUU oTAaseH-
HbIX MeTapTasos B rpynne 13 100 nayneHToB NoNYyYeHbl CneayloLime gaHHbIe: normao-
LeHne paAnoaKTMBHOIO o4a /IeroYHbIMU MeTacTazaMy oTMeveHo y 64% naunmeHToB
€ hoNNNKyNsapHbIM pakom, y 60% — ¢ nanunasapHbIM pakom U Tosibko y 36% — ¢
PLL>K n3 knetok MNoptne-ALllKeHasu.
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MepBUYHbIA pasMep Oonyxonu

ManunnnapHble pakn MeHee 1cm B AuaMeTpe MPUHATO HasbiBaTb MUKpP'opakamu.
OG6bIYHO BbLIABASAKT UX C/Iy4YaMHO NPU OKOHYAaTENlbHOM FMCTO/IOMMYECKOM WUCCreno-
BaHWM Moc/ie onepayui no noBogy HeonyxosieBbix 3aboneBaHunii LLL>K. BeposaTHOCTb
peuunansa 3abosnieBaHUA U 1eTaslbHOCTb, M0 CO0OLLLEHMAM pa3/IMYHbIX aBTOPOB, 6/1M3Ka
K Hymo. Npn 3Tom oKosio 20% MUMKPOPaAKOB — MEPBUYHO-MHOXXECTBEHHbIE MopaXke-
HU1A, YacTo MeTacTasnpylLne B LWeliHble NnuMdaTnyeckne y3nbl. MetactasnposaHue
B LWeHble NMM@aTnyeckKme y3bl NPOUCXOAUT NpUMepHO B 60% cry4yaes, npu aTom
BbICOKa BEPOATHOCTb M OTAA/IEHHOr0 MeTacTa3npoBaHus.

Mo pesynbTatam ApYyrux uccrnefoBaHWii, conuTapHble paku nanuaaspHoro u
hoNNnKyNApHOro cTpoeHMs pasmepamu o 1,5 cm B gnameTpe pefKo NpPosiBAAIOTCA
oTAasIeHHbIMW MeTacTazamu. B ogHOM 13 uccnegoBaHnMii YactoTa peunansos PLLK
nocne 30-neTHero HabnwAeHUs cocTaBuna 0kono 1/3 B OCHOBHOM 3a cyeT onyxosie
anameTtpom 6onee 3-4 cMm. CmepTHOCTL nocsie 30-NeTHEro Hab1lAeHWS NpyU MMKpopa-
Kax coctaBuia 0,4% npotme 7% pgnis onyxosieii 6onee 1,5 cm B gnametpe (p<0,001).

MporHo3 1 BEPOATHOCTb peLunamBa HaXo4AaATCs B JIMHEHOM 3aBUCMMOCTM OT pas-
MepoB OMyX0/1n, KaK Nnpu oSINNKYIAPHOM, TakK 1 Npu NanuisispHoOM pake.

MecTHOe pacnpocTpaHeHue Oonyxosu

Jo 10% anddepeHympoBaHHbIX PLL>K npopactaloT HENOCPeACTBEHHO B OKpYXKalo-
Lme TKaHW, TeM caMbliM OKasblBasi Cepbe3HO0e B/INAHME Ha NPOrHo3. ViHBasna MoXKet
ObITb KaK MUKpPO-, TaK U MaKpocKonmyeckasa u BCTpevaTbCcs Kak npu nanuinspHoMm,
Tak v Npu Qo/JTINKYIAPHOM pake. BepoATHOCTb peumavsa B 2 pasa Bbllle Npu UHBA-
3MBHOM XapakTepe pocTa, Yem Mpu MHKancy/AMpoBaHHbIX 0nyXxonax. o HeKoTopbIM
AaHHbIM, A0 1/3 NnauneHTOoB C MHBA3UBHbIMM onyxonamn LK ymmnpaloT B TeueHue
rnepBoro AecATU/IETUA MOC/e YCTaHOBIEHMNA AnarHosa.

MeTacTasbl B LWeliHble NMM@aTMyeckme yanbi

B wnccneposaHun Mazzaferri E.L. (1993) 6b11 npoBefeH aHa/iM3 meTacTasmpoBsa-
HUA andgepeHymMpoBaHHbIX ¢opm PLUXK B welHble nuMmdartnyeckue ysnbl. U3
8029 B3pocnbIX NaymeHToB ¢ NnanuanspHbiM PLLUOK n 1540 nauneHToB ¢ hONNNKY-
nApHbIM PLLYK meTacTasbl B LLeHble AMM@aTUYecKMe Y3 bl 6bI/1N BbISIB/IEHbI B 36 U
17% HabnaeHNA COOTBETCTBEHHO. TaK)Xe 0TMEYEHO0, YTO Yy AeTel ¢ NanuaISPHbIM
PLL K MeTacTasupoBaHue B LLelHble M@ aTnyeckume y3nbl BbiiBNneHo B 80% Habnto-
JEeHNN. YBENUYEHHbIV WENHbIA NMMGaTUYecKnin ysen MoXKeT 6biTb €ANHCTBEHHbIM
npusHakom metacTtasa PLLU>K. Kak npaBuno, y Takux nauveHTOB Ha onepauyumn
BbISABNATCA MHOXXECTBEHHbIE PervoHapHble MeTacTasbl.

MporHocTuyeckas LEHHOCTb Ha/IMuMA MeTacTa3oB B LUEWHble NMMdaTnyeckme
y3/bl AUCKYTUpPYeTcA. HekoTopble uccnegosatenn coobLlatT, 4To Hasmvne peru-
OHapHbIX MeTacTa30B He B/USAET Ha NporHo3 3abonesaHua. Jpyrue aBTopbl Aena-
10T 3aK/Il0YeHMe, YTO Ha/lMume pervoHapHbIX MeTacTa3oB 3HAUYMTEsSIbHO BAMSAET Ha
MPOrHO3 M CMePTHOCTb Npu guddepeHumMpoBaHHbIX opmax PLL>K. PernoHapHoe
MeTacTasnpoBaHme — OAUH N3 (haKTOPOB pUCKa ANA MECTHOro peumamsa onyxonu,
0COBEHHO NpPY ABYCTOPOHHEM MOPaXKeHUN NUM@aTUHecKMUX y3oB Ha Lee uan meau-
acTMHaNbHbIX MeTacTa3ax. Hanbonee 4acTo MeCcTHoe peLnanBupoBaHme NpomcxoanT
MpWY 3KCMaHCMBHOM POCTe OMYyX0NM, Korga oHa BbIXOAUT 3a npefesnbl Kancybl LK
n numgatmyeckoro ysna. Mo coobweHmam MazzaferriE.L. n JhiangS.M. (1994),
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3a nepuog 30-neTHero HabAeHNA cMepTHOCTbL 0T PLUXK y maumeHToB ¢ LIeNHbIMU
1 MeAnacTUHasIbHbIMU MeTacTazaMu coctaBuna 10%. CMepTHOCTb B rpynre nayueH-
ToB 6e3 meTacTasoB cocTaBmia 6% (p<0,01).

OTpaneHHble meTtacTasbl

OTpaneHHble MeTacTasbl — OCHOBHasi npuymHa cMepTu npu auddepeHLUnpoBaH-
HbiX hopmax PLUXK. Moyt 10% naumeHToB C NanuaaspHbIM Pakom U OKOJO
25% c QONNUKYNAPHBLIM pPakoM MMEKT OTAasIeHHble MeTacTasbl. MpuUbAN3nNTeNbHO
NMOSIOBMHY OTAA/IEHHbLIX MeTacTasoB AMarHOCTUPYIOT NPV MepBUYHOM 0bpaLLeHun.
OTpanieHHble MeTacTasbl BCTpeyalTcs valle cpefn nauueHToB C pakKoM U3 K/eTOK
MNopTne-AlwkeHasn (35%) 1y nauneHTos cTapule 40 net. B ogHoM 13 nccnegosaHui
npu N3yyeHUN XapakTtepa 0TAaNIEHHOro MeTacta3mposaHuAa y 1231 nayueHTa ycra-
HOBJIEHO, YTO slerkue nopaxatTcsa B 49%, KocTu — B 25%, F0MI0BHOM MO3r U gpyrue
MArkKne TKaHn — B 10%, CouyeTaHHble MOPa>KEHUS JIErKUX U KOCTEN BbISB/IEHbI B
15% HabnwoaeHWiA.

HekoTopble naumeHTbl, 0COBEHHO AEeTW U Mosodble B3pOC/ble, C OTAa/IeHHbLIMU
MeTacTasamu XUBYT B TEHEHME HECKOIbKUX AECATUIETUA, XOTHA eCTb CO06LeHNs 0
TOM, 4YTO NMPUBAN3NUTESIBHO MOI0BUHA 3TUX NaUNEHTOB YMUPAIOT B TedeHne 5 et oT
MOCTAHOBKM AMarHosa He3aBMCMMO OT Mopdosiormyeckor gopmbl onyxonu. Oaxe
HaIMyme MeTacTasoB B fIerKue COBMECTUMO C A/INTESIbHbIM Bb>KMBaHWeM. Hanpumep,
B uccnegosaHmu Brown A.P. (1984) noka3aHo, 4To 6051ee 50% naymeHToB ¢ N30/1MPO-
BaHHbIMW MeTacTazaMu B JIerKue 6bl/TN XXUBbI U HE UMENN KaKUX-Tnb0o NMposiBfIeHWIA
6os1e3HM B TeveHue 10 neT, Torga Kak H/M OA4VH MauueHT ¢ MeTacTasaMy B KOCTU He
rnepexxun aToT Nepuoa.

BepoATHOCTb BbDKMBAHUSA Haubosiee BbiCOKa cpeau MOMOAbIX MauueHToB ¢ Ang-
Py3HbIMN PEHTreH-HeraTUBHbLIMU MeTacTasamMn B JSierkue, BbIAB/IEHHbIMU MPU CLUWH-
Tnrpadum c MporHo3 3HaUNTENIbHO XY>XKe Y MauueHToB ¢ 60/1bLLUNMU KOCTHbLIMU
M NeroYHbIMM MeTacTasaMmu, KOTopble He HaKarsmsawT

Ctagma pacnpocTpaHeHHOCTH

CyLulecTByeT HECKOJ/IbKO Pa3fiNyHbIX MPOTOKO/10B ONpefeneHnsa ctagum onyxosiesoro
npowecca N KANHUYECKUX MPOrHOCTUYECKUX CTPaTErnii ¢ Lesblo NpeanosioXkeHus
pucKa cMepTu NaumeHToB ¢ AuddepeHumpoBaHHbiM PLL>K. o coobuweHnsam MHO-
rMx vccnegosartener, NPOrHO3 AN rpynnbl NaunMeHToB Mooxe 40 neT 3Ha4YnTesIbHO
oTIMYaeTcsa OT TaKoBOro and rpynnel ctapwie 40 net. MNauneHTbl monoxe 40 net
COCTaB/IAT rPynny ¢ HU3KNM PUCKOM cMepTun n peunamsa npu PLLXK, naymeHTbl
cTapwe 40 — rpynny ¢ BbICOKMM puckom. Hay I.D. ¢ coaBT. (1993) npoaHannsu-
poBasin 20-/1€THIOI BbIKMBAEMOCTb B rpynnax nauymMeHToB C HU3KUM W BbICOKUM
puckomM npu nanunaapHom PLL>K ¢ ncnonb3oBaHMEM 4YeTblpex OCHOBHbLIX MPOTO-
kosioB EORTC, TNM, AMES, AGES. Bbl/10 yCTaHOB/IEHO, YTO B rpynne nayuneHToB
C HU3KNM PUCKOM CMEPTHOCTb cocTaBmna 0kono 1%, npotms 30% B rpynne BbICO-
Koro pucka. B mnccnegosaHnn DeGrootl.J. ¢ coaBT. (1994), knaccuduuupytoLem
269 naymeHToB ¢ NanuaasapHbIM pakom LK, 6b1s10 yCTaHOB/IEHO, YTO HEKOTOpble
naumeHTbl, OTHOCALLIMECA K Fpynne HU3KOro pucka, TeM He MeHee yMep/iv OT paka.
VccnepoBartenu 3ak/o4vatoT, YTO OLLIMO0YHbIE MPOrHO3bl XapaKTePHb! 415 MPOTOKO-
J10B C ABOMYHbIM pacnpegeneHmnemM naumMeHToB Ha rpynnbl HU3KOro 1 BbICOKOT0 pucKa
(k npumepy, TNM npoTokon].
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AmMepuKaHcKaa o6beguHeHHas KOMMUCCUSA Mo paKy B CBOe BpeMs Mpeanoxusia
TNM-knaccugukaumio PLK, 1 ceituac 3Ty cxemy Hambonee LWMPOKO MUCMOMb3YIOT
B K/IMHUYeCKOW NpakTuke. OTNpaBHOM TOYKOMN B AaHHOW cXeMe C/Yy>XXUT BO3PacTHOM
Kputepunii — 45 net. B TNM-knaccumkaumum B BO3pacTHOM rpynne monbyke 45 net
AndepeHLpoBaHHble 0NyXonu ntobbiX pa3mepoB onpedesieHbl kak I-11 ctagmsa
(T.e. ¢ 6naronNpUATHLIM MNPOrHO30M) Aa)ke NPU HaIMuYuUK OTAANIEHHbLIX MeTacTa3oB.
3Ta no3unum4 6bis1a NpoBepeHa Ha NPakTUKe 1, Mo coo6LEHNUSM HEKOTOPbLIX aBTOPOB,
onpegesneHne ctaguiiHocTu no knaccmpukaumm TNM He npeackasbiBasio BbICOKO-
ro YmMcna peumameoB B BO3PacTHOM rpynne monoxe 20 net. B 2002 rogy ¢ cyuiec-
TBEHHbLIMM W3MeHeHUAMU BbinyweHa 6 pegakuma TNM-knaccudmkayum PLOK
(I77CC International Union Against Cancer Sixth Edition 2002). Kpome Toro, npo-
rHOCTUYEeCKME MPOTOKOSIbI HEe B COCTOAHUW YUYUTbIBaTb BCe BO3MOXXHble BapuaHTbl
nanuaapHoro n ponnmkynapHoro PLLK, KoTopble MOTyT 3HaUYMUTEsSIbHO BAAUATL Ha
NnporHo3. Bce BbIWeN3oXKeHHOe EMOHCTPUPYET OrpaHNYeHHY0 NMPOrHOCTUYECKYIO
LeHHocTb TNM-knaccugukaumm. BeposaTHo, camasn 6o/bluas nosb3a Knaccuguka-
Lnii n pasniMYHbIX NPOTOKO/10B 3aK/1l04aeTcsa B U3yUYeHUM anngemmonorum PLLXK n
BbI6Ope HanpaB/ieHU 419 fa/ibHeAWnX NPOoCcNeKTUBHbIX Uccnef0BaHUiA.

Knaccugumkaumm v o6LwenpnHATbIE 1e4ebHO-AMarHoCTUYecKne NPoToKOAblI MOTYT
oTpuuaTenibHO BAMATbL Ha BbIGOP WHAMBUAYASIbHOM TaKTUKWU J1eYeHUSs1 KaXKoro
KOHKPEeTHOro naumeHTa. B cBA3M ¢ 3TUM mMccnegosaTenu npeanovynTaoT B KayecTse
NleYeHUns BbIMOSTHATL TOTaSIbHYI0 TUPEOUAIKTOMUIO, KaK Npasunsio, CONPoBOXAAEMYIO
Tepanueli pagnoaKTUBHbIM MOLOM, 0COGEHHO B CrIeAy L NX cayYasnX:

m Yy naymeHToB ¢ andepeHuympoBaHHbIM PLL XK B cTagnax 6onee TNdMo (Hesa-

BMCMMO OT BO3pacTa naumeHTa);

B NPV NepPBUYHO-MHOXKECTBEHHbIX 0MYXO0/AX;

B Npu ageHoKapumMHome OOITTMKYIAPHOro CTPOEHUA N060ro pasmepa.

Xota TNM-knaccnukayno Mcnosib3ytoT BO MHOTUX JledebHbIX yypexxaeHunsax (K
npumepy, BO MHOFMX OHKO/ormyeckmx ueHtpax CLUA, 06beANHEHHbIX B eANHYI0
pabouyto ceTb — Nationai Comprehensive Cancer Network), HeKoTopble NpakKTuyec-
K1e peKoMeHAaunm npu Bblbope TAaKTUKN NIeYeHUS ee He YUYNThIBAOT. ITO CBA3AHO C
TEM, YTO BO3PACTHOMN KpPUTEPUiA, yKa3aHHbI/ B KnaccuukaLnm, okasbiBaeTcs vallie
BCEr0 J0CTATOYHO «rpyboii» ABOMYHOW NepemMeHHON. BmecTe ¢ Tem cTagus pacrnpo-
CTPaHeHMA onyxoaun urpaet JOMUHUPYIOLLYIO POJib B Bbl6ope afeKBaTHOIo Sle4eHUs.
Mo coobweHNnsaM AMePUKaAHCKOA TUPeonaonormyeckoi accoumaymm, 601bLLNHCTBO
Bpadeii B CLLUA Bce yvalle 0TKasbliBalTCA OT BO3PacTHbIX KPpUTEPUEB MNpWU Bblbope
TaKTUKU JIeYEeHUA KaXK[0ro KOHKPETHOro naymeHTa.
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Me,ﬂ,yﬂﬂFIprlVl pakK LLI,VITOBI/I,EI,HOVI XXesnes3bl
VI Benbuesny [.I', dagees B.B., Banywko B.3., FepacumeHko O.A.

X HacnefcTBeHHbIV U cnopagunyecknii MegynnspHbIi pak WWUTOBUAHOW >Xeresbl
(MPLWO>K) — pepko BcTpedvalolwleecss W CMOXKHOe A1 fleHeHUsi 3/10KavyecTBEHHOe
HoBoob6pasoBaHue. Ha cerogHAWwHMI geHb MPLL K cocTaBnsieT okosno 4% Bcex cny-
yaeB paka LK. MPLK, Hacnegyembli N0 ayTOCOMHO-A4OMWHAHTHOMY Tumy,
coctaBnsieT 20-25% cny4yaeB Bcex HabwAeHWA 3TOro 3abonesaHns. HacneacTeeHHas
thopma 3aboneBaHuns, NPOABAAIOLWLAACA MPENMYLLECTBEHHO KaK KOMMAOHEHT CUHAPO-
Ma MOH 2 tuna (M3H 2), nopaaeT npunbnunsntensHo 1 m3 30 OO0 4yenoBek.
OHa xapakTepHa KakK gnsa cuHgpoma M3H 2A (cuHgpom Cunnna), Tak n M3H 2B.
CemeliHas popma MPLLXK — 310 BapmaHT cuHgpoma MOH 2A, npy KOTOPOM BO MHO-
rmx nNokKosaeHusax passmsaetca MPLLXK, Ho 6e3 heoXpOMOLMTOMbI UAN MNEPBUYHOIO
rmrnepnapaTmpeosa.

Tmonornsa 1 natoreHes

Y nauymeHTOB BHadasle pa3BuBaeTcAa nepsBuyHan C-ketoyHas runepnnasva (CKI),
KOTOpas Nporpeccupyet B MUHUMasIbHO MHBA3UBHYO Mefy/INAPHYI0 MUKPOKapLMHO-
MY 1, B KOHEYHOM c4eTe, B MHBa3MBHbIN MPLLK, onpegensemMbii MakKpOCKOMUYECKM.

BTtopnuHasa CKI onucaHa npuv ctapeHuu, runepnapatvpeose, runepracTpmHemMunmn
M NPU XPOHUYECKOM NIMMJOLNTAPHOM TUPEOnaunTe.

CemeiiHas dopma CKI™ (oTnmyaetcsa oT nepsuyHoii CKI npn MPLLXK n BTOpUUY-
Holi CKI) — pepgkoe reHetuyeckoe 3abonesaHue, obnagawouiee ropasfo MeHbLUIUM
3/10Ka4ecTBeHHbIM noTeHumanom, yem CKI npun HacneacTBeHHbIX dhopmax MPLL K.
JaHHble 0 KIMHUYECKOM 3HaYeHUU cemeiHom dopmbl CKI goctaTouyHO NpoTmMBOpe-
ymBbl. AudgepeHumansHaa guarHoctuka opm CKIT 6asmpyeTcs Ha reHeTUYECKOM
onpefeneHnn mytauun A£T-NPOTOOHKOreHa.

RET-reH 6bi1 BnepBble o6Hapy>keH B 1985 rogy. B 1987 rogy Ha 10-ii xpomoco-
Me 0BHapy>XeH reHeTU4YecKnin aedekT, NpmMBoAALWMA K cnHgpomy M3H 2A. B 1993
1 B 1994 rogax NMpogeMoHCTpUpoBaHo, 4To MOH 2A, cemeiiHasa dopma MPLXK n
MO3H 2B BbI3BaHbl repMmmHanbHoOM MyTaumeir RET (npomcxogunT B 3apoAblLUeBbiX
KfeTkax). MyTtauumsa NnpuBoANT K 3KCMPECCUM NaTON0rMYECKN U3MEHEHHOIO CBEPXaK-
TuBHoro KEI-npotenHa B TKaHAX, 4TO, B CBOK o4Yepefb, 00yC/10B/INBAET NOSAB/AEHME
HacneACcTBEHHbIX CMHAPOMOB. VHTepeceH TOT (hakT, UTO MYTUPYeT TONIbKO OTLLOBC-
Kas annenb reHa. RET-reH MoXeT MyTUPOBaTb M B COMATUYECKNX K/eTKax, 04HaKo
Takue HapyLleHMs 06bIYHO orpaHuyeHbl C-KfeTKaMu; Takme myTtauumn obHapy>kusa-
10T B 40-50% cnyyaes MPLLLK.

B HacTosLel rnaBe pyKoBoACTBa BHMMaHMe COCpeaoTOHeHO B OCHOBHOM Ha crnopa-
Andecknx BapmaHtax MPLUXK, cemelHble hopMbl paccMaTpmBaloTCs B COOTBETCTBY-
IoLer rnaee, NOCBSALLEHHOM cnHaApoMam M3OH 2.

KnnHnyeckasa KapTuHa

MepBUYHO BbiABAEHHbIM MPLLU K yalle Bcero npossaseT ce6a Kak y3/10B0e 06paso-
BaHMe LXK 6e3 kKakon-nnbo crneymdunyeckoin cmumntomaTukn. KpailiHe peako nauu-
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npeabABASAT XXanobbl Ha 60nb, gucharuo n guchoHnto. Euwle pexke nosiBns-
XKIMCA CUMNTOMbI, CBA3AaHHbIE C HEMPOIHAOKPUHHOM cekpeymein MPLL K.

Knetkn MPLL)K o6nagatoT O4YeHb BbICOKOM OGUOCMHTETUYECKO/ aKTMBHOCTLH.
BMme KanbuuToHMHA C-KNEeTKM MOTYT CEKPETUPOBATbL TaKME FrOPMOHbI, KakK KOpPTuU-
MTPOMNWNH (Hambonee YacTo BCTpevawLMiica BapMaHT NOMTOPMOHANbLHOM NMPoayK-
LLHW), CEPOTOHMH, Ba30aKTUBHbIA WMHTECTUHasbHbIMA nonunenTtung (BUIM), menaHo-
UUTCTUMYTNPYIOLLUIA TOPMOH, coMaTtocTaTuH, P-3HOopdnH, hakTop pocTa HepBOB,
cybcTaHymio P, npoctarnaHgnHel, xpoMmorpaHuH A. Mpn NpogyKunun aTUX ropMoHOB
naumeHToB MOryT 6eCroKOUTb COOTBETCTBYHOLLLME CUMMTOMbI, O4HAKO 3TU BapuaHTbl
BCTpeYalTCcA AO0CTATOMHO PefKOo U MPOABAAKTCA YXKe MNpu 3anylleHHbIX topMax
MPLL>X. Tem He MeHee 00600 BHUMaHUSA U HACTOPOXKEHHOCTU BOTHOLWeH MPLLDK
3acny>kuBarT cayyaun, nofo3puTesibHble B OTHOLIEHUWN CUHAPOMA 3KTOMUPOBAHHOMN
cekpeuuun AKTI. MPLW>K aBndeTca BTOpbIM M0 YacToTe BCTPEYaeMOCTU MCTOUYHUKOM
aKTonMpoBaHHOI cekpeumn AKTI nocrie 0BCAHOKIETOUHOMO paKa /1erkumx.

MpumMepHo y 25-30% 60/bHbIX pacnpocTpaHeHHbIMU hopmamu MPLL K oTmeva-
eTcsa BblpaxkeHHasn guapes. F'vunepmotopmka XXKT MOXXeT NpoABNATLCA cnacTuyec-
KUMU 60/19MN B XKUBOTE U KapuMHOMA0MN0406HBIMU CUMMITOMaMM.

JnarHocTuka

JlabopaTtopHoe o6cnefoBaHMe B NpeAonepauyvioHHOM Neprofe HeceT creaytoLne 3ajaqm:

E 1peanosioKNTb CTerNeHb MeTacTaTUYyecKoro pacnpocTpaHeHWs rnpouecca, Tak

Kak 3To bydeT onpefenaTb 06beM NyyeBblX MeTOA0B 06C/1ef0BaHUA N MOXET
MOBJ/INATL HA XUPYPTUYECKYIO TAKTUKY;

B BbISIBUTb COMYTCTBYIOLLME 3ab0n1eBaHNA (Takme KakK NepBUYHbIA rmnepnapaTu-
peo3 u/unn geoxpomoumtoma Npn M3IH 2), uTo TakxKe 6yaeT BANATbL Ha XUPYpP-
r’MYecKy TaKTUKY 1N Ha NPUOPUTETHI;

m onpefesieHMe HocuTene mytaumm reHa RET y uieHOB ceMby NS paHHEN ana-
FHOCTUKW U NIEYEHUA.

HecmoTpsa Ha TO 4TO onyxosieBble KNeTkM npu MPLLK cekpeTupyT 60/bLioe
KOJ/INYECTBO TaKMX BELLLECTB, KaK XpoOMOrpaHuH A, amusaons, comatocTaTuH, CepoTo-
HUH, BUT n gpyrue, KanbUNTOHNH 0CTAETCA FM1laBHbIM BUOXUMNYECKMM MapKepoMm,
MCMNoJib3yemMbiM /1A BbIAB/IEHUSA, CTaAMpPOBaHUA Mpouecca, rocseonepaunoHHoro
BeLEeHUA, OLEHKN NMporHo3ay nayuneHTos ¢ MPLU K. To/sibKO B 04EHb pegKnx Habo-
OeHUAX Npu KNHMYecku asHoMm MPLLU K oTcyTCcTBYeT MOBbILEHWE KOHLUEeHTpaLuuun
Kas/lbLNTOHMHA B KPOBU.

MpeponepauymoHHoe obcnegoBaHue npu nNofgo3peHun Ha MPLUXK (ecnn gaHHbIe
TAB nnn KoHUEHTpaunsa KanbUUTOHMHA OKa3blBalTCA AMATHOCTUYECKUMU WMN
NofO3pUTENbHBLIMW) AO0/IKHO BK/YaTh onpejernieHWe 6a3asbHOM KOHLUEHTpauum
CbIBOPOTOYHOI0 KasfibLUMTOHMHA, KaHLepambpuoHanbHoro aHtureHa (K3A), Kasb-
uns (MOHU3UPOBAHHOIO WK 00LLLEro), mnccrefoBaHMe Ha HOCUTEsNIbLCTBO MyTauumn
reHa RET.

[N ncknyeHnsa heoXpoMOLMTOMbI MOXKHO MCM0/1b30BaTb /10601 13 CrieQYOLWNX
MeTOoL0B:

B oTpuuUaTesibHbIA TeCcT Ha Hannume ATAT-myTaumMm U OTCYTCTBME AaHHbIX B

ceMeiHOM aHaMHese;

B HOpMasbHOe cojep>kaHume cBO6OAHOro MeTaHepuHa U HopMeTaHedpuHa B
nsasme KpoBU UAN B CYTOYHOW MOYE;
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B OTCYTCTBME MATONIONMUYECKMX U3MEHEHUI MO AaHHbIM KoMMbloTepHol (KT) nnu
MarHUTHO-pe30HaHCHoM Tomorpadun (MPT) Hagno4YeYHNKOB.

OCHOBHbIM MeTOZO0M BbifiBNeHUA onyxonu WK 1 yBennyeHHbIX LWelHbIX AnmMda-
TU4Yecknx y3noB octaetcs Y3WN. MPLUXK npn ¥Y3U BbIrNAANT KaK FMNO3XOreHHbIN
y4acTOK HeofHOPOAHOM CTPYKTYpPbl C HEYETKMMU KOHTYypamMu, C MENKUMU To4eu-
HbIMWU TUMEepP3IXoreHHbIMU 30HaMW. Y3en npu pasmepe 6osee 0,5 cm, Kak npasusio,
MMeeT MOBbILLEHHYI0 BacKyndapusaLmnio npu LseTHOM A0MM/IEPOBCKOM KapTUpoBaHU
Mo CKOPOCTM KPOBOTOKa. BbicKasarTb Mofo3peHVe 0 MeTacTaTUUYeCKOM MopakeHuu
NMM@aTUYecKnux y3/i0B MOXXHO Ha OCHOBaHWW YBENUYEHUA UX pa3MepoB, 3aKpyr-
NeHHoM hopMbl, HEOAHOPOAHOCTU BHYTPEHHEN CTPYKTYpbl. OAHAKO Y/bTPa3ByKOBble
KpUTepun NopaxkeHnsa nMmaTnyecKnx y3s108 He cneumpnyHbl. OCHOBHbIM MeTOA0M,
Mo3BoMANLWNM BEPUDULMPOBATL AMAarHo3, cunTaloT npuuensHyto TIB y3na WX n
M3MEHEHHbIX NUM@aTUYeCKUX Y3/10B Mo4 Y/1bTPa3ByKOBbIM KOHTPOJIEM.

JaHHble 0630pHOI peHTreHorpagum wen, KT n MPT MoryT nomoyb 3anofo3puTb
MPLL>K. Kak nepBuyHas, Tak U mMeTactaTuyeckas Onyxonb UMeeT TeHAeHLUUI K
pa3BuTUO KanbumHatoB. K coXkasieHuto, BbiSiBNEHWE MOA0OHOM 0NyXosn ¢ KasbLu-
HaTaMn — Heb1aronNpUSTHbLINA NPOrHOCTUYECKUA hakTop. Mpu MeTacTasnpoBaHun B
cpefocTeHne MOXKHO onpeaenuTb AoMNoSIHUTEeNbHbIe 06 beMHbIe 06pa3oBaHUA B rnepes-
HeM CpefoCTEHUN M ero pacluvpeHve.

MeToabl onpefeneHnss KOHUEHTPaLMn KanbLUTOHUHA

To4yHOe onpefesieHMe KOHLUEeHTpaLUmM KanbLUTOHMHA B KPOBM UrpaeT 601bLY0 Pob
B 4O/ITOBPeMeHHOM HabnwgeHnn naymeHTos ¢ MPLU K. B TeueHme nocnefHUX gecs-
TUNETUIA KOMMEPYECKME MeTOoAbl ONpeaesieHNsT KOHLLeHTPaLum KanbLUUTOHNHA 6bln
3Ha4YNTEeNIbHO YCOBepLUeHCTBOBaHbl. C HayanoM MCMNo/Ib30BaHNA XeEMWUTOMUHECLEH-
THOr0 MMMYHOMETPUYECKOr0 aHasm3a 4715 onpejesieHNA KOHLUEHTpauMn KanbLmTo-
HMHa JOCTUTHYTa BbICOKas cneumMpUYHOCTb B OTHOLIEHUN MOHOMepPa KaslbLIUTOHNHA.
[MepeKkpecTHble peaKun UIn N3MeHEHUS pe3y/ibTaToB cBeAeHbl K MUMHUMYMY, HO BCE
>Xe BO3MOXXHbl BBUAY HEKOTOPbIX MPUYNH:
m CKT;

B ayTOMMMYHHbIi TUPEOMANT;

® foyeyHasi HeJOCTATOUYHOCTb;

B [epeKpecTHas peakums ¢ NPoKabLUTOHUHOM (MHMEKLWOHHBIN npouecc, cen-
cuc);

m 60/1blIAas KOHLEHTPALWS POACTBEHHBIX NEMTUIOB;

® rMnepnapaTnpeos;

m 6epeMeHHOCTb WUV NaKTauus;

® runepbunupyodmnHemMus;

B remMosnus;

B [VMNepMnuaeMuns;

B MacToLMUTO3.

MoBbILLEHME KOHLEHTpaLUMM KanbLUUTOHUHA BbllLe BEpXHel rpaHuubl B 3TUX CNy-
yasix 4acTo MPOMUCXOAMT /MWL B HECKOMbKO pas, Ho MHoraa 6biBaeT 6osiee yem
LECATUKPATHBLIM. 3aHM)KEHNE UCTUHHOW KOHLEHTpaUuM KanbLUUTOHMHA BO3MOXKHO
y 3/10p0BbIX Ntofeli ¢ runepractpmHemmein. Takoin hook-achcheKT peako BcTpedaeTcs
NPy NCMosib30BaHUN COBPEMEHHbIX ABYLLAr0BbIX ABYXCTOPOHHUX MOHOK/IOHA/IbHbIX
METOA0B, 0flHAKO HEeo6X0AMMO WMETb B BWY BO3MOXXHOCTb JIOXKHOFO 3aHWXEHUS
KOHLEHTpaUMN KasibUMTOHMHA Y MauWeHTOB C pacnpocTpaHeHHbIM 3abosieBaHu-
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eM. MN3BecTHO, 4To retepodusibHble aHTUTENA MOTYT BbI3BaTb JIOXKHOE MOBbILLEHWE
(MHOrga NoXKHOe MOHWXEeHWEe) KOHUEeHTpauuu KaibLMTOHUMHA B KPoBWU. JokKasaHo,
UYTO HeNPO3IHAOKPUHHbIE OMYX0NM BHETUPEOUAHOW noKannsauum CeKpeTupyT
Ka/lbUMTOHUH, BKJ/IHOYasA OMyXo/IM BEPXHUX OTAE/I0B MULLEeBapPUTENIbHOI0 TpakTa,
NoA>KeNyAo4HoON >Xenesbl, MHCYNIMHOMY, FAloKaroHomy, BUM-omy, KapumnHoua, ony-
X0 NpoCcTaThl, MEIKOK/IETOUHbIA paK Nerkux U KpPyrnHOKAETOUHbI pakK /Ierkmx ¢
HEeMpPO3IHAOKPUHHOM aAnddepebiLMpoBKoii. AnddepeHynanbHas guarHocTMKa MoXeT
6bITb NpoBefeHa Mo ABYM Mpu3Hakam — faHHble 0MyXo/in B TUMNYHbLIX Cllydasax He
YBE/INYUBAIOT CEKPELIMI0 Ka/lbLIUTOHNHA B OTBET Ha CTUMYNALMIO, a TaK>Ke CeKpeTu-
PYIOT MeHbLLIee KONMNYECTBO Ka/IbLLUTOHMHA Ha rpaMmm TKaHu, yem npu MP LK.

PedhepeHcHble 3HaYeHNS KOHUEHTpaUMn KafibLUMTOHMHA BapbUpYyOT B 3aBUCUMOCTH
0T nosia: HopMa Bbllle Y MY>XUUH (BO3MOXXHO, BBMAY 60/1bLUEr0 KosinyecTBa C-K/1eToK).
Bblna Tak)xe 0TMeUeHa He3HauMTe/IbHast KOpPpensumns Mexxay KOHUEeHTpauveil KasbLm-
TOHWHA N BO3PacToOM, MHAEKCOM Macchbl Tefia U KypeHneMm. HekoTtopble nccnenosaHus
CBUAETENbCTBYIOT 0 TOM, UTO Y AeTell KOHLEHTPaLUUsa KaslbLMTOHMHA 3aBUCUT OT BO3pac-
Ta. Mpy HAMUUM HeM3MeHeHHOM LLL XK KOHLUEeHTpauuio KanbuMTOHNHA cneayeT UHTep-
npeTupoBaTh B Npefesniax petepeHCHbIX 3HAYEHW A1 B3POC/IbIX (C YHETOM M0/1a).

Ana nvy, ¢ nogospeHvem Ha MPLLXK onpegeneHne 6a3anbHOM KOHLUEHTpaLmu
KanbuUMTOHWMHA [0/MKHO 6biThb 06513aTeNnbHOM npouefypoii. OnpefeneHne KOHUEH-
Tpauunm KanbUUTOHUHA Ha oHe CTUMYNIAUUU B HACTOALWMI MOMEHT OrpaHuyeHo
HabNAEHMAMN C COMHUTENbHbIMU pe3ynibTaTaMn onpeaeneHns 6asanbHoi KOHUEH-
Tpauun KasbuUTOHUHA (Y XXeHWwMH fo 50 nr/mn, y my>XdmH — go 100 nr/mn) ans
anddepeHUManbHOM gMarHocTUKM ¢ cumnTomatunyeckon CKI. Hawnborsiee npocTyto
CTUMYTIALNOHHYIO NPoby BbINOSHAKT MNYTEM BHYTPUBEHHOIO BBEAEHUA KasbLuA
rnokoHarta (15 mr/kr 60/110CHO, € onpegesieHVeM KOHLEHTpaumn KanbUUTOHMHA Ha
5-1 u 10-1 MMH Nocne BBegeHUA). MenTug NeHTaracTpmMH ABNsieTca 60/1ee MOLLHbIM
CTUMYNATOPOM CEKpeuun KanbUnToHUHa Knetkamy MPLL K. NMocne ogHoKpaTHOro
BBeAeHUs neHTaractpmHa (0,8 MKI/Kr Maccbl Tesia) NMK KOHLUEeHTpauunm KanbunuTo-
HWHa oTMevaeTcs yXe yepe3 1-3 MMH Mo cpaBHeHUO ¢ 5-30 MUH (MO pas3/INYHbIM
JaHHbIM) nocne BBedeHUA KasibuuA rnloKoHata. bonee apdeKTMBHBLIM cumnTalT
CTUMY/IALNI0 BbIGpOCa KanbLUTOHMHA 04HOBPEMEHHOW NHY3Men neHTaractpuHa v
MOHOB Kasnbuusa (0,5 1 2 Mr/Kr, cOOTBETCTBEHHO).

leHeTnyeckoe wuccnegoBaHWe Ha Hanuume myTauum RET-reka rnokasaHo BCEM
60nbHbIM MPLLK, BCceM nuuam ¢ ceMeHOW NpeapacrnosiodkKeHHOCTblo K MOH 2 1
nauneHTam ¢ )eoXpomMoLUTOMOM (farke NpPU OTCYTCTBUUN AaHHbIX O CeEMerHoN hopme
3aboneBaHNA M MpPU OTCYTCTBUN KAMHUYECKUX U OBUOXMMUYECKUX MPOSIBAEHUN
MPLL>K). 9KoHOMMYecKas apheKTUBHOCTL TAKOr0 CKPUHUHIa foKa3aHa B aBTopu-
TeTHbIX uccnegoBaHUsx (NogpobHee B rnase, NOCBALEHHOW cuHapoMam M3OH 2).

NeyeHne

MeTog Bblbopa gns nedeHnsa MPLL)K — onepaTuBHOe BMeLLATeIbCTBO. ANTOPUTM
NEPBUYHON ANArHOCTUKU W NnedeHus MPLLUD>K Ha npeknMHUYECKoi ctagun npeg-
cTaB/ieH Ha. puc. 1.2. ANropuT™M NEPBUYHON ANArHOCTUKN N NleYeHNs1 B KIIMHUYECKN
BblpaXKeHHbIX cnyyasax — Hapwuc. 1.3.

Mpn BbIGOPE XUPYPrUYECKOW TaKTUKU M 06bemMa onepaTuBHOINO BMellaTeslbCTBa
HeobXo4MMO yUnUTbIBaTb MHOI0 (pakTopoB. B cBeTe nocsiefHNX AaHHbIX, HAKOMMeH-
HbIX B X04e MEeXKMHNYECKUX MCCAef0BaHNIA N MPpU aHa/IN3e faHHbIX HaLMOHasb-
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OHAOKPUHHAA XNpPYyprus

HbIX PErncTpoB 60/1bHbIX C CMHAPOMamMu M3H — npeAcTaBneHns 0 XUPYPruyecKonm
TaKTUKe B OTHOLUEHNM PasfINyHbIX N0 KAMHNYECKO arpeccuBHoCcTU hopm MPLLK
3HAUYNTENBHO N3MEHWU/INCL. BbIN0 yCTaHOB/EHO, YTO K/IMHMYeCcKasd arpeccMBHOCTb
nposisneHnii MPLLLYK nmeeT 4eTKy0 CBA3b C FeHETUYECKUMU U3MEHEHUSAMU, Bbi3BaB-
wrmMmn 3abonesaHue.

Mpu repMmnHanbHbIX MyTaumnax, obycnosmswinx MPLLLXK B pamkax M3H, cyuiec-
TBYET YeTKas B3aMMOCBA3b MeXAY KOHKPETHOM MyTaLumen 1 CTeENEHbIO arpeccMBHOC-
™M MPLLK. 3T gaHHble NpuBeAeHbl B Tabn. 6.2 cooTBETCTBYOLWEN rnasbl, NocBs-
LWEHHOM cnHapoMy M3H 2. 3HaHMe TOUKM MyTauun onpeaensieT e4ebHy0 TaKTUKY
B CAMOM PasfIMyHOM AuanasoHe: 0OT NPoduNaKTUYecKoi TUPEONJIKTOMUN B NepBble
MecsiLLbl XXU3HW NMpn Hambosiee arpeccMBHbIX hopMax [0 LMTOPeayKTUBHOIO BapuaH-
Ta JIRYEHUA N AUHAMMNYECKOr0 HabNo4eHNS NPU MATKUX hopmax 60/1e3HWN.

Mpn cnopagnuecknx cdopmax MPLLXK B 60-70% HabnwaeHWn MoryT 6biTb
BbISIB/IEHbl COMATU4YeCKMEe BHYTPMOMYXO/IeBble MyTaLuMKn, KOTOpble, MO CBOEN CYTW,
OTHOCATCA K TaKWM >Xe MPOrHoCTUYECKUM (haKTopam arpeccMBHOCTU 3aboneBaHus,
YTO N MPU repMMHasibHbIX MyTauusax. B cnopaguyeckmnx cnydaax MPLOK, npu
OTCYTCTBUM JaHHbIX 0 XapaKTepe coMaTu4yeckoi MyTaumu, onpegesnieHHbIM MporHoc-
TUYEeCKM (haKTOpOM MOXKET CNYXXUTb MHOpMaLMsa 0 BpeMeHN MaHudecTaunm 3abo-
neBaHUA B coYeTaHUU C ero pacnpocTtpaHeHHocTblo. Tak, npu I-11 ctagnax MP LUK
y naumeHTa cTapiie 50 neT NporHo3, Kak npasunio, 61aronpusaTHbIA. B To xe Bpemsi
y 6osiee monogoro 6osbHoro (MaHudectaumsa B sodpacte <30 NeT) He3aBMCMMO OT CcTa-
Avn 3aboneBaHNA f06UTHCA MOSTHOMO U3/1e4EeHUS [0CTaTOYHO C/I0XHO.

O6bem onepaumm

MPL>K xapakTepusyeTcsi BbICOKUM PUCKOM MeTacTasnmpoBaHWUA B NUMGpaTUYecKmne
y3/bl, B CBA3M C YeM B MpefonepalyMoHHOM nepuoge KpaliHe Ba>KHO MPOBECTM Tl a-
TefbHbIM MOMCK METacTas3oB ¢ MOMOLLbI0 Y3 nnun KT wen. TakxKe BaXXHO MHTpaone-
paunoHHoe 06Hapy>KeHMe MeTacTa3oB B iMMPaTUYecKUX y3ax, Tak KakK NnoBTOopHoe
ornepaTuBHOe BMeLLATeIbCTBO Ha LeHTPasibHOM SIMM(OKON/IEKTOPE LLIEN COMPSXKEHO C
BbICOKMM PMCKOM Pa3BUTUSA OCNIOXKHEHWNI. YUNTbIBAA 3TW AaHHble, NPy MaHN(eCTHbIX
hopmax MPLLU>K 6e3 AnarHoCTUPOBAHHOI0 NopaXKeHUA NUM@paTUdecKnx y3nos 60/1b-
LUIMHCTBO aBTOPOB B MNEPBUYHbIV 06beM onepauyv peKOMeHAYT BK/I0UYaTh TOTaIbHYO
TUPEONA3KTOMUIO N NPOhUIAKTUYECKOE YaaNIEHNE LIeHTPasIbHOM KNeTyaTku Len.
3HaunTeNbHO YMEHbLUWN/CA 3HTY3Ma3M Mo nosody NpPopuiakTUYecKUX 60K0BbIX
numdoamncceKLMi y NaLneHToB ¢ MeTacTasamm B inM@aTmyeckmne y3nbl Uam ¢ 60nb-
WMMWU MepPBUYHBIMWU ONYX0/ISIMU. DTO CBA3AHO C OTCYTCTBMEM PEMUCCUWN MO AaHHbIM
NabopaTopHbIX WCCMeA0BaHUi y 60MbLIOF0 4Ymcra 3TUX 60MbHbIX. Tak, Mo AaH-
HbIM psfa cTaTeil, noaTBepXKAeHHas flabopaTopHbIMU UCCAef0BaAHUAMU PEMUCCUSA
(6asasnibHasaA 1 CTUMyIMpoBaHHasA KOHLEHTpauusa KanbUUTOHWHa B KpoBu <10 nr/
M) HactynaeT y 50% 60/1bHbIX NPU KOHLUEHTpauun KasbUMTOHMHA B KPOBWU Ha
joonepauvoHHom aTtane 6osee 300 Nr/Ma 1 NpU pasmepe NMepPBMYHON 0MyXonun 6onee
10 mMm. Cpegu BceX 60/IbHbIX, MOABEPTLLUUXCA pacllMpeHHbIM BMeLlLaTesIbCTBaM U He
MMEBLUKNX faHHbIX 06 0TAa/IeHHOM pacnpocTpaHeHUM NaTos1I0rM4yecKoro rnpotecca (rno
JaHHbIM TOMNMYECKOl AMarHoCTUKN), y 38% He NPOUCXOAUIIO U3/ieveHne (cyaa no
KOHUEeHTpaunum KanbUUTOHNHA). VI3 Bcex naumeHToB C pa3mepamu y3na 6osee 4 cm
1 6asanbHO UK CTUMY/IMPOBAHHOM KOHUEHTpaunein KasibunTtoHuHa >3000 nr/mn
Ha foorepaunoHHOM aTane ToAbKo Yy 10% KOHUeHTpauns KasbLUUTOHUHA gocTUrana
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Bospact 0-1 roa” — Xupypruueckoe neyenve
B BbICOKOCNELManu3mnpo-
BaHHbIX MeNLNHCKNX
yupexaeHnax.

BospacT > 1roga, BkawvaeT SKCTUPNALMS W UTOBUA-

npodnnakTuyeckyo numda- HOI Xenesb!™.
AeHakToMUI0 VI ypOoBHSA -lumbageHakToMNS
M3H-2A VI ypoBHS npu Hanuuuu
BbisiBNEeHVWEe TepMUHaIbHONU MyTai] nm cemen- :A:mecgi;iif nambary
RET u oTcyTcTBME Natosiorn co CTOPOHbI ;\‘Aa; d);(pMa - ATA-G (myTauusa 634); — CoxpaHeHue yHKuUn
LWMTOBUAHON Xenesbl: . W MpodmnnakTnyeckas TMpeonaak- OKOJIOLUTOBUAHBIX
— onpejenexune npegonepayvoHHon TOMWH A0 5-neTHero so3pacTa. xenes.
KOHUEeHTpauumn kanbuns B CbIBOPOTKE OTcyTCTBME MeTacTasos mATA-A n ATA-B: npocunaktunye- — BbokoBas numageHakTo-
Kposu, B NTUMdaTMyeckmne y3nbl, CKOE XMpYpruyeckoe BMeLlaTe ib- MUSi IpU Hann4uMn meta-
— onpeje/ieHne koHueHTpauim BCE Onpe/ensiemMble y310Bble CTBO MOXET 6bITb BbINO/IHEHO B CTa30B M0 AaHHbIM TOMK-
kanbLUNTOHMHA' npu MOH-2B, 06pa30BaHNS WNTOBUAHON BO3pacTe cTapwe 5 net npu Ueckoi ANarHoCTUKM
ecnu BospacT >6 mec, o Xenesbl <5 MM, KOHLEHTpaums HOpMasibHOl 6a3anbHOM 1 WK MO AaHHbIM 6uoncuu
npu M3H-2A nnu cemeitHoii hopme KanbUNUTOHMHA <40 nr/MA CTUMYNNPOBAHHOM KOHLEHTpaLum

MPLW X — ecnun Bo3pacT > 3 fneT;

— Y3U'* wen Bcem naumveHtam ¢ MOH-2B
1 nauveHtam ¢ M3H-cAl/cemeliHoii
opmoit MPLLXX B Bo3pacTe >3-5 ner.

KanbLMTOHNHA B CbIBOPOTKE,
HOpMasibHOW KapTuHe Y3U wen
(o6cnepoBaHve NpoBoAsT
eXerofjHo), MeHee arpeccMBHOM
cemeliHoM aHamHe3e no MPLLK
1 npu cemeiiHoM npeAnoyTeHun.

al1py NOBbILEHHOM pUCKe
myTauuii(ATA-B) onpasaaHo
neyeHune A0 5-neTHero BospacTa,
He3aBMCKMO OT pyrnx akTopos

Puc. 1.2. ANTOpUTM NEPBUYHON AMATHOCTUKW U NIeYeHUss MedyNNspHOro paka WWTOBUAHOW Xefesbl Ha NPEeKIMHUYECKON cTaguu.

MNpvmeyaHwe;
' leyeHne runepnopaTupeoso: ToTasbHasi NMOPOTUPEONAOKTOMUSA U reTepoTonuyeckass oyToTpoHcnaauTauus, wim cy6toTanbHas napatupeomaaktomus. OnpasjaHa Kpuo-
KoHcepBauuna. CKPUHWUHT Ha Hanuume (PeoXpoMOUUTOMbI CrneayeT NPOBOAWUTbL C 8-Ne€THCro Bo3pacTa Ana nouyumeHtoB ¢ MOH 2B n myTtauueit RET B 634-mM 1 630-M KogoHax,
npu octasbHbIXx MyTauuax RET — ¢ 20-neTHero BospacTa.
N Y3W wen BkIOYOeT B cebA BepxHee CpeAoCTeHue, LeHTpasbHblii 1 GOKOBbIE LeliHble oTAenbl.
- HeflocTOTOUYHO AaHHbIX 41 peKoMeHAauunm npouioKTUYeckoi numdageHakTomun VI ypoBHS.

PekoMeHAYT BbINOMHATL OYTOTPOHCM/IAHTALMI0 pe3elMpoBaHHbIX WAN AeBOCKYNAPU3MPOBAHHbIX OKONOWWTOBUAHbLIX Xene3 B LieliHyld 30HY Yy MOUMEHTOB HeraTuBHbIX NO
myTaummn RET, npy M3OH 2B, cemeliHoil dpopme MPLXK, Torga kuk npy M3OH 2A xenesbl JO/MKHbI ObiTb NEepeMoLeHbl W (eiepoTONHY MNO3ULKIO.



HaHHble TAB

WK KOHLeHTpauus
KanbUiTTOHUHA,
noaosputenbHas

B OTHOWeHuUn MPLLX

— O64a3artenbHoe Y3WU wewn,
BK/lOYaA BEpPXHEe cpefocTeHune,
LEeHTPanbHYO KneTyaTtky
1 60KOBbI€ y4acTKn Luen.

— OnpefeneHne KoOHLEHTpauuu
KanbLUTOHUHA B CbIBOPOTKE,
KaHLepoamM6pnoHanbLHOro
aHTureHa (K9A), kanbuus’.

— Wccnepgosanne RET-myTaummn”®.

— JleyeHune heoxXpoMoLUTOMbI
[0 MPUWPKA [ns ucknwoyeHus
®320 Heobx04MMbI cnegyole
ncenefoBaHua:

1) aHanM3 Ha Hanuune myTauum
RET n cemeliHblii aHamHe3, um

2) onpepenexne KoHUeHTpauum
cB06OAHbIX MeTaHe(prHOB
1 HopMeTaHedpUHOB B nnasme
WUAn CyTOYHOW Moue, unu

3) KT nnn MPT Hagno4ye4yHnKoB

No + Ka/bUUTOHUH
<400 nr/mn

N, nnn KanbUMTOHUH

> 400 nr/mn

BbINONHNTBL:

KT opraHos rpyaHoii Mo nnu MruHumasibHoe
KneTkn konunyectso Ml

KT wen, 3-cha3Hoe

KT neuyeHu c KoHTpa-
cTuposaHuem uam MPT|
C KOHTpacTUpoBaHuem

MokasaHo knMHU4Yeckoe ob6cneposaHne, nannvaTueHoe

neyeHne, BKNOYAA XMPYPrnieckoe, AUCTaHLMOHHAs
nyyeBasi Tepanus, YpeckoXHble BMeLaTeNbCTBa,
3aMB0oNMN3aLUMA COCYA0B NEYEHU

Puc. 1.3. ANropuTm nepBUYHOI ANATHOCTUKN W NEYEHUSI B KIMHWYECKN BbIPAXEHHbIX Clyyasx.

MpumeuaHue:

TUpeonaaKToMuA + LeHTpanbHas NuMbafeHIKToMuUsA

TUpeouaaKToMus + LieHTpasibHas
numdageHaktomus  Jlate-
panbHas nuMgageH3aKToMUs npu
HannuMm meTacTaTmyeckoro
nopaxeHuns nuMdaTnyeckmx
y3/10B N0 AaHHbIM GUoNcUN nunu
Ny4eBblX METO/0B.

Mpu M1 cTagum uam MecTHOM
pacnpocTpaHeHun npouecca
nokasaHo MeHee arpeccruBHoe
XVUpypruyeckoe BMeLwaTesibCTBO
C LieNblo COXpaHeHusi peyeBbiX
YHKLMWIA, TNOTaHWUA 1 4Ns N0KO-
permoHapHoro KOHTpons 3a6osne-
BaHUSA C LEeNblo NpefoTBpalleHus
pacnpocTpaHeHusi npouecca

B LeHTpasibHyl0 KneTyaTky.
MokasaHa AUCTaHLMOHHasA nyve-
Bas Tepanusi Npu BbICOKOM pucke
(cnopHo).

MannuaTMBHOE XMPYPrNYecKoe SIeYeHne Npu KOMNpeccun
Tpaxeu Wan MecTHOM 60/1IEBOM CUHAPOME

1/leyeHne runepnapaTupeosa: ToTajibHas NapaTMpeovaaKTOMUA C reTepoTONHON OyToTpaucnaoHTauueid, uan cy6iolNbHOSA NnapaTupeonaakToMusi. NMOKO30HO KPUOKOHCEPBOLUMUSA.
OnNTUManbHO BbINOJIHAB BMECTe C FeHEeTUYECKUM KOHCYNbTUPOBAHWEM B NpefonepauvoHHOM nepuoge.
2 MNpeponepaynoHHbIli CKPUHUHT (DEeOXPOMOLUTOMBI crnegyeT NPoBOAUTL HOYMHOS C 8-N1eTHero BO3pOCTO Yy nauyueHToB ¢ MOH 2B un myTtaumsamm RET B 634-m n 630-M koAo-

Hax; ¢ 20-neTHero Bo3pacTa npu MyTauuax B OCTasbHbiX KogoHax RET.

YpaneHHble Win [eBacKy/sipu3npOBOHHbIE OKOMOWMUTOBUAHbIE Xefe3bl [O/KHbl OblTb NepecoXeHbl B 06/10Cib Wen Npu oTcyTCTBUM MyTouunm RET, npu M3H 2B u cemeiiHoii
copme MPL XK, Toraa Kok y nauymeHtoB ¢ MOH 2A xenesbl AO/MXHbl ObiTb NEPECOXEHbI B Wriyl0 30HY.
A TOKO30HO NyuyeBas Tepanus nNpu cTaguu T4 ana npeAoTBpalieHUs MeCTHOl peuuaunBa.



Pasgen 1. 3060/1€BOHUA WUTOBUAHOW Xenesbl

HOPMasibHbIX 3HaYeHU Mocne XMPYPrvyeckoro BMeLLaTeNbCTBa (Halle CHUXKaeTcs
6asasnibHas, a He CTUMYyNMpPOBaHHAasA KOHLUEHTpauus KasbUMTOHMHA). Kpome TOro,
HeobXxoAMMO NPUHMMATbL BO BHMMaHue, 4To 60KoBas MMGOANCCEKLNA accoLnmnpo-
BaHa C [0/ITOCPOYHBIMU KOCMETUYECKUMU U (PYHKLNOHANbHBIMU MOCMEeACTBUSAMMU.
Taknm obpasom, 60KoBYy numdoanccekumio (yposHu HA, 111, 1V, V) uenecoobpasHo
BbINO/IHATbL TO/IbKO NauMeHTam ¢ 4oonepauMoHHbIMU AaHHBIMW 0 MeTacTa3ax B 60Ko-
BbIX TPeYrosibHUKax.

Mpy HaNM4MK oTAANEHHbLIX MeTacTa3oB XMPYprmyeckoe ge4eHne MecTHoro (Lue-
HOro) npotecca NPoBOAAT C UHbIMU Lensamu. OTaaneHHble MeTacTasbl B 60/1bLLUNHCTBE
C/lyyaeB rnopakakT KOCTU, KOCTHbIA MO3r, NeyeHb 1 nerkue. Metactatuyeckoe nopa-
>KEHWE rofIOBHOI0 MO3ra M KOXXHbIX MOKPOBOB BCTPeYaeTcs pexke U accoLumpoBaHo
C BbICOKO CMEPTHOCTbIO B TeyeHMe MepBOro rnoga rnocse onepauyum. MeTacTasbl B
neyeHb 4acTo MMEKT CXOACTBO C MEYEHOUYHbIMU reMaHrMoMamu ¢ Kasbundukalmnen.
IMpy KoHUEeHTpauun KanbLMTOHUHA Ha npejonepaumoHHoOM atane mMeHee 250 nr/mn,
TONMMYeckKoe ornpejesieHVe OTAA/IEHHbIX MeTacTas3oB MasloBepoATHO. Mo nmerwmnm-
CA JaHHbIM, BblAB/IEHWE OTAANIEHHbIX MeTacTasoB BO3MOXXHO B Tex C/iydyasax, Korga
6a3asibHadA KOHUeHTpauus KasbUUTOHWHAa Ha [oonepauyioHHOM 3Tane npesblillaeT
400 nr/Mn n pa3mep NepBUYHOM onyxonu 6onee 12 Mm. MNpy NEPBUYHOM XUPYPTrUMYec-
KOM Jle4eHU PUCK BbISAB/IEHUS OTAa/IeHHbIX MeTacTasoB Bbille 50%, ecnu 6a3anbHas
KOHUEHTpaumsa KasbLMTOHMHA Bbiwe 15000 nr/ma n pasMmep NepBUYHON onMyxonm
6onee 5cm. Ecnu 6asanbHas KoOHUeHTpauns KanbUUTOHMHA Ha nNpejonepaunoHHOM
aTarne 6onee 100 QOO Nr/Ma1 1 pasmep NEPBUYHON ONYXO0NWN NpPeBbIIAeT 6 cM, oTAa-
NIeHHble MeTacTasbl 06Hapy>kuBakT MNpakTuveckn B 100% cnyyaeB. CyMMapHbIi
PUCK pa3BUTUS OTAa/IEHHbIX MeTacTa3oB 04MHAKOB NpU CNOpPaanyecKoi N ceMenHoMm
thopme MPLLLXK.

K Haubonee 4yBCTBUTESIbHbIM MeETOAAaM OOHapy>XeHUsA MeTacTa3oB B o0b6nactu
wewn oTHocATea Y3 n KT ¢ koHTpacTupoBaHmem. KT Tak>ke 0OTHOCUTCA K Hanbonee
YYBCTBUTE/IbHbIM MeToAaM Ny4yeBO AMArHOCTUKU MeTacTaTU4ecKoro mnopakeHus
Nerknx n numMmgaTmyecknx y3noB cpefocteHUs. s obHapy>XeHMs MeTacTas3oB B
neyeHN Hambonee YyBCTBUTE/IbHLIM METOA0M cHMTalT MPT ¢ KOHTpacTUpoBaHMEM.
AkcnanbHoe MPT v cumHTUrpagmnsa KocTel — B3aMMOAOMNONHAOLLME UCC/1ef0BaHUS,
Haunbonee YyBCTBUTE/IbHbIE B OTHOLLIEHUWN AMArHOCTUKN MeTacTaTUYecKoro rnopaxe-
HUS KocTeW. Mo3nTPoHHO-aMUccMoHHaa Tomorpagusa (M3T) ¢ pTop-Ae30KCUTTHIOKO-
301 (POIN) — MeHee YyBCTBUTE IbHbIV MeTOf UCC/IeA0BaHUS-

Mpy 06WIMPHOM MECTHOM WUAU OTAA/IeHHOM MeTacTaTMYecKOM pacnpocTpaHeHun
rnpowecca >kenatesisHa MeHee arpeccMBHas XMpypruyeckasa TakTMmka — onepauuio
BbIMOJTHAIOT C Lef1bi0 JI0Ka/IbHOro OrpaHnYeHnsA npotecca ¢ COXpaHeHNEM peyu, rno-
TaHUAa N QYHKLUNN OKONTOWUTOBULHbBIX YKeses.

Y nauueHToB ¢ 60/bLLINM KONIMYECTBOM OTAa/IEHHbIX MEeTacta3oB NasisinaTMBHOE
XUpYyprmnyeckoe sied4eHne Heo6xoaMmMo NpoBoAUTL B C/lyvae 60/1€BOro CMHAPOMA Un
Komnpeccumn Tpaxen. C Apyron CTOPOHbI, Mpy 60MbLlLeM 06beMe 3KCTrpaLlepBUKasIbHO-
ro nopaxeHusi, BO3MOXXHO /INLLUb HabAAeHWe NaTo/10rM4YecKoro npowecca B 06,1actu
LLen ¢ OTCPOYKOM XMPYPrnyecKoro BMeLLaTenbCTBa.

XNpyprmnyeckoe JeyvyeHMe MeTacTaTUUecKoro MnopakeHUs CPefoCTEHUS MOXXHO
0b6cy>KaaTbh B peAKUX cnydasax: Apu pasBUTUKM CMHAPOMA MexXaHM4YecKor Komnpec-
CUKN, HEOBXO0AUMOCTU LNTOPEeAYKLUN NPU YIPpoXKaLWnX XXN3HU MPOSBAEHUSAX Fop-
MOHaJ/IbHOM aKTUBHOCTU. PaccmaTpumBaeTcs BO3MOXHOCTb CTEHTUPOBaHUSA Tpaxeu u
6poHX0B, a TakXXe hoTogMHaMuU4veckasa Tepanms.
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MeyeHb Hambonee yYacTo NopaxkaeTcsa OTAa/leHHbIMU MeTacTazamu npy MPLLDK,
Mpu 0gMHOYHOM MeTacTase UM HebOsIbLLIOM YUC/ie MeTacTa3oB BO3MOXXHO XUPYPIu-
yeckoe fieyeHne. TeM He MeHee MeTacTasbl B NeYeHW, B 60/IbLLUNHCTBE C/ly4yaes, MHO-
YKECTBEHHbIE N ANCCEMUHUPOBAHHbLIE, B CBA3M C YeM Hambonee NoaxoaAaL MM MeTogoM
NeYeHNs oKasbliBaeTCA XMMMOIMB0IM3aLNA NN CUCTEMHAs XUMUOTepanus.

MannuaTtruBHOe XMPYPruyeckoe siedeHne noKasaHo B CefyoLWmnx cntyaumnax:

m 00Hapy>xeHbl MeTacTasbl MPLL)K B 06nactu wewn, conposoxxgakuwimecsa 6osie-
BbIM CUHAPOMOM, Pe3UCTEHTHbIE K MEANKAMEHTO3HOM Tepanumn, N UX yaaneHuve
MOXXET YMEHbLUNTb BbIPaXXeHHOCTb 60/11;

® MeTacTasbl MeXaHWYecKn cAaBMMBalOT CMIMHHOW MO3r WUAW NULLEeBO4 U AblXa-
TesibHblE NYTH;

B NPUCYTCTBYET AMapeNHbI CUHAPOM — B 3TOM C/lydae XUPYpPruyeckoe yMeHb-
WweHne ob6beMa 0nyxosin Takxxe NpuBegeT K YIyULLIEHMIO COCTOAHUA.

Hexupyprunuyeckme meTofbl SevyeHus

Xnmnortepanusa

PYTMHHOE WCMNONb30BaHME LMTOTOKCUYECKOM XuMMoTepanum y MaumneHToB C
MPLLK He onpaBfaHo. 3T0 sledeHMe MOXKHO MPUMEHATb TOIbKO B cflyyae 6bICTporo
nporpeccMpoBaHuns 3aboneBaHns, KOTOPoe He NoAAaeTcs Nasl/INaTUBHOMY NIeYeHUI0.
KnuHnyeckne nccnefosaHnsa no NpUMEHEHUI0 XMMuoTepanmm y naumeHToB C nep-
CUCTUPYOLWMM nnn peungnemnpytowmum MPLXK nokasann Hebonbluyo ee apdek-
TUBHOCTb (Slyyline pesysbTaTbl — AOCTMXKEHME 4YacTU4HOW pemuccun y 10- 20%
nauymeHToB). Hanbonee spheKTMBHbIMU XMUONpenapaTtaMmmn B 0THoweHU MPLLL XK
npu3HaHbl dakap6asunH, Topypauna n oKeopyouLmnH. MNMpoBoAATCA KAMHUYECKNE
nccnefoBaHUs rno NPUMEHEHU0 MHTM6MTOPOB 7?ET-K1Ha3bl 1 M-TOR-KMHas3bl.

NyyeBas Tepanus

O(hheKTUBHOCTb AUCTAHLMOHHOM /y4YeBOA Tepanuu 06/1acTU LLIEN Ha [aHHbIN
MOMEHT OLleHEeHa HefoCTaTouHO N uccnefoBaHa TO/IbKO B HEKOTOPbIX PETPOCNEKTUB-
HbIX nccnegosaHmsax. Mpu NpoBeAeHUN AUCTAHLMOHHOW Ny4eBoli Tepanun masnose-
POATHO AOCTMXKEHWE HOPMasibHOM KOHLEHTpaLuunM KanbUUTOHMHA B KPOBU. Takum
o06pa3om, 3Ha4YeHne ANCTaHLUMOHHOM Ny4eBoi Tepanum B neveHnn MPLLL K ocTaeTtca
CMOPHbIM, XOTA ONy6/IMKOBaHbl HEKOTOPblE AaHHble 0 TOM, YTO OHa Croco6CcTByeT
3aMef/1IeHUI0 MeCTHOro pacnpocTpaHeHUs NaToNorM4yeckoro npolecca y naumeHToB
M3 rpynnbl BbICOKOrO0 pucKa. TeM He MeHee MOMOXKUTENIbHOE BAUSAHME Ha 06LYyI0
BbDKMBAEMOCTb He YCTaHOBJ/IEHO.

ANCTaHUMNOHHYI0 NTy4YeBYH Tepanuio Heslb3s UCMOo/b30BaTb BMECTO XMPYpPruyec-
KOF0 SIEYEHMS MPU Ha/IMUMK OMNYX0J/1IEBOr0 o4yara B 06/1acTV LWEN, KOTOPbIA MOXKeT
ObITb yAaneH onepaTMBHO 6e3 3HAUYNTENbHOIO pMcka. MeTof MOXXHO MUCM0/1b30BaTh Y
NauneHToB, KOTOPbIM BbIMO/THEHO HEMOJTHOE XMPYPrMYecKoe yaasieHne onyxosu.

MwunHManbHO MHBA3WBHbLIE BMellaTe bCTBa

UpecKoXKHble MWHUManbHO WHBA3UBHble METOAbl BO3AEWNCTBMS MoKasaHbl Ans
JleyeHUs MeTacTaTUUYECKOro MOPaXKeHUs KocTeld, COMPOBOXAatoLerocsi 60/1€BbIM
CMHApPOMOM. Llesiecoo6pasHo NPUMEHSTb 3TU MeToAbl TEM MauueHTam, y KOTopbIX
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oKaszanunucb Hea(EKTUBHbI UM HEBO3MOXKHbI XMPYPrUUecKoe sie4eHne nnm nyde-
Bas Tepanus.

®apmakoTepan VA

MNmetowmecs gaHHble He M0O3BOASAIOT AaTb PEKOMEHAALNMA 3a NN NPOTUB NPUMEHe-
HUsA 6ucdocoHatos Nnpym MPLL XK ¢ KOCTHbIM MeTacTasupoBaHUEM.

Pagunotepanuna

B HacToAWwMin MOMEHT ouUgHMBaOT 3PPeKTUBHOCTL fledeHns MPLL XK paguotapret-
HOli Tepanueii — NyTeM BBeAeHUS PafNOHYKNNAOB 7 MeTopg ocHOoBaH Ha
LeneHanpasfieHHOM focTaBke paguoapmnpenapata K COMaToCTaTMHOBbLIM peLen-
TOopam OMyxoJsix, ec/iv NMOATBEPXKAEHO, YTO OMyXO0sieBble K/IETKU UX 3KCMPEeccupyroT
(npu cymHTUrpadmm ¢ TNM-0KTPEOCKaHOM).

Mpegnonaranu, 4To pPagnoaKTUBHBLIN 1iof, 3axBaTbiBasACb (OMINKYIAPHbLIMU
TUpeouuTamMmm, MOXKeT OKaslaTb LUTOPefyKTUBHOE BO3AelCTBME Ha pe3nayasibHble
KneTkn MPLL>K. OgHako HegaBHMe UcCNef0BaHUA 3TOM0 He MOATBEPXKAAIOT.

leyeHne nayneHToOB C TOPMOHa/IbHO-aKTUBHbLIMW MeTacTa3amu

Hawnbonee yacto ropmoHanbHas akTueHocTb MPLL DK nposBnsetcsa guapeeit, Kap-
LNHONAHBIM CUHAPOMOM W TMAEPKOPTULN3MOM [roceqHNIA Bbi3BaH 3KTOMUYECKOM
npoayKuuvei KOPTUKOTPONUH-pUAn3nHr-ropmoHa (KPIM) nam agpeHoOKOpTUKOTPOn-
Horo ropmoHa (AKTIN)]. MPLL)>K B 2-6% cny4aeB 0KasblBaeTCsl MPUYNHON pasBUTUS
CUHAPOMa 3KTonMpoBaHHoOM npogykunnm AKTI nnn KPI. Pexxe BCcTpeyatoTcs 3KTO-
nupoBaHHasa NpoAyKLMA napaTnpeougHoro ropmoHa, MHCyIMHa U rawkKaroHa.
[wvapeiiHblii CMHAPOM Yalle BCero pasBmBaeTcs MNpu 3HaAYUTENbHO pacnpocTpa-
HeHHOM 3a60/1eBaHUM, 0CO6EHHO NPU MeTacTaTU4yecKoM rnopaxkeHuu reveHun. Auapesa
MOXKEeT 6bITb cneacTesmemM runepcekpeummn BUIM mam noBbileHUs aKTUBHOCTU rac-
TPOVIHTECTUHA/IbHOW MOTOPUKW. [Ns NeYyeHns 3TUX CUMMTOMOB MPeAnoYTUTEsIbHO
Ha3HayvaTb npenaparbl, yrHeTawLime MOTOPUKY (Jlonepammng). Tak>ke MOXXHO UCMosib-
30BaTb aHanoryu comartoctaTtMHa U UUTOpPeAyKTUBHOe fedeHue. MNpu npossrieHNAx
KapumHOMAHOro CMHAPOMA aHas10rM comatocTaTMHa cHMTarKT npenapaTtaMmu Bblbopa.
HecmoTpa Ha To uTo Yy naumeHTos ¢ MPLLU>K n cnHgpomom KyllmHra, Kak npa-
BWJ10, NMJIOXOM MNPOrHO3, ero sied4eHne HeobxoAMMO MPOBOAUTL AaXKe B YC/I0BUAX pac-
npocTpaHeHHoro metactasmposaHna MPLL K, NOCKONbKY r'MNepKopTULU3M MOXKET
B 3HAYMTE/IbHOM CcTeneHW onpeaeniaTb TAXKECTb COCTOAHNA NayueHTa. [Ana neveHns
MUCNOMb3YT KOMMJ/IEKCHbIV Moaxoa, ogHaKo, rno MHEHU 60/bLUIMHCTBA 3KCNEPTOB,
Hanbonee npuemsaeMbiM METOAOM OCTaeTCs ABYCTOPOHHAA agpeHanakromus. faxe
npu HUBENUPOBaAHUU CUMMTOMATUKU TUNEPKOPTULM3MA B pe3y/ibTate MakcumMmasb-
HOV XMPYPruyeckoin abnaumm Ha wee, peumanB rmnepKopTULM3Ma NPaKTUYecKun
HensbexkeH B pesysibTate npogykumm AKTI metactazamm MPLL K. B ¢BA3U ¢ aTUM
TOTas/IbHY0 aApeHasISKTOMUI0 B N/1aHOBOM MOPAAKE BbINMO/THATL HE06X04MMO.

Hab6nogeHne

MayneHtos ¢ MPLWOK HabnogaloT B TedeHWe AINTENTbHOI0 BPEMEHMU C LENbIO:
B KOHTPO/1A 3a pa3BuUTMUeM MECTHOr0 npolecca;
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B YMEHbLUEHUS CTeNeHN BbIPaXXEHHOCTU CUMMATOMOB, CBSA3aHHbIX C U36bITOYHOMN
ceKpeLunen ropMoHOB OMyX01EBbIMU KeTKamMun (TakuX, Kak AnapenHbli CUHA-
pom nnu cnHgpom KylimnHra);

B YMeHbLUEHUNSA CTerneHW BbIPaXXeHHOCTU CUMMNTOMOB, BbI3BaHHbIX OTAa/IEHHbIMU
MeTacTtaszamu (6051€BO CUHAPOM);

B KOHTPOJIA 3a MoSAB/IEHNEM CUHAPOMA KOMMPECCUU XXN3HEHHO BaXKHbIX OpPraHoB
OTAa/IeHHbIMW MeTacTasaMu, YrpoxXarwLero 6poHXnanbHoM 06CTpyKLmeli ony-
X0J1IeBbIMU Maccamu, rnepesioMamMmu v caassieHUeM CNMHHOIO Mo3ra.

MeTacTasbl 4acTto 06Hapy>XuBalwT Mpyv Heb0sbLLIOM pa3mMepe MNEePBUYHOINO ovara.
PeLleHne 0 BMeLLaTesibCTBe HEO6X0ANMMO MPUHMMATL C YH4eTOM pucka 06bIYHOr0 Mej-
NIEHHOro nporpeccMpoBaHusa 60M1e3HU, coyeTalroLleroca ¢ 60blUer NPOAO/IKUTENb-
HOCTbH XXM3HU N XOPOLUMM €€ Ka4eCcTBOM C OAHOM CTOPOHbI, Y OrpaHNYeHHOoN adhdek-
TUBHOCTbIO NOTEHUMaNIbHO Hebe30nacHbIX, AOCTYMHbIX B JaHHbIA MOMEHT MECTHbIX U
CUCTEMHbIX METOA0B /leYeHNss — ¢ ApYroi.

[Ana ponroBpeMeHHOro HabnwaeHUs nauneHTos ¢ MPLL>K Heobxoanmo onpege-
NATb Takne 6MoXMMUYecKmMe MapKepbl, KakK KOHUeHTpauns KanbuntoHnHa n K3A,
TaK KakK OHM [O0CTOBEPHO OTpaXkalT Ha/Inyme N pacnpocTpaHeHHOCTb 3abosieBaHUA
y 60/1bLUMHCTBA NauneHToB. CoaepykaHue aTUX MapKepoB MaKCMManbHO CHMXKaeTCs,
KaK npaBu/o, Yyepe3 HECKO/IbKO MeCALEeB Mocsie XMPYPruyeckoro sieveHmnsa (4epes
2-3 Mec), X0TS ecTb AaHHble 0 60/1ee JONTNX BPEMEHHbLIX MPOMEXXYTKax.

Heonpegensemasn 6asanbHas M CTUMyNMpoBaHHaA KOHUeHTpauus KanbuuTo-
HMHAa Yy NauuneHTa CBUAETEeNbCTBYET 0 OBMOXUMUYECKON peMuccumn 3aboneBaHus,
npu 3TOM COXPaHAeTCcAa A0CTaTOYHO HU3Kas BEpPOATHOCTb (0K0/10 3%) peuungusa
B TeyeHVe [0/ITOBPEMEHHOro HabnwgeHus. lpyn NOBbIWEHUN KOHUEHTpaumm
Ka/ibLUMTOHMHA [0 onpefeniaieMoro 3HayeHWUs TOJ/IbKO Mocfie CTUMynsauuun, Bepo-
ATHOCTb MepcucTeHUMn 3aboneBaHusA KpaliHe HU3Ka. Mo gaHHbIM psAga uccnepo-
BaHWUN, BUOXMMMYECKAa peMUCCUA B 60NbLIEN CTENEHM 3aBUCUT OT cTaaum 3abo-
neBaHWs, YeM OT arpeccMBHOCTU XUPYPrMyeckoro neyeHus. MNpu HopManbHOWA
6a3asnbHOM KOHLEHTpauumu KanbLUUMTOHUHA, AOCTUTHYTOM MNocfe XUPYpPruyeckoro
BMewartenbcTea, 10-neTHAA BbDKMBaAeMoOCTb gocturaet 97,7%. Ponb TecTa Co
CTUMYNALNEN CeKPELUN KasbLMUTOHWHA B MOCMeAHUE ToAbl CHUXKAeTCHA B CBA3U
C yNyylleHNeM YyBCTBUTE/NbHOCT Y MeTofa onpeaeneHns ero 6a3asibHol KOHLEH-
Tpauun. B HacTosdwee BpeMA NpU M30/1IMPOBAHHOM MOBbIWEHUN KOHLEHTpaLmu
KanbUWUTOHWUHA nocsie CTUMYNAunUn 06beM nepcmucTeHUMn 3aboneBaHUA HaCTO/b-
KO HEBEJ/INK, YTO BPSAL NN MOXKET 6biTb 06HapY>XeH mMeToAaMu TOMMYECKOW aua-
rHoCTMKW. MNMpeumyllecTBa e4ebHbIX MeponpuATUIA NpyU Takux opmax 601e3HU
COMHUTEe/bHbI.

HeBbICOKOW, HO onpeaensiemMmoli 6a3anbHOM KOHLEHTpaUnein KalbLUTOHMHA nocse
XUPYPruyeckoro neveHusa cumtarT <150 nr/mn. Takoe 3HavyeHMe MOXKET 6biTb
accoumnmpoBaHo, KakK Mpaswio, TO/IbKO C MeCTHO-pacnpocTpaHeHHbIM MPOLLECCOM.
OTpaneHHble MeTacTasbl B JaHHOW CUTyauMn TakXKe BO3MOXKHbI, 04HaK0 Npu Takol
KOHUEHTpauunm KasbLUTOHMHA OHW 06bIYHO HE6GONbLLUOr0 pasMepa WM B He3Ha4u-
TeNIbHOM KOJ/IMYecTBe U, KakK npasuso, TPYAHO onpegenisemMbl. BoisBneHve natosioru-
YyecKoro oyaracrsiefyet HauMHaTh c TWwaresibHoro Y3WU wwewn. Npuv BbigBNeHWUU NoJ03pu-
Te/IbHbIX IMMAaTUYECKNX Y3/10B HE06X0AMMO BbINONHUTE TAB ANns noaTBepXaeHUs
AnarHosa. pyrune ny4yeBble meToAbl BKAOYaT KT Lien n opraHoB rpyaHoi KneTku,
3-thasHoe KT neyeHm ¢ KOHTPACTHbIM ycuneHnem u MPT ¢ KOHTPacTHbIM YCUSIEHNEM,
Y3W nedeHun, cUMHTUTpadnio KocTen ckeneta, MPT KocTell MO3BOHOYHMKA U Tasa,
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M3aT ¢ "®E-gnrngpoxkcnpeHnnanadnHom, @A rNaT. YyBCTBUTENBHOCTL 3TUX METO-
JoB BapbupyeT B npegesiax 50-80%.

Xnpyprnyeckoe sedeHne permoHapHoro peuuamsa 3abonesaHus WM nepcumc-
Tupyrowero MPLL>K 6e3 oTaasieHHbIX MeTactasoB UM ¢ MUHUMasIbHbIM YMUC/IOM
TaKOBbIX AO/IKHO BK/AOYaTb (MPU HANM4YMUKM NMaTosiorMyecKMxX o4aros B 3TUX 30HaX
no AaHHbIM 6MOMNCUN NN NYYEBbIX METOAO0B) yaaieHne LueHTpasibHol (V1 ypoBeHb) U
6okoBoi (ypoBHM MA, 111, 1V, V) kneTyaTKn 06nactu Lwen.

Mpun oTCcyTCTBUM BepuUdULMPOBAHHON OMYX0s1eBO TKaHW, HECMOTPSA Ha onpe-
JendemMyl0 KOHUEHTpaumio «-anbuMToOHWHA, NokasaHo HabnwieHve. PaHee npegna-
ranu B JaHHOM criydyae MNpPoOBOAUTb 3MMUPUYECKOE XUPYPruyeckoe BMeLlaTe/IbCTBO
C yganeHuem Bcex NMMGaTUYecKmnX y3/0B LWeu N cpefoCTeHNs, 04HAKO pe3y/ibTaTbl
OoKasasiMcb HeyA0B/1eTBOPUTENbHBIMU.

JlocToBepHO MOBbILWIEHHOW 6a3asibHOM KOHLUEHTpaumnen KanbLWUTOHWUHA Mocrie
XUPYPTrUYECKOro siedeHns cumTaroT 3HadveHue >150 nr/ma. MpUHATO, YTO YEM Bbllle
KOHUEeHTpauus KanbUMTOHUHA, TeM 60/blUe Y MauneHTa BepOATHOCTb CymnLecTBOBa-
HWNA OTAAJIEHHbIX MeTacTas3os.

MpUHUKMABI Noc/ieonepaLnoHHONo Ne4eHNs A1 MauMeHTOB C BbICOKOM KOHLLEHT-
pauyven KanbUUTOHUHA 3HAYNTEsIbHO HE OT/IMYAKTCA OT HayaslbHOWM (f4oonepaLyioH-
Hoi) Tepanun (puc. 1.4 n 1.5).

Tem He MeHee MauMeHTbl C BbICOKOW KOHLUEHTpauuen KanbLUTOHMHA B KPOBU
rnocsie onepaunmn TpebyT KOHTPO/IA 3a NOSABNIEHNEM MECTHOM0 peumansa v, 4acTo,
nansnaTMBHOIO fle4eHUs oTAaleHHbIX MeTacTa3oB. K coxxaneHuto, npegsaraemble
XMUoTeparneBTUYECKME NPOTOKO/Ibl MMEKT OrPaHNYEeHHY LLeHHOCTb, PEMUCCUSA
pocturaeTcss He 6onee yem B 30% HabnwAeHWIA K, KakK MpaBwuo, Ha KOpPOTKoe
BpeMsA. JIMwWb B HECKONIbKMX MPOTOKO/Iax coobuwalT o ctabunusauymm 3abonesa-
HUA. Y MHOrMX 60/ibHbIX ¢ MPLL K MecTHble peungnBebl 4OCTAaTOYHO Masibl (<1 cm)
M NpoTeKalT 6eCCMMNTOMHO, NPW 3TOM U OTAA/IEHHble MeTacTasbl Tak)Xe oKa3blBa-
I0TCA 6€CCUMMNTOMHBLIMU N CTabUNbHBIMU. BbIroga XMpypruyeckoro BMeLLaTesibCe-
TBa AN 3TUX B60/IbHbIX HEACHA, MO3TOMY UX MOXXHO O0CTaBAATb Moj HabNaeHNEM.
CoBpeMeHHble MeTOoAbl TOMMYECKOM AMArHOCTUKW BCe 4ale NAEHTUHUUUpYT
MefniKne MetacTtasbl, KOTOpble CTUMY/IMPYIOT XUPYPrOB Ha NMpoBeAeHMe pacLuupeH-
HbIX BMeLwlaTesibCTB. MHOrme XmMpypru npomsBosiIbHO CYUTAKT, YTO pasMep MeTa-
cTaTN4ecKoro MmgaTnyeckoro ysna s 1 cM MOXXHO pacLeHmMBaTh Kak rnokasaHume K
MOBTOPHOW onepauun. YpeckKoXXHY MHbEKLUI0 3TaHONa NMpU MecTHOM peuuanse
MPLL>K “cnosb3oBasn TONIbKO B 04HOM MccnefoBaHUM, pe3ysbTaTbl TAKOW TaKTU-
KN 6bIIN NOMOXKUTENBbHLIMWU. pUMeEHeHMe aHanoroB comatoctatuHa U nHTepde-
poHa He NPoAeMOHCTPUPOBaAsO YbeanUTeNbHbIX A0Ka3aTenbCcTB cTabunmsaunm mnm
perpecca onyxosnu.

Bruoxummnyeckme KpUTeEpUU arpeccUBHOCTU MEPCUCTUPYHOLWE onyXonu

Mpy guHaMnyecKom HabnwaeHUN 60/bHbIX Nocne TUPEONLIKTOMUN C ABYCTOPOHHENA
numcoanccekumein 661710 NOKa3aHo, YTO eC/IM Mocsie onepaumm 6asanbHast KOHLEH-
Tpauma KasbLUUTOHUHA yBe/inunBaeTCA BABOE M 60/blUe 3a MeHee yem 6 Mec, 5- ”
10-neTHAA BbIXXKMBaeMOCTb cocTaBndaeT 25 U 8% COOTBETCTBEHHO; ecnn 0T 6 Mec Ao
2net — 92 n 37%, ecnm 3To NPOUCXOAUT 3a 6onee yem 2 roga — gocturaet 100%.
CragupoBaHuve rno TNM KoppenupyeTt ¢ nokasaTesiiMM BbDKMBAEMOCTU, OAHaKO
BpeMs yABOeHMS 6a3anbHOM KOHUEHTpauMn KasbLMTOHMHA B MOC/1e0nepaLnoHHOM
nepmoje okasanocb caMbiM HaAEXHbIM U HEe3aBUCMMbIM MPOrHOCTUYECKUM MoKasa-

47



SHAOKPUHHASA XUPYPrus

Tenem BbDKMBaHUA. M0 HEKOTOPbLIM JaHHbIM, OLEHKa BpeMeHU yaBOeHUS 6a3anbHoi
KOHLEeHTpaunum KanbumToHMHa M K3A — euwe 60/ee TOYHbIA MPOrHOCTUYECKUIA
nokasaresib. Takum o6pa3som, crieflyeT COBMECTHO OMNpPeae/iIATh nokasarteslb N BpEMeHU
yABOEHNA 6a3asibHOM KOHUEHTpaumn KanbuutoHnHa n K3A. KanbKynaTtop Bpeme-
HU YABOEHUA KOHUEHTpaunm mapkepos MPLUXK goctyneH Ha BebcanTe ATA (http:
www.thyroid.org).

Mpy acMumnTOMaTN4YecKOM TeyeHUN 3abo1eBaHNA C HU3KUM YPOBHEM MeTacTasu-
poBaHWA, MeONIeHHbIM MporpeccmpoBaHeM Mo AaHHbIM Sly4eBbIX METOA40B WU CO
CPOKOM YABOEHMUSA 6a3as/ibHOM KOHLUEeHTpaunm KanbunToHnHa n K3A <2 fieT He noka-
3aHO NpoBefieHMe arpecCUBHbLIX METOAOB JIEYEHUS.

Y naumeHTOB Mocsie onepaTUBHONO SIeYEHUS ¢ onpeAensieMon 6a3asibHOM KOHLEH-
Tpaumeii KanbUMTOHUHA N B OTCYTCTBUW OMYXO0J/IEBbIX 04AroB Mo AaHHbIM J1y4eBbIX
MEeTO0B TOMWYECKOW AMArHOCTUKN HeobXoAuMOo nccnefoBaTh 6a3asibHY KOHLLEHT-
paunio KanbuntoHMHa U K3A Kaxkable 6 Mec AnA onpefesnieHns BpeMeHU UX y4BO-
eHns. 3aTeM Heob6X04MMO OCYLLECTBASATb MOCTOSAHHOE HabnwAeHMe 3a AUHAMUKOWN
ONyX0/1EBbIX MAapKepoB 1 (hn3mKasibHoe obcnefoBaHVe NaLMeHTOB C MHTepBasiaMn B
OfHY 4YeTBepTb MUHMMAasIbHOr0 BPEMEHWN YABOEHUS WN eXEeroaHo (Hanpumep, npu
MUHMMaNLHOM BPeMEHWN YABOEHUS, paBHOM 24 mec, obcnefoBaHue crnefyeT NPoBO-
ANTb Yepes3 Kaxkable 6 Mec).

JonroepemeHHoe HabnwogeHne naumeHToB ¢ MPLMK, y KOTOpbIX AOCTUrHyTa
nosHasa 6MoOXMMmMYecKas peMmUCcCUA, LO/HKHO BKKOUYATb eXXeroHy OLEeHKY KOHLEH-
Tpauum cbIBOPOTOUHOI0 KaslbUUTOHUHA (puc. 1.6).
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Mpun Hannuun meTtacTasos

B KfieTyaTke no AaHHbIM Guoncun
WU Ny4eBbIX METOL0B NPOBECTU
onepaTuBHOE yaaneHue KneTyaTkn
COOTBETCTBYWLWMX o6nacTein.' 2'

KoHueHTpauus
KanbuMTOHMHA <150 nr/mn; Onpegenexue noka- PaccmoTpeTk BOnpoc o npodu-
— Y3U wen; NIM3ALMN METACTAZOB: NaKTUYECKOM yAaneHu kneruaTku
— [ONONMHUTENbHbIE — Y31 wen: LeHTpanbHoW 30HbI Wwen (VI ypo-
MeToAbl TOMUYECKON — KT opraoB rpyaHoii BEHb), €C/IN He 6bl/I0 BbINOIHEHO
[MarHoCTUKN. KNeTKN: £0 3TOr0" (CNOPHO).
— KT wewn: Mpu 06LUIMPHOM MECTHOM pac-
3-cpazHoe KT nedenm npocTpaHeHuun npouecca (Ml)
BasanbHas C KOHTPACTHBIM yCH- npf,qep)KMBaTbcsa nﬂeHee arpeccus-
KOHLeHTpaLus nennem wan MPT HOIi XMPYPTUYECKO TakTuKn
KanbuUTOHNHA + C KOHTPACTHBIM C UeNblo coXpaHeHus peun
K3A KoHueHTpauusa kanbum- yeuneHmen: W I10TaHnA n npegoTepaLleHmsa
TOHuHa >150 nr/mn: _ MPT n03BOHOUYHMKA pacnpocTpaHeHus 3aboneBaHus
— Tonuueckas guarHo- U kocTeil Tasa: B LEHTpasibHOl 30He wwew.
CTMKa NpW NomoLyn CKaHMpOBaHMe KOCTei. PaccmoTpeTb BONpoc 0 npoBe-

LEeHUN Ny4eBoli Tepanun y nauneH-

Ny4YeBbIX METO0B
TOB C BbICOKMM PUCKOM (CMOPHO).

MannnaTneHas onepauyus B o6nactu
Wen B cyyae KOMNpeccuu Tpaxeu
nnu 6onesoro cuHagpoma.'-2

KnuHnueckoe o6cnefoBaHne, nannimaTuBHoe fieyeHune,
BK/IOYASA XUPYPIUI0, Iy4EBYI0 Tepanuio, YpeckoxHbie
BMellaTeNnbCcTBa, aMG0NN3aLNsA COCYA0B NeyeHn

Puc. 1.4. HayanbHoe o6cnefoBOHME U fleYeHMe NauMeHTOB MNOC/Ae XMPYPrMyeckoro BMellaTesbCTBa.

MpumeyaHme;
' Mpn M3OH 2B u npn cemeiHoin popme MP L XX peseynpoBaHHble UM 06eCKPOB/IEHHbIE OKOJOLW,MTOBUAHbIE Xene3bl Heo6XxoA4M.MO noAcajuTb B 061acTb LWen y nayueHTos,

HeraTuBHbIX No MyTauun RET, Torga kak npy M3OH 2A xenesbl AO/MKHbI 6blTb NEPECOXEHbLI B APYryH0 30HY.
2 MNokaszaHa nyyeBas Tepanua npu ctaguv T4 ans npefoTBPOLLEHUS MECTHOro peuuaunsa 3aboseBaHus.
A Tpy HaNW4YMU NOKanbHOrO ONyX0NneBOro ovara <l CM, He OMACHOrO0 KAMHWYECKW, MOXHO OCTOBWUTb NauueHTa noj HabnwoaeHuew.



- FepmunHansHaa mytauma RET?

- Fnctonornyeckoe noaTeepxieHne
C-KNeTo4HOl runepnnasuu,
MyNbTUGOKaNbHOIO 0NyX0/1eBOr0
pocTa U aKCTpa-TUPeouaHoro

MNpu npoBegeHun pacnpocTpaHeHus, Hanuune
rMCTONOTMYECKOrOo OMyxo/1eBoi TKaHN B MecTe
nccnefoBaHns XMPYPrN4ecKoro oTceyeHns
mMaTtepuana nocne nnn metacrtasos.
reMUTMPEONA3KTOMMUN g - CeMeliHbli aHaMHe3 no M3H 2.
BbiABNEH MPLLX -AaHHble Y3WU' n/wnu TAB.

nono3puTesibHble Ha npegmeT
MeTacTasos B MMdarnyeckme

y3/bl UM KOHTpanaTepanbHyo Ha6nioaeHue (puc. 1.6)

lonyxonb. Bce «HeT» WUAN BMellaTeNbCcTBO
BasanibHas KoHLeHTpaums (ovc. 1-3)

KanbLUUTOHWHA Bbllle HOPMasIbHbIX
3HayeHuni

Puc. 1.5. BefeHue nauueHoB ¢ MeAy nsipHbIM POKOM L WIOBUAHON Xenesbl Nocne reMuTupeouasakToMun.

MpuymeyaHme:
' Y3W wewn BKNOYOET B cebs UCC/ejOBAHNE BEPXHETO CPefOCTEHUS, LEHTPasbHOW M 60KOBOI KAeTyaTku Lwewn.



Pasgen 1 3aboneBaHusa WWUTOBUAHON Xenesbl

BonesHb peinBca
BaHywko B.2., dagees B.B.

/ Anngemuonorna

BonesHb MpeliBca (6one3Hb BasegoBa, ANPY3HbIA TOKCUYECKNIA 306) — CUCTEM-
HOe ayTOMMMYHHOe 3abo/eBaHue, pa3BuBaKLLeecss BC/1eACTBUE BbIpaboTKU aHTUTeN
K peuenTtopy TTI, KAWHUYECKN MpoABAsloweeca nopaxeHuem LXK ¢ pa3sButuem
CUHApPOMa TUPEOTOKCMKO3a B COYETAaHUW C 3KCTpaTUPEONAHOM nartonorven (3HAO0K-
puHHas oTanbmonaTus, npetTnbnanbHasa Mmkcegema, akponatus). OgHOBpeMeHHoe
coyeTaHMe BCeX KOMIMOHEHTOB CUCTEMHOr0 ayTOMMMYHHOrO npoLecca BCTpeyaeTcs
OTHOCUTE/IbHO PeAKO U He 06513aTesIbHO A1 MOCTAHOBKM AMarHo3a. B 60nbLIMHCTBE
cflyyaeB, Hambosnbluee KAWHWYECKOoe 3HadeHMe npu 6onesHn [peisca (BIN) nmeet
nopaxkeHue LULXK. 3abonesaHuve Bnepsble onucann PobepT [ykemc [peiBc B
1835 rogy B Ay6nnHe (MpnaHaus), a B 1840 rogy Hemeuknii Bpay Kapn Agosnbd doH
Bbasenos B Mep3ebypre (FepmaHuns) («Mep3ebyprckas Tpuaga basegoBa» — 3K30(-
TaNbM, Taxukapaus, 306).

B CLUA n AHrnumn 3aboneBaemocTb BIC BapbupyeT oT 30 go 200 cnyyaeB Ha
100 OO0 HaceneHus B rof. XXeHLWWHbI 3a6onesaoT BI' B 10-20 pa3 valle. B peru-
OHax C HopMasibHbIM MOAHbIM obecneyeHnem BTl — Hambonee yactas npuynHa
CTOMKOro TUPEOTOKCMKO3a, a B MOoAoAeUUNTHBLIX PervoHax B 3TUO/IOrMYECKON
CTPYKTYpe TOoKcmuyeckoro 306a BIT KOHKypupyeT ¢ YHKLUMOHaNbHOM aBTOHOMUel
LLL>K (y3noBoii M MHOrOy3noBOW TOKCMYECKUI 300). Kak CcBUAETENbCTBYET OMNbIT
OHOO0KPUHONOrMYyeckoro Hay4dHoro ueHtpa PAMH, BI" coctaBnisieT 0gHY U3 0CHOBHbIX
MPUYMH 06paLLaeMoCTM HaceleHNA 3a3HA0KPUHOTOrMYECKOM MOMOLLLbIO. Onddy3Hblii
TOKCUYeCcKunii 306 cocTaBnsieT Ao 80% Bcex cnyyaes runepdyHkumm LLL XK n Hanbonee
YyacTo BCTpeyaeTcHa B Bo3pacTe A0 40 ner.

B Poccun B KayecTBe CMHOHMMA TepMUHa 6one3Hb peliBca (6one3Hb Baseposa)
TPaAULUMOHHO MUCMONb3yeTca TepMUH ANDADY3HbIA TOKCUYECKN 300, KOTOPbIM He
NVLWeH psAga CyuleCcTBEHHbIX HEAOCTATKOB. Bo-nepBblX, OH XapakKTepusyeT Nullb
Makpockonunyeckoe (AMddpy3Hbili 306) U PYHKUMOHaIbHOE (TOKCUYECKNIA) N3MeHe-
Hue LK, koTopoe obsizaTensHo aAns BI. C ogHOMA CTOPOHbI, YBENMYEHUS >Xese3bl
MOXXET He 6bITb, C APYroii — OH MOXKET 6bITb He Andidhy3HbIM. Kpome Toro, gnddys-
Hoe yBenuuyeHue LLLXK B coyeTaHUM C TUPEOTOKCMKO30M MOXXET MMEeTb MEeCTO npu
Apyrux 3aboneBaHMAX, B YacTHOCTU MPU TaK HasbiBaeMoii anddy3Hor qyHKLNO-
Has/lbHOM aBTOHOMWUUW. Mcnonb3oBaHWe 60/1ee LUMPOKOro TepMUHa «60Me3Hb» (a He
MPOCTO TOKCUMYECKNIA 306) NPUMEHNTENBHO K 06Cy>KaaeMomy 3a60/1eBaHMI0, CKopee
BCero, 60n1ee onpasgaHo, MOCKOsIbKY OH B 60/bLLEl Mepe noA4epKUBAeT CUCTEMHOCTb
ayToMMMYHHOro npouecca. Kpome Toro, Bo BceM Mupe TpaguuMoHHO Hanbonee yacto
MCcnonb3yloT (U, cnefoBaTesibHO, OH 60/1ee y3HaBaeM) MUMeHHO TepMuH BIT, a B HemeL-
KOroBopsiLmx cTpaHax — 6one3Hb basepgosa.

tnonoruvs

K HacTosILLeMy BPeMeHW CTasno NpakKTUYeCcKn 04YeBUAHO, YTO MocneqHWi aTan naro-
reHesa Bl 3ak/oyaeTcs B BbIpaboTKe TUPEOUACTUMYTUPYIOLUX MMMYHOF106y1n-
HoB (TCW), KoTopble cBA3biBalTCA ¢ peuentopom TTE (pTTI) n akTMBUPYIOT €ro.

51



BbinonHexve susyanunsu-

pylowumx MeToaos

nccnefoBaHus,ecnu Ao Nokanusauus

3TOr0 HE NPOBOAMIIOCH: nartonoruyeckoro

— Y3 weu. cuctemHas npolecca yctaHoB/ieHa B
nokanusauus meTacTasos (cm. puc. 3)
npy YPOBHE KaNnbLUTOHMUHA
>150 nr/mn

CocTosHue nocne KT opraHos rpygHoit KneTku

TOT&/IbHOM — ypoBeHb 6a3ansHOro — KT wen
TMPEOMA3KTOMMN

KanbLUTOHMHA + 06Cneno- -- 3-thasHoe KT neuenn
BaHMe nepBoHauanbHo C KOHTPACTHbIM YCUNEHNEM
Kaxable 6-12 Mecsues, nnn MPT neyeHu ¢ KOHTpa-
3aTem exerogHo CTHbIM yCUNEHUEM

Mpu yBeNnueH!m — MPT KkocTeit No3BOHO-

YpOBEHb KalbLMTOHMHA
onpegensercs

Nokanusauns natonoru-
yeckoro npouecca

UHMKa 1 Tasa
KanbLMTOHMHA {CM. Puc. He ycTaHoB/IEHa

— CkaHupoBaHue KocTeil
ckeneta

— WccenepoBath 6a3anbHblii ypoBEHb KanbLUTOHUHA
n K3A v npoBoaunTb hmsnkanbHoe obcnegoBaHne

CM. puc. 2 ans fanbHeii- C MHTepBasIoM % MWHUMasIbHOTO BPeMEHU y/ABOEHNS'
wero obcnegosaHna nnu exerogHo”

1 NpoBeAeHns [ONOoJTHN- — Tpy yBENNYEHNUMN YPOBHSA KanbUUTOHUHA Uan KA
TENbHOTO XUPYPr1UyYecKoro [0 20-100% nposecTn ¥Y3W wen . npu ypoBHe KasbL-
nevyeHuns TOHMHa > 150 nr/Ma NoBTOPUTL CUCTEMHOE BU3Yyann3un-

pylowee o6cnegoBaHne AN nokanm3aynm MeTactasos

Puc. 1.6. JonroBpemeHHoe Hab6nofeHne NayMeHToB C MeAy/nNsapHbIM POKOM LUTOBUAHOMN Xenesbl.

MpumeyaHue;

Bpemsi yaBOEHNA MOXET ObiTb YCTAHOBMNEHO WM MOACYMTOHO MPU NOMOLWM KanbKynsatopa (Ha caite www.thvroid.org).
A MauneHTbl ¢ MyTauuen RET, accouumpoBaHHOn ¢ cheoxpomounTomoin mam MNIMAT, gomkHbI 0600 40BOTHCA €XEerogHo HOYMHOS ¢ 8-nmeTHero Bo.ypocta npu M3H 2B
n mytauun RET B 634-m u 630-M kogoHax, U ¢ 20-neTHero BO3pOCiO NMpPU HOCUTENbCTBE OCTalbHbIX MyTauuii RET npu MOH 2A, Torga kak npu accounauum ToNbKo
¢ cemeliHoit chopmoii MPLL X obcnefoBaHue AOMXHO NPOBOAWUTLCSA MO KpailHeil mepe nepuoanyecku.


http://www.thvroid.org

Pasgen 1. 3a6oneBaHua LWWUTOBUAHON Xenesbl

MHorne UMMYHO/IOrMYecKme acnekTbl Bl cxogHbI ¢ TAKOBBIMU MPU K/1ACCUYECKOM
ayTOMMMYHHOM TUpeouauTe (ayTOMMMYHHOM FUMOTMPEo3e) U 3TU 3a6osieBaHUSA B
psifie crlyyaeB BCTPeYalTCs B OAHOM U ToW e cembe. Mpu 3TOM (haKTopbl, KOTOpble
06yC/I0BINBAIOT Pas3BUTME PAa3/IMYHbLIX BapuaHTOB ayTOMMMYHHOro 3a6osieBaHus
LLL>K y Ky, co CX0HOWM reHeTUYecKol NpeapacnosioXKeHHOCTbIo, 10 HACTOSILLEro Bpe-
MEHW 0CTalTCA HEU3BECTHBLIMMU.

FeHeTuueckne cakTopsbl

KoHKopAaHTHOCTb Y ogHoAMLUeBbIX 6n1n3HeLoB rno BI" coctaBnset 20-30%, npu aToMm
posb reHeTUYecKol NpeapacnosioKEHHOCTN B ee naTtoreHese, No cpaBHeHUIO ¢ haKTo-
pamu oKpy>katwllen cpefpbl, gocturaet 80%. Puck pasButus 3abosieBaHUSA A/isi cnb-
coB cocTaBseT nopsgka 5-10%, npu atom ansg HLA-MAeHTUYHbIX CM6COB — TO/IbKO
7%, 4TO 3HAYNTENIbHO MEHbLLE, YeM A/1 O4HOANLEBbLIX 6/IN3HELOB U CBUAETENbCTBY-
€T 0 TOM, YTO reHbl Komrnsiekca HLA BHOCAT BeCbMa YMeEpPeHHbI BKag B reHeTu4ec-
KYl0 npegpacrnonoXXeHHocTb K BI'. MHorvne vccnegosaHua BbIABUAN accoumauuio BIr
¢ HLA DRS3 y nuvy, eBponeonaHon pacbl 1 pas/inyHbie accoymaumm gpyrux annenem
HLA ons gpyrnx aTHUYECKMX rpynm.

BToOpbIM 1, Ha CErOAHSALWHWIA AeHb, NOCAEAHUM FeHOM, NOIMMOPGIU3M KOTOPOro
accoyunmnpoBaH ¢ BI, aBnsetca CTLA 4, KOAUPYHOLWNIA KOYEBYIO PETYNATOPHYIO
MOJIEKYTY HA MOBEPXHOCTU T-IMMAPOLMNTOB, PYHKLMNA KOTOPOWM COCTOUT B 3aBep-
WEHUN MMMYHHOr0 oTBeTa. Y Mbllei, nuweHHbIX reHa CTLA-4, pa3BuBaeTcs
nmmdonponudgepartMBHoe 3abosieBaHMe U psAg CABUTOB B MMMYHHOW cuUCTEME,
CBUAETENbCTBYOLWMNX O BaXKHOCTU 3TOr0 reHa ANs MMMYHHOW ToNepaHTHOCTU.
Tem He MeHee accoumaumns anneneit CTLA-4 ¢ BI' ewe meHblle, yem ansg HLA n
HECKO/1IbKO OT/IMYHA, YeM Npu APYrux opraHocrneynpuyecknx ayToMMMYHHbIX
3aboneBaHUAX.

K HacTosAiwemMy BpeMeHW OnrucaHo MHOIo NOTEHLMaIbHbIX JIOKYCOB Mpeapacnosio-
XXeHHOCTU K BI': oHM nokanusoBaHbl Ha Xpomocomax 14q31, 18qg21, 20qll, Xpll n
Xq21l. MexXayHapoAHbIA KOHCOPLMYM MO0 reHeTukKe 3aboneBaHuin LUK, KOTopbIA K
HacTosLLEMY BpeMeHM 3aKkaHumMBaeT aHanim3 6osiee yem 700 nap cM6COB ¢ ayTOUMMYH-
HbIMW TUpeonaTUAMW, He NOATBEPANST 3HAYNMMOCTb CBA3W HW OAHOIM0 U3 ONMUCaHHbIX
paHee NoKycoB ¢ pa3sBuTuem BI. B cBA3W C 3TUM 0CTaeTcs caenaTb 3aK/l0UYEHME 0 TOM,
YTO reHeTMYecKas NpeapacnosioXXeHHOCTb AeliCTBUTENbHO UrpaeT 60/1bLU0e 3HaYeHne
B pa3sutuu BI', No peyb Npu 3TOM UAET 0 MHOXKECTBEHHOM Hac/iefoBaHuUu, Npu KoTo-
pPOM KadKAbli (haKTop OKa3blBaeT He3HaUNTeNbHbIN BKNaA B 06LL Y0 CyMMY, B CBA3U C
4yeM ero KpaliHe TPyAHO naeHTUUumMposats. Ham n3BecTHbl Hanbonee 3Ha4MMble NO
cerogHAawHMM npegcrtaBneHnam nokycbl (HLA-DR v CTLA-4), HO H/ O4NH N3 HUX He
MOXXeT 00bACHUTL nartoreHes rnopaxkeHus LU XK.

dakTopbl OKpyXatleii cpegbl

MauneHTbl ¢ BT Ha cTpeccoBble COObITUSA B XXM3HU, C/IYYUBLUMECS B TedueHMe nocren-
HEero roga, yKasblBalT yalle, Yem /LA, BK/IIOUYEHHbIE B KOHTPOJIbHYIO Tpynny, 4YTo
BCE-TAKM He [0 KoHUA y6eauTesibHO CBUAETEeNIbCTBYET O POSIN CTpecca B naTtoreHese
3TOro 3abosieBaHUs.

3HauuTeNbHOE yBennUyeHme noTpebieHnst Moaa B permoHax ogHoro gedpuunTa,
O[HOV CTOPOHbI, MOXXET MPUBECTU K YBE/IMYEHUIO 3a60/1€BaeMOCTU TUPEOTOKCUKO30M
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DHAOKPUHHASA XMpyprus

13-3a JeKoMneHcauum gyHKLoHanbHoli asToHoMuKn LXK 1 yckopnTb MaHudecTa-
uuto BI' y npegpacnonoxeHHblX nuu. KypeHue nmeet cnabyto accoumaunio ¢ yBenu-
YyeHneM 3abonesaemocTu BIN, HO NpM 3TOM UrpaeT posb Hanbonee BaXKHOro hakropa
pucka MaHugecTalnm 1 NpPorpeccMpoBaHmns TMPeona-accoLMMpoBaHHON o TasibMo-
natun (TAO). C HayuHoli No3uuum 60MbLLIOA MHTEpPec NpeAcTaBMAT ATPOreHHble
MPUYUHbLI, CNoCcobGCTBYOWME pasBuTUO Bl B 4acToTHOCTM, ONUCAHO HECKO/IbKO
c/lyyaeB pa3BuTUNA 3aboneBaHMA Ha POHe Ha3HaYeHNA UMMYHOMOAY/IATOPOB, TaKuxX
Kak y-uHTepdepoH (y-1FN) 1 Ha (hoHe MHTEHCUBHOW aHTUPETPOBUPYCHOM Tepanuu (a
B K/IMHNYECKOW NpaKTWKe Heobxoanmo anddepeHumposaTbh Bl ¢ TMpeoToOKcMYec-
Ko ha3oli UM T OKMH-MHAYLIMPOBAHHOIMO TUPeONaMTa, KOTOpbIi Ha hoHe Tepanun
npenapaTamMn MHTepdepoHa pa3BmBaeTCa 3HAUYNTEe/LHO Yaule, vyem BIN).

He meHee MHTepeCHbIN Npumep — pa3BuTme BNy TpeTn naymeHTOB C paccesiH-
HbIM CKJ/1Iep030M, KOTOpble MOSy4yalT JiedeHMe MOHOK/IOHasIbHbIMU aHTuTeslaMu
K T-knetkam. B aTom cnydae B natoreHese BIT MOXXeT UMeTb 3Ha4YeHWE UHAYKUUSA
ayTOMMMYHHOro oTBeta 6narogaps caBury cooTHoweHus ThATh2 nnn nameHeHums
CO CTOPOHbI T-perynaTopHbIX KNeToK. Apyrum npumMepoM MHOAYLUPOBAHHOIO0 UMMY-
HO/TIOFMYECKOro CABUra, B NpUHLUMNE, Morna 6bl 6bITb 0AHOBPEMEHHAA pemuccnsa bl
M annepruyecknx 3abonesaHnin. 370 CBUAETENLCTBYET O TOM, YTO YCUEHHbI Th™-
0TBET OKa3blBAETCHA HebNaronpmMATHLIM NokKasartesnieMm. XoTs 3TU AaHHbIe U NMpUBJeKa-
TeslbHbl TEM, YTO NOTEHLUMaNbHO, BMELLIABLUNCL B MUMMYHOPErY/IATOPHbIE MpOoLLecchl,
MOXHO 6b1710 6bl f06UTLCA pemuccnn BIM, yrposa MHAYKUUK Takux Th,-3aBUCUMbIX
3ab0M1eBaHWin, KakK paccesiHHbI/i CK/1epo3 U caxapHbIi AnabeT 1 TMna orpaHnynBaeT
BO3MOXHOCTb TaKOro BMeLLiaTeNbeTBa.

AHTUTENA K PELenTopy TUPEOoTPONHOro ropmMoHa

CnoXxuBLUascsa Ha cerofHALWHUIA AeHb HOMEHKNAaTypa 3TUX aHTUTe.T co34ana HeKo-
Topyt nyTtaHuuy (Tabn. 1.2). KnoHuposaHue AT-pTTI cywecTBeHHO MPOLBUHY/O
Haln npeacTaBaeHUs 0 NpUHUMNax B3anMogencTBUS aHTUFEHOB U aHTUTeA U M03-
BOSIN/IO CO34aTb 3HauUUTeNlbHO 6osiee coBeplUeHHble TecT-cucTeMbl. OfHaKo MosiHoe
MOHUMaHWe CTPYKTYPHbIX U (PYHKUMOHaNbHbIX B3auMOOTHOWweEHUA AT-pTTI c
caMnM pPeLenTopoM He AOCTUTHYTO, B CBA3U C TEM, YTO OTCYTCTBYIOT MOHOKJ/I0HA/Ib-
Hble aHTUTeNa K YesioBedeckomy pTTI. Kpome Toro, HeT npuemaemMbiX 418 NPakTUKn
cucTeM onpefenieHNs CTUMYIUPYOLWNX aHTUTen K pTTI (B 0TAnYMe OT aHTuUTen,
KOTOpble MPOCTO MOryT cBA3biBaTbcA ¢ PTTI). Apyras npobnema 3ak/o4vaeTcsa B
TOM, YTO, HECMOTPS Ha 3HauyuTesIbHble YCUNNSA, 3aTpavyeHHble B 3TOM HarnpasieHun,
Ha cerogHsAWHNI OeHb OTCYTCTBYET afieKBaTHas >XMBOTHas MOAENb, KoTopas 6Obl B
MoJIHOM Mepe cooTBeTcTBOBaNa brI.

PeuenTtop TTI — 6enkoBas Mosekysa, cBsa3aHHadA ¢ G-6e/1koM, cocTosaLwan ns 379
aMWHOKWC/IOT 3KTOAO0OMEHa, 7 CBSA3aHHbIX C MEeMOPaHO LenoYek M KOPOTKOro BHYT-
pUKNEeTo4YHOro xsocta. C6opka peLenTopa ocyLlecTBNseTCA MyTeM paclienseHns
CUHTE31pPOBaHHON Ha MeMbpaHe eAnHON LeNoYKn Ha A- U B-cybbegnHuLb ¢ nNoTepei
okKosio 50 ammnHokucnot ¢ C-koHua. A-cybbegmHuua obpasyeTt 60/1bLUYIO YacTb IKTO-
[OMeHTa, a cybbegmHuLa B — octaTtok peuentopa, MOC/Ne 4Yero OHU COefUHAITCA
ancynbuaHbiMmn MocTukamun. CybbegmnHuua A B KynbType TUPEOLMTOB BblgaeTcs
Ha MOBEPXHOCTbID M MOXeT 6biTb BblAefieHa U XUMUYECKU cTabuinsmpoBsaHa B
TakoM Bufe, B KOTOPOM OHa 6yfeT pearvpoBaTb C aHTUTeamMu U, TakKuMm 06pasom,
MOXKeT ObITb MUCMOb30BaHa 419 UX onpefesieHns.
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Tabnnya 1.2
HomeHknaTypa aHTUTeNn K peuenTtopy TUPEOTPONHOro ropmMoHa

OnutenbHo geiicteylo-  LATS [Long-octing thy- CTumynaums BbICBOGOXAEHUS pagumoakTUBHO
wuii ctumynsitop WX roid sfimulafot) MeyeHHoro ioga u3 WK mbiweld

AHTUTENa, ctumynupy- TSAb [Thyroid siimuiai- CTtumynauusa aHtutenamy npoaykuunm ageHunoT-
towme WX (pTTT) ing antibodies) uuknasbl (WLAM®) Ha cpesax WK, B KynbType
TUPEOLNTOB, KNETOYHbIX NMHUAX (Hanpumep,
FRTL-5) nnn kneTkox, B KOTOpble BBOAAT PTTI
AHTUTeno, 6nokupyio- TBAb [Thyroid blocking TMMopaBnexnne aHtTUTenamu npoAykKuun ajeHwnart-
wwre WX (pMr) onfibodies) uuknasbl (LAM®), koTopas B TOW Xe cucteme
cTumynupyeTcs gobasneHnem TIT

MNMMYHOrno6ynunHsl, TBM [TSH binding inhib- MNogoBneHne oHTUTENaMN CBA3bLIBAHUSA MEYEHHO-
MHIMGUpytowme cBasbl- iting immuno-globulin® ro TTI ¢ ero peuentopamu
BaHue TIT

AHTuTena, csasbiBalo- TSH-R binding lMpoTo4yHasas UMTOMETPUA C UCNO/Ib30BAHUEM Kie-
wwe pTTr antibodies TOK, B KOTOpble BBOAUTCA PTTI (MeHee 4yBCTBU-
Te/IbHO — VMMYHOMpeunnuTauus)

AHTUTeNa, KoTopble CTUMYNMpPYT PTTI, cBA3bIBAOTCA UCKIKYUTENIBHO C N-KOH-
LeBbIM (hparMeHTOB ero MoJieKy/bl, a Te aHTUTesla, KOTopble 6/I0KUPYIOT peLenTop,
npegoTepaiwiast ero cefAsbiBaHuMe ¢ TTI — MCKAWUYNTENbHO ¢ C-KOHLEBbLIM ¢hpar-
MEHTOM, MpW 3TOM 3NUTOMNbI AN TeX U A8 APYrUX aHTUTEN B 3HAUYUTENBLHOW Mepe
HaKnaAblBalTCA APYr Ha Apyra, a CTerneHb 3TOro HasioXKeHUs MOXXeT 3aBuUCeTb OT
KOH(OPMaLNOHHbIX M3MEHEHU Bcero 6enka. Ony6aMKoBaHbl faHHble 0 TOM, 4TO
MOXKeT CyLLecTBOBaTb U TPETUI BapuaHT CBA3bIBAHUS aHTUTEN C peuenTopoM, npwu
KOTOPOM aHTUTEs0 ero cBA3blBaeT 6e3 KakuxX-in60o hyHKLMOHAAbHbIX NOCAeACTBUNA.
CnepoBatenbHO, MOTYT CyLLeCTBOBaTb aHTUTeNa, KOTOpble B AasibHerlemM MOXHO
BbISIBUTb 60/71e€ HOBLIMW METO4AMW Y MaLMEeHTOB, Y KOTOPbIX 3TW aHTUTeNa He BO3-
MOXXHO 6bI/1I0 ONpeaeninTb paHee cTapbiMU. MNMpUHUMaAA BO BHMMaHWE BO3MOXXHOCTb
rMonepemMeHHON MNpoAYKUUW pas3/iMYHbiX BapuaHToB AT-pTTI, cTaHOBUTCA MOHAT-
HbIM, 4TO PTTI 1 aHTUTeNa K Hemy 061a4alT UCKIIOYNTENBHBIMU U HEOObIYHBIMYN
CBOWCTBaMM, N3yUYeHNe KOTOPbIX NPUGAM3UT HAC K MOHMMaHWIo natoreHesa BI.

Lpyrne KOMMNOHEHTbl MMMYHHOIO OTBeTa

Mpwn BI' B LLL XK 06Hapy>XnBatT NOSIMK/IOHANIbHbLIW T-K/1E€TOUYHbIA OTBET, 0 YEM CBUJE-
Te/IbCTBYET MUKPOreTePOreHHOCTb TPAHCKPUNTOB reHa peuenrtopa T-nMmgoLmnToB V.
Mpryem peub NaeT 0 reTeporeHHOCTU Kak T-KJ/1eTokK, Tak u aytoaHTureHos LK. [o
80% naumeHTOB ¢ BI" metoT aHTUTeNna (K1, cnegosatenbHo, CD™M T-KAETKK), KOTOpble
pearmpyroT ¢ TUpeonaHoin nepokcmpason (AT-TIMO). C HECKOTbKO MeHbLLENR YacTo-
TolA BCcTpeyalTcs aHTMTena K TupeornobynnHy (AT-TI). Bonpeku naHavyasibHOMY
MpeAnosioXKeHMI0 0 TOM, YTO Kak npu BI, Tak n npu Tnpeonante XawmmMoTo 4acTo
obHapy>XuBalTCca aHTMTeNna K HaTpun-mogngHoMy CMMMOPTEPY, A0NA TakKuUX nauyu-
eHTOB He npeBbiwaeT 30%. MMpu 3TOM Takue aHTUTeNa BPAL /i UMEKT Kakoe-nnbo
pyHKUMOHaIbHOE 3HaYeHWe B NaTosiIormm, NocKosibKY A0 CUX MOp OTCYTCTBYIOT AaH-
Hble 06 NX TpaHcnNaueHTapHOM nepeHoce.
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Cama no cebe LXK cny>XUT MecToMm, rge NpomMcXoauT CUHTE3 ayToaHTUTes, HO
TO/IbKO Ha MO34HUX CTaausx 3abonesaHus, MNpu 3TOM He BMOMHE MOHATHO, KaKoW
LMTOKMHOBBIA npodunb (Thj nnu T2 moxeT skcnpeccuposaTbes B LUK, uTo,
BO3MOXXHO, 06YC/10B/IEHO 60/IbLLOM MPOAO/IKMUTENBHOCTLIO U pa3HoobpasneM ayTo-
MMMYHHOro oteeta. Camm knetkm LU XK skcnpeccupyloT psag MpoBoCnasiuTesbHbIX
MOJSIEKY/T B OTBET Ha AeWlCTBME LUTOKUHOB W cybneTanbHbIX arak KOMIMEMEHTa,
KOTOpble MOryT npoucxoanTtb npu BIM (aHTureHbl HLA knacca |1, Mmonekynbl agresvm
n CD40). B pe3synbTare cam TUPeOUUT MOXET B/IMATb Ha NporpeccupoBaHme ayTo-
MMMYHHOro npouecca. Cyas no Bcemy, UHAMBUAYa/IbHbIe 0COBEHHOCTU perynsuum
OTUX B3aMMOAENCTBUIA cny)KaT, KaK MUHUMYM, OAHOW U3 AeTepMUHAHT pas/InyHOro
K/IMHNYEeCKOro TeyeHnA BI, B YaCTHOCTW ee TAXKECTW, CTeneHU yBennyeHusa LK v
NporHo3sa 3aPeKTUBHOCTU TUPEOCTAaTUUYECKON Tepanuu.

KnuHunyeckaa KapTuHa

Knaccnyeckasa mep3sebyprckasa Tpuaga (306, Taxmkapaus, ak3odTanbm), onvucaHHas
ewe Kapnom ba3sefoBbiM, BcTpedaeTcs npuMepHo y 50% nauyueHToB. MNMpumepHo 2/3
cnyyaes bl pa3suBaeTtcsa B Bo3pacTe nocsie 30 /1eT, He MeHee YeM B 5 pas yalle y XKeH-
WnH. B oTaenbHbIX nonynauuax (AnoHus, Weeunsa) BIC nouty B N0M0BUHE CrlyyYaeB
MaHUgecTUpyeT Ha NPOTAXKEHUW NepPBOro roga nocse poaos.

Kak yka3biBasiocb, K/MHW4Yeckasa KapTuHa Bl onpegensetca cCUHAPOMOM
TUPEOTOKCUKO3a, ANS KOTOPOro xXapakKTepHbl NoXyAeHue, 4acTo Ha (hoHe MOBbI-
LIEeHHOro anneTnTa, NOT/INBOCTb, TaXMKapAna W owylieHue cepauebrueHuns, BHYT-
peHHee 6eCNOKOMCTBO, HEPBO3HOCTb, APOXb PYK, @ MOpoii Bcero Tena, o6wias u
MbllleYyHada cnabocTb, b6bicTpas ycTaslocTb U pAh APYrMx CUMMNTOMOB, MNOAPOGHO
ONUCaHHbIX B NuUTepaType. B oTnmMumMe OT MHOroy3sioBOoro TOKCMYeckoro 306a,
KOTOpPbIN CBA3aH C (hyHKUMOHaNbHOW aBToHOMMeN LXK, npu BI, Kak npasuno,
MMeeT MEeCTO KOPOTKWUI aHaMHe3: CUMMNTOMbl pa3BuBaKTCA M MporpeccupyoT
6bICTPO W, B 60/MLLINHCTBE c/nyyaesB, NPUBOAAT MaumeHTa K Bpayy B TeyeHue
6-12 Mec. Y NoXKunblx naynMeHToB TUPEOTOKCUMKO3 A060ro reHesa 4yacto npoteka-
eT 0/INro- AN MOHOCUMNTOMHO (BeYepHUin cybdebpnunnTeT, apuTmMmnn) Un gaxe
aTUNMYHO (aHOpeKcus, HeBposiornmyeckas cumntomatuka). Npn nasbnaTopHOM
uccnegosaHuu npumepHo y 80% nauveHToOB yaaeTcs BbiABUTb yBesindeHue LK,
Nnopov BecbMa 3Ha4YnUTesIbHOoe.

B psage cnyyaeB npwu Bl Ha nepBoe MecTo MOryT BbIXoAUTb nposasneHnsa TAO
(Bblp@>XeHHbIM 3K30(hTanbM, HEPEAKO MMEKLLMNA HECUMMETPUYHBIA XapakTep, AWN-
nonvia npu B3rnAge B CTOPOHY WM BBepX, C/ie30TeveHue, OLLYLLeHUE «MecKa B
rnasax», 0TeYHOCTb BeK). 3[ecb criefyeT OroBOPUTLCA, YTO HaMume y NauueHTa
Bblpa>keHHOM TAO no3BOMIsieT MPaKTUYECKN 06e30LMO0YHO YCTaHOBUTb MaLNEHTY
3TNOMOTMYECKUI ANArHo3 Y>Ke No KNMHUYECKOW KapTuHe, MOCKObKY cpeaun 3abone-
BaHWi, NpoTeKawLWwnx ¢ TMPeoTOKCMKO30M, 30 coueTaeTcsa ToNbKO ¢ BI.

JuarHocTtuka

B TMNUMYHbIX CNy4YasiXx He Bbi3biBaeT CYLLECTBEHHbIX TpyAHoOCTel (Tabn. L3). Mpwu
NoJo3peHUN Ha HanMune y nauneHTa TMPeoTOKCMKO3a eMy NoKa3saHo onpejeneHue
KOHUeHTpauun TTI BbICOKOYYBCTBUTE/IbHLIM MeTOAOM ((PYyHKLMOHA/IbHAS YyBC-
TBUTE/IbHOCTb He MeHee 0,01 mE/n). Mpun 06HapPYy>XEHUN NMOHUXKEHHOW KOHLEHT-
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paumn TTI naymeHTy onpefensaoT KOHUEHTpayuo cBo6ogHOro TmpokcuHa (T4) n
cBobogHoro TpuiioaTpoHuHa (T3): ecnm xoTa 6bl O4HU U3 HUX MOBbILLIEH — peyb
naeT o0 MaHMMECTHOM TUPEOTOKCMKO3e, ec/in 06a NokasaTens B HOPMe — 0 Cy6KNun-
HUYECKOM.

Ta6bnmua 1.3.
[OunarHocTnka 6one3Hun [lpeiiBca

O6nA3aTenbHble nUccnefoBaHus OnpepgeneHne koHueHTpauuu TIT, cBo6oaHoro T4 n ceBo6oAHOrO
Ans noATBepxAeHua auardHosa T3 ana gokasaTenbCTBa HanMuMa TUPEOoTOKCUKO3a.
(MWHMMaNbHBLIN Ha6op) Y3 WX

Mpu Hannuun TAO gnarHo3 Bl MOXHO cuMTaTb MOATBEPXAEHHbIM W JanbHellWnii gnarHocTuyec-
KWA MouUCK, HanpaBfieHHbIi HO onpejeneHne MPUYNHbLI TUPEOTOKCMKO3a, KOK MpaBWio, Helesne-
coobpaseH

Bonee yrny6neHHoe obcnepo- Onpepenenne ypoBHsA AT-pTTI wu/wnun AT-TNO pna gudde-
BaHWe nNpu HeobxoAUMOCTU PEHLUMNO/BbHOW AMarHOCTUKA UMMYHOTEHHOTO U HEMMMYHOTEHHOT0
TUPEOoTOKCMKO3a.
CuuHTturpadus WX HeobxoAauma B AMArHOCTUYECKN HEACHbLIX Cry-
yasx, a Takxe npu Hanuuuu B LXK y3noBbix o6pasoBaHuil, KOTO-
pble nanbnupylTca win npesbilalT B guameTtpe 1 cm.
TMNB Npy HOMWMYMK Y3N0BbIX 06pa3zoBaHuii LXK

Mepes Ha3HAYEHUEM NleUYeHUs TUPEOCroTUKOMU HeOo6XOAMMO MPOBECTMW 06U aHann3 KpoBu U
onpefenMTb aKTWBHOCTb Yy-ryTaMaT TpaHcepasbl U anaHuHamMyHO T paHcnenTuaassl B Kposu. KOHT-
ponbHoe uccnegoBaHve yHkumn LXK nocne HasHauyeHWss TUOHOMMAOB A0 AOCTKEHUS 3yTupeosa
NPOBOAAT KaxAble 2 Hef, O B AasibHelilleM Kaxable 6 Hej B TedyeHne 3 Mec Br/IOThb 40 OKOHYaHUS
TUpeocTaTUYecKoli Tepanuu, NPoLO/KUTENbHOCTbL KOTOpOi cocTasnseT 12-24 mec. B oTaenbHbIX
cnyyasx Heob6xoAnMbl 60/nee yacTble KOHTPO/bHbIE UCC/ef0BaHUS

KoHTponbHOE uccnegoBaHue OnpepenexHne KoHueHTpauun csobogHoro T4 un csobogHoro T3,
0 B fanbHeilllemM KoHUeHTpauun TIT Ha NPOTSXXEeHUU MnepBbixX
6-12 Hep c uHTepBasoMm 6-12 Hep,.
O6uanm aHann3 KpoBW, akKTUBHOCTb Y-rlyTaMoTTpaHcdepasbl 1
anaHMHaMuHoTpaHcnenTuaasbl B KPOBW.
Y3/ WX npu Hanuumum faHHbIX 3a ee yBeNIMYeHue, HO He pexe,
yem 1 pa3 B rog

Llenecoobpa3HocTb onpegeneHua B guHaMuke KoHueHTpauum AT-p/1T He goka3aHa. Tem He

MeHee 3TO uccrejoBaHne Lenecoobpas3Ho MpoBecTW nepej OTMEHON TUPEOCTOTVKOB, MOCKOMbKY
3HaUMTeNbHO MOBbIWEHHAA KOHUeHTpauus AT-pTIT cBuaeTensCcTBYeT O BbICOKOM pUCKe peuuivsa
TUPEOTOKCHKO3a,

IMocne noaTBEPXXAEHUS HANMUUA Y NaunmeHTa TUPEOTOKCMKO3a NPOBOAAT 3TUOIOMN-
YECKYI ANarHoCTUKY, HarnpasfieHHYI Ha BbisiB/IeHMWE KOHKPEeTHOro 3abosieBaHuA,
KoTopoe ero obycnosuno. Mpu B npn ¥Y3U npumepHo B 80% cny4vaeB 06Hapy>Xu-
BalT AndgdysHoe ysBennyeHue WK, YnbTpassykoBasa kapTuHa npu BIC He nmeet
cneumpunyecknx 0Cco6eHHOCTEN U XapakTepHa AnA 60/bLUMHCTBA ayTOMMMYHHbIX
3a6oneBaHunii LXK, Mo gaHHbIM cumHTUrpadgun npu BIK BbisBnseTcs angdysHoe
ycuUeHne 3axBaTa n3ortona >ese3on. Kak v npy gpyrnx ayTouMMyHHbIX 3a6oneBa-
Huax WK, npn BIC MoryTt onpefensaTsCa BbICOKME KOHLUEHTpauUy KiacCuyeckKmux
aHTUTUPEeOUgHbIX aHTuten — AT-TIO mn AT-TI (He meHee 70-80% cny4yaes).
Taknm o6pasomM, o6Hapy>XeHne KacCUYeCKUX aHTUTUPEOULHbIX aHTUTEN He Mo3-
BOMIAET OTNINUNTL Bl 0T XpOHMYECKoro ayToMMMyHHOro, nocaeponoBsoro n 6e36o-
neBoro («mosiyaLlero») TUpeongnTa, HO MOXKET, B CyMMe C APYrMMKU NpuU3HaKamu,
CYL,EeCTBEHHO MOMOYb B AndddepeHUnanibHON gnarHoctnke BIN u yHKUMOHaNbHOM
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aBToHOMUN (PA) WK, CnegyeT NOMHUTL 0 ToMm, 4YTo AT-TIMO n AT-TIT MOXXHO
00HapPY>XUTb Yy 3[40POBbIX /ofer 6e3 Kakmx-nnbo 3abonesaHuii LLLXK. Bonbluee
AnarHocTuyeckoe 3HayeHMe MMeET ornpefesieHNe KoHueHTpauuu AT-pTTI, KoOTO-
poe, yBbl, MOKa LUMPOKO He pacrnpocTpaHeHO M3-3a HeCcOBEepLUEHCTBA MMEKLNXCHA
TecT-cucteM. B Tab6n. 1,4 npefactaBneHa KpaTtkas xapakTepucTuka Apyrux 3abo-
neBaHW, NpoTeKawLWMX C TUPEOTOKCMKO30M, C KOTOPbIMU HEOOX0ANMO AnddepeHr-

unposatb BI".

Tabnuuya 1-4.

OndhdepeHumansHas gunarHoctuka 6onesHu lpeiieca

PyHKUMOHANbHasA
aBToOHOMMSA LU XK

MogocTpblil TMpeouanT

besbonesoii («monya-
WKit») TMpeougut

BepemeHHOCTb

Mocnepoposbili Tupe-
ongnt

[ecTpyKTUBHbIA (i0auH-

LyLV POBEH Hbli) Tupe-
ongut

JleyeHne

B nogaBnsawowem 601blINHCTBE CAyyYaeB peyb uaeT 0 MHOroy3/ioBOM
(y3noBomM) TokcMuyeckom 306e. BaxHO OTMEeTUTb, YTO camMo No cebe
obHOpyxXeHne y3nosoro o6pasosaHna B LXK y 601bHOr0O C TUPEOTOK-
CWKO30M OTHIOAb He ucknw4vaeT Bl B page cnyyaeB, Hao6opoi, umeet
MecTo gudpysHaa P A, npoTekawow,oa 6e3 obpaszosaHua y3nos. OCHOB-
Hoe 3HauyeHue B guddepeHLManbHON uarHocTuke MMeeT cuuHTUrpadvs,
npu KoTopoi B cnyyae ® A ob6HapyXuBalT «ropsume» y3abl n/unm
HepaBHOMepHOe ycuneHue 3axBaTa u3oTona. P A uvale BCTpeyaeTcs B
cTapleli Bo3pacTHONM rpynne, npu Hel otcytcTByeT TAO W, KOK npasu-
no, AT-pTTr

OcTpoe Hawasno, 60nn B 06nacTu lewn, oTAalLmne B 3aTblJIOK W ywu,
BblpaXxeHHasa 60ne3HeHHOCTb LXK, cybhebpunmTteT, noBbileHWe CKOpO-
CTW OcCefaHusi 3puTPOLUTOB, NMMAOLMTO3, CHIKEHME 3axBaTa M30TOMo
npu cumHTUrpacmm, GbICTPLIA adihekT OT Tepanuu FKKOKOpTUKOMAamMu
(Tect Kpoling)

KnuHnuyeckue nposAB/IEHNA TUPEOTOKCUKO3a BCTpeyarwTCA peako, HO npu
rOPMOHa/IbHOM uccnegoBaHn BbIABAAKTCA TUNMWYHbLIE CABWUTA, 4aCTO He
BbIXogdwmne 3a pamMku CyﬁKI’II/IHVILIeCKOFO TUPEOTOKCUKO3a. CHMxXeHne
HakonsieHna Mn30oTono no AaHHbIM CLWIHTVIFpa(*)VII/I

HopmanbHas 6epeMeHHOCTb COMPOBOXAAETCA CHUXEHUWEM KOHLeHTpa-
uum TTT B nepBoM u, yacto, (L TpumecTpe. KoHueHTpaumss cBo60AHOrO
T4 n cBobogHoro T3 B HOpMe, TOr40 Kak KOHUeHTpauusa ob6uwero T4
n T3 30KOHOMEPHO MnosbiweHbl. Mpu neveHun Bl nepepn HasHayeHuem
TUPEOCTOTUKOB MOJIOAbIM XEHLWUHAM He06X04MMO yA0CTOBEPUTLCA B
oTCyTCTBUU GepemMeHHOoCTU ()

BapuaHT 6e360/1€BOro TUpeouguTa, BO3HUKAOWMIA B nepsble 6 mec
nocne pogos. CredyeT NOMHUTb, YTO camasi 4oClS NpuUMHA Hapyle-
HUSA (oyHKUMM LK B nocnepofoBoM nepuofe — UMEHHO MOC/epo/oBblii
TMpeouguT

MoXeT BO3HMKOTb NpW nonagaHun B OpraHu3m cynpodmn3nonornyeckmnx
[03 iioga (KOHTPOCTHOe BelecTBO, aMMofapoH U Ap.). FopMoHanb-
HbIli CABUT MOXET OblTb 3HAYMTENbHbIM, a M3-3a AenoHUpoBaHUs loaa
B XWPOBOI Knetyatke — AAWUTESIbHbIM. K4y K NpaBUbHOMY AWarHo-
3y — OTCyTCTBME HakonneHus paguodapmnpenapaTta npu cuuHTUrpa-
un WK, aHamMHecTuyeckoe yka3oHWe Ha BBefeHue loAcofepxalynx
npenapaToB

Mpexxae BCero, NaHUpys feveHne, HY>KHO 0TYET/IMBO NOHUMaTh, 4To Npu BIN peub
naeT 06 ayTOMMMYHHOM 3abosieBaHMU, MNPUYMHOM KOTOPOro CAYXXUT BbipaboTka
aHTuTen K pTTI MMMYHHOWM cMcTeMO. Bonpekn 3TOMy O4YeHb 4acTo MPUXOAUTCSA
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CTa/IKMBaTbCA C NpeAcTaB/ieHMeM O TOM, YTO XMPYypruyeckoe yganeHuve dyactum LK
(cybToTanbHas pesekuus) camo no ce6e CNOCO6HO BbI3BaTb PEMMUCCUIO 3a60/1€BaHMA
(T.e., Mo cyTU, ayTOMMMYHHOIF0 npougecca). X0TSA KaK XMpypruyeckoe neveHuve BrI,
Tak 1 hapmakoTepanus pagmoakTUBHbIM M040OM NAE00TMYECKU A0/IXKHbBI BOCAPUHU-
MaTbCsl TN b KaK yaasleHNe N3 opraHmn3ma «opraHa-mMuLLIeH» ayTOMMMYHHO arpec-
cun, NUKBUAMPYHOLLLEe TUPEOTOKCUKO3. CylecTByeT 3 MeToAa sledeHunst BIL, Kaxxablii
M3 KOTOPbIX MMeeT CBOM MpenmMyLLecTBa 1 HefocTaTku (Tabn. 1,5).

Ta6bnuua 1,5.
MpevmMyLlecTBa U HefOCTaTKM OCHOBHbIX METOAOB fedveHus 6onesHn [peiisca

[==TupBpCTatuKL; I/

Sdeto-nBHOCTL B 20-30% B npa- 80-95% >95%

KayecTBe fleYeHUsa Mnep-  BUIbHO OTOGPaHHOIN

BOW NMHUN rpynne 60/bHbIX

[ocTmkeHne ayTupeo3a 2-4 Hep 4-8 Hepn Heobxoguma noArotoBka

f'mnotupeos

NMo6ouHble athpelTbl
OCNOXHEHUSA

Yy 6epeMeHHbIX

Mpu 6onbwom 306e

TAO

y peten

15% cnycta 15 net

5% — nerkue;
<1% — TAXenble

PeXxum TUTpOBaHMs
A03bl

BbICOKMI pUCK pewum-
auBa

He oka3sbiBaeTt

ahpekTe

JleyeHne nepsoro
BblGoOpa

KoHcepBaTMBHas Tepanus

fmnotupeos — uenb
NeyeHns, Cpokun
3aBUCAT OT [03bl

<1%

MpoTnBonokasaHo

Heobxonumo BBege-
Hve 6onblueli akTuB-
HOCTK

B0O3MOXHO yTaxe-
neHne, ocobeHHo y
KYPUNbLLNKOB

JleyeHune TpeTbero
BblGOpa

TnpeocTaTukamu

rmnotmpeos — uenb
neyenus, 3peKinBHOCTb
100% nocne Tupeoua-
3KTOMUK, 0Kono 80% —
nocne cy6ToTasibHOW
pesekunn npu 15—20%
BEPOATHOCTM peuunamea
TUPeoToKCcUKo3a

1-4%

MpakTnyeckn He npume-
HsieTCsl, HO BO3MOXHO BO
Il TpumecTpe

BbIcTpbIli adddhekT

He okasbiBaeT adhekta
HO TeyeHue U, BONPeKu
CNOXVBLUMMCSA npeacTas-
NEeHusM, HeT fgokasa-
TeNbLCTB TOrO, 4TO CMO-
co6CTBYyeT pemuccum

JleyeHne BTOpPOH BbIGO-
pa

HasHauaeTcsl ANnsl LOCTMIKEHMST 3yTMUPeOo3a Mepes ornepaTMBHbIM JIEUEHNEM, a TaKXKe
B OTAE/bHbIX Tpynnax nauMeHTOB B KayecTBe 6a30BOr0 A/IMTE/IbHOr0 Kypca seuve-
HUSA, KOTOPbI/i B HEKOTOPLIX C/lyvasx NPUBOAUT K CTOMKOM pemMuccnn. JAnTenbHYH
KOHCepBaTMBHYIO Tepanuio MMeeT CMbIC/T M1IaHUPOBATb Ja/1EKO He Y BCeX MaLlMeHTOoB.
B nepByto ouepeab peyb UAET 0 NaumeHTax ¢ yMepeHHbIM yBennyeHnem obbema LXK
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OHAOKPUHHAS XUpyprus

(8o 40 mn) 6e3 cepbe3HbIX TUPEOTOKCUYECKUX OCNOXXHEHUM, K BaXXHbIM YC/10BUAM
NJaHMPOBaHUA A/INTENbHOM TUpeocTaTU4veckol Tepanuu OTHOCUTCS TFOTOBHOCTb
naumeHTa cnefoBaTb PeKOMeHAAUMsM Bpada (KOMMNalkeHTHOCTb) M AOCTYMHOCTb
KBa/TM(OULIMPOBAHHOM 3HAOKPUHOMOrMYecKoi nomowm. KoHcepBaTUBHYH Tepanuio
HeLesiecoo6pasHoO MaaHMpoBaTh y MauueHToB C y3M10BbIMU 06pa3oBaHnsaMU B LUK
6onee 1-1,5 cm, a TakxKe NMpyU HANNYUN BbIPaXXEHHbIX 0C/I0XKHEHU TUPEOTOKCUKO3a
(hmbpunnaumna npeacepanii, TMPeoToKCUYecKass MUOKapPAMOANCTPO(US, BbIpa>keH-
Hasi HelOCTaTOYHOCTb KPOBOO6paLLeHns, ocTeonopos n ap.). NMpakTnyeckn 6eccmblic-
NeHHO 1, rNaBHoe, Hebe3onacHoO ANA NauueHTa Ha3HavyeHMe NOBTOPHbIX KYPCOB KOH-
CepBaTUBHOrO SIeYeHUA NpY pa3BuUTUKN peumamea TUPeoTOKCMKo3a cnycTs 12-24 mec
TupeocTaTuyeckoi Tepanuu.

B KauecTBe OCHOBHbIX TUPEOCTATUKOB Ha MPOTSXKEHUN MHOrMX AeCATUNETUA B
K/IMHNYECKOM NpaKTMKe BO BCEM MUpe UCMOMb3YKT npenapatbl U3 rpynnbl TUOH-
aMmmaoB: TMamasosni (MeTn3on®, TMPOo30/1*, MepKasonua*) n nponunTuoypauymn (npo-
nMuun*). KnwuyeBo MexaHW3M AeACTBUA TUOHAMWAOB 3aK/l4aeTcd B TOM, 4To,
nonagas B LU XK, oHW NogaBnsaoT fAeicTBMe TUPEOUHOM NepoKcnaasbl, UHIMOMPYIOT
oKucneHve nopaa, MogupoBaHue TUPeOornobynmHa M KOHAeHcauuo MoATUPO3NHOB.
B pesynbTarte npekpawiaeTca CUHTE3 TUPEOUAHbIX TOPMOHOB U KyMnupyeTca TUPeo-
TOKCMKO3. Hapagy ¢ aTUM BbIABUTraeTcs runotesa o ToM, 4To TUOHaMWUAbI (B NepByto
oyepenb Tmamasos) obnagalT apdekTamMu Ha MMMYHOIOTUYECKUE WN3MEHEHWUS,
passuBatoLwmecsa npun bBI. B yacTHocTu, npegnosiaraercs, YTo TUOHaAMUAbl BAUAIOT
Ha aKTMBHOCTb W KOJSINYECTBO HEKOTOPbIX Cybnonynsaunii AMMAoLnToB, CHMXKaKT
VMMYHOT€HHOCTb TUPEeOorsa06y/iMHa 3a CYeT YMEHbLUEHUSI ero MoAMpoBaHUS, CHU-
>KalT NpoayKuuio npoctarnaHanHa E2, nHtepneiikuHa (IL)-1, 1L-6 1 npoayKuuto
TUpounuTaMmun 6enKOB TensioBoro wWoka. VIMEeHHO 3TUM 06BbACHAT TOT (PakT, UTO B
npaBuabLHO 0TO6pPaHHO rpynne nayneHToB ¢ BIC Ha dhoHe nogaep>kaHmsa TMoHamMmuaa-
MW 3yTupeo3a B TeveHme 12-24 mec npumepHo B 20-30% criyyaeB MOXKHO 0XXUAaTb
pa3BuUTHE CTOMKOW peMuccum 3aboneBaHus.

Hawnb6onee NpnHATHI ABa peXumMa Ha3Ha4YeHUs TUPeoCcTaTUKOB: 3TO NMBO NOCTO-
AHHOe TUTpPOBaHWe [03bl Npenapara, Ha3Ha4YeHHOro B BUAe MOHOTepanum (cxema
«B6NOKNPY»), NGO ero HasHavyeHMe B OTHOCUTE/IbHO 60NbLUONM 4036 B KOMOUHAaLMKN
C TUPOKCUHOM AN MoAAep>XaHUA 3yTupeosa (cxema «b6MOoKUPYH U 3amellai»).
OTpaneHHble pe3ynibTaThl /iedeHUs 060MMKU MeTogaMu B M/slaHe BepOsTHOCTU pas-
BUTUSA CTOMKOMA peMuccnum OAMHAKOBbI, 0AHAKO B C/lydyae CxXeMbl «6AOKUPYR W
3amMellar» MakcMmMasibHast BEPOATHOCTb PEMUCCUN JOCTUraeTcsa nocse 6 Mec Kypca
Tepanuu, Torga Kak aHasiormyHble rnokasartesiv 419 MOHOTepanun B pexxmme TUT-
poBaHWMA [03bl AOCTUraTCA TO/IbKO cnycTa 18-24 mec fieyeHus, B Havyane Kypca
KOHCEpBaTUBHOW Tepanuu, B TOM 4uCAe N NpW NOAFOTOBKE 60/1bHOM0 K onepayum,
TUOHaMMAbl Ha3Ha4alT B OTHOCUTEIbHO 601bKX go3ax: 30-40 mr Tmamasona (Ha
2 npuema) nnv nponnntuoypaunn — no 300-400 mr (Ha 3-4 npuema). Ha coHe
TaKoro sieyeHns cnycta 4-6 Heg y 90% nayMeHTOB ¢ TUPEOTOKCUKO30M cpegHeri
TSXKeCTN yfAaeTcs A0CTUYb 3YTUPEOULHOro COCTOAHUA, MepBbiM NMPU3HAKOM KOTO-
poro CTaHOBUTCA HOpMasin3aumsa KOHUeHTpauuwm csobogHoro T4. KoHueHTpaums
TTI MOXET eLle A0/Ir0 0CTaBaTbCA CHUXKEHHOM, YTO He JO/KHO CY>XXUTb KpUTEpu-
€M OTCYTCTBUS MOJSTHOM KOMMEeHcaLUM TUPEeoTOKCMKO3a Y 60/MbHbIX, FOTOBSALLMXCSA
K onepaTtuBHOMY JleyeHM0. Ha nepmog Ao OOCTUXKEHUA 3yTupeo3a, a 3ayacTylo u
Ha 6onee ANuUTeNbHbIN CPOK, 6OMBLLUMHCTBY NauMeHTOB LenecoobpasHo HasHavyeHue
p-afpeHo06/10KaTopoB.
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Posgen 1, 3060/1€BOHUS LWMTOBUAHONW Xenesbl

Mpn npoBefeHUM KOHCEPBATUBHOW Tepanuu rocse Hopmasin3aumm KOHLEeHTpa-
umn ceBobogHOro T4 nauuvieHTY CHWXKaKT [03y TupeocTatuka W, NMPUMEPHO yepes
2-3 Hel, nNepeBOAAT €ro Ha npuvem nogaep>kusatowiein fosbl (10-15 Mr B feHb).
MapannencHo, HaUMHaA 0T MOMeHTa HopManm3aunum KoHueHTpauuu ceobogHoro T4,
nauveHTy Ha3Ha4valoT 1IEBOTUPOKCUH HaTpuA B fo3e 50-150 MKr B eHb. Takas cxema
nonyyunna HasBaHue «O6/I0KMPYI U 3amellai», TUpeocTaTUK MOMHOCTbIO 6/10KMpyeT
pa6oTy LXK, NeBOTUPOKCUH 3amelliaeT opmupylwmiica aepuunt TUPeonaHbIX
ropMoHOB (KOMMNEHCUPOBAHHbIA MeAMKaMeHTO3HbIA FrMnoTupeos). Cxema «6/10KUPYIA
1 3amellali» npocTta B MCMO/Ib30BAHUM, MOCKObKY MO3BOJISAET MOSTHOCTLIO 3a6/10KU-
poBaTb NPOAYKLMIO TUPEOUAHBLIX TOPMOHOB, YTO UCK/IH0YAET BO3MOXXHOCTb peunanBea
TNpeoToKcukosa. Kputepnem afekBaTHOCTU NleHeHUS CAYXXUT CTOVMKOe COXpaHeHwue
HOPMaJIbHOM KOHUEHTpauun csobogHoro T4 n TTI (nocnegHUin MOXXET NPUXOANTL B
HOPMY Ha MPOTAXKEHUU HECKO/IbKMX MeCcALEeB 0T Hayana siedeHus). Bonpekun 6bITy-
OWUM NpeacTaB/ieHUs M TUPeoCcTaTuKKM caMu No cebe He 06M1afaldT «3000reHHbIM»
ahdekTOoM. YBenmueHme obbema LLL XK Ha hoHe X Npuema 3aKOHOMEPHO pa3BmBaeTcA
NNLWb NpY pasBUTUN MEAVUKAMEHTO3HOI0 rMnNoTMpeosa — BbICOKAA KOHLUEHTpauusd
TTI B AaHHOM cuTyaumu CTUMYIMPYET UCKIIYUTENBHO runepnaacTnyeckne npo-
ueccbl B LXK, MeguMKamMeHTO3HbIV TMMOTMPEO3 MOXHO JIerKO KOMMEHCUpPOoBaTh,
Ha3Ha4MB IEBOTUPOKCUH HATPUSA B paMKax CXeMbl «6/IOKUPYI 1 3amMeLLaii».

Mopaep>kmnBawowast Tepanus «6/0KMpyM 1 3amewaii» — 10-15 Mr Trnamasona
n 50-150 MKr /1eBOTUPOKCUHA — Mpojos/nkaeTcsa He 6onee 24 mec. [anbHenwlee
yBesinyeHne obbema LXK Ha coHe nNpoBOAMMONM KOHCEpPBATUBHOW Tepanuu paxke
npuv yc10BUM CTOMKOIO NoAAep>KaHns 3yTMpeos3a CYLLeCTBEHHO CHMMKAET LUaHChl Ha
ycnex nedeHus. Nocne oKOHYaHUS Kypca siedeHnsa npenapartbl 0TMeEHAOT. Hanbonee
4acTo peunanB pasBUBaETCA B TeYeHMe NepBoro roga nocse npekpaweHns nevyeHus.
B uenom, TupeocTatuyeckas Tepanusa [octaToyHo 6e3ornacHa. He3HauuTesibHble
noboyHblie ABNEHUA, Takue, Kak 3yf[, KpanueHuua, apTpanrus, cybdebpunuTer,
noAtawlHMuBaHme, Nerkne HapyweHusa BKyca U 060HAHUA, 00bIYHO TPAH3UTOPHbI U
BbIPa>XeHbl BeCbMa YMEPEHHO; NPy NX 3HAUYUTENbHOM BbIpaXKeHHOCTU MOXXHO Mnepe-
BECTW NauueHTa Ha npuem Apyroro npenaparta. Ha npoTta>keHUW Bcero nevyeHus y
nauveHTa ¢ MHTepPBasIoM He MeHee YeM 1 pa3 B MecsL, Heo6X04MMOo NPOBOAUTL onpe-
[JeneHne KOHLeHTpauum NeMkounuToB 1 TpoM6oLmMToB KpoBU. Peakum (0,06%), Ho
rPO3HLIM OCNIOXXHEHMEM MpuemMa TMoOHaMMUAOB (KakK Tuamasona, Tak, ¢ NpakKTU4ecku
0AMHAKOBOW 4acToTolM, MponuUATMOypaLuaa) cTaHOBUTCA arpaHynoumTos, Kasyuc-
TUYECKN pefKo — M30/MpoBaHHaa TpomboumuToneHus. K gpyrum KpaHe peakum
TSOKENbIM N060YHbLIM 3)heKTamM OTHOCUTCS OCTPbI HEKPO3 nevyeHW (NponmMATMO-
ypauun), xonectaTmyeckuini renatut (kapbumaszon™d, ayTOMMMYHHbIA UHCYTMHOBbI
CUHAPOM C TUMOrIMKEMNYECKUMU COCTOSAHUAMMW, BOSTHAHOYHO-MOAO06HbINM CMHAPOM
N BaCKy/uT, KOTOpPble MOTYT 6biTb acCOLUMPOBaHbI C @aHTUHENTPOU/IbHBIMU LLUTO-
naasmaTn4yeckuMu aHTUTeNnamu.

NleyeHne pagnoakTUBHbLIM HO40M

Mo>XHO 6e3 npeyBeIMHeHUA cKasaTb, YUTO BO BCEM Mupe 60/bluas vYacTb NaymMeHToB
c BI, paBHO KakK 1 ¢ gpyrumu copmamm TOKCUYECKOro 306a, nosiyvatoT siedeHue
pagnoaKTUBHbBLIM MOAO0M. 3TO CBA3AHO C TEM, UYTO MeTo4 3pheKTUBEH, HEMHBA3MBEH,
OTHOCUTE/IbHO AELLEB, SINLIEH TEX 0CNIOXKHEHU, KOTOPble MOTYT pa3BUTbLCA BO BPEMS
onepauyumn Ha LL>K. Bblno goka3aHo, YTO He3aBMCMMO OT BO3pacTa PUCK Sle4eHUd
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DHAOKPUHHAA XUPYPrus

CYLLLeCTBEHHO HU>Ke TaKOBOI0 Mpuv XMPYprnyeckomMm BMmeLlatesnibcTee. EAVHCTBEHHbIMU
NPOTUBOMNOKAa3aHUAMU K NTIEYEHUNI0 PaAN0aKTUBHbBIM M040M CUMTAOT 6epeMeHHOCTb U
rpyfHOe BCKapm/iMBaHUe.

B 3HauyuMbIX KonnyecTBax Hakansineaetca Tonbko B LW XK. lNMocne nona-
JaHNA B >Kesiedy OH HauyMHaeT pacnajaTtbCA C BblAesleHMeM p-4yacTuy, KoTopble
MMeKT AINHY npobera okono 1-1,5 mMm, 4To obecneymBaeT /I0KaIbHYIO /Ty4YEBYHO
JecTpyKumnio TupeoymntoB. be3onacHOCTb 3TOro MeTofa fie4eHUsa LeMOHCTpPUpPYeT
TOT haKT, 4To B psAje cTpaH, Hanpumep B CLUA, Tepanns paguoakTUBHbIM H0A0M
npun BI' ocywecTenseTca B ambynatopHom nopsigke. CyliecTBEHHOE MpenmyLecT-
BO 3aK/1l04aeTCA B TOM, YTO SleHeHne MO>XHO NPOBOAUTL 6e3 npeaBapuTenbHOM
NoAroTOBKN TUOHamMmpamu. BunoTtupeos 06bIYHO pa3BMBaeTCA B TeyeHMe 6 Mec
nocsie BBeAeHUS pagMoaKTUBHOIO oja.

Cepbe3Hoil Npo6a1eMoii 0Te4YeCcTBEHHOIO 3paBooXpaHeHUNsa ABNseTca daKTunyec-
KOoe 0TCYTCTBUE peasibHOM BO3MOXHOCTW JfledeHUs nauneHToB ¢ BIM pagnoakTuBHbIM
rogom.

OnepaTtuBHOE NneyeHue

Mo coBpeMeHHbIM MpeacTaB/IeHUAM, Lefiblo 0NepaTUBHOIO JIeYeHUSA, paBHO Kak U
06Ccy>KAaemMoit Bblille Tepanum pagnoakTUBHbIM MOLOM, cnefyeT cunTaTb yaaneHue
LL XK, c ogHoli cTOpoHbI, obecneymnBalroLlee pa3BuTve nocaeonepayMoHHOro rmno-
TNUpeo3a, a ¢ APYroi, 4To Hambonee NPUHLMNMANLHO, — UCKOYalLee M06yto
BO3MOXXHOCTb peuuamBa TUPeoTOKcMKo3a. C 3TOol Lenbio criegyeT BbINONHATb
TUPEONAIKTOMUIO C 06A3aTesIbHbIM BblAeNIEHVEM BO3BPAaTHbLIX FOpTaHHbIX HepBOB
M OKOJIOWMTOBUAHBIX >Xese3 Win npefenbHo-cybToTanbHy pedekuunio WK ¢
ocTaBNEHMEM MpeTpaxeasibHbIX JIMCTKOB Kancysbl WK ¢ MUHUManbHbIM KONN-
YeCTBOM TUPEOUAHOM TKaHn (CyMMapHo He 6onee 1-2 mn). MNMpoBegeHme cybToTa b-
HbIX pe3ekuui LXK, ¢ 04HOM CTOPOHbLI, HECET BbICOKUI PUCK COXPaHEHUS Wn
OTAANIEHHOr0 peuuanBa TUPEOTOKCUMKO3a, a C APYroii — OTHKAb He WUCK/4YaeT
pasBuTUsA rmnotrupeosa. MNpu BbIMOHEHUN Cy6TOTanbHOM pesekuun LXK cneayet
NOHWUMAaTb, YTO OCTaBNASA BO BPEMSA onepaunm AOCTATOYHYI ANA NPOAYKLUK Tupe-
OMAHbIX TOPMOHOB YacTb LXK, B opraHnsme octaeTcs «MULLEHb» A1 ayTOUMMYH-
HOW arpeccuu.

Takum 06pa3oM, B HacToslLLLee Bpemsi MOC/e0nepaLlVioHHbIA TMMNoTUpPeos3 nepe-
CTas1 paccMaTpuBaTbCA KaK OC/I0XKHEeHMe onepaTnuBHOro nevyeHnsa bBIC— oH cTtan ero
uenbto. MpeanocbiNKoi ANs 3TOro CTasio BHeApPeHWe B LUMPOKYI KAWHUYECKYIo
NPaKTUKY COBPEMEHHbIX CUHTETUYECKMX MNpenapatoB JIEBOTUPOKCUHA, 6narogaps
KOTOPbIM MOCNe0NepPaLMoHHbIA FMNOTUPEO3 A0CTATOYHO J/IErKO KOMMEHCUpyeTca n
He NPUBOAMUT K CHVDKEHMIO KavecTBa XXU3HU nauneHToB. CnedyeT 0OTMETUTb, YTO caM
no ce6e nocneonepayyoHHbI/ TMAOTUPEO3 (PAKTUUECKU He pa3BMBAETCH, MOCKOIbKY
nauneHT cpa3y nocse onepauun (Ha 1cyT) HauyMHaeT MosiyyaTb 3aMeCcTUTESbHYIO
Tepanuio npenaparamMmu f1eBOTUPOKCMHA. MOXKHO 6e3 npeysenuyeHnsA ckasatb, 4YTO
Ha CEerofHSAWHNIA OeHb He CyllecTByeT rMNoTMpeon3a, KOMMNeHcaumss KOToporo, npu
rpamMoTHOM MCMOMIb30BaHUM COBPEMEHHbIX MpenapaToB NEBOTUPOKCUHA, Oblia Obl
HeBO3MOXHa. Heyzgauu B KoMreHcaumu rocsieornepawmoHHOro runoTmpeosa cregyer
1cKaTb N1Mb0 B HEJOCTATOYHOM KBanugukaumu Bpaya, NpoBOASALLETO 3aMeCTUTENb-
HYI0 Tepanuio, 1160 B HECO6NIOAEHMN MaLVEHTOM A0CTAaTOYHO NMPOCThbIX peKoMeHaa-
Lunii no npnemy npenapata.
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Pasgen 1 3a6oneBaHWH LWWTOBUAHON Xenesbl

AGCONOTHbIE MOKa3aHMs K Xmpyprmn4yeckomy sied4eHutro

a MaymeHTbl ¢ BI' 1 ¢ NOAO3PUTENBHBLIMU NN 3/I0KAYECTBEHHbLIMU y3namu LK,
o6Hapy>XeHHbIMU Npu TAB. Mo HekoTopbIM AaHHbIM, 10-20% y3noB LXK y
naywneHToB ¢ Bl okasbiBaloTCA pakom LLL K.

B8 BepemeHHble, N10X0 NogfalLLMec TUPEOCTaTUYECKON Tepanm NNy KOTOPbIX
pasBMBalOTCA CEPbE3Hble asliepruyeckme peakumm Ha MenKamMmeHTO3HOe Jieye-
Hue. Onepaumio 06bIYHO BbINOMHAIOT B TeveHMe |l TpumecTpa 6epeMeHHOCTU.

m [MayneHTKU, nnaHupylowme 6epeMeHHOCTb BCKOpPe Moc/ie JsleYeHUs, Tak Kak
60/1bLLUNHCTBO Bpayer He peKOMeHAYIOT 6epeMeHeTb NO KpaHel Mepe B TeUeHne
1 roga nocne paguonogTepanuu.

8 BoNbHbIe C KOMMPECCUOHHBLIMU CMMATOMaMU. YKa3aHHble CUMMTOMbl 06bIYHO
He NPOXoAAT Moc/ie fieHeHNA pagnoakKTUBHBLIM MOA0M.

m BonbHbIe ¢ «pagmogobureii».

OTHOCUTENIbHbIE MOKa3aHusa K onepatuBHOMY 1e4eHur

g HeobxoanmocTb 6bICTPO NUKBUAALMN TUPEOTOKCMKO3a. locne npoBefeHUs
pagviooaTepannu oTMeYaeTcs NaTeHTHbIN nepuog oT 6 Head 4o 6 Mec, B TeueHue
KOTOPOro 60/bHble MOAyYaloT MegMKaMeHTO3HY0 TUPeoCcTaTUYecKyo Tepanuio,
Torfa Kak oriepatmBHOE sleHeHNe NPUBOAUT K BbICTPOMY BbI340POB/IEHMIO.

B Tshkenoe TeyeHue oTanbMonaTvn. TUPEOUAIKTOMUA CTabUnmMsnpyeT uUnn
yMeHbLUaeT MNposiB/eHMs odTasibMonaTum, Tora Kak pajnoakKTUBHbLIA oA
UMeeT TeHAEHLMIO Yeyry6iaTb ee TeueHUe (ec/i MPOBOAUMOE NIeUEHNE He coYe-
TaeTcs ¢ Ha3Ha4YeHNeM KOPTUKOCTEPOUAOB).

B 3HauuTenbHoe yBenun4veHme LXK (6onee 100 mMa) ¢ OTHOCUTENIBHO HU3KUM
MOrnoweHneM pagnoakTUBHOrO ioga.

leyeHne 6ones3Hun lpeliBca BO BpemMsi 6epeMeHHOCTM, HeoHaTa/ibHas
6one3Hb [peliBca M rpygHoe BCKapM/uBaHue

MpuHMMasa BO BHMMaHWe Te C/0XHOCTWU, KOTOpPble BO3HUKAKT npwu fiedeHun Bl Bo
BpemMsi 6epeMEHHOCTU, (haKT ee MAaHUPOBAHMSA YKEHLIMHOM ¢ 3TUM 3abosieBaHMEM B
CYLLeCTBEHHOM Mepe MOXKeT onpeaesinTb BbIOOP NEPBMYUYHOrO slevHeHns. PagukanbHoe
n3sieyeHne UM, Kak MUHUMYM, 60siee MW MeHee O/INTeNbHas pemuccust nocne
TUpocTaTuyecKkoi Tepanumn, Ao/HKHa 6bITb 4OCTUTHYTA A0 HACTYN/IeHUs 6epeMeHHOoC-
TN, a3yTUPEOUSHOE COCTOSAHME A0/IXKHO NoAAep>KMUBATLCA BMNJ/I0Th 40 pogos. pyrnmMum
npo6siemaMmy MOryT cTaTb CO6CTBEHHO fedeHne BIM BO BpemMa 6epeMeHHOCTM, HeoHa-
TansHaa bIC n rpyaHoe BCKapM/inBaHue.

Ecnn BI' pa3BnBaeTca BO BpemMsi 6epeMeHHOCTU WU eciv pedb 0 pa3BuTuu bepe-
MeHHOCTW Ha ¢hoHe BI, TupocTaTuyeckue npenapatbl criegyeT HadHayaTb B MUHU-
MasibHOM f03e, Heob6XoAUMOW ANA Noadep>XXaHUsa KOHUeHTpauuu csobogHoro T4 Ha
BEPXHEN rpaHuLEe HOPMbl MM HECKO/IbKO Bbille HOpMbl. Vicnonb3oBaHMe cXembl
«6NOKUpPYW 1 3amMeLali» Npyu 6epeMeHHOCTM He NoKasaHo, MOCKO/IbKY TUPeocTaTuKun
npyv 3TOM HEO6X0AMMO Ha3Ha4vaTb B H60/bLUEN [03e, YTO HeceT PUCK hopMMpoBaHUS
306a 1 runoTmpeosa y naoga. NponunTtuoypauna — npenapaT nNepsoro Bbibopa Ans
NeyeHNs TUPEOTOKCMKO3a BO BpemMs G6epeMeHHOCTU, MOCKO/IbKY HET HUKaKWMX faH-
HbIX 0 TOM, YTO ero npuem coyeTaeTcs ¢ ambpuonaTmein. Ecnn y >XeHWwnHbl pa3BmBa-
eTCs HeNepeHoCUMOoCTb NPONUATUOYpaLMa, el NoKasaHo Ha3HaveHe Kapbrumasona
nnm Tmamasona. Npu HeBO3MOXXHOCTU KOHTPOJIA TUPEOTOKCUKO3a BO Il TpumecTpe
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OHAOKPVHHASA XUpYprus

6epeMeHHOCTM MOXKeT 6bIiTb NPEeANPUHATO ONepaTuBHOE sledeHue. PeanbHasd Heo6-
XOAMMOCTb B 3TOM MOXET BO3HMKaTb KpaliHe peAKko, TeM 6ofiee 4UTo K cepeguviHe
6epeMeHHOCTU 1 fasiee Ha ee NPOTAXEHUN BbIPaXKeHHOCTbL TUPEOTOKCMKOo3a npu bIr
Cyn],eCTBEHHO U NMPOrPecCMBHO YMEHbLUAETCA.

HeoHaTanbHaa bBIr passuBaetcsa y 0,1-0,2% pfeTei, pOXKAEHHbIX >XEHL,MHaMU C
3aTUM 3aboneBaHneM. Cneynduyeckne CMMNTOMbI Y HOBOPOXKAEHHOI0, Kak nNpasuniio,
OTCYTCTBYIOT, U UX MOSIBNEHUE MOXET ObITb OTCPOYEHO. BHYTpUYTpPo6HO Tupeo-
TOKCMKO3 noja MoXeT 6bITb 3anofo3peH Ha OCHOBaAHMW OTCTaBaHWA B pasBUTUN,
Taxmkapaun. bonbLoe NPorHoCTUYECKOe 3HaYeHMe NMeeT 06Hapy>XeHUe Yy >XXeHLn-
Hbl BbICOKOW KOHUgHTpauun AT-pTTI. OnpepeneHve KoHueHTpauun AT-pTTI B
111 TpmecTpe 6epeMeHHOCTM NOKa3aHOo XXeHLLMHAaM, KOTOpbIE C LeNbio Nogaep xXaHuns
ayTmpeo3a nosyyvyasn Ha MpoTsXKeHUn 6epemMeHHOCTU TUPOCTaTUYECKYHD Tepanuio,
a TakKXe TeM >XeHLMHam, KOTopble B MPOLUSIOM onepuposaHbl no nosogy BIT nan
NoNy4Ynnn nedyeHne pagnmoakTUBHbLIM ogom. B nocnegHmMX ABYX criydasax Npoayk-
uma AT-pTTI MOXeT NpoaonKaTbCa elle A0CTaTouyHOo A01ro. JIMKBmgaunsa Tupeo-
TOKCUKO3a Mocrie abnatnmBHoOM Tepanuu eLle He nogpasymMmeBaeT MMMYHOTOTMYECKYHO
pemuccuto BI™ 1 BbipabaTbiBalOLWMecs aHTUTela MOryT NPOHUKAaTb Yepes MNiaueHTy n
ctumynuposats LW XK nnoga.

KopmneHve rpyabio BO BpeMs rfnpuemMa TUPEeoCTaTUKOB [0CTaTOYHO 6e30MacHo.
MponnnTtmnoypaunn, TeOPeTUYECKN, NMEET NpPenMyLLecTBa nepes Tmamasosiom, noc-
KO/IbKY B MEHbLLUE CTEMeHW MPOHUKAET B MOJIOKO. TeM He MeHee pPUCK pas3BUTUS
rmnoTupeosa y pebeHKa MoSIHOCTbI UCK/IUYUTL HeNb3s. B aTol cuTyauum Heobxo-
AMMO Ha3HayeHVe TUPeoCTaTUKOB B MUHUMa/IbHOM [03€e U Mepuogmyeckoe (Kaxkible
2-4 Hep) nccneposaHne pyHKUMN LXK y pebeHka. C npakTUYecKon TOUKMK 3peHus,
BpeMeHHas pemuccus BIN, KoTopas, Kak rnpasuso, pasBnBaeTcs BO BTOPOW MOMOBUHE
6epemMeHHOCTM UK, MO KpalHen Mepe, B ee KOHLLe, 006bIYHO 3axBaTbiBaeT A0 3-6 mec
NnocnepofoBOro rnepmoga, Ha MPOTSXKEHUU KOTOPbIX BCKapm/nBaHue abco/ioTHO
6e3onacHo. Mo npowecTBUM Xe 6 Mec, B COBPeMeHHbIX YC/I0BUAX, /IULLb Y HEBO/bLLIO-
ro uMcna rpyaHbIX feTeil MaTepMHCKOe MOIOKO COCTaBNSET OCHOBY NUTaHUs. B cBA3n
c 3TUM 6onee paumoHasnbHbIM (MO0 CPABHEHMIO C YaCTbIM KOHTpoAeM yHKLUnK LK
y pebeHKa) oKa3blBaeTCs MpekpalleHue nakraumm nnm 6e360s3HeHHOe HasHaueHve
>KEHLLMHE afeKBaTHOM [103bl TUpeocTaTMKa, 0f4HaKO0 pelleHMe 06 3TOM HeobXxoAnMO
NPUHUMaTb UHANBUAYa1LHO.

NeueHne 6one3nun lpeiriBca y geTteii

Bonpoc 06 onTumasibHOM MeTofe fiedeHns BIC y aeTell Tak)Xe 0CTaeTCs OTKPbITbIM B
CBA3WN CO C/IOXKHOCTAMM opraHm3aumun 6osiee MM MeHee KPYMHbIX KOHTPONIMPYEMBbIX
nccneaoBaHuUii, KOTopble CBA3aHbl, BO-MEPBbIX, C PeAKOCTbI0 pa3BuTUSA 3abosieBaHnS y
[eTel, aBO-BTOPbIX, C TEM, UTO CYLLECTBEHHOE B/INSIHME Ha BbIGOP METOAA NleHeHUs OKa-
3bIBaKOT coLMasibHble DakTopbl (CeMbs, cncTtema obpasosaHma n ap.). B CLUA HegasHO
ony6sMKoBaH 0630p, KOTOPbIA CYMMUPYET MOCbl U MUHYCbl PasfINyHbIX MeTO40B
neyeHns BI''y getei, 1N X0Ts1 MHOIMe 3HAOKPUHOIOT NMOKa He 0THOCAT K TaKoBbiM MY
3TO0 NleyeHue yrke 6bI/10 YCNEeLLIHO NPOBEAEHO Y HECKOMbKUX ThiCAY AeTei. Takum obpa-
30M, Kak 1 MHOF0e B 3HAOKPUHONOrMn, neveHve BI'y geTeli noka oTHOCUTCA cKopee K
cdepe NUCKYCCTBA, YeM K HayKe C MPUCYLLEN el CUCTeMOW AoKa3aTeslbCTB.
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Pasgen 1. 3a6oneBaHuns LWWTOBUAHON Xenesbl

MporHos

Bl — 0AHO M3 caMbIX 4YacTblX ayTOMMMYHHbIX 3a6osieBaHUii Yenoseka. Ero knu-
HMYecKas KapTuHa M MPOrHo3, B 60/bLUMHCTBE C/lyyaeB, ONpPeaesisitoTCA CTOMKUM
TUPEOTOKCUKO30M, KOTOPbI NPU OTCYTCTBUM afieKBATHOMO flieYeHUss MOXKET MpuBec-
TN K TSXKEN0W MHBanuamusauum nauueHTa. CyLlecTBYHOLLME HA CErofHSALHNIA [eHb
NPUHUMNbI nedeHnss BIN, X0TS U He NULIEHbl HeA0CTaTKOB, HO MO3BOMSAOT MOJIHO-
CTbi0 M36aBMTb NaLMeHTa 0T TUPEOTOKCMKO3a U 06ecneymTb NpremMsieMoe KauecTBo
YKU3HMN.
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Paznen 2. 3abosieBaHUsl OKOJOWMTOBUAHBIX
xenes

Il Cmopuwok B.H., benbuesny A.I.

Il Tmnonapatnpeos

VE MnonapaTypeos — 3T0 COCTOSIHME, MPU KOTOPOM CHUXXEeHa WAM oTCyTCTBYyeT
ceKpeuus napaTMpeougHoOro ropmMoHa, perynupyrnwero ¢ocopHo-KanbLMeBbIii
0O6MEH.

duN3noNorvs KasbLmMeBoro obmeHa

Kanbuwnii Heobxoaum [N COKpal,eHUA CKefeTHbIX U CepAeyHoi MblLL,
nepefaym HEPBHOIO BO36Y)XAEHUS, PErynaymMmM TpaHcnopTa pas/IMyYHbIX MOHOB
yepes MemMbpaHy KfeTku. Kanbunini yyactByeT B perynsaumnm riamkKoreHonmsa um
rNIOKOHeoreHesa, B nogepXaHun cTabnNbHOCTU KNETOUYHbIX MeMbpaH, aKTu-
BMpyeT 7, 9, 10 dhaKTOpbl CBEPTbIBAHUSA KPOBU, B KOCTHOW TKaHM obecnevymBa-
eT npoueccbl MUHeEpanmnsaLmnm.

MapaTtunpeongHbIi ropMoH (MTIN) — o4MH 13 rNaBHbIX PEryNsSTOPoB 06MeHa Kaslb-
ums n coccopa. 3To NONMNENTUL, COCTOALWMNNA N3 84 aMUHOKUCNIOTHBLIX OCTAaTKOB C
MoieKynspHoli maccoii 9500 A, Mepuog nonypacnaga MNTI cocTaBnseT 0KOM0 2 MUH.
B HOpMe CyLLLeCTBYIOT ABa YPOBHSA pPerynsaunm cnHtesa n cekpeynm MTI — 6bICTPLINA,
B 3aBMCUMOCTWN OT KOHLIEHTpaUun KanbLus B KPOBU, U MeANEHHbIi — OT KOHUEHT-
pauum Kak Kanbuus, Tak u Kanbuutpuona. MNTI MeTabonnsnpyetcss B OCHOBHOM B
MeyYeHW U B MeHbLLIEW CTENeHU B MOYKax.

MTI ocHOBHOE BAMSIHME OKa3bIBAET HA KOCTU M MOYKN — CTUMYJ/IMPYET 0CBOBOXK-
JeHve Kanbumsa u doccopa M3 KocTel, B NoYKax cTUMynumpyeT peabcopbumio Kanb-
uma 1 nogaenseT peabcopbumio ochaToB, a TakXkKe akKTUBUPYeT 1-rugpokcmnasy,
KOTOopas B CBOK o4epeab CTUMYNNPYET CUHTE3 KabLUUTpmuona.

BTopbiM Ba)KHEMLWMM PperyasTopom obmeHa Kanbums u docdopa CAayXuT
BUTaMuH D. TMog 3TMM Ha3BaHUEM 00beAVHAIT HECKOSIbKO >XUPOopacTBOPUMbIX
BeLecTB — ero MetabonMToB:

m XO/eKasbLmpepos — CUHTE3NPYETCA B KOXKe, Noj AelcTBMEM ynbTpadnoneTo-

BOr0 06/1y4eHus;

B 3prokKasibumgepon — noctynaeT B OpraHn3M TO/IbKO € NuLLer (3Tu aBe hopmbl
rOpMOHas/IbHO-HEaKTUBHBbI);

B rMApOKCMXoNeKasbLmdepos — obpasyeTcs B NeYeHU N3 xonekasbumdepona n
aprokanbumndepona nytTem 25-rugpoKcMaMpoBaHns, Mo KOHLUEHTpaLmMm 3aToro
BELLEeCTBA MOXXHO CYyAUTb 0 COAEPXXaHUW B opraHu3me Bcex hopm ButamuHa D.

B pasnibHeiwem ¢ noMowbio BUTaMuH D-cBsisbiBatowero 6enka, 25-OH-xonekansum-
thepon nocTynaeT B KMIETKU MPOKCUMAasIbHbIX N3BUTbLIX KaHa/bLEB, rAae NofsepraeTcs
1- nnun 24-rugpokcmnnpoBaHuto. B pesynbTate 06pas3yoTcs ropMoHasIbHO-aKTUBHbIE



Pasgen 2. 3a6oneBaHns OKONMOWMTOBUAHBIX Xenes

hopmbl BuTamnHa D — 1,24,25-OH-xonekansundepon (Kanbuutpuon) wn 24,25-
rHApoKcuxonekansumnpepon. Kanbumtpuon obnagaeT ropasgo 6osblueii ropmo-
Ha/TbHOM aKTUBHOCTbLIO, YeM 24,25-anrngpokcunxonekansumdepon.

KanbunTpron — 0CHOBHOW CTUMY/IATOP BCACbIBAHUA Kas/lbLiUA B KULLIEYHUKE, OH
perynupyeT NepecTporiKy KOCTHOM TKaHW NyTemM CTUMYAUUK pe3opbumn, B NoyKax
ycmnmeaeT peabcopbumio KanbLUA, a TakKe nogasnsiet cekpeuyuto MTT.

K Ba>KHelLWnM ropMoHaMm, perynvpyowmm obMeH KanbLms, 0THOCUTCA Kanbum-
TOHWH. 3TO NOAUNENTUA, COCTOALWNNA N3 32 aMUHOKNCIOT. CUHTE3NPYETCS OH Napa-
thonNMKynapHbIMU C-KneTKamu WNUTOBUAHOM XKenesbl, 1 No CBoel PyHKUMN urpaet
ponb aHTaroHucta MTT,

3Tnonorva 1 natoreHes runonaparnpeonsa

NMPUYUHLI ryrnonapaTmnpeosa:

E rocsieonepaloHHbIE OCNTOXKHEHUSA;

B pas/iM4yHble 3a60/1€eBAHUA OKOTOWLUTOBUAHbLIX Xene3 (OLLK);

B rogaBfieHne cnHTe3a unun cekpeynm MTI (B TOM Yunce IeKapCTBEHHbLIMMW cpefc-

TBaAMWU);

® 1ed)MUUT YPOBHA MarHMs B CbIBOPOTKE KPOBMU;

B MacCMBHOe MepenMBaHue LUTPATHOM KPOBWU UM Maa3Mbl, naasMogepes.
OCHOBHOE MEeCTO B CNEKTPe NPUYUH runonapatupeosa (4o 95%) saHUMaeT nocseorie-
PauUVOHHbIV rnonapaTMpeos, 06ycnoBeHHbIV MNOBPEXAEHNEM, HapyLleHeM Kpo-
BoCHabXeHUA nnn yganeHnem OLLUXK npu XMpypruyeckom BmeLlaTe 1bCTBe.

Lpyrve npnynHbl runonapaTmpeosa BCTPeYalTCa CyLLecTBEHHO pexe.

® lanonaTtuyeckmii rmnonapatnpeos. 301MpoBaHHbIN UanonaTuyeckKunii

runonapaTtvupeos 06bIYHO 6biBAaeT CNOpajuMyecKuM, pexe cemMeliHbIM 3ab6o-

nesaHveMm. BonesHb MOXXeT HauyaTbCA B N060M BOo3pacTe M obycsoBneHa
jedektaMmun cuHTe3a unm cekpeunn MNTI. K gnarHOCTUYECKUM KPUTEpUAM

MononaTMyecKoro runonaparmpeos3a OTHOCATCA: OTCYTCTBUE WM HU3KasA

KOHUeHTpauusa MTE B CbIBOPOTKe, rMnokanbumnemuns, runepdocharemms,

HU3Kaa KOHUeHTpauus Kanbuutpuona M ocTeoKalbuuHa, HOpmalbHas

KOHUEeHTpaunsa rnagpokcuxonekanbungepona. BoigenatoT HacneACTBEHHYO

N U30/IMPOBAHHYIO hopMy.

* HacnepncrBeHHasa hopMa — KOMMOHEHT ayTOMMMYHHOIro NoavriaHLynsapHoro
cuHgpomMa 1 Tuna. 3TOT CMHAPOM BKJ/IlOHaeT TakKXXe FeHepasin3oBaHHbIf rpa-
HY/N1IEMaTO3HbI KaHANA03, MePBUYHYO HAAMOYEYHMKOBY HEA0CTATOUHOCTh,
NEPBUYHBLIA TMNOTUPEO3, MEPBUYHbLIA TMMOrOHaAM3M, XPOHUYECKUI aKTUB-
HblA renaTuT, CMHAPOM HapYLUEHHOro BCacbiBaHMA.

= I3onupoBaHHasa opma namonaTmyeckoro runonaparupeosa o6bI4HO 6biBaeT
cnopagnyeckum pexke ceMeriHbIM 3a6o/1eBaHMEM, BCTPeYaeTCs B cCOCTaBe CUHA-
pomoB KupHca-Celipa (coueTaetcsl ¢ MUTMEHTHbIM PETUHUTOM, odhTasibMonie-
rneii, artakcmeii, aTPMOBEHTPUKYNAPHON 6/10Kagon, MuonaTtuen) n KeHHM
(coveTaeTcs € 3a4ep>KKOM pocTa, Cy>KeHMEeM KOCTHOMO3r0BbIX MO/10CTEN A/INH-
HbIX TPy64YaTbIX KOCTEW, F1YX0TON, MUTPasibHOM HeA0CTaTOMHOCTLIO U Hedpn-
ToM). Bone3Hb MOXKeT HayaTbCs B 11060M Bo3pacTe 1 0bycnoBeHa AepeKTaMu
CUHTe3a nnu cekpeuunm MTT.

67



DHAOKPUHHAA XMPYprus

m [MnonapaTtnpeo3 Npu cuHapome Aun>Kopaxkn cBsi3aH C BPOXKAEHHOW AUCreHe-
31el OKOMOLNTOBUHbBIX YKenes.

m Pegkuve HabnogeHUs rmnonapaTtmpeosa cBAzaHbl C 0T/IOXKEHUSMU YKefnesa npu
remoxpomatose, Meau npu 6ose3HM BunbcoHa-KoHoBanoBa, asloMUHUS Npu
XPOHUMYEecKoli MoyeuyHoi HegocTaTouHocTu (XIMH), 3amelweHUn WHOPOAHOA
TKaHbi0 MPY NMopaXkKeHUN OKOSOWUTOBUAHBIX YKefle3, CBA3aHHOM C rpaHynema-
TO30M M MeTacTasnpoBaHMeEM.

KnnHuyeckasa kapTuHa

HecmoTpsa Ha pas3/inyHble NPUYNHBI BOSHMKHOBEHWS FMnonapatnpeosa, KAnHU4ec-
Kas KapTuHa B 60/bLLUVHCTBE C/Iy4aeB MMeeTe XapaKTepHble 0CO6EHHOCTU.

Mpu rmnonapatmpeose NoBbILLaeTCA BO36YAMMOCTb M HEPBHO-MbILLeYHas npo-
BOAMMOCTb CKeJIeTHbIX MbIlL, KOTOopas NposiB/AsieTcs napecte3snsimm, TOHUYECKU-
MU cygoporamv. MOXHO BbILENUTb ABa OCHOBHbIX (PM3NKa/IbHbIX CUMNTOMA 3TOr0
COCTOSIHUA.

m CumntoM Tpycco, XapakKTepusyeTcs cyaoporamm MbllLl, KUCTU («pyKa aky-
Lepar) yepes 2-3 MUH Mocsie caaBfieHMSA HepBHbIX CTBOJIOB Meda (MaH>XeTol
TOHOMEeTpa UIn pykoii Bpaya).

m CuMNTOM XBOCTEKa — BO3HUKAKT CyAOPOrn NULUEBbLIX MbllL, (NogeprusaHue
yrna prta) nNpy MNOCTYKMBaHMU MasibLEM B MecTe BbiXo4a SINLEBOr0 HepsBa Yy
YLLIHOro KO3esKa.

MoBbilLleHWe HEePBHO-MbILWEYHOA BO36YAMMOCTU MOXET MPOSBAATLCA NapUHIo- Y
6poHxocna3sMoM, HapyLLleHNeM rnoTaHns, gnapeein unu sanopamu. MNpuv ganTensHoM
BbIPaXXEHHOW TrMnoKasbUMeMUN BO3HUKAKT TPOPMUECKNE HAPYLUEHUS N MOXKET
pasBUTbLCA KaTapakTa, AedeKTbl amann 3y60B, CYXOCTb KOXXW, JIOMKOCTb HOFTEA.
JlocTaTouHo 6bICTPO Pa3BUBAKOTCHA U3MEHEHNS MCUXMKU, MPOSIBASIOLLNECS HEBPO30OM,
CHMXKeHMeM namsATh, 6eccCOHHULEN, Aenpeccueit. MoryT pa3BuUTbCSA BeretaTuBHble
HapyweHuns (kap, 03H06, rosI0BOKPY>XeHUA, 6011 B 061acTu cepaua, aptepmasibHas
rMNOTEH3MUA).

JleuyeHune

C Uesibi0 KOppekumnn OCHOBHOIro cmmnrtomMa 3TOro 3aboneBaHUA — runokasabLmn-
eMUN — NCNOoNIb3yKT aKTUBHbIE (pOprI BUTamMnHa D 1 npenapatbl Kabuus.

Mpenapatbl BUTamnHa D

Ana noHMMaHMA NPUHLIWMMNOB fleYeHUsA runonapaTmpeosa He0O6Xo0AMMO NPeACcTaBNATh
XapakTepuctuky dopm BntammHa D. Ecnn 6M0N0rnyeckyo akTMBHOCTb 3prokasb-
undepona n xonekanbumdepona NPUHATL 3a eAUHULY, TO aKTUBHOCTb AUrMapoTa-
xuctepona byget B 10 pa3 Bbille, a anbakansumaona n kansuntpmnona B 1000 pas.
MakcuManbHbliA 6Monornvecknii ahekT AUrnapotTaxmcrepona [ocTuraetcsa Ha
4-7 cyT Cc Hayana npmema u rnpoaosKaeTcsa oKono Mecaua. MNpenapatbl anbhakasb-
umaona unu KanbLunutpmona MMerT HauBbICLLYIO 6M0MOrMYecKyo akTUBHOCTb, 610-
TpaHcdopMaumsa UX He NPOUCXOAUT B MOYKax, YTO MO3BOMSET MCMNOMb30BaTb UX Y
nauMeHTOB C NOYEYHOW naTosiormen. MakcumMasnbHblii 6M0NOrMYecKUin sPdeKT 3TUX
npenaparTosB AOCTUTaeTCs Yepe3 HEeCKO/IbKO YacoB C MOMEHTa Npuema v npogoskaeT-
cA 0KoJs10 3 CyT.
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Pasgen 2. 3a6oneBaHnsi OKONMOLWMWTOBUAHbLIX Xenes

Tabnnuya 1.6.
Xapaktepuctuku npenapartos ButamuHa D
BUTOIMIiHa D
Oprokanbumdepon
Xonekon bundepon 1

OurngpoTtoxuctepon (A.T.10*, Toxuctnn?) 5-10

Anbhakansumgon (anbtha O3-TeBa*, 1000
aTanbda*, okcmaesut”)

Kanbuntpuon (pokanbTpon*, octeotpuon*) 1000

Mpenapatbl Kanbuus

10 - 14 cyt Hepenn-mecaubl
10-14 cyt Hepenn-mecsaubl
4-7 cyt 28 cyt

7-i 3 cyT

3-6 3 cyt

Ba>kHO MoAUYepKHYTb, UTO MPU HA3HAYEHUWN NpenapaToB KasbLUs 47151 IeYeHns TUno-
napartmpeosa 1x f03y Heo6X04MMO paccUnTbIBaTh UCX0AS U3 CoepyKaHUsl aKTUBHOW

(*)OprI, TO eCTb TOIA yacTu, KOTOpaA BCacbiBaeT

CA N3 Knwe4yHunka.

Hanpumep, B 1 T rnioKoHaTa KasbLus cofep>XXutes Bcero 90 Mr akTUBHOI (hopMbl
npenapara. [1s nepopasbHOro npuema Mcnofb3yT Kap6oHaT U uMTpaT Kasibums®,
KOTOpble BXOAAT B COCTAB HEKOTOPbIX MPenaparoB, Hanpumep KasbLuii-caHgo3

thopTe* (pacTBOopMMas copma) nnm KanbLnii-Bg,

Tabnuuya 1.7.

XapaKTepI/ICTVIKa npenapartoB KajbLUua
Dj~eipcrr . .M . ppAep>KaHvie OKTaBHOM
[na B/B BBegeHus
Kanbuus xnapug, 360 (1 r/10 mn)
Kanbuusa rnwokoHart 90 (1 r/10 mn)

[na npvema BHYTpb

Kanbuusa kap6oHaTt 400

Kanbuua uutpat® 211

Kanbuus naktat 130

Kanbuusa rniokoHoT 90

Kanbuus cocdar 230
Tabnuua 1.8.

Hukomepg*.

thopbl B nposiapotsy M/l r

AJ'IFOpI/ITM NeYeHnsl, OCHOBaHHbIi Ha nokasaTensx KOHUEHTpauun NOHN3NpoBaH-

HOTO Ka/ibLUnA B KPOBU N HO CTENEHUN BbIPOX
eMun

€HHOCTUN CMMNTOMAaTUKN TUNoKasibLn-

MokasaTtenb CTeneHb TAXECTU runokasbLumeMmn
Tskenas CpepHas Nerkas
MOHN3NpOBaHHbIW Kanbuuii (MMOnb/N) <0,8 0,8-0,9 0,9-1,03
Mpenapartbl NeyeHune
Kanbuuid, r/cyT 2-3 0,5-1 He TpebyeTtcs (npu guerte,
o6oralweHHon Kanbumem)
OVrnapoToxncTeporn, Kanenb B CyTKM 30-40 20-30 10-20
Anbda-kanbLymaon uam KabLuuTpron, 1,5-2 ¢ 3-ro 1-1,5 ¢ 3-ro 0,5-1,0

mr/cyT oHa 0,5-1,5

aHa 0,25-0,5 c¢ 3-ro gHA oTMeHuTb
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HekoTopble nabopaTtopum He MMEKT BO3MOXHOCTM OMNpeAensATb KOHLUEHTpauuto
MOHW3NPOBAHHOIO Ka/bLUMA B KPOBWU, B CBA3M C YEM Heob6X0AMMO OTMETUTb, YTO
MOHN3MpPOBaHHasa Ppakumsa Kanbymsa coctasnseT npumepHo 50% oT o6Lueli KOHLEH-
Tpaunm Kanbumsa B KPOBU.

Oco060ro BHMMaHUSA 3ac/ly>KMBaeT BapuMaHT OTHOCUTEsSIbLHOrO rmnonapaTnpeosa,
KOTOpbI pa3BmMBaeTcs nocne ygaseHus ageHoMbl OKOOWMUTOBUAHOM >Kenesbl. Mpn
rmnepnapartnpeose n3HayvyasibHO OnpefensieTcs BbICOKASA KOHLUEHTpauus KasbLua B
KpoBW. ocne yganeHusa napaageHoMbl pa3BUBaETCA K/IMHMYeCKasa KapTuHa TsxXe-
noii rmnokanbumMeMnn, Xo0TS KOHLEeHTPaLunus WOHM3MPOBAHHOIO KasbLUs Npu 3TOM
MOXET MpesbllWaTb HOpMasibHble 3Ha4YeHMA. B aTom cnyyae B nogbope 3aMecTUTe b-
HO Tepanum Heo6Xo0AMMO ONMPATLCHA TOMIbKO Ha KITMHUYECKYI0 KapTuHY. OTMeueHo,
uTO y AeTel CMMATOMbI rMnonapaTnpeosa MoryT pa3BmBaTbCcs ObICTpee, NPY 3STOM OHU
MMeT 60s1ee BbIPaXKEHHYI0 KJIMHUYECKYH0 CUMMNTOMATUKY Aake Npu He3HauynTeslb-
HOM CHW>KEHUW KOHLEeHTpaLuun Kanbuns B KPOBU.

B cnyyae TpaH3uUTOpPHOro runonaparvpeosa 3aMecTUTe/IbHYI0 Tepanuio Heob-
X04UMO nofbupaTb C TeEM pacyeToM, YTOObl KOHUEHTpaLMSA Kanbuns B KPoBU Oblna
Yy HWKHeR rpaHuubl HOpMbl. [py BOCCTAHOBIEHMU (DYHKLUW OKOJTOWMTOBUAHBIX
»Kese3 MOryT MosABNATLCA KAVHUYECKNE CUMMMNTOMbI Mepefo3vpoBKN KanbLKs, Bblpa-
Kawlwmeca B OWYLWEHNN TOWHOTLI, NPU 3TOM Heob6X0A4MMO MpeXie BCero yMeHb-
WNTb 403y NMpenapaToB KasbLus.

MporHos

Mpy HEo6X0AMMOCTU ANINTENIBHOIO JflIeYeHUs MEPCUCTUPYHOLLEr0 ruMnonaparTmpeosa
60NbLWMMM A03aMU NPenapaToB KasibLs MOXET pa3BUTbLCS MOYeKaMeHHas 60/1e3Hb,
MeTacTaTMyecKasi KasibumdurKaLms CTEHOK COCY0B U MapeHXMMaTO3HbIX OPraHoB ¢
pasBUTUEM BTOPUYHBLIX M3MEHEHWIA B opraHax-mMmuwleHsix. Mpu npaBuibHOM neye6-
HOM MOAX0Le K 3aMecTUTesIbHOM Tepanum TPaH3UTOPHOIO rMnonapaTnpeosa NporHo3
61aronpUATHBLIN.
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MMnepnapaTtnpeos

< PoxuHekas /1.9y Cmopuwok B.H., benbuesny A.I

Mnepnapatmpeos (MT) — KAMHUYECKUIA CUHAPOM C XapaKTepHbIMW CUMNTO-
MaMuy 1 NnpusHakamm, 06ycnoBAEHHbIMM NOBbILLEHMEM MPOAYKLUN NapaTUpeonaHo-
ro ropmoHa (IMTI) okonowmnToBUAHLIMK Xenezamu (OLLUPK), MTI-nHayLmMpoBaHHOMN
KOCTHOW pe3opbumn n HapyLLleHUsaMu obmMeHa KanbLuusa u docgopa.

PacnpoctpaHeHHocTb TIT coctaBnset 1/1000, COOTHOLUEHME XKEHLUUH N MYX-
YMH — 2-3/1. 3a60/1eBaeMOCTb YBENIMUNBAETCS C BO3PACTOM, XXEHLWNHbI B MOCTMEHO-
nayse ctpagatoT I'MIT B naTb pas yalLle.

Knaccudpukayms

Mo naToreHesy pasnmyaloT MepPBUYHbINA, BTOPUYHBbIA 1 TPeTUYHbIA TIT, a Takxe
nceeaormnepnapaTnpeos.

Mo cTeneHn BbIPaXXeHHOCTU KIMHUYECKUX MPOSIBIEHUI BblAeNstoT MaHMU(ecT-
HYI0 hopmMy, MasIoeMMNTOMHYI (MATKY hopMy) n acumnToMaTnyecknia I'T.

MepBUYHBLIA TMnepnapaTnpeos
anupgemunonornsa

YacToTa BCTpe4yaeMoCcTU MepBUYHOro runepnapatupeosa (MITIT) cocTtaBnsieT oT
0,0022 go 0,52%. CyuiecTBeHHas pa3HuLa nNokasaTesie 3abonieBaemMocTy 06ycnoBe-
Ha C/IOKHOCTAMMN B AMArHOCTUKe paHHUX QOpM, Ha/iMuymemM HOPMO- U rUnokKanbLue-
MWYECKNX BapuaHTOB 60/1€3HN, YPOBHEM AMArHOCTUKK NepBuYHoro INIT, Hannumem
WM OTCYTCTBMEM CKPUHUHTIA CPefn HaceleHNA Ha runepkansunemuto. CpegHue 3Ha-
yeHUs1 BCTpeyaemocTn nepsuyHoro I'MT coctaBnAaT 25-28 Ha 100 OO0 HaceneHus B
rog. Nk 3a6oneBaeMocTn NPUXOANTCS Ha Bo3pacT 40-50 f1eT, NpM 3TOM NepPBUYHbIV
I'MT B 2 pa3a Yallle BCTPeYaeTCs Y XKEeHLMH, B BO3pacTHOW rpynne ctapwe 60 net
COOTHOLWeHWe cTaHoBUTCcA 1:3 (cTpagalT npubnmnamtenbHo 190 XKeHLWUH cTaplue
60 sieT Ha 100 OO0 B rog).

aTnonorusa

Cpeaun npuyunH, cnocobeTeytowmnx passutuio MNIMT, BbigenstoT:

B npejllecTBylowee 061y4eHMe e N BEPXHEN YacTu FPyLHON KNeTKu;

Em HejJocTaToyHoe cofeprkaHue ButamMuHa D B nutaHuu;

B reHeTNnYecKme HapyLUeHus.

Cpean Bcex cniyyaeB MIMT gons paguovHAyLMpoBaHHbIX 3a6osieBaHuii mana. MIAT
MOXXeT pa3BuTbes veped 30-40 neT nocne o6nyvyeHus B gose 3-120 Mp.

Mpn Hannunm reHeTU4YecknUx Aed)eKTOB HA FEHHOM WJ/IN XPOMOCOMHOM YpPOBHe
KNeTKMU aHOMasIbHOW napaTupeongHoii TKaHW, KakK MpaBuio, MOHOK/IOHaJ1bHbI.
IMaTonornyeckme N3MeHeHUs NpU pas3BuUTUN cnopagnyecknx onyxonein OLLK moryT
6bITb CBA3a@Hbl C POCT-KOHTPO/IUPYIOWMMWN FreHamMu, NPOTOOHKOreHaMu WU/n C reHa-
MW — cynpeccopamm ornyxoaeBoro pocta. 3TN U3MeHeHMNA MOryT 6bITb 06YC/I0BNEHDI
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60 nosbileHeM PYHKLMK TaKUxX reHos, kak D1/PRAD1 (xpomocoma llq), RET
(xpomocoma 10q), nnm notepeit PyHKUUU NpU MyTauum TakKux reHos, kak MEN1
(xpomocoma 11q), reH petuHo6nactombl (13q) unm HRPT2.

MrmT pasBuBaeTcd Ha (oHe afeHOMbl, runepnaasnm wunm paka OLLXK.
YcTaHoBMEHO, 4YTO Hambonee vacto npuduHoii MITIT ctaHoBUTCcA ageHoma OLLDK
(80-85% cnyuaeB), rmnepnaasusa BcTpedaetca B 15-20%, vactoTa paka OLLK, no
pa3HbIM gaHHbIM, Habnogaetcs B 1-5% cnyyaes.

MaTtoreHes

Mpu MIMIT HapyweH mMexaHW3M nogasneHuns cekpeuun MNTI B oTBeT Ha runep-
Kanbumemuio. M3bbiTouHaa npoaykuus MNTIE obycnoBnmMBaeT CHUXKEHUE Mo4veuy-
HOro nopora peabcopbuuun docdaTtoB, 4TO MpoBouMpyeT runogochareMuo u
runepdochatypuio. M36biTok MTE u runepdochaTtypns CTUMYIUPYIOT CUHTE3
Kanbuuntpuona [1,25(0OH)2M3] B No4YeyHbIX KaHanblaxX, KOTOPblIA 3Ha4YnTesbHO
ycunmeaeT BcacbiBaHUE KabUuA B KUWEeYHWKe. ToMUMO BbILLIEONNCAHHOIO
nyTu, n3bbiTok MTI yckopsaeT npoueccbl KOCTHOW pe3opbunnm 1 KocTeobpasoBa-
HUSA NyTeM aKTMBaLUM 0CcTeo6/1acTOB M ONOCPeA0BaAHHOM LUTOKMHAMWU UHAYKUUN
0CTeok/1acToB. TakXKe cHMTalT, YTO MoBbiWeHHas KoHueHTpauua MTI obycnos-
NNBaeT YCUNEHHYI0 Nponudepannio KeTok — npealecTBeHHNUKOB 0CTEOKNACcTOB
(Hecywnx peuentopbl K MTI). B pe3ynbTate gnmtenbHoro Bo3gericteua MTI
npoueccbl KOCTHOW pe3opbumu npeobnagatoT Hag npoueccamMm KocTeobpasoBa-
HWA, 4YTO NPUBOAUT K OCTEOMEHWUU, FeHepasiIn3oBaHHOMY ocTeonoposy, hrbpos-
HO-KMUCTO3HOI Agucnnasum, GopMmpoBaHUo BypbiX OMyxonen, ocTeoManAaumm um
ocTeoaucTpoun.

B OCHOBE (hOPMMPOBAHMSA MHOFOYMUCMIEHHbIX OpPraHHbIX nopaxkeHwi npu MIOAT,
B TOM uuc/le U HeponuTmnasa, NeXXnT runepkansumemus. Mog genctemem MTE B
rnoYyeyHbIX KaHasbLax ycunmsaeTcs peabcopbuusa MarHums, HO runepkasibLuemMmms
BedeT K obpaTtHoMy ahhekTy. Takmm 06pa3om, Y MHOIMX MaymeHTOB pas3BUBaeTCA
yMepeHHas rmnoMarHmeMus.

Moa fdelicTBMeM BbICOKMX KOHUeHTpauuii MTE B NpoKCMManbHbIX KaHanbLax
CHMXKaeTca peabcopbumsa bukapboHaTa — pas3BMBaeTCA YMEPeHHbIN MeTabonmyec-
KU aungos. OgHako 3ToT 3heKT ypaBHOBELLIMBAETCSA LLEM0Yb0, 0CBOOOXKAEHHON
B pe3y/fibTaTe yBENMYEHMNS pe30pbLmn KOCTHOM TKaHM 1 peabcopbuunn 6ukapboHaTa,
yCuneHHoW 6narogaps runepkanbumveMmn. B KOHEYHOM uTOore metabosIMyeckuii
aunao3 MoOXKeT pasBUTLCA NNLLb NPU 04EeHb BbICOKOM KOHUeHTpauun MTI B KpoBu.
MaToreHes NepBUYHOro runepnapaTMpeosa npegcrasneH Ha puc. 2.1,

KnnHuyeckaa kKaptuHa

B 3aBMCMMOCTM OT npeobnafaloLiero nopaxxeHus ToMW UAN UHOM CUCTEMbI Bblje-
NIAT HECKOJIbKO KAIMHMYecKnX opm MIMT: KOCTHY, BUCLEPa/IbHY WX CMe-
LWaHHY0.

KocTHble nposiBneHusA

m O6wasi MbilleyHasi ¢/1abocTb, YTOMISEMOCTb.
® 50/1b B KOCTSIX, YCUMBAIOLLASICS MPU ABUXEHWN.
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m [11nTeNnbHO 3aXkmBawLlive Manobosie3HeHHble rnepesiomMmbl (Yawe 6eApeHHbIX,
Tas3o0BblIX, MN/eYeBbIX KOCTEN, pebep).

O6pa3oBaHuMe NOXKHbIX CyCTaBOB.

Jedopmauna ckenerta, yMeHbLUEHME poCcTa.

MepgintenoHas, packadmBaloLanca «yTUHasa» noxoaka.

BoukoobpasHoii hopMbl rpyaHasn KneTka.

BynaBoBuAHble B3AYTUSA Ha MecTe pebepHbIX KUCT.

>Xaxkpa, nonnypus.

m PacwarsiBaHue 1 BbiNajeHne 3y60B.

Mop0o10rMyeckum cy6cTpaTtomMm KOCTHbIX M3MeHeHU npu ITIT mMoXeT oKasaTbcs
(hnbpo3HO-KNCTO3HaA ocTeoaucTpoma (PKO) — Kraccmyeckoe, HO B HacTosLee
Bpems pefkoe nposisneHue MITIT. Yawe B 6egpeHHbIX KOCTAX, KOCTAX Tasa, npes-
nseybe, nseye, rosieHN pa3BnUBalTCA 0CTEOIUTUYECKNE KNCTbl. MaKpOCKOMNYECKMU
KUCTbI 3ano/iHeHbl remopparvMyecknMmMm Codep>XMMbIM, TakK HasblBaemble Bypble ony-
xonu. CybnepmnoctanbHas pe3opouns KOHLEBBLIX haiaHr KUCTen ABMSAETCA camMbiM
nokasaTte/ibHbIM pPeHTreHonornyeckum npmsHakom ®KO. Takue M3MEHEHUA KOCT-
HOWM TKaHW BO3MOXHbl TO/ILKO NPU A/INTENIbHOM Tshkenom TedeHum MITIT. YacTo
BO3HMKAKT Matosiornyeckme repesiombl 6eapeHHON, MeyYeBOl, Ta30BbiX KOCTEW,
HepeaKU MHOXXeCTBEHHble nepenombl pebep. KoHconngauma nepesioMoB Mpomvicxo-
OVT C MeA/1IeHHbIM 06pa3oBaHMEM 60/IbLUOM KOCTHOM MO030/1M, XOpPOLLUO BUAHOM Ha
peHTreHorpamme.

Mpn 4eHCUTOMETPUN BbISABASAIOT 3HAUNTENTIbHO CHUXKEHHYIO MUHEpPasbHY0 MaoT-
HOCTb KOCTHOW TKaHW. VccnenoBath cnefyeT KOCTU € TONICTbIM KOPTUKabHbIM CN10eM
(Nnpegnneube, 6e4po, MO3BOHOYHbINA CTONO).

MMnepkanbumeMnus Tak>Xe CTaHOBUTCA MNPUYMHON pasBUTMA ncesgonogarpbl,
Korga BC/1eACTBME XOHAPOKasbLMHO3a Yallle BCEro nopakatwTca Nnyye3ansacTHble U
KOJIEHHbIE CYCTaBbl.

Bmcu,epaanble npoAB/ieHNA

Mpn MIMT pa3BuBaeTcA 04HO M3 CaMbIX CEPbE3HbIX M OMACHbIX OCMOXXHEHUN —
bledhposiMTras, KoTopoe BcTpevaeTca y 15-20% 60nbHbIX. B To Xe Bpemsa npumep-
HO 5% nauneHToB C¢ HeponmTnasom ctpagatoT MITT. BONbLWMHCTBO KaMHen y
60/IbHbIX C rMneprnapaTnpeo3oM COCTOUT U3 oKcanaTta Kasbuuda. HenocpegcrseHHas
npuunHa 06pas3oBaHUs 3TUX KaMmHelr — runepkanbunypus. Npu Hedponntmase
KoHueHTpauuto MNTI crnegyeT onpeaensaTb fadke Y NaUMEHTOB € HOPMa/lbHOM KOH-
LeHTpaumein KafbLus B KPOBW, MOTOMY UYTO rmnepKasbLeMns MoOXKeT ObiTb HEYCTOMN-
UMBOI U BbISIBASATLCA TO/IbKO MHOFOKPATHLIMU M3MEPEHUSIMU.

MoyeyHasa HefOCTATOMHOCTb MOXKET Pa3BUTLCA Kak B pe3ysibTaTe HedpomTmasa,
TakK 1 B pe3y/sibTaTe HepoKas/ibLMHO3a N HaNpsAMY 3aBUCUT OT AJINTENIbHOCTU U
BblpaXkeHHoCTU MITIT. O6 3ToOM CBUAETE/ILCTBYET MOBbILLIEHWE KOHLUEHTpaUun Kpea-
TUHMHA N MOYEBUHbI B GBUOXUMNYECKOM aHaIn3e KPoBMU.

AnunTenbHas Bblpa)KeHHas runepkanbLuneMus MoXKeT NpMBecTU K 06bi3BeCcTBIIe-
HWIO K/lanaHoB cepAua, rmnepTpoun NeBOro >Kenyaodka. Bo3MOXXHO OTNOXKeHUue
KasbUWUA B CTEHKAaxX COCY[0B U CHUXKEHME UX 3/1aCTUYHOCTU. [J/InTesibHoe MoBblLle-
HMe KOoHUueHTpauuun MTI oka3blBaeT XPOHOTPOMHbLIA M UHOTPOMHLIN 3PeKTbl Ha
cepaue. PacnpocTpaHeHHOCTb apTepuasnbHoii runepteH3nn npu MIMT 6onee Bbico-
Ka, HO NMPUYNHHO-C/IeCTBEHHAA 3aBUCUMOCTb [0 KOHLa He yCTaHOB/eHa.
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HapyLueHnss mexaHusma
o6paTHoli oTpULAaTENbHOW CBA3N

I'unodphocchatemmii Iinepnpoaykumna
runepcpocchatypus naparropmoHa = -

Puc. 2.1. NMaTtoreHe3 NepBUYHOro rMnepnapartupeosa.

MHorga y nauymeHToB ¢ I'MIT pa3BuBaeTcss HOPMOXPOMHAsA HopMouMTapHasa aHe-
MWSA, KOTOpas perpeccupyeT rnocne XMpypruyeckoro nevyeHns. MexaHmsm o KoHUa
He BbISICHEH, BO3MOXHO, NpUYMHa B (OMOBPO3HBbIX U3MEHEHUAX MO3roBOro BeLlecTBa
KOCTel ckeneTa.

BbicOKast KOHLEHTpaLUUa KanbLunsa HapyLlaeT HePBHO-MbILLEYHYO MPOBOAUMOCTb
M BO30YAMMOCTb MbILLEYHbIX BOSIOKOH. B CBA3M € 3TUM BO3HMKAKT XapaKTepHble
HapyLleHNs Ha 3/IeKTpoMmorpaMmme, a npyv 6Moncnm MbilLeYHOM TKaHW oTMedaeTcs
NpU3HaKu mmonatunu.

Mpy BbIpaXXeHHOV FMNEPKa/IbLIMEMUN CHUIKAETCA NaMsATb, pa3BMBaeTcsa Aernpec-
cus, nHorga HabnwgatTca NCUxX03bl, HEBPO3bl, CNYTAHHOCTb CO3HAHUSA, COHIMBOCTD,
ycTanocTb, NapecTesnu.

B pe3ynbTate npsamoro geincteus MTI Ha NovkK, y 60/1bHOr0 pasBuBaloTCca Non-
ypus U NoNnanNcus.

Mpn nopaxxeHnAx >XKT nomMmmMo runepkanbLuMeMUN, COMPOBOXKAAKLLLENCS
aTepocKNepo3oM U Kanbuupukaymneii cocynos (Tpohuyeckuin cakrtop), mrpaet
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posib yCUNEHME CEKPELLMU CONSAHON KUCNOTbl U NencuHa. Mpn apo3nBHO-A3BEHHOM
nopadkeHMn >Xenyaka NN [ABeHaAUATUNEPCTHON KWULLKW 60/1bHOr0 6eCcnoKosAT
pa3/IMYHOA MHTEHCMBHOCTU 60/ B XKMBOTE, BO3MOXHO pasBuTMe 3amnopoB, TOLL-
HOTbI.

HeobxoaMmMo 0OTMETUTbL, YTO NPU paHHEM BblISiB/IeHUW 3a60/1eBaHUSA He BCce nauu-
E€HTbl UMEIOT KNlaccnyeckue CMMNTOMbI (HedhponinTmas, 0OCTeoINTUYECKUE NOpaXkeHUs
KocTeld), yalle NoSABAAIOTCA HeonpeaesieHHble CUMMATOMbI, Bbl3BaHHbIe FMNepKanbLm-
emueit (yctanoctb, c1abocTb, yMepeHHas genpeccusi, HeonpeaeneHHasi 60/1b B XXM BO-
Te, 3anopsbl). MNartoreHe3 K/AMHNYECKUX NPOSB/EHUA NEPBUYHOIO rmnepnapaTmpeosa
npepcras/ieH Hapwuc. 2.2.

Mpeo6napaHue KOCTHOM Ocreonekuns, ocTeonopos,

pesop6uun

Puc. 2.2. MaToreHes KAMHWMUYECKUX MPOSIBNEHUN NEePBUYHOrO runepnapoTupeosa.

OvarHocTtuka

NabopatopHasa guarHoctuka

Mpw MITT npoucxodauTt ycuneHue cekpeuun OLWXK IMTI, 4To NpUBOAUT K MOBbI-
LWEeHWI0 KOHLUEHTpaUun Kanbuusa KpoBu. [0BbILIAETCA KOHUEHTpauus KakK NOHW-
3MPOBaHHOM (hpakunm KasbLmsa B CbIBOPOTKE, TakK M 06LLero Kanbuusa (Kanbuus,
cBsA3aHHOro ¢ 6enkom). Cogep>xaHue MTI npy ManocMMNnTOMHbIX dopmax AT
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MOXXeT ocTaBaTbCA B Mpefesiax HOPMbl UKW MpeBblllaTh ee He3HaunTeNlbHO, a npu
MITT ¢ BbIpaXXeHHbIMU KJTIMHUYECKUMU NPOSAB/IEHNAMU MNpeBbillaTbs HOpMY B 2-5
n 6onee pas.

OLK ceKpeTUPYHT KaK MHTAKTHYI, aKTUBHYIO hpakuuto MTI (aMMHOKUCNOTbI
¢ 1 no 84), Tak N HeaKTUBHbIe hparmMmeHTbl. IHTaKTHbIN MNTI pacEuennseTcs B neye-
HW U NoyKax Ha 6MoNornyeckn akTMBHbIN N-KOHLEBOW (hparMeHT U HeaKTUBHbI
C-KoHUeBOW (hparMeHT. Mepurod NONY>XXU3HU N LUPKYNALUU 3TUX (PparMeHToB 3Ha-
UNTENIbHO MPEBbLIWAET 3TW NnokasaTtenun 419 nHTakTtHoro MNTT.

YaenbHbli BeC MHTaAKTHOro MTI B UMPKYAAUMM MMMYHopeakKTuBHOro MTI
coctaBnset ot 5 go 30%, C-kKoHUEeBOro (HeakTMBHOro) hparmeHTa— oT 70 fo 95%,
61oNornMyeckn akTUBHbIM N-KOHLEBOW hparMeHT NpeacTaBNeHUM HUUYTOXHO Masiol
yacTblo — HECKOJ/IbKO AecATbIX npoueHTa. epuog Nony>XusHm MHTakTHoro MTI
CbIBOPOTKM cocTaBnseT 2-4 MUH. HeaKTUBHbI C-KOHLEBOW hparMeHT LUpKynmpyeT
00 40 MuH.

OnpegeneHne nHtaktHoro MTI (dparmeHT nentuga ¢ 1 no 84 aMMHOKWUC/IOTY)
BO3MOXXHO MMMYHoOpaauomeTpmyeckum metogom (MPMM) n UMMYHOXeMUTIOMUHEC-
LeHTHbIM MeTogoM (MXJTM). Oba meTofa NoKasbiBakT CX04HbIe pe3y/ibTaTbl, 04HAKO
WMMYHOXEeMWU/TIOMUHECLLEHTHbI/ 3aHMMaeT MeHblle BPEMEHU U 6osiee 3KOSIOTNYeH.
Apyrve metogmkun onpegeneHust MTI cneynduyuHbl gNsa cpegHer yactyu MOsieKy b
MTI, B ¢BA3M C YUeM ONPeAen AT He TO/IbKO MHTaKTHbIN MTIT, HO U HeaKTMBHbIE MeTa-
60nnThbI (T.€. 06LYI0 KOHLUEHTpayuto MTT).

MNpy HOpMOKaNbLUMEMUN HOPMasibHbIA AMana3oH KOHLLeHTpauuu WMHTAKTHOrO
MTr — 10-65 nr/mn (1-6,8 nmonw/n) n 18-120 nmonb/n gna mMeTo4os, onpegens-
IOLWUX CyMMapHyt 06uLyt0 KoHueHTpauuto MTI. Pe3ynbTaTbl 3TUX ABYX METOLO0B
JO/MKHbI ObITb MHTEPMNPETMPOBaHbl B 3aBUCUMMOCTM OT KJIMHWYECKOW CcUTyauuu.
Be3ycnoBHo, npeanoyTuTenbHee onpefeneHve MHTakTHoro MNTI, Tak Kak, BO-nep-
BbIX, KOHLleHTpauua nHtakTtHoro MTI npwn INMT gocTtaTtoyHO BbICOKA, a BO-BTOPbIX,
noBblleHne 06wWei KoHueHTpauun MTE He cneyndgumnyHo gns FMT v BCcTpevaeTcs
npu runepKasbLnemMmm NMHOro (Hanprumep, ornyxoseBoro) reHesa

OcHoBHoe npossrieHne MNITIT — runepkanbumMeMns, B CBA3M C YeM AnddepeHum-
afIbHY0 AMArHOCTUKY MPOBOAAT C APYTMMU TUNepKasibLNeMNYecKNMM COCTOAHUA-
mu (Tabn. 2.1).

Ta6nuua 2.1.

[MaTonornyeckne coCTOAHUA, Xapakrtepusyrwuimnecs FVII'IepKaI'IbLI,I/IGMI/IeI7I
lMepBNYHOE MOPOXEHME OKO- @) MepBUYHLIA rMnepnapaTtupeos {ageHoma, pak wmm runepnnasus
NOLWNTOBUAHBIX Xenes napawuToBMAHbIX Xenes)

6) runepnapaTtupeo3 B pamkax cuHgpoma MOH
3nokavecTBeuHble HOBOOGpa- a) OCTEONNTUYECKMe MeTacTasbl 3/10KaYeCTBEHHbIX OMyXoneii B KOCTU
30BOHUA .
6) ncesgorunepnapaTupeos npu aKkTonuyeckoin cekpeuuun MTC
OMyXo/ibio

B) remMoTO/iIorMyeckne 3710KayecTBEHHbIe Npouecchl (MUenomMHas
60ne3Hb, nMMdoma, neikos, NumdorpaHynemaTos)

MoyeyHass HeAOCTATOUYHOCTL  0) aAMHamMuyeckas KocTHas 60/1e3Hb

6) TpeTWyHbI rMnepnapaTnpeos
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Tabnunua 2.1. OKOHYaHue

3aboneBaHnsA 3HAOKPUHHONA 0) TUPEOTOKCUKO3
cuUCTeMbI 6) okpomeranus
B) XpOHMYeckas HaAno4YeyHUKOBOA He[O0CTOTOYHOCTb
CemeiiHas rvnokanblgnypu-
yeckas runepkanbLnemms
MefnkameHTO3Hble runep- 0) nepefosnposka BuTaMmHoB D un A
KanbLnemmnm gj npenapaTtbl MTuA _
B) TWO3WAHbIE AUYyPETUKM
) MOJIOYHO-LEN0UYHON CUHAPOM
Mmmobunusaymsa a) nepenombl KocTeW

6) comaTuyeckne 3aboneBaHusi, CONPOBOXAALWMNECS ANNTENBHOMN
rmnogmHamue

Haunbonee yactbiMn NpMUYMHaMu runepkanbumemMnmn okasbiBatotcea MNITT v 310Ka-
YecTBEHHble HOBOOGpa3oBaHWUA. TMnepkanbUMeMUsa Npu 3/10KaYeCTBEHHbLIX HOBOOG-
pa3oBaHUAX MOXET ObITb CBSA3aHa ¢ MpoAyKumei onyxonbto MTIM-nogobHOro ropMoHa
(B HEKOTOpPbIX UCTOYHUKaxX — MTI-nogo6Horo nentuga). MNpu 3ToM KAWHUYECKne
NMPosiIBNEHNA MOTYT Bblpa)KaTbCsA B MOABNEHUN KOCTHbLIX JIMTUYECKNX MeTacTasos.
Y nauuneHToB ¢ rmnepKasbLnemMmer onyxonesoro reHesa, Kak npasuso, HU3Kas KoH-
ueHTpauua MTI, B oTnnume oT naunedTos ¢ MNMITIT. Tem He MeHee B peAKNX cnyyasax
MOXeT Habngarsca akTonuMyeckasa npogykuma MTIE onyxonamMm AUYHUKOB WU
Nerkunx.

CemeliHaa runokKanbumypudeckasa runepkansumemmsa (CIT) xapakTepusyeTcs
WHaKTuUBUpYyLWel MyTaumen B KasibLMii-4yBCTBUTENLHOM peLlenTope B O0KOJ0-
LWNTOBUAHBIX >Xefie3axX WU B Mo4vkax. 3ToMy 3abosieBaHUI0 CBOMCTBEHHO Hasnuue
runepkKanbuMeMmnn y poacTBEHHMKOB, 0COGEHHO y feTel, OTCYTCTBUE KITMHUYECKUX
CMMMNTOMOB WM MPU3HAKOB rnunepkanbumemMmmn (aHopekcum, MmuonaTvuv, nonavuypun).
Ona CIT, B oTAnyuve ot MITIT, xapakTepHa rMnokKaabLMypusa Kak B CYyTOYHOM 3KC-
Kpeuuun, Tak 1 B pas3oBoi NopumMn MOYM HATOLWaK Mo OTHOLIEHWUIO K KOHLeHTpauum
KpeaTUHWUHa, HopMasibHasa KoHueHTpauma MTE o6Hapy>xuBaeTcsa y 85% nauneHToB.
MauymeHToB ¢ CI'T paccmaTpmBatoT KaK vy, ¢ HacneAcTBEHHbIM A06pOKaYeCTBEHHbLIM
3ab60n1eBaHMEM, HE HY)XKAAOLWNXCA B NPOBEAEHMN NapaTUPEoUa3KTOMUN,

PekomeHpaLnm no nposefeHmio guddepeHynanbHon guarHoctukm MITT ¢ BTO-
pUYHbLIM U TPeTUYHbIM 'TIT npeacTaBieHbl B Tabn. 2.2.

Tabnuua 2.2.

KoHueHTpaums napaTupeongHoro ropmMoHa, kaibuus u dpocgopa B KpoBuU
npu pasfnuHblX hopmax runepnapatmpeosa

nTr Kanbuwii docgop
MepBnyHbIi OH P o)
BTOpUYHBI 00 PH OH
TpeTuuHbIi oD O] ®H

npumMeyaHus;
I — CHUXeHHas KoHUeHTpauus, H — HopMmasbHblli nokasaTtesnb, t — nosblweHHoe cogepxanue, TT - 3HAUNTENb-
HO nosblweHHas, T T T — pesko nosbiweHHas (8 10-20 pas).
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Tonuyeckas pguarHocTtumka

K coxaseHuto, B npegonepauuoHHOM Nepuoae YCTaHOBUTL JIOKa/IM3aLmio onyxosn
OLL>K BO3MOXKHO Nnwb y 80-85% 60/1bHbIX. O653aTENbHbIM A/151 4OCTUXKEHUSA 3TOM
uenn Oo/mKHO 6bITh MCMO/b30BaHWe coveTaHus Y3W ¢ yactoToi gatumka 10 My m
cunHTUrpagmnm e nnn ®®TTc, a B criyyae 3arpyanHHOro pacriosioXXeHus onyxoauv
n KT. Heo6xoanMo 0TMETUTb, YTO PaAUOHYKANLHOE uccnefoBaHme 6onee MHpopma-
TUBHO NpU ageHoMax n KapumHomax OLLK, n, K cokaneHuto, 4aOTo 6eccuUibHO Npu
runepnniasvn OLXK. B anropyt™m TONMYECKOi ANarHOCTUKN 60NbLUMHCTBO CheLun-
asINCTOB BK/OYAOT MeToAMKY WHTpaonepauuoHHoro ¥Y3W. Haubonee akTtyanbHa
npobsiema npegonepaymMoHHON WU MHTPaonepaLMoHHOM TOMMYECKOW ANArHOCTUKN
y 60nbHbIX ¢ peunansom MITIT, KOTopble paHee MepeHec/ I XUPYpruveckoe BMme-
waTtenbcTBO Ha OWXK nnm Ha wutoBMAHON >Xenese. MNpyn NpoBeseHUM MepBUYHOMN
onepauuu onbITHLIA XMpypr B 90-95% crny4vyaeB MOXKET YCTaHOBUTb JIOKa/In3aLuuio
OMyXo/1n UHTpaornepaLroHHO.

TvnnyHble gnarHocTuyeckme ol noKn

OcCHOBHbIe oWKN6KM B anarHoctuke MITT cBA3aHbl, € 04HOM CTOPOHbI, C MHOF006pasnem
KJIMHWNYECKOM KapTUHbI, C ApYrol — € OTCYTCTBMEM 0693aTe/IbHOr0 PYTUHHOIO Onpeje-
NeHVs1 KOHLEHTpaLnmn Kasbums 1 goccopa B KPOBY MpU PELVAMBUPYIOLLIEN A3BEHHOMN
60/1€3HM, MOYEKAMEHHOW 60/1€3HU, MHCUMNAAPHOM (TMMEPOCMOSIIPHOM) CUHAPOME.

m JlocTaTo4yHO 4acTo y NoXXubix naymeHTos MNITIT He gnarHoCTUPYIOT NMpU HanNu-
4mn aMddy3HOro oCcTeonoposa, N OHU ANUTEsIbHO fledaTca no rnosody OocTeono-
po3a, Heob0CHOBAHHO Moslyyas npenapartbl Kanbumsa u sutammHa D.

m 3ayacTyl0 Bpauu TpaBMAaTOos/I0rM-0pToneAbl Yy MauMeHTOB C KOCTHOW (hopMori
MrMT npy HaAW4YUM KOCTHbIX KUCT M 3NYyANA0B OLWMOOYHO ANarHOCTUPYHT
KOCTHbIe 0MyXosn (4aLlle Bcero octeo6/1actok/1acToMbl) U1 He0BOCHOBaAHHO Mog-
BEPratlT UX XMPYPTrMNUYECKOMY JIEYEHMIO.

m [1034HO AMarHOCTUPYIOT BuclepanbHble dopmbl MITIT, npoTekawwme ¢ K-
HWYECKON KapTUHOW peunanBUpYIOLLEN MOYeUYHO-KaMeHHOI 60ne3HU, Korga
nauveHTbl rogamn v gecAaTUNeTUSAMU HabgalTca y yposioros, nogsepranTcs
MHOro4uCcNeHHbIM onepaTuBHbIM BMeLLaTesibcTBaM. K coxkaneHuto, Ha obcneno-
BaHVe K 3HAOKPUHOI0ram nx Hanpas/saoT y>Ke npu pa3sutum XIMH, korga npu
foobcnefoBaHNM BbISABASAIOT rynepnapaTmMpeos ¢ ageHOMOW, Kak npaBuo nep-
BUYHbIA, MHOrda Ha ctaguu TpaHcopmMauuu B TPeTUYHbIA. Xnpypruyeckoe
NeyeHWe B TaKUX cnydasX He JaeT TakKoro nosioXKuTesibHoro addekra, Kak y
naymeHToB 6e3 XINH.

m [1pn BbIpaXKEHHOW KapTUHE WHCUNWUAAPHOro CUMHAPOMA, HECMOTpPsS Ha Hamuvune
MMONaTK, NOYEYHbIX WU KOCTHbIX MPOSBAEHWUI, BbICTaBASAT AMarHo3 Heca-
XapHOro gvabeTta, U NauneHTbl AONT0 1 6e3ycneLlHo noayYvalT aguypeTmn® nam
MUHUPUH* (AecmonpeccuH), a npnaHaku MITIT npogo/mkalT NporpeccupoBaThb.

NeyeHne

MefgnkamMeHTO3HOEe fneyeHue

B TOm cnyuvae, Korga OTCYTCTBYKT MNoKasaHusa K onepauuuv, rnpm 6ecCUMMMTOMHOM
nnn manocmmntomHoMm MNITIT, aTak)Ke Korga onepaTtnMBHoOE fieHeHME HEBO3MOXKHO MO
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KaKnUM-/in6o coobparkeHnAM (Hanpumep, TsXKeslble COnyTCTBYHOLWMe 3ab60eBaHUS),
BO3MOXXHO MeNKaMEHTO3HOe JiIe4eHue.

m 3amecTuTesibHas roOpMOHasibHas Tepanus y >XeHLWWH B MocTMeHonayse npu-
BOAUT K YMEHbLUEHMIO CKOPOCTU pPe30pbumu KOCTHOM TKaHW. TemM He MeHee,
YUUTbIBas OCMOXKHEHUSA (YBENUYEHME PUCKA PA3BUTUSA paka MOSIOYHOM Xenesbl
N ULLIEMNYECKOW 60M1e3HM cepaua), 3Ta Tepanus He AO/HKHA ObITb OCHOBHOM A1
XXeHWwmuH ¢ MIrrT.

m BbICOK03(h(PEKTUBHO feveHme buctocthoHaTaMm — MOLLHLIMU UHTMOUTOpaMum
pe3opbumn KocTn. [okasaHo, YTO NpUMeEHEHMe 3TUX NnpenapaToB Ha NPoTsaXKe-
HUW HECKONbKUX NeT MOBbIWAeT MUHEPASIbHYI0 MAIOTHOCTb KOCTHOW TKaHWu, B
TOM YuUc/ie y NaLNEHTOB C BbIPaXKEHHbIMUW HapyLLUEHUSIMU OCTeoreHesa.

m B03MOXHO, OCHOBHOE MeCTO B fiedeHun IMIT 3aliMyT «KanbLUAMUMETUKUY
(MmoaynaTopbl KanbLmMeBbIX peuenTopos). MNMpenapartbl 3pPeKTUBHO CHUXKAKT
KOHUeHTpauuio MTI, Anwb He3HAUYNTEIbHO U3MEHAS KOHLUEeHTpauulo Kasb-
uma n gocgopa. OHM gokaszanu apHeKTUBHOCTb B JSIEHEHUU Masl0aKTUBHbIX
dopm I'MIT.

B coyeTaHun ¢ hapmakoTepanmeii Heo6xXo4MMO NPUHMMAaTbL NPONIaKTUYECKNE

Mepbl, a TaKXXe UCKIIUYUTbL Te DaKTopbl, KOTopble ycyrybnawT TedeHve ITIT:

W c/efyeT 0TKa3aTbCA 0T Npuema TUasugHbIX ANYPeTUKOB, KapboHaTta NnTus;

B CTOMT MOBbICUTbH YPOBEHb (PU3NYECKO aKTUBHOCTU O/151 YMEHbLLEHUS pe3op6-
LW KOCTHOW TKaHM;

B 119 CHUMKEeHUA pucka Hedponutmasa HeobXxoguMmo cneguTb 3a afeKBaTHbIM
anypesom (ynotpebnats 1200-1500 M1 BOAbI B CYTKW);

B Heobxogmma ymepeHHas Kanbuuesas gueta (1000 mr/cyT) — HeagekBaTHoOe
MoCcTyrnJieHVe KasbLUusA € MNULLeli HexenaTenbHO, TaK KakK HeJocTaToK ero
MOXXET MPUBECTU K YBENNYEHUIO ceKpeuunn MTI, a n3bbITOK — YyCUNTb runep-
KanbLUMeMuIo, 0CO6EHHO Ha (DOHe npruemMa aKTUBHbIX JopM BUTammHa D;

®m HeobxoaMMO NpuHUMaTb BUTamuMH D (400-600 ME exkeiHEBHO), TaK KaK ero
AednumnT ctumynumpyeT BbipaboTky IMTT.

Mpu gnHammuyeckoM HaboaeHNN HE06X0AMMO pa3 B 6 MeEC KOHTPO/IMPOBATb KOH-
LeHTpaunio Kanbumsa B KPOBU N MoYe, Kaxkable 12 mec onpefensaTb KOHLeHTpauuto
KpeaTUHWUHa B KPOBW, BbIMNO/IHATb AEHCUTOMETPUIO.

Mpy runepKasbLMEMNYECKOM KPU3e NIeHYeHNe HaunHawT ¢ MHPY3UOHHOM Tepa-
nuu. locne BOCCTaAHOBNEHUSA 06beMa BHEKNETOYHOW XXMUAKOCTU M YyCTpaHeHUs
rmnokaaveMumun cnegyeTt yCTaHOBUTb MPUYUHY TFUnepKasbLuMeMnn n, ecan Het
MoYeYvyHOW HeAOoCTATOYHOCTM, Ha3HauuTb ypoceMup (415 YCUNEHUS 3KCKpeuuun
Kanbums). Bo MHOrnx cnyvaax MHMy3noHHaa tepannsa (40 8 N1 B CYTKU) N BHYT-
pvBeHHOe BBegeHMe hypocemuga (no 100 mr 2 pasa B CyTKM) NO3BOJIAIOT HOpMasun-
30BaTb KOHUEHTpauuw Kasibunsa B KpoBU. He3aBUCUMO OT MPUUYUHBLI TUNEpKab-
urnemmmn, apheKTMBHbI KOPOTKME KYpCbl MUTOMULMHA (25 MKI/KF mMaccbl Tena B
CYTKW BHYTPMBEHHO), KanbUMUTOHUHa (4 EO/Kr maccbl Tena NoAKOXXHO Kaxible
12 4), ochaTta Kanma wamn gocata HaTpusa (BHYTpUBEHHO). Mpu HagnovyeyHu-
KOBOW HeAoCTaTo4yHOCTU, runepBmtamMmHosax A u D, a TakXe npu capkomjose
Ha3Ha4valT rIIOKOKOPTUKONALI. ONna [ONTOBPEMEHHOIO /IeYeHNA Ha3dHavalT goc-
thaT Kanua nnu HaTpus BHYTPb. MNpenapatbl MOXKHO NMPUHUMATL [0 TEX Mop, noka
KOHUeHTpaunsa doctara B CbIBOPOTKE OCTaeTcs B npefenax Hopmbl (v gaxe
HECKOJ/IbKO MpeBbIlIaeT BEPXHIOW rpaHuLy HOPMbl) U COXpaHseTca HopmasibHas
PYHKUMA nodveK. ONA fleYeHUs NOXKUbIX XEeHWNH NHOrga UCNosb3yT 3cTpore-
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Hbl B coyeTaHun c pypocemugom n docatamu, Y HEKOTOpPbIX 60J/IbHbIX Becbma
ahheKTUBHbLI bucthoctoHaThI.

OnepaTnBHOE neyeHune

lNMokasaHuA K napaTnpeongsKToMumm

MapaTtupeongaktommsa (MT3I3) He BXOAUT B YNC/I0 HEOT/IOXKHBIX XUPYPrUUYECKUX
BMeLLaTe/IbCTB; ee NPOBOAAT Moc/1e TOro, KaK ycTaHOB/IEH M OKOHYaTe/1IbHO NoATBEPXK-
JeH guarHos. Ornepauns nokasaHa npu KnnHunyeckn sisHom IMITIT ¢ npusHakamu
nopakeHUs OpraHoB-MULLEHEN, YTO MOATBEPXKAEHO C MOMOLbI WHCTPYMeHTaslb-
HbIX METOA0B UccnefoBaHus. BoisiBrneHne 6eccumnTomHoro MNIT vawe npoucxoaut
cy4yaiiHO Ha OCHOBaHUW W3MEHEHWP nabopaTopHbIX MoKasaTeneil (MoBblLWEHME
KOHLleHTpauuun Kanbuus, MTE, wenoyHoi ¢ochaTasbl, runepKanbuuypus n T1.4.),
o06Hapy>XeHns yBesInYeHHoM (yBeninyeHHbIX) OLL K nnv npu nameHeHUsIX B opraHax
MU CUCTEMAX, Ha OCHOBaAHUW Yero MOoXXHo 3anofo3puTb Hanuudue TIT. MNayneHTbl €
MasIoCMMMNTOMHbIM MAK 6eccmmnToMHbiM TTIT Kak mn ¢ MITT yawe Bcero MMewT
oaHy ageHomy OLLK.

NMokasaHnA K NapaTupeouasKToMUM Npu 6ecCMMnTOMHOM FMnepnapaTnpeose

w MoBbIleHNe KOHLLEHTpaLun KanbLuns B Kposu Ha 0,25 Mmonb/n n 6onee 0T Bepx-
Heli rpaHuLbl HOPMbI,

m CHWKEHME CKOPOCTU KYyB0UKOBOI hmnnbTpaunum meHee 60 MA/MUH.

m [porpeccupytowmii octeonopo3s (Tscore < -2,5).

m Bo3pacTt monoxe 50 ner.

m HeBO3MOXXHOCTb AasibHelLero AMHaMn4eckoro HablaeHnS.

MpoTuBONOKasaHMsA 4J/19 oNepaTUBHOIO JieYeHUs CTaHOAapTHble (Haimuune TsxKe-
NbIX COMYTCTBYKOLWNX 3abonesaHuii), B 3Tom criyyae MpoBOASAIT KOHCepBaTMBHOE
neyeHuve.

BepemeHHbIx ¢ IMITIT onepupytoT Bo Il TpnmecTpe. MNpu runepkanbymeMmnyecKom
Kpn3e onepauuio HauyuHalT HeMelJ/ieHHO Mnocfiie MNOATBEPXKAeHUA AuarHosa (npeg-
BapuUTe/NIbHO BOCCTAHaB/IMBAKOT 06bEM BHEK/IETOUHOM >XXUAKOCTU U HOPMaIM3YHT
Anypes).

O6bem onepauun

ALEeKBaTHOCTb XMPYPruyeckoro BMeLLATENIbCTBA BEPUMUUUNPYIOT C MOMOLLbIO
MHTpaonepayMoHHOro nuccsiefoBaHUa MHTaKTHoro MTI ceiBOpoTKU Yepe3 15-30 MuH
nocsie BbIMO/IHEHUA 3anfiaHUpoBaHHOro obbema orepaunun. Ornepauuio cuyuTalT
YCMELLUHON MPU CHWKEHUW KOHLUEHTpauum nHTakTHoro MTI 6osiee uem Ha 50% (B ToM
yuncsie N NPy MasocMMNTOMHbIX dhopmax MITT).

Hawnbonee npefgnoyTUTE/NbHbIA anropuTM OnpefesieHNs afeKBaTHOro obbemMa
BMeLlaTeNnscTBa (Mo pesysibTaTam peBnu3nmn)

m Ecnin BbISABMIEHO yBe/nu4YeHMe OfHOW >Xenesbl, 4TO BCcTpedyaeTca Yy 85% 60/1b-
HbIX TIIFTT, yaanaiT nopaxkeHHy >Xenesy. Ecnv npu nHTpaonepauvoHHOM
onpegeneHnUn KoHueHTpauumn MTI He NPOUCXOAUT ero CHUXXeHUs, Heo6Xxoanumo
MpOBECTU AOMO/IHUTENBbHYIO PEBU3UIO OCTasIbHbIX OLL K.

m [pn cnHgpomax M3AH 1-ro n 2-ro Tvna v npu runepnaasnu scex OLWK (12%
c/ly4yaeB) BO3MOXKHbI Ba TAKTUYECKUX BapuaHTa:

* nepBbIi — yaansaT 3 Xenesbl U NPOBOAAT CyO6TOTa/IbHYIO pe3eKLmio YeTBep-
TOA, HaMMEHbLLIEV MO pa3smepy M Hambosiee OCTYMHOW XXenesbl;
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* BTOPOW BapuaHT — yAasnstoT BCce XKesie3bl U MPoBOAAT ayToTpaHcnaaHTauuto
TKaHW 0f4HOW, HanMeHee N3MEHEHHOW >Kere3bl, B MbILULLY MpeAanseybs.

m Ec/nv onyxonb npopactaeT B OKpy>Kallime TKaHW, credyeT 3anofo3puTb pak
OLLK. B aTom ciyyae nopakeHHYy >kenedy ygansawT BmecTe ¢ Jonei wuTo-
BUAHOW >Kenesbl, pacCMaTpuBaloT BOMPOC O PErMoHapHON NumMpageH3KTOMUN.
Pak OLLK HY>XHO MCKAKUYNTb Y KaXKA0r0 60/1bHOM0 C TSHXKeson runepKasnbLn-
emuer n nanbnmpyemoin OLLK.

Mpwv BbINOAHEHUM cy6ToTanbHoW MT3 nam MT3 ¢ ayToTpaHcniaHTaUnern Heob-
XOAMMO CPOYHOE TMCTO/I0rnYyeckoe muccnegosaHve yaaneHHbix OLWXK. NpoBeneHne
3TOro mnccriefoBaHUs NMPOANKTOBaHO HEOOXO0AMMOCTLIO KPMOKOHCEPBALLUX MUKPOCKO-
MMYecKU HarmeHee n3MeHeHHbIX OLLXK (npu pasBuTnM CTOMKOro rmnonapatmpeosa
NPOBOAAT TpaHcnaHTauuo parMeHToB yaaneHHbIX OLK B MbilLy).

Knwoy K Bblbopy afeKBaTHOro o6bema onepaTtmBHOro siedeHusa MIMAT B pykax
OMbITHOIO XMUpypra — coyeTaHue npegonepaymoHHoro ¥Y3W, cumHTurpamm v MHT-
paonepaumoHHoro ¥Y3W. HyBCTBUTENIbHOCTb KOMIMJIEKCHOIO COYEeTaHUA 3TUX METO40B
pocturaet 99%.

UyBCTBUTENBHOCTb WHTPaonepaunMoHHOro onpegesieHUs KOHuUeHTpauun MTC
pocturaet 99,5%. lNpumeHeHWe 3TOro MeTofa Nno3BoJIAET CHU3UTbL YMNC/0 PELUNBOB
MrmT B 3-5 pas.

Cpean ocnoXkHeHuii MT3D Heob6X0AMMO OTMETUTbL KPOBOTEYEeHMe, MoBpeXaeHue
BO3BPaTHOro ropTaHHOro HepBa, MNEpPCUCTUPYOLWNIA runonapatnpeos. Y 60/bHbIX,
cTpajaBLlUuX [0 onepauuun TSHKEeNon runepkasibUMeEMMEr ¢ NOpaKeHUeM KOCTen,
MOXEeT pa3BUTbCA CUHAPOM «rFO/I0AHbIX KOCTEM» — TsdXKenas rurnoKanbLuemus,
BbI3BaHHasi 6bICTPbLIM MOI/IOWEHNEM KasibLUMs ocTeobnactammn. PegKnm 0CI0XKHEH M-
€M CTaHOBUTCA FMNoMarHMeMuns, BoO3HUKawLwas MeHee Yem y 2% 60/1bHbIX.

MporHos

BonbLWNMHCTBO KANMHMYecKuUXx cmmnTtomoB MITIT nocsie ycnewHoOro onepaTuBHoOro
BMellaTeNlbCTBa NoABepraetca ob6paTHOMY pasBuTuto. [locne XUpyprmyeckoro
neyeHua MIrMAT, T.e. nocne ycTtpaHeHusa rnnepcekpeunn MNTI, oTMevaeTca gocTa-
TOYHO 6bICTPOe 06paTHOE pa3BUTUE KSTMHUYECKOM CUMMMTOMATUKN N BUOXMMUYEC-
KX rokasaTteneii. TaK, KOHLEHTpauusa KasbLUus B KPOBM BO3BpaLlaeTcs K HOpMe
yepe3 HEeCKOJIbKO 4acoB (MakKCUMyM HECKOMbKO AHel) nocne onepauun. [Mocne
afleKBaTHO MPOBEAEHHOr0 XMPYPrnyeckoro nevyeHns B GONbLUMHCTBE C/ly4YaeB B
TeyeHue 6-12 mec (1 6os1ee) MMeeT MecTO runokasabumemus, Tpebyuwas npume-
HeHNa BuUTammHa D UAM ero akTUBHbIX MeTaboNMTOB, M MpenapaToB KanbLus.
MnodocthaTemMmsa 1 BbiCOKass aKTUBHOCTb Le/I04HOM dhochaTasbl HOpMaM3yTcs
B TeyeHne 6-8 mec.

Y 90% nauneHToB ¢ HethpoIMTMa3oM KamHeobpasoBaHMe rnpekpatliaeTcs.

3HaunTeslbHO yay4llaeTcs COCTOSAIHUE KOCTHOWM cucTeMbl. B TeueHue roga nocrie
nvksugaumun MITT HabnwgaeTca 3HaUYMTe/IbHOE YBe/IMYEHME MUHEPasibHOW MNoT-
HOCTU KOCTHOM TKaHW (Ha 14-25%), y TpeTn 60/1bHbIX 3TN NokKasaTesin HopMasin3y-
I0TCH, a 0CTasIbHble MayMeHTbl C 0OCTEOMNOPO30M MepPexoiAT B KATETOPUIO OCTEOMNEHUN.
Tpynocnoco6HOCTL BOCCTaHAB/AMBAETCHA, €CAM A0 JSIeYEHUS HE OblNI0 BblpaXKeHHbIX
gecopmaunii ckenietTa AU TAXKENO0ro NopakeHUs Mno4vek, NpuBeALLIEero K XpoHunyec-
KOW MoYeyHo HefoCcTaTouHOCTN.
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BTopuuHbIii rMnepnapaTupeos

anngemunonorusa

Hawnb6onee yactas npMymMHa pa3BuTuUsa BTOPUYHOIO runepnapatnpeosa — XIMH.
YacToTa BCTpeyaemMoCTN BTOPUYHOIO rmneprnaparvupeosa cpeam naymeHTos ¢ XIMH,
nonydyarwwmx nevyeHme nepuToHeasibHbIM NN FreMoAnann3om, cocTasssaeT oT 45 o
70%. AgnHammnyeckas KocTHas 6one3Hb (AKB), nposasndaiowasca noHMXKXeHNEM
KOHUeHTpauyun MTIE, He cooTBeTcTBYOW MM hase XIMH, oTmedvaeTtca y 25-30%
nauymeHtoB. Hawnbonee yacto AKB pasBuBaeTcs y naymeHtoB ¢ XIH Ha doHe
caxapHoro gmnabeta. Y nauymeHToB ¢ XIMH Ha foamanunsHom cTagnumn Tak>ke BbiCOKa
yactoTa BTOpUYHOro runepnaparmpeosa. Okono 60% nauneHToOB C KOHLUEeHTpauu-
el KpeaTuHMHa oT 150 go 400 MKMO/Ib/NT UMEKT KOHLUEHTpayno nHTakTHoro MTr
6onee 200 nr/mn.

aTunonoruna

BTopnuHblii runepnapatupeo3 (BITIT) xapakTepu3yeTcsi M30bITOUHOM CeKpeumen
MTr B oTBeT Ha runokasabumemMuto, rmnepochaTtemMmio U HU3KYI0 KOHLEHTpauuto
KanbuuTpuona. Bee aTo umeeT mecto nNpu XINH, KoTopas octaeTca Hanbonee 4YacTom
npuunHoii BI'TIT. K gpyrum, 6onee pegkum, npudnHam BITIT oTHocuTca manbab-
copbumna nmnueBoro Kanbums npu 3abonesaHuax XXKT, gedhunuymTt ButammHa D nnm
HapyLleHns ero metabonnsma, BbICOKasa 3KCKpeLns KasbLmsa NoYKamu.

MaTtoreHe3 BTOPWYHOTO U TPETUYHOrO runeprnapatTupeos3a nNpu XPOHMNYECKO
NoYeyHon HepoCTaTOYHOCTHU

YMeHbLIeHne Maccbl AelCcTBYOWMX HehpoHoB Npu XIH BegeT K runepdocda-
TEMUK, COMPOBOXAAKLLIENCA PELUNPOKHbLIM CHUXXEHUEM KOHLUEHTpaLuu MOHOB
Kanbuua B KPoBU. MmnokanbumeMmns u runeppocdartemMmna CTUMYIUPYIOT CUHTES
MNTr OWK, Kanbunini Bo3aecTByeT Ha npoueccbl cnHtesa MTI yepe3 Kanbyu-
eBble peuenTopbl, NpeacTtasneHHble B OLLDK, KOMYecTBO M YYBCTBUTENbHOCTb
KOTOPbIX MPOrpeccuBHO yMmeHbLatTca. Mpn HapacTtaHuu XIH Bo3HUKaeT gegu-
LUT CUMHTE3NPYEMOro B MoOYKax KaJbUUTpuosia, a TakXKe YMeHbLIaeTCad YUCNo
peuenTopoB K Kanbuutpmnony B OLLK. B pesynbTaTe oc/iabeBaeT CynpeccuBHbI
I heKT KanbLUNTPMOa Ha CUHTe3 K cekpeunto MNTI 1 BO3HUKAET Pe3UCTEHTHOCTb
KocTeli ckeneTa K geicteuio MNTI, 4To TakXXe CONpPOBOXKAaeTcs rmnepcekpeyunen
ATr. dednunT KanbunTpmnosa ymeHblaeT BcacbliBaHMEe Ka.TbUWA B KULLIEYHUKE,
NnPMBOANT K TUMoKanbumemMmm u pasBuTuIio octeomMandaunn. MmnokanbumemMmus
OOMNOMTHUTENIbHO CTUMYNMpyeT BbipaboTKy [MTI, 4To cnoco6CTBYET YCUIEHHOM
KOCTHOW pe3opbunn n paspyweHuo KocTn. AnnTtenibHas CTUMYAALNA CeKpeuunun
MTr npusognT K runepnnasuvm OLWNK. C TeyeHmem BpemeHW B rmnepnsasvpo-
BaHHbIX >Xene3ax MoABMATCA K/eTKM, aBTOHOMHO npoayuunpytowmue MTI, pas-
BMUBaeTCcA afeHoMmaTo3Has TpaHchopmMauunsa OLWLXK, 4yTo aBnseTca CyTblo TpeTuy-
Horo MMAT. Heo6xognMmo MOHMMAaTb, YTO OCHOBHOW AMArHOCTUYECKMIA CUMMTOM
TpetnyHoro NMT — runepkanbumemusa (NpyM oTCYTCTBUN Nepefo3UpPOBKU npena-
paToB KasjbluA), TaK KaK MMEHHO rmnepkKanbLmMeMns yKasbiBaeT Ha OTCYTCTBUE
obpaTHOW oTpuLaTenibHOM cBA3W B BbipaboTke MTI OLWLXK. 149 nocTaHOBKW Ana-
rHosa TpetuyHoro IMIT Hannunme MakKpoOCKONMUYECKU «IUAgNpPYOLWEeNn» afeHOMbI
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Heo6si3aTeNbHO. aToreHes BTOPUYHOIO M TPETUUYHOrO runepnapaTvMpeosa npwu
XPOHMYECKOol MoYyeyHoi HeJoCcTaTOUHOCTY MpeAcTaBsieH Ha puc. 2.3.

Puc. 2.3. MaToreHes BTOPUYHOTO M TpPeTUYHOrO.rMnepnapatmpeosa nNpu XPOHUYECKON no4YeyHo
HenoCTaTO4YHOCTHU.

KnunHuyeckaa kapTuHa

K OCHOBHbIM hopMaM MNO4YeYHbIX OCTEOAUCTPOPUNA, 00YCNOBAEHHLIX pas3BUTUEM
BIMT, oTHoCcATCA (DMOBPO3HbIV OCTEUT N OCTeOManALuS.

dN6pPO3HLIN ocTENT

3aboneBaHne ONTe/IbHO NpoTekaeT 6eccmmnToMHO. C nporpeccupoBaHmemM 3a6o0-
NeBaHUsI MOTYT MOSIBAATLCA 60/IM B KOCTSAX, KOXHbIA 3yA, Muonatus, anddysHas
Kanbunpukauus, Kansumudunakcmsa. Mpu TsXKenom runepnapaTvpeose BO3HMKAOT
nepenoMbl KOCTel, KOCTHble Aedopmaumun. YcyrybnseTcsa aHemusi, 0bycnoBrieHHas,
C OfHOW CTOPOHbI, (hM6PO30M KOCTHOrO0 MO3ra, C APYro — HapyLleHUWeM CUHTe3a
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aputponoatTmHa npu XMH. Ons ctagum BIMT, npoTeKkawwer ¢ NposiBEHUAMMN
hnbpo3HOro ocTtenTa, xapakTepHa BbicOKasa KoHUeHTpauusa MNTI (6onee 500 Hr/mn),
BbICOKas aKTUBHOCTb LLIE/I04HOM (hocdaTassl, rmnepdocareMus.

OcTeomansauunsa

XapaKTepunsyeTcs rnpexaie BCero HapyleHUAMU MuUHepanmsaumm, npu 3aTom npo-
Leccbl pemoaennpoBaHnNsa KOCTHOM TKaHW pe3Ko 3ameaneHbl. MakcumasibHoi Bbipa-
>KeHHOocTU BITIT gocturaeTt y 60/1bHbIX, ANTENBHO HAX0AALWMNXCA HA remoanannae,
B TO BPeMSA KakK MepBble NMPU3HaKU 0CTeOMaNnALUM NPOABAAKTCA Y)Ke Ha Hadallb-
HbIX cTagmax XIMH. Bo Bpems remoguanmia [onNoSIHUTeNbHOE HebaaronpusaTHoe
B/IMSAHME Ha CKEeNeT OKa3blBaeT aKKyMy/sLMsa B OpraHM3mMe ajloMUHUSA, KOTOPbIA
nonagaeT TyAa Npu NpuemMe coAep Kalinx aslloMUHWIA reneii, HEKOTOPbIX PacTBOPOB
M C HEOUNLLEHHOW OT aJIlOMMHUS BOAOMNPOBOAHOM BOAOIM, MCNOMb3YEMOW ANS FeMo-
Ananusa. B HacTosllee BpeMs a/llOMUHUEBbIV FeHe3 ocTeoMansumMu BCTpevaeTcs
peako. ONnsi KNMHNYECKOW KapTUHbI XapaKTepHbl MHTEHCUMBHbIE OCCaNITNK, YacTble
naToNorMyeckme nepesioMbl B COYeTaHWU C MOPaXKeHWEM LEHTpPasIbHOW HEepBHOMN
cucteMbl. I3MEHEHNS B KOCTAX MOTYT OOXOAUTb [0 YrHETEHUS KPOBETBOPEHWUS.
DHuehasionaTna BapbMpyeT 0T 6eCCUMNTOMHbLIX U3MEHEHUIA Ha 31eKTPOo3HLedano-
rpamme 40 ANasin3Hon geMeEHL NN,

OvarHocTtuka

NabopatopHada anarHocTuka

OnpefeneHve B KPOBU KOHLEHTpauun gocgopa, o6L,ero n MOHN3MPOBAHHOIO Kasib-
ums, obwer akKTMBHOCTU LWeNoYHoM docaTasbl, KoHUeHTpaumu MTE no3sonser
OUEHUTb TSAXKECTb HapyweHui (ocdopHO-KanbLMEBOro 06MEHa, WX HamnpaB/ieH-
HOCTb. OTU AMarHocTUYecKme 1ccrefoBaHNA 06a3arTesibHbl ANA onpegesieHNs neyeo-
HOM TaKTUKN N ANHAMUNYECKOr0 KOHTPOSA 3(eKTUBHOCTM NPOBOAUMOrO fleYeHUS.
Mpwn BIMIT Habnwogaetca ymepeHHasa runokanbLunemMmsa UM HopMasibHas KOHLLEHT-
pauus o6Liero KasabLumsa. YUnTbiBas BO3MOXXHOCTb TMMOMNPOTEMHEMUN, HAPYLLUEHWUA
KNCAOTHO-LWE/TI04HOr0 paBHOBeCUA Npu 3aboneBaHusx, npmeogawmx K BT (XMH,
CUHAPOM Manbabcopbuuun n ap.), 06s3atesibHO cnegyeT onpeaeniaTb KOHUEeHTpayuto
MOHMN3MPOBaHHOro Kanbuuda. CogepykaHue ocdopa B Kposu npu BITIT, obycnos-
neHHbIM XTH, vauwe noBbiweHo. Mpu BITIT, 3TM0N0rMyecKom NPpMUYMHOM KOTOPOro
cTasnio 3aboneBaHne XXKT, KoHUeHTpaumsa dochopa B KPoBM 06bIYHO HOpMasibHas
WUJTN NOHMXKEHHAA.

OueHuBatb cekpeuuto MTI y nauyveHToB ¢ XIMH cnepyet nytem onpegenieHUs
KOHLLeHTpaLumn MHTaKTHOro (1-84) MNTI meTofoM pagnovMMYHO/I0TMYECKOro aHanm-
3a NN UMMyHodIopecueHLMK. s nogaep>xaHusa npouecca pemogenmpoBaHus
KOCTHOWM TKaHu y naumeHToB ¢ XIMH, Haxogsawmxca Ha remogmanmse, cogepika-
Hue TTI B KPOBU A0O/HKHO 6biTb B 2-3 pasa Bbille, YeM Yy 340P0BbIX — MNPUMEPHO
130-260 nr/mn. Hanbonee nHhopmMmaTuBHbLIM 4158 NporHosa Tsaxkectn BITIT cuuta-
0T onpeneneHne KoHueHTpauunm MNTI v akTuBHOCTU L P, a TakXe npowvsBeneHUd
KOHLeHTpauun Kanbuma Ha KoHUeHTpaumio docdopa B Kposu. NponsseseHne KoH-
LeHTpaynm KanbLmsa Ha KOHLEHTpaumio docopa B HOpMe A0KHO 6bITb A0 4,5 npun
U3MEPEHNN B MUANTUMONIAX Ha INTP (MMonb/n).
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[Ans onpegeneHnsa nokasaTesieri KOCTHOro MeTa6onmM3ama onpegenatoT UHTEHCUB-
HOCTb 06pa30BaHNA 1 Pe30p6LMN KOCTHOW TKaHW MO KOHLEHTpaLumM COOTBETCTBYHO-
LLMX MapKepoB B KPOBW.

m Mapkepbl KOCTHOr0 06pa3oBaHus.

e KoHUeHTpaumsa ocTeoKasbLMHa.

e AKTUBHOCTb LLIE/I0YHOM (hochaTasbl M ee KOCTHOW u3odopmbl (Hambonee
MHopMaTMBHbI Mapkep). Mpn aKTUBHOCTU LLIE/IOYHOM hochaTasbl B KPOBU
>27 EQ/n NporHoctmyeckas LUEHHOCTb MNOBbIWEHUA KOHUeHTpauun MTI
(6onee, yem 260 nr/m) B ANArHOCTMKE BbICOKOOOMEHHOW KOCTHOW MaTosiorum
(xapakTepHoin ansa BI'TIT) Bo3pacTaeT ¢ 84 go 94%.

= MponenTtng konnareHa | Tvna (Bcerga MNoBbIWEH NPY TEPMUHA/IBHOM cTaanm
XMH).

m Mapkepbl KOCTHOW pe3opbuuun.

« AKTUBHOCTb KWUC/IOW TapTpaT-pe3ncTeHTHOW docdaTasbl.

e Kap6oKkcu- n aMMHOTepMUHasbHbIV TenonenTmabl KonnareHa | Tuna (onpe-
[ensaTcs B 3HAYNTEIbHO NOBbILEHHbIX KOHLUEHTpauuax y nauneHToB ¢ Tep-
MUHanbHOM ctaguer XIMH) — onpegeneHne MxX KOHLUEHTpauunm noka nmeet
NLWb TeopeTUnYecKoe 3HayeHue.

AvarHoctnka KOCTHbIX HapymeanZ

m OCTEOEHCUTOMETPUS BbISIBASIET CHDKEHME KOCTHOM MAOTHOCTM MPU MoTepsix
MUHEepasIbHOM Maccbl KOCTW 0T 3-5%), uccnefoBaHne OTHOCUTCSA K PaHHUM guar-
HOCTUYECKMM TecTaM. Haunbonee nHhopmaTnBHa ABYX3Hepre T nyeckas peHTre-
HOBCKasi abcopbLUNOMeTpUS C U3MEPEHNEM MUHepasibHOM MAOTHOCTU KOCTHOW
TKaHU B NPOKCMMasibHbIX 0TAen1ax 6eApeHHOM KOCTU N KOCTAX npeanneybs, To
€CTb B y4acTKax cKeneTta ¢ npeocbnagaHmeM KOPTUKasSIbHOW KOCTHOW TKaHMW.

m PeHTreHonormyeckoe o6cnefoBaHve — peHTreHorpadust KUCTeld, KocTel Tasa,
MO3BOHKOB, Tpy6uaTbIX KOCTEW MO3BOMISIET BbIABUTb MPU3HAKU runepnapatu-
peo3a, ocTeonopo3a nam octeomansayum n Takum obpasom rnomoraeTt B gudde-
peHUNasnbHON AMarHOCTUKE MOYEeYHbIX 0CTe0AUCTPOUIA B CTagMN KAMHUYeC-
KX NPOsiBEHNIA.

m KocTHas 6uorncusi ¢ MopthoMeTpUE, TETPaLMK/IVHOBbLIM TECTOM U OKPACKOM Ha
UIHOMUNHUIA — «30/10TOM CTaHAAPT» TOMHOM AMArHOCTUKWN MOYEeUHbIX OCTEOAMNCT-
poghunii, MO3BOASET UCK/TIOUYNTL OMYXO0J/IEBbIA XapaKTep MOPaXKeHnsi KOCTElA.

Tonnyeckaa guarHocTuka

M3meHeHna OL K, BbisiB/SieMble C MOMOLLbIO Ty4YEeBbIX METOA40B UCC/NEA0BaHNA, NpU
BI'TIT B uenom He oTnmMyalTca OT TakoBbixX npu MITIT. B KomnniekcHoM o6cnego-
BaHMM Mcnonb3yT Y3, pagunoHyknugHole metogbl, KT, MPT. K oco6eHHOCTAM
TONUYecKor gmarHoctukm BITIT oTHocuTCcA ob6si3aTesibHas pPeBU3NSA BCEX 30H BO3-
MOXXHOro pacnosiookeHus OLW>K He3aBMCUMMO OT AaHHbIX MpeLllecTBYOLWMUX METO-
[0B. BONbLWMHCTBO CNELMAaNNCTOB YKa3blBaloT Ha 06A3aTesIbHOe UCMO/1b30BaHWe NHT-
paonepaunoHHoro ¥Y3W. Heob6xoammo 06patuTe BHMMaHWe, YTo nNpegonepaunoHHas
TonmMyeckasa gmarHocTuka Hambonee akTyanbHa npu peuyngmsupyrowem BITIT Ha
wee, TpebyloLLLEM MOBTOPHOI0 ONEPaTUBHONO fiedyeHus. MNpuy Nogo3peHNN Ha peunans
BT, npu4nHOA KOTOPOro cTasl ayToTpaHcnaaHTaT, guddepeHymManbHy0 guarHoc-
TUKY NPOBOAAT C NMOMOLLLbIO CLUMHTUrpadunn.
AunddepeHumnansHas gnarHocTuka — cM. Tabn. 2.2.

85



OHAOKPUHHAA XUpyprus

JleueHune

KoHcepBaTuBHasa tepanusa

BI'MIT mMoXeT HauMHaTbLCA Ha A0CTaTOYHO paHHUX, A0ANANTU3HbLIX CTAANAX pasBUTUA
XTTH, y>ke Npu CHMXXEHUN KIIMPEHca KpeaTuHMHAa (CKOPOCTU KNYy60U4KOBOM hunbTpa-
ummn) Hxke 60 MI/MUH, YTO YacTo HeL00LLEHMBAKT U BOBPEMS He Ha3HavalT npopun-
NnakTnyeckoe neyeHMe akTUBHbIMU MeTabonntamum BuTammHa D. CTpaTtermyeckumm
LlensiMmm KoHcepBaTUBHOIO nedeHma npuv BITIT cneayet cunrars:

B NpefoTBpaLleHne Uan 3amessieHre pasBUTUS KOCTHbBIX OCIOXXHEHWIA;

® NpejoTBpalleHne NNn 3amMefsieHne pasBUTUS COCYANCTbIX OCNOXKHEHWIA;

W O0CTVKeHMe HopMmanbHoro (npwm naronorum XXKT) nanm ontumansHoro (npwm
XIMH) cogep>xaHua MTT;

B HOpManmsauus cogep>xaHunsa Kanbuus n gocdopa B KPoBU.

MeToabl NPohUIakKTUKN 1 nedeHns runepdocdareMmn y 60/1bHbIX C BTOPUY-

HbIM FMNepnapaTMpeo30oM NPU XPOHNYECKOI NOYeYHOM HefOCTaTOUYHOCTU

m OrpaHu4yeHne noTpebneHUs goccopa ¢ NULLEN.

m [Nprnem KapboHaTa Kanbuus. HavanbHasa gosa 0,5-1,0 r afieMeHTapHOro Kasb-
UMA BHYTPb 3 pasa B CYTKM BO Bpems efbl. [l03y MOXXHO yBeNnMumBaTb Kaxible
2-4 Hep Nof, KOHTPOJIEM KOHLUEHTpaumu cocdopa A0 ONTUMasIbHOW [03bl —
2,0 rlcyT (MakcumanbHaa posa— 6,0 r/cyT). He cnepyet npumeHATb umutpar
KanbLUua 1 Apyrve npenapartbl, B COCTaB KOTOPbIX BXOAUT LUTPAT, TakK Kak OHU
Crnocob6CTBYIOT BCACbIBAHUIO a/TIOMUHNSA B KULLEUYHUKE.

m [Npuem npenapata, cBA3biBakLWero pocartbl, — ceBenamepa. Ero MmexaHusm
AencTBMA 3ak/ovaeTcsa B cBA3biBaHUK hochaToB B XKKT, 6narogaps vyemy
CHWXXaeTcAa cogep)kaHue docgopa B KpoBm naumeHToB ¢ XIMH, Haxoas-
LW MXCA Ha neyvyeHMu remoamanmisom. Kpome T0ro, cesesiamep CHUXXaeT KOH-
LeHTpaLumio obuero xosectepuHa U XonectepuHa /IMNONPOTENA0B HU3KOM
MJIOTHOCTMW.

m YnoTtpebneHue ceasbiBaoWMX gocthaTbl aHTaLMLoB (B HACTOsILLEe BPeMS Mpu-
MEHSAIT peaKo) Mpu BbIPpadKeHHOW runepdochareMnum n HeahPeKTUBHOCTU
Apyrux cpencts. X MOXXHO Ha3HayaTb Kypcom no 1 mec.

m CniefyeT nsberaTb pa3BuTua runogochateMmmnn.

Moka3zaHna K NpueMy aKTUBHbIX MeTaboIMToB BUTaMuHa D

®m [MnokasabumMeMnu.

m BIMMT.

m OcTeomManaums.

m XIMNH y geten.

m [1poBeAeHVe NPOTUBOCYA0POXKHOW Tepanun y 60/bHbIX ¢ XIMTH.

m [1pokcMmMasnibHass MmonaTtus.

J103bl aKTUBHbIX MeTabonmToB BuTamnHa D 3aBucaTt oT Tsxectu BITIT, BO3-
HUKHOBEHNS MO60YHLIX 3PEKTOB N NoAbMpaTca MHANBUAYaNbHO. MpUMeHSAIOT
KaK anbakanbumnion, Tak n Kanbuutpuon. PasnuyalT cnepyoouwme pexkumbl
BBEAEHUSA: eXefHEeBHbI (MOCTOAHHbLIN), MHTEPMUTTUPYOLWMWIA, Nynbc-Tepanns
(HepenbHy0 003y nNpenapaTta BBOAAT 1-2 pa3a B Hefeno). MNynbc-Tepanmio MOXXKHO
OCYLLeCTBNATbL KakK JiepopasbHbiMU popMamMmn, Tak v npenaparamv gns BHYTpPU-
BEHHOro BBefeHUA. MMoCTOAHHAA N MHTEPMUTTUPYIOLLLAA CXeMbl JIeYeHNA 0AMHAaKO-
BO 3(h(PEKTUBHbBI A4/19 CHUXKEHUA KOHUeHTpauuun MNTI. BHyTpuUBeHHas nynbc-Tepa-
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M/ Hanbonee ahhekTMBHA NpU TsHKenbix opmax BITIT v npym KOHUEHTpayum
MTr 6onee 600 Hr/mn.

B 3aBNCMMOCTU OT MCXOAHOM KOHLeHTpaumu MTI Heo6xo4MMO HazHavaT” pa3ny-
Hble A03bl aKTUBHbIX MeTabonmToB BUTammHa D. Tak, npu MNTI ot 260 go 400 nr/mn
HasHa4vawT no 1,5 mkr anbakansungona B Hegento; npu MNTI ot 400 go 800 — no
2,5 MKr; npu noBblWeHUN KoHUeHTpauun MTI 6onee 800 nr/mn — fo 4,0 MKTr.

B03MOXXHO NMpuMeHeHwue cnefyoWwmnx cXxeM BUTaMMHOTepanmun:

®m anbakanbumaon BHyTpb Mo 1,0-4,0 MKr B HeAeslt0 B peXXnMe eXegHeBHOro

npuema (M1 Yepes feHb) Uan Nynbc-Tepanmu 1-2 pasa B Hefesno, A/INTESbHO;

B KasibuMTpmoa BHYTPb No 0,75-4,0 MKr B Hefle/1l0 B peXKMMe exxeiHeBHOro npu-

ema (N yepes JeHb) WA Nynbc-Tepanun 1-2 pasa B Hefeno, 4/INTENBHO;

B KaNbLUUTPUON BHYTPUBEHHO MO 2-4 MKI 2 pa3a B Hefeno B TeyeHue 2-4 Mec,

3aTeM MNepeBos Ha NepopasibHy Tepanuio.
B Hauasie Tepanum anbakanbLngonom Nan KanbLUTPUoomM v npm nog6ope Ao3bl
HEeo6X04MMO KOHTPOIMPOBaTh KOHLUEHTPAaLUIO 06LLLEr0 U MOHM3UPOBAHHOIO KanbLus
1 hocchopa B nnasme KpoBu Kaxkable ase Hegenu, MNTI — 1 pas B 3 mec. MNMoabdop A03bl
00bI4YHO 3aHUMaeT 4-8 Hefl, BO BPeMS KOTOPbIX KOHUEHTpauusa Kanbuus B naasme
CTPEMMUTCH K NOBbILLEHWNIO. [1pY BOSHUKHOBEHNN YMEPEHHOW rnnepKanbumemMmn cne-
AyeT CHU3UTb 403y aKTUBHbIX MeTabonnToB BUTaMmmHa D B ABa pasa, Npu BbipaXkeH-
HOW runepkasibuneMmnn — BPEMEHHO OTMEHUTb.
Hosble npenapartbl BUTammHa D: 22-oKCMKasibUMUTPUOA, napukansuutpuon, 1-
anba-rngpokcuentTammH Dgnoka B P® He 3apermcTtpmpoBaHbl.
KanbuMMNMETUKN — MOAYNATOPbI PeLernTopoB K KasibLnio — 3PPEKTUBHO CHU-
XawT KoHueHTpauuio MNTE npy He3HayuTeslbHbIX W3MEHEeHUAX KOHLUeHTpauuu
Kanbuunsa u gocgopa. B sakcnepuMeHTax Ha XXMBOTHbIX Obl/10 MOKa3aHo, YTo Kanbum-
MUMETUKN Yepe3 KasbLMeBble peLenTopbl Ha KNeTKax KocTel BbI3blBalOT obpaTHoe
pa3suTne nubposHoro octenta. NpoBegeHHbIe ¢ ydyacTtmem 1000 naymeHToB ¢ BITIT,
nony4vawLwnx fevyeHne remogmasinzom, nnaauebo-KoHTPo/IMpyemble McCNef0BaHUA
npenaparta UnHakanbLeT B fo3e oT 30 Ao 180 Mr exxeiHeBHO NoKa3aJ/in CyL,ecTBeHHoe
CHM>KeHWe KoHueHTpauun MNTI n Kanbunsa B KPOBU.
Mobo4Hble athheKTbl KOHCEpPBATMBHOM Tepanunu:
® py NpmMemMe NpenapaTos Ccosiel Kanbumsa MoryT Habaogartbcs 3anopbl, o6ocTpe-
HVEe MOYEeKaMEeHHOM 60/1e3HU, peiKo — rMnepKaibLneMus;

®m Ha (poHe npuema npenapaTos BUTammHa D — runepkanbumeMus, noBblLLEHNE
KOHUEHTpaUMn MOYEBUHbI WM KpeaTUHMHA B KPOBW, paccTpoicTBa CTyna,
TOLIHOTA, COH/INBOCTb;

E pyV NpmemMe cesesiaMepa — B34yTue HCUBOTA, 3amnopbl, 601 B XXMBOTE, TOLLIHO-
Ta, afIyleprnyecKkre peakumu.

Heob6xogMMo0 MOMHUTbL, YTO HeAOMNYCTUMO Ha3HayeHWe aKTUBHbIX MeTabonMToB
BuTaMnHa D (anbakanbuujona u Kanbuntprona) npu runepdocharemmmn u runep-
Kanbunemun. NponssefeHne KOHLUEHTpaLMM KanbLUns Ha KoHUeHTpauuto docdopa
He [0/HKHO npeBbiwaTtbs 70 MT/an (6 MMonb/n), MHave pe3Ko Bo3pacTaeT PUCK MeTa-
cTaTM4YecKol KanbumnpukKaluunm.

OI'IepaTI/IBHOG ne4vyeHune

BbisiBneHne Tonbko runepnnasnu OLLDK npyv ymMepeHHO MOBbILLIEHHOW KOHLIEeHTpa-
unn MTI, KOTOPYI MOXXHO perynmpoBsartb NyTeM HazHa4yeHUA rnpenapaToB aKTUBHbIX
MeTabonmnToB BUTammHa D, He cnefyeT cumTaTth rnokasaHmem K MTDO.
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Mpn He3(HEKTMBHOCTN KOHCEPBATMBHOIO fieveHnsi BITIT npuMeHsA0T KakK Xnpyp-
rMYyecKyto, Tak U Hexupyprumyeckyto MNT2.

K Hexupyprudeckon MTO OTHOCAT YPECKOXHbIE CK/IEPO3UPYIOLLIME WMHBEKL MU
KanbunTpuosia uan ataHona B rurnepnnasnposaHHbie OLWXK nog KoHTposiem Y3W.
Kak nepBWYHbIA BapuaHT XUPYPrMYecKoro fle4eHUss cKepoTepanus npusHaHa
ManoageKTUBHON, 0AHaKO Npu peunamsupytowem BITIT, Korga NoBTOpHblE one-
paunmn conpsi>XeHbl C BbICOKOA BEPOATHOCTbIO MHTPAoNepauMoHHbIX OC/I0XHEHUNA,
MaslIoOnHBa3nBHbIe NPoLefypPbl, HaNpasB/ieHHble Ha LUTOPEeaYKL M0, MOXHO paccmar-
pvBaTb KaK asibTepHaTUBY XUPYPruyecKoMy BMeLLATEeNIbCTBY.

MokasaHuA K onepaTtnBHOMY JIeHEHNIO

Mpwv BITIT ¢ peHTreHoN0rM4ecKUMN KOCTHbIMUY MPOSABAIEHUAMN 1 runepnnasnei
OLW>K xupypruyeckoe BMeLLAaTENIbCTBO NMOKa3aHo Mnpu:

B MOCTOSIHHO MOBbILLIEHHO KOHLEHTpaL UM KasbLins B KpoBK (T.e., CTPOro roBops,

npun hopmMmmpoBaHnm TpeTmnyHoro IMNT);

H pocTe BeSINYUHbLI MNPON3BEAEHUSA KOHUEHTpauMu Kasbuusa Ha KOHLEeHTpauuio
thochopa B cbIBOPOTKE KpoBwu Ao 6,0- 6,9 MMOMb/N MAK Bbile B COMETAHUMN C
nporpeccupyroLlen KanbUnprKaLen MArkKMx TKaHel, HECMOTPS Ha XKecTKoe
orpaHu4veHue notpebsieHUA ochaTta;

LI MPOrpeccupyroLLLeM NopakeHNn ckeneta, o6ycnosneHHbim BITIT;

® [OCTOAHHOM, MYYUTENbHOM M He NoAJalLeMcs 06bIYHLIM MeTodaM Jle4eHUs
3yLe,

W Kanbungunnakcnm.

Lienn xvpyprmyeckoro sieveHus

m [locTU4Yb ONTUMaNbHOM KoHUeHTpauun MTI B 3aBUCUMMOCTM OT cTagmn XIMH;
Ha JognanniHblx ctagnax MNTE MoXKeT 6bITb NOBbILEH ABYKPATHO MO OTHOLLUe-
HWUIO K BEPXHEN rpaHuLLe HOPMbI, NPY NPOBEAEHUN reMognannsa uam nepuToHe-
anbHOro AManun3a BO3MOXXHO MoBbILLeHWE B 2-3 pasa.

W HopmanusoBaTb cofepykaHue KanbLunsa 1 chocdopa B KPOBU U AOCTUYb 3HAYEHUS
Npon3BeAeHNS NX KOHLLEHTpauuii B npegenax 4-5.

® JINKBUANPOBATL 3Y[, YMEHbLLUNTL MbILLEYHYIO C/1abocTb.

m Ctabunusmnposate MIMKT no gaHHbIM AEHCUTOMETPUM U NMPeLOoTBPaTUTL MOSAB-
NleHMe HOBbIX MaToN0rMUYecKnX rnepesioMoB KOCTeiA.

O6beM XMPYPruvecKoro nevyeHus

cpean BO3MOXKHbLIX 06bEMOB OrepaTMBHOrO BMellaTenbcTBa npm BITIT paccmat-
puBaloT:

m yjaneHWe Tpex >ene3 M cy6ToTanbHYK pe3eKuUlo YeTBEpPTOW, HanmeHbLuel
no pasmepy 1 Hanbonee AOCTYNHOW >Xefesbl, 0CTaBAAsa NPUMepHO 50 M TKaHU
(Macca HopMasibHOM >Kenesbl);

m ToTanbHyw T3 ¢ ayToTpaHcnaaHTauMen O4HOM U3 HauMeHee U3MeHEeHHbIX
>Kenes B MblLLLY Npeanseybs,

m TOoTasibHyt0 MT3.

MporHos

MporHo3s UIMIT 3aBUCUT OT TeyeHUd, LNUTE/IbHOCTU U afeKBATHOCTU JieYeHUd
OCHOBHOro0 3abosieBaHnsA. bonbliasa yactbe nauneHToB ¢ XMH K MOMEHTY guarHoc-
TnKn BITIT nmeet nusanngHocts | n Il rpynn. OgHako cBOEBPeMeHHO HayarToe n
afekBaTHoe siedyeHue BITIT ¢ xopowo opraHn3oBaHHbLIM MOHUTOPUHIOM MO3BOJIA-

88



Pasgen 2. 3060iieBaHMA OKOMOWMUTOBUAHbIX Xesne3

eT YNYy4YLNTb KayecTBO XXM3HWN MauueHToB U NpegoTepaTuTb pasBuTme Nepesiomos
KOCTeMn.

MporHo3 nocae MT3 6n1aronpuUATHLIN: Ucye3arT 6011 B KOCTAX, 3y4, yay4dllaeTcs
TPpohMKa KOXW B MecTax ULEeMMUYeCKMX HEeKPO30B BC/eACTBME KasbLudunakcum.
Mocne onepaunm BO3MOXHbI C/eAYOLWME OC/TOXKHEHUS:

® runokanbumemms, Tpebylowasa MOCTOAHHOIO MNpuemMa npenapatoB KasibLUA,

anbakanbuugona nan Kanbunutpuona,

H NOBpPEeXX/JeHne BO3BPaTHOro ropTaHHOro HepBa,;

B Hecneumdpunyeckne oCNnoXKHEHNA (KPOBOTeYeHMe, HarHoeHne 1 T.4.).

YacTtoTta peumgmseoB BITIT nocne napartvpeomgsakTtoMun Konebnetca ot 15 Ao
40%, TaK Kak C MomoLlbio onepaymnm HEBO3MOXXHO YCTPAHUTbL OCHOBHYI MPUUYUHY
3a60/1eBaHNSA, U MPU COXPAHEHMNMN faXKe HEBONbLLOro 06beMa NapaTUpPeonaHoOM TKaH!
BO3MO>XHO MOBTOPHOe pa3suTue runepnaasmm OLLLK.
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Pazgen 3. 3aboneBaHuns HaanoyeyHMKOB

; benbueswny A.I., MonaweHko H.B., Nasn3osa [.0.

SHAOreHHbIN TMNepPKoOPTULN3M

CuHgpom KywiuvHra (rmnepkopTULmn3m) — 3T0 KOMMNIEKC KNIMHUYECKUX CUMMTO-
MOB, 06YC/T0B/IEHHbIX AUTENbHbIM BO34ECTBUEM KOPTUKOCTEPOUOB Ha OpraHun3Mm.
Haunbonee yacton NpMYMHOA cuHApoma KylunHra CTaHOBUTCA 3K30TeHHbIV NpUeM
r/TIIOKOKOPTUKOWAOB, B CBA3M C YeM repes rnposefeHNeM AnarHocTUYecKnxX nccreno-
BaHWi KpaliHe BaKHO UCK/IOYUTb BO3MOXKHble BapuaHTbl nonagaHms B OpraHu3m
rNOKOKOPTUKONO0B.

SHAOrEHHbIV TMNEePKOPTULM3M npeacTasieH ABymsa dopmamu: AKTI -3aBUcMMON
(80%) n AKTI-He3aBucmmoi (15-20%). Hambosnee vactoii npuumHon AKTI-3aBu-
CUMOr0 TFMNepKoOpPTULM3MA CTAHOBUTCHA KOPTUKOTpPONMHOMa runogusa (60ne3Hb
NMueHKo-KyLlWmnHra, rmnepkopTMLn3M LIEHTPaIbHOTO reHesa), pexke — 3KToMnmyec-
Kasa onyxonb, npogyuupywowan AKTE nnu, kpaliHe pegko, KPI. Cpefm 601bHbIX C
AKTI-He3aBUCMMbIM TMNEPKOPTULM3MOM B MOAABAAKOLIEM 60/bLINHCTBE CNy4Yaes
NpUYNHOM 3aboneBaHNA CNY>XUT 0b6pasoBaHMe KOpbl HagnovyeyHuka (KOpTUKOCTe-
poma wnn, pexe, afpeHOKOPTUKanbHbIA pak). AKTI-He3aBucumas runepnniasvs
HaAMoYe4YHMKOB (KaK Mesiko-, TaK N KpyrnHoy3esikoBasl) — y3e/nKoBas runepnsasms
NYYKOBOWM 30HblI KOPbl HAAMOYEYHWKOB B pe3yfnbTaTe W36bITOYHOro, NMbo Headek-
BaTHOroO AelicTBUA pas3/INyHbIX PakTopoB, Hanpumep, BCNeAcTBMe HecTaHAapTHOM
3KCMNpeccun peuenTopoB B KOpe HaAMo4YeyHUKOB K pa3fIMyHbIM ropMoHam (racTpomH-
TecTUHaNbHOMY MOMMNENTUAY, NIOTENHU3UPYIOLWEMY UKW DOTTUKYNOCTUMYTUPYIO-
LemMy ropMOHY WM T.4.). K Hac/eACTBEHHbIM hopMaM runepnsiasny Hagnoye4yHUKOB
OTHOCUTCA MEeJIKOY3enKoBas rurepnsasvs Kopbl HaANoYe4YHUKOB (04HO- 60 ABYC-
TOPOHHASA) B pamKax cmHapom KapHu n MakKbioHa-OnbpainTta {Tabn. 3J).

Ta6bnuuya 3.1.
dTMonornyeckas knaccugukauma rmnepkoptTuymnMma

1 DHAOreHHbI TMNEepPKoOPTULN3M
AKTI-30BUCHMBIiA Okono 85% cnyyaes

Bonesub WueHko-KywuHra (onyxonb runodwusa wav runepnnasmsa  Koptu- 68%
KoTpochoB ageHormnodgumse)

QkTonnyeckasa cekpeuuss AKTI (HEMPO3HAOKPUHHbIE OMYXONM NEerkux, Kapuum- 12%
HouA GPOHXOB, TUMYCa, NOAXENYA04YHON xenesbl, heoxpomounToma, megyn-
NapHbIA pak LK)

okTonuyeckaa npoaykuuns KPI <1%
AKTT-He30BMUCUMbIIA Okono 15% cnyvyaes
KopTKoCTEPOMO HaAno4YeyYHUKO 10%
KapunHoma HajnoyeyHuka 8%

MenkoysenkoBas runepnnasusi Kopbl HaAnovyevyHukoB (ogHo- nub6o paBycTo- <1%
pOHHSAA), cnopaguyeckas, nubo B pamkax cuHapoma KapHu (couyeTaHue c
MUKCOMOW npefcepausa, runepnurMeHToUnein Koxu, APpYruMuU 3HOOKPUHHBLIMU
OMyxo/iIAMK, ONyXonsamu nepudepnyecknx HepBoB)
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Tabnuuya 3.1. okoOH4YaHue

KpynHoy3enkoBas [BYCTOPOHHASA runepniasna Kopbl Hafno4YeyHWKos, cnopo- <1%
Anyveckas nubo BCNeACTBME HaMUMA IKTOMUPOBAHHbLIX PELLEeNTOPOB K racTpo-
WHTECTUHANIbHOMY NONUNENnTUAy, NITEeUHU3UpyLWwemy wim OoNInKynoCcTUMy-
nupylouwemy ropMOfty, rocTpMH-UHIMGMpYOLWeEMY noaMnenTuay, Bo3onpeccu-

Hy, OFOHMCTOM p-O4peHopeLenTopos, IL-1, UMMYHOr106yIMHOM U Ap.

Y3enkoeasi runepnnasusi B pamkax cuHapoma MokKbtoHO-On6poliro [MHO- OuyeHb penko
XeCcTBeHHOsi (hubpo3Haa ocTeogucnniasns, npexjespeMeHHoe nosiosoe pas-

BUTUE, NMUIMEHTHbIE MATHO Ha KOoXe)

Cy6KnuHnYyecknii cnuHApPom KylinHra — «HenonHblii» cuHApoMm runepkoplu- 5 20% nauveHToB C
uusma, Hob6jawwWwuiics npun o6pasoBaHNAX HaLNOYeUYHUNKOB MHUMAEeHTanomom

Il Sk30reHHbIll rMNepkopTULM3M — Haubosee YacTas MPUUMHO TUNEPKOPTULMU3MO

Bcnefcreue ANUTENLHOTO NMpuemMa CUHTETUYECKUX T/IKOKOPTUMKOMAOB (nepo- -
pasibHO, MapeHTepasibHO, UHraNALMOHHO, MECTHO)

ll. ®yHKUMOHANbHBINW TUNEPKOPTULM3M (NCeBAO-KYLIMHT): PUTM CeKpeLun [I0KOKOPTUKOUAO0B COXPO-
HEH, HO MOTYT GbiTb KAMHWUYECKNE MPU3HAKM TMNepKopTuumu3mMa

[lenpeccua n gpyrue ncuxmyeckne paccTpoicresa 1%
ANKOronin3m <1%

Takke BCTpeyaeTcsa MNpU OXWUPEHUU, rnunotasiaMnmyeckoMm CUHAPOME, HEKOM- -
NeHCUpoBaHHOM caxapHoMm auobeTe, 3abosieBaHMAX NevyeHn, 6epeMeHHOCTHU

KnuHunyeckasa KapTuHa

Cpean vHumaebITanoM HagnoyeyHuka (T.e. Korga obpasoBaHue BbISIBNEHO criy4vali-
HO) pPefKo BCTPeYalTCa OMyX0nM C BbIPaXKEHHOW runepnpoaykumein KopTmsona.
Mpn pa3BepHyYTOM KJAMHUYECKON KapTUHE TUnepkopTMumMiMa, Kak npaswuao, Tonu-
YecKoe M roOpMOHasIbHOe UccNefoBaHUA NPOBOAAT LiesieHanpaBieHHO 415 AMarHocTu-
KU KJIMHUYECKOro BapmaHTa 3abosieBaHUs (MNOpadKeHMS HaAMOYeYHMKOB, rMnogumsa,
BepuULMPOBaHUA CUHAPOMA 3KTONnYeckon cekpeunn AKTI un gp.).

KnnHunyeckne npusHaky runepkoptTnumnsma:

B ucCnaacTUyeckKoe oXKupeHue (NepepacnpefeneHne MOAKOXKHO->XMPOBOA KNeT-
YaTKWU C OT/IOKEHMEM >XKMpa B HAAK/OUYNYHBLIX 06/1aCTAX, B 06/1aCTU LLEHOro
oTAena No3BOHOYHMKA, NPU CPaBHUTESIbHO TOHKUX KOHEYHOCTAX, «/1yHo0obpas-
HOe /INLLOY);

B TpohnUecKMe U3MEHEHUS KOXKW, MOSAB/IEHMEe 6arpoBbIX CTpuii 6osiee 1cm Wnpu-
HOI;

m apTepuasibHasa rmnepTeH3ns;

B BTOPMYHbI/ TMNOrOHaAN3M (PaHHUA CUMMNTOM, MOXXET MPOSABMATHCA Hapylue-
HMEeM MEHCTPYasibHOro LMKNa, CHUKeHNEM nbnao);

B HapylleHne yrieBogHoro obMeHa (CTeponaHbI caxapHbiii gnabeT);

B [poKCUMasibHaa MuonaTusa (MbllleyHas cnabocTb, aTpoua MblLLLL);

B ONMOPTYHUCTUYECKME N TPUOKOBbIE MH(EKL N BCMEACTBME BTOPMYHOIO MMMY-
HogedhnunTa;

m 0CTeonopo3 MN03BOHOYHMKA (MPW HaNM4uUM OCTEONEeHWUW B MOJIOLOM BO3pacTe
HeobX0AMMO WCK/IOYeHMe Hac/ieACcTBEHHbIX (DOPM HaAMOYeYHWKOBOW rumnep-
nnasumn);

®m Hed)pomnTMa3 1 BoCNannTesibHble U3MEHEHUSA B NOYKax;
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® 3HUedanonaTma, NCMXUYecKme paccTpoiicTea;

B rupcytTnsm — nposineHne AKTI-3aBucumbix opm cnHgpoma KylwiunHra,
00bIYHO OTCYTCTBYeT npu AobpoKadecTBEHHbIX 006pa3oBaHUAX HUAMOYEY-
KMKa, CeKPeTUpPYLNX TONbKO KOPTMU30/, BCTpevaeTcs NpyU agpeHOKOpTU-
KasibHOM pake;

B coYeTaHue TUMUYHbIX MPU3HAKOB FUMNEPKOPTULM3MA C Pe3K0 BblpaKeHHOM
MbILLEYHOWN €cNaboCcTblo, rMNepnurmeHTaumen KoXxm, CHUXKeHNeM Maccbl Tena
(CMMNTOMOKOMNMEKC XapaKTepeH [ANASA CUHAPOMA 3KTOMWUUYECKOW Ccekpeuuun
AKTT).

13 BblLenepeymncieHHbIX NPMU3HaKOB Hanbosiee cneungpuUYHbLIMKU cieayeT cunTatb

(«6onbLUME MPU3HAKUY):

®m Hanm4yne roseToBo-6arpoBbIX CTPMI 6onee 1 CM LUVMPUHON;

B /IerKyl TpaBMaTU3aLunio KOXXN U NOAKOXHbIX COCYAOB;

E [POKCUMAasIbHY0 MMONaTuio;

E rynepemMuio Nnua,

® 0[JHOBPEeMEHHOEe HapyLleHWe pocTa u yBesinyeHne Beca y JeTei.

AunarHocTtuka

Ha nepsom 3Tane o6cnefoBaHUSA Heo6X0AMMO MOATBEPXKAEHWE WM UCKOYeHUe
Ha/IMuMa y naymeHTa 3HAOrEHHOro rmnepkopTuMunama. CorsiacHo peKoMeHAaLuam
EBponeickoro obwectsa 3HLOKPUHON0roB (2008), Takoe obcnegoBaHMe MokKasaHo B
crnefyoLWmx cnyvasnx:
B Ha/M4yme HecoOTBETCTBYIOLLMX BO3PACTY MaTOMOMMUYECKMX COCTOAHUIA: 0CTEONo-
po3, apTepnasibHas rmnepTeH3ns y Moaoaplx;
B Ha/IMuMe HEecKO/bKMX MPOrpeccMpyowmx nartosiormyecknx CMMMNToMoB, MNaro-
FHOMOHUWYHbIX ANS TUMNEePKOPTULN3MA;
B Py coYeTaHWM HapyLLeHMs pocTa 1 YBENIMYEHUS Beca y AeTei;
B [PV HANUYUN NHUMAEHTANIOMbl HagMoYeYHNKa.

HouHoli nopgasnsawwnii Tect ¢ 1 Mr gekcomeTasoHa
(manas gekcomeTasoHoBas npoba)

B ocHoBe Mpo6bl NeXkuT nogasneHne cekpeunn AKTI n, Kak creacreme, CHU-
XKEHVe NpPOoAYKLMU KOpTU30/a B OTBET Ha npuveM fgekcameTas3oHa. [0 AaHHbIM
nccnegoBaHmin, nposegeHHbix WoodP.J., Barth J.H., Freedman D.B., PerryL.,
Sheridan B., 4yBCTBUTENbLHOCTb M CMEUUPUYHOCTbL TecTa cocTaBnsAnT 95% mn 80%
COOTBETCTBEHHO MPU CHUDKEHNU COAEPXKAHUA KOPTU30/1a B KPOBM MeHee 50 HMONb/ 1.
B03MOXKHO ambynaTopHoe NpoBefeHME TecTa, NpyY YBEPEHHOCTU B TOM, YTO NMaumeHT
npuMeT TabneTkn BOBPEMS.

MeToauka npoBefeHust

MauveHT NpuHMMaeT 1 Mr gekcameTasoHa B 23 4 NepBoro gHA, B 8-9 y yTpa cnegyto-
LLLero AHA NPoBoAAT 3a60p KPOBWU Ha cofep’kaHne KopTusona. [nsa nposegeHns Tecta
He TpebyeTca onpefenieHUss UCXOAHOM YTPeHHel KOHLUeHTpauuu KopTusona ans
CpaBHEHUs. B HOpMe KOHLIeHTpaLMs KOPTU30/1a CHUXKAETCHA HUXKE HUXKHEN rpaHuLbl
HOpPMbI ANS JaHHOK nabopaTopuu, 06bIYHO HMDKE 5 MKI/an (<3 no pekoMeHAaunsam
Apyrux asTopos) unm 140 Hmonb/n (100). OaHaKO YacTb uccnefoBaTesnieil npegiaraiT
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NCnosb30BaTh 60/1ee XXeCTKNe KPUTEPUN: NoJaBneHne KopTn3osa f0/KHO ObITb MeHee
1,8 wmkr/gn (50 HMmosb/N). CyLecTBYeT pPAL eKapCTBEHHbIX MpenapaTos, B/INAKOLLLUX
Ha KOHLEHTpaunio KopTn3ona B KPoBU. Tak, 3CTPOreHsbl, BXOASLLME B COCTaB opasib-
HbIX KOHTPaUEeNTMBOB, MNOBLILLAIT COAEPXKAHNE KOPTU30/ICBA3bIBAIOLLLENO MN06yAnHA
B KpoBW. INMOCKO/IbLKY B KPOBM M3MEPSAIOT cogep>kaHue obuiero kKoptmsona, y 50%
XKEHLWMNH, MNPUHUMALWNX OpasibHble KOHTpauenTuMBbl, Manas [eKcamMmeTa3oHoBas
npo6a MoXKeT 6bITb NTOXXHOMOIOXKUTENbHOM. 0 BO3MOXHOCTU UX CNeayeT 0TMEHUTb
3a 6 Hep fo uccneposaHua (Tabn. 3.2). HanpoTue, CHMXKEHME KOHLLEHTPaLUn KOpTU-
30/1-CBA3bIBAIOLLErO I106yNIMHA NN anbbyMMHa MOXKET MPONCX0AUTL NPU TAXKENbIX
comaTmyeckmnx 3aboneBaHusx, a takxe npu XMH, n npuBognT K CHNUXKEHWUIO pe3y/b-
TaToB U3MepeHUs 06LLeli KOHLUEHTpaL MM KOPTM30/1a B CbIBOPOTKE KPOBU.

MpUYMHbI JTOXHOMOOXUTENbHBLIX pe3ynbTaToB

m [1ceBAOKYLUMHIONAHbIE COCTOSAHUSA.

rnpuem sIeKapcTBEHHbIX npenapartos (cM. Tabn. 3.2).
HapyLueHne nopsigka npoBeeHUs Mpoobi.
lMepekpecTHas peaKTUBHOCTb.

HE ®H

Tabnuuya 3.2.

NexapcTBeHHble Npenapatbl, BAMSIOWME HA KOHUEHTpauuio KopTusona B
KPOBM W M3MEHsoLWNe pesynbTaTtbl hapMakonormyecknx TecToB, NPOBOAUMbIX
NS ANArHOCTUKU SHAOTEHHOTo rMnepKopTULmn3Ma

MpenapaTtbl, yckopswwmne wmeTabonusm pAek-
cameTas3oHO 6narogapsa uvHAyKuMn depmeHTa
CYP3A4 neueHun

deHobapbutan, heHnTonH, kKapbamasenuH,
pudhaneHTuH, pudamnuumnH, aTOCyKCUMUA, nuor-
NINTO30H

Mpenapatbl, 3aMegnswline meTabonnsMm fekca-
MeTa30Ha NyTeM CHMXEHUA aKTUBHOCTU (DepMeH-
Ta neyexnn C Y P 3 A

MpenapoTbl, NOBbIWAIWME KOHLEHTPALMWIO KOPTU-

WTpakoHas3on, putoHaBup, OyoKCeTWH, guntua-
3eM, unmeTnanH®
4

OCTpOreHbl, MUTOTaH

30/1-CBA3bIBAIOLLETO r106YMHA (TOXHOMNOMOXNTE Tb-
HOe MOBbILIEHNE KOHLEHTpauuM KOPTM30/10 KpOoBM}

Mpenapatbl, NpUMeM KOTOPbIX MNPUBOAUT K JIOX-
HOMOJMIOXUTE/NbHBIM ~ pe3ynbTaTam onpegeneHus
KOHUEHTpauun cBoGOAHOIO KOPTM30/a B CyTOY-
HOli Moue

KapbamasenuH, deHopnbpoT, CUHTETUYECKne

rNIOKOKOPTMKOMAbI, npenapaTtbl, UHIMbMpyloLLne
11pHSD2 (npenapaTbl Nakpuubl, CONOAKM, Kap-
6€HOKCO/TOH®)

48-4yacoBOil MogaBNALWMIA TecT ¢ 2 Mr gekcameTasoHa

HekoTopble aBTOpbI MPeAnoYnNTaloT UCMO0/Ib30BaTb AaHHbIM TECT B KAYECTBE CKPUHMWH-
roBOro, 0COGEHHO NPY NMOA03PEHMM Ha HA/IMYME NCEBLAOKYLLIMHIOUAHOIO COCTOSIHUS, a
Tak>Ke A1 UCKNIOYEeHUs CyBKIMHMYeCcKoro cuHapomMa KyliuunHra.

MeTognka nposegeHuna

JekcameTa3oH HasHayawT no 0,5Mr kaxgble 64 B TedyeHue 484, KOHUeHTpayuio
KOpTM30/1a onpeaensanT B 94 yTpa Ha TpeTui feHb (Yepe3 64 nocne npuema noc-
NefHel TabneTku gekcametasoHa). B Hopme KOHLEHTpaLMs KopTM30/a CHUKaeTcs
mMeHee 1,8 mkr/gn (50 Hmonb/).
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Pa3gen 3. 3aboneBaHnsa HaANOYEYHUKOB

OnpepeneHne KOHUEHTpauuum cBOBGOAHOrO KOpTM30/a B C/IlOHE

UyBCTBUTENIBHOCTb U cCNeuUdUYHOCTb MeToAa onpeaeneHnUsa cBo604HOr0, KOPTU-
30/1a B C/IIOHE B BeyepHee BpeMA Npu ABYKPaTHOM MCCef0BaHUU COCTaBNAT
92-100 1 93-100% cooTBeTCTBEHHO. B HOpMe KOHUEeHTpauusa KopTu3osia B C/1IlOHe
B 23-24 4 cocTaBnisieT MeHee 145 Hr/gn (4 Hmonb/n) (NP NcnNonb30BaHUK TBeEp-
Aoa3Horo MMMyHogepMeHTHOro aHanmsa (ELISA) nnmn macc-cneKTpometTpun).
Moka 00 KOHUA He M3YYeHO BAIMAHWE Bo3pacTa nauueHTOB WM CONYTCTBYOMNAUX
3abonieBaHNi Ha cogep>XaHue KopTmsona B crtoHe. OgHAaKO, NO AaHHbIM Liu 1
coaBT., NpW onpefesieHUn KOHUEeHTpauumun Koptmsona B cnoHe B 23.00 y My>XUUH
cTapwe 60 net, 20% Bcex ob6cneayembix n 40% cTpaganLnx caxapHbiM gnabe-
TOM B coyeTaHuu ¢ Al MMeT KaKk MUHUMYM OAVH MOBbILEHHbIA MNokasaTesb.
Y nauueHToB, NPUHUMAaKLWKWUX MNpenapaTtbl AakKpuLbl, UCNONb3YOLWNX >XeBa-
TeNnbHbIN TabakK UAn KypaWwmnx, a TakxKe Ha JoHe cTpecca MOXKeT onpeaensaTbes
MoBbILLEHHAA KOHLUEHTpauua KopTm3sona B c/itoHe. Vicnonb3oBaHWe KPeMoB Uauv
resen AN NosiocTu pTa Cc rKOKOPTUKONAAMUN TaKXKe MOXKET U3MEHATb pe3y/ib-
TaTbl aHanm3a.

OnpepeneHne KOHUEHTpauuu cBOGOAHOrO KOPTM30/sa B CyTOYHOl Moue

MauneHTaM Heo6XoAMMO 00BbACHATbL MpaBuaa cbopa CYTOYHOM MOYU: MEpBYH
nopuulo Mo4YM nocsie cHa He cobupatoT, a cobmpatroTcsa Bce nocrieayrouine, BKAO-
Yyad yTpPeHHI nopuutio BTOporo aHsA. lMocyay ans cb6opa mMoum HeobXoauMo
Aep>XkaTb B X0/104UIbHUKE, HO He 3amopakmBaTb. K /0XXHOMONOXKUTENbHbLIM
pesynbTaTaMm MOryT APUBOAUTb W36bITOUHLIFA Apuem >Xuakoctm (6onee 5n B
CYTKW), UCMONib30BaHNE FATOKOKOPTUKOUACOAEPIKALMX MpenapaTtoB, KOCMeTU-
YeCKNX CpeAacTB, MCeBAOKYLIMHIOMAHbIE COCTOSAHMUSA (MPU AaHHbIX COCTOAHUSAX
KOHUEeHTpayusa cBo60AHOro KopTmsosna B CYyTOYHOW Mo4Ye peaKo MpeBbllLaeT KOH-
TPO/IbHbIe 3Ha4YeHUS 6osee Yem B 4 pasa). K TOXKHOMY MOHMXKEHWUIO codep>KaHuns
KOPTU30/1a B MOYe MOXXET MPMBOANTb CHMXKEHME K/IMPEHCA KpeaTUHMHA MeHee
60 mn/MUH.
a TecT UMeeT BbICOKYI YYBCTBUTENLHOCTb (95%), HO HU3KYIO CrNeynUUHOCTb,
a 9% nayMeHTOB C 3HAOTNeHHbIM FMNEPKOPTULN3MOM UMEKT KakK MUHUMYM O4WNH
pe3ynbTar OnpeAesieHNs KOHUEHTpaumMu cBO604HOr0 KOpTM30/a B CYTOYHOM
MOYe B npeaesiax HopMasibHbIX 3HAUYEHWIA.

Hepgoctatkn metoga

a [MoBbILEHHYI0 KOHUEHTpaLMI0 CBO60AHOI0 KOPTN30/1a B CyTOUHOM MOYe MOXHO
06Hapy>XnTb y 60MbLUIOF0 4YmMcna NaymMeHTOK C CUHAPOMOM MOSIMKUCTO3HbIX
ANYHUKOB.

B BoNbWMHCTBO NPo6/1EM CBSI3aHO C HeMpaBW/IbHbIM CO0POM MOYM MaLmMeHTaMu,

B Mpu npreme npenapaToB, cofep>XallnxX THOKOKOPTUKOUAbI, KOHLEeHTpaLuus
cBOOOAHOIr0 KOPTM30/1a B Mo4e 6yeT noBbilleHa (NepekpecTHas peakuus):

* MOXXHO O06HapY>XWTb HWU3KYK KOHLUEHTpauuw AUTrnapoanMaHapocTepoHa-
cynbhata (OM9A-C) mn3-3a nogasreHns cekpeuun AKTI, 4To oka3sbiBaeTcsd
Nos1e3HbIM AOMOSTHUTEIbHBLIM MPU3HAKOM 3K30reHHOr0 r’MnepKopTULN3Ma;

* MPefHU30/10H U METUNNPELHU30/0H, B OT/IMYME OT feKcameTa3oHa, obnagalioT
NepeKpecTHO peaKTUBHOCTLIO C KOPTU30/10M.
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OHAOKPUHHOS XUPYpPrus

KoHUeHTpauna KopTu3ona B KPOBM B MOJIHOYb

KoHLeHTpaumua KopTu30/1a KPoBU B 23 4 MOXET CNYXWUTb B KaydecTBe AOMOJTHU-
TEeNIbHOrO TecTa, B YaCTHOCTU, Y MauMeHTOB, MPUHUMAKWMNX aHTUKOHBY/IbCAHTHI,
a TakXe Mpu MoslyYeHUN COMHUTENbHbLIX pe3y/ibTaTOB Maslolr AeKcameTa3oHOBOW
npobbl N cofep>KaHUs KopTM3o/a B CYyTOUHOW Moye. M3MepeHmne KOHUEHTpaumn Kop-
TN30/1a B CbIBOPOTKE KPOBU B HOYHOE Bpems (23.00) MOXKHO NPOBOAUTL BO BPEMS CHa
(KpoBb go/mKHa 6bITb B3siTa He Mo3gHee, YeM 4yepe3 5-10 MMH MNoc/sie NpocbinaHus,
npeasapuTeibHas KaTeTepusaLuus obnervyaet gaHHy npoleaypy) iMbo B COCTOSHUN
6oapcTBoBaHUA. A8 cuHapoMma KylirHra xapakTepHo NpeBbilleHNE KOHLLeHTpauum
KOpPTM30/1a B CbIBOPOTKe KpPoBM 207 HMonb/n (7,5 MKr/gn) Bo Bpema 604pcTBOBaHUSA,
nn6o 50 Hmonb/n (1,8 mKr/an) B npobe, B3SATO BO BPeEMS CHa.

KOMOGMHMPOBaHHbLIN TecT: 48-4acoBON NOAAaBAAKWMA TecT ¢ 2 Mr gekca-
MeTa3oHa C AOMNOJIHUTENbBHOW CTUMYNsAUneli KOPTUKOTPOMNUH-PUNNINHT-TOP-
MOHOM

3Ty Npoby MOXXHO UCMO/b30BaTh NPU COMHUTE/IbHbLIX pe3ynbTaTax onpeaeneHns KoH-
LeHTpaumm cBo604HOr0 KOPTU30/a B CYTOYHOM Moue, a TakXe npu HeogHO3HaYHbIX
[JaHHbIX MaJsIoil AeKcameTa3oHoBOM Npobbl U 48-4acoBOro TecTa € 2 Mr AeKcameTasoHa.
Y HeKOoTOpbIX NaLNEHTOB C 3HAOMEHHbLIM TMMNEPKOPTULIM3MOM HasHayeHne AekcameTa-
30Ha MOXXeT MPUBECTUN K afleKBaTHOMY CHU>XEHUI0 KOHLEHTpaLuuy KopTmnsona B Xofe
48-yacoBoro Tecta ¢ 2 Mr gekcamertasoHa. OfHaKo ecnu nocsie npuema gekcamerasoHa
BBecTn KPI', TO y nuny, ¢ 3HAOreHHbIM runepkopTuym3mom cogep>kaHme AKTI 1, cooT-
BETCTBEHHO, KOPTM30/1a B KPOBY OyAeT nosblWaThes (B 0T/IMUME OT criyyaeB (hyHKLMO-
Ha/TbHOr0 TMNEPKoOPTULM3MA YN NPU OTCYTCTBUN 3HAOTE€HHOI0 rMnepKopTULmM3ma).

MeToanka npoBefeHus

JekcameTa3oH HazHadarlT rno 0,5 Mr Kaxkgble 6 4 B TedeHme 48 4 (Ha4yasl0 Nprema
¢ 124 pgHA), KPI B pgo3e 1MKr/Kr (makcumanbHO 100 MKr) BBOAAT BHYTPMBEHHO
B 84 TpeTbero AHA (4epe3 24 nocne npuema nocnegHen [03bl AeKCaMEeTas3oHa).
OnpefensT KOHUEHTpaUuio KopTM3osia B KPoBM 4yepe3 15 MuH. lNMoBbilLEHWE KOH-
LeHTpauun KopTmsona 6onee 1,4 mr/gn (38 HMoNb/N) noaTBEpPXKAAET AMArHO3 3HA0-
reHHoro runepkopTULM3IMa.

B Tabn. 3.3 npuBeAeHbl TeCThl AN ANArHOCTUKW 3HAOMEHHOr0 TMMNepKopTULLM3MA
B 0COObIX KIMHUYECKUX CyYasiX.

Tabnuua 3.3.
MoaTeBepxaalwLme 3HAOTEHHbIA TMNEPKOPTULM3M TeCTbl, MPUMEHSIEMbIE B
0COObIX K/TMHUYECKUX Criydasx

300011BBOMME’Y COCTOMHIE  cronb3yemma MT<3opl‘VcCriefoBaHne AHA ANOTHOCTVKM SHAOMEHHOTO
FTUTPICOPHINLIH3MO s s e

BepemeHHOCTb CyTOuHblii aHannM3 mMounm Ha CcBOGOAHBIA KOpTW3on — B | TpumecTpe
ocTtaetcs B HOpMe, nosbiwlaetcsa Bo M u lll TpumecTpe, ogHako MNOBbI-
LweHne nokosatens 6osiee yem B 3 pa3o OT BepxHeli rPOHULbI HOPMbI
noATBepXAaeT 3HAOTEHHbI rmnepkopTuumMsmM. Mpobbl ¢ gekcameTaso-
HOM He NPOBOAAT (JIOXHOMOIOXKNTESIbHbIE Pe3y/bTaTbl)
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Pasgen 3, 3aboneBaHWsi HaANOYEYHUKOB

Tabnuya 3.3.
COCTOSIHVE MEeTOLL BCCNEAOBOUMS ANid ,"\THOCTX W "~ATHHOTO
TUNepKopTULIMaMo

Anunencus OnpeaensioT KOHLEHTPaLMio KOPTU30/10 & C/IIOHE, KPOBU, CBOGOAHOIO
KopTM3ona B CyTOuHOW moue. Mpobbl C fgekcameTa3oHOM He NpoBO-
ST — MpYeM NPOTUBOCYAOPOXHLIX NpenapatoB NPUBOAUT K JIOXKHO-
NOMIOXUTENbHBLIM pe3y/nbTataM, OTMEHa 3TUX NPEnopaToB HEBO3MOXHA

N0 XW3HEHHbLIM NoKa3aHuAM

XTMH MpegnoyTuTenbHee NPOBOAWTL MOJYH AeKcamMeTa30HOBYH Npoby —
nojoBfeHne KopTuM3ona Ha npobe wucknw4yaeT [uUarHos, OfHaKo
OTCYTCTBUE CHWXEHWS KopTu3ona B Xofde npobbl JOCTOBEPHO NOA-
TBEPAUTL AMArHO3 He MOXeT. HopmanbHas KOHUeHTpauusa KopTu3o-
na B KPOBWM Takxke Jenaet AMarHo3 MasnoBepoOATHbIM. AHanu3 KOH-
LeHTpoLMn cBO6GOAHOrO KOpTM30/a B CYTOYHOW MoYe He mHopma-
TUBEH — COJEepXaHue KopTM3ona B MOYE CHUXAETCH NPU CHUXEHUU
KNMpeHce kpeaTuHWHa [0 60 MA/MWH, 3HAYUTENbHO YMEHbLIOETCH
npn 20 mn/mMuH

Liuknunyecknii  aHAOTeHHbIl
TMNepKopTULU3M — cnyyau
nepuogmyeckoil runepcek-
peuun KopTmsona C WHTep-
BasiaMM B HECKOJIbKO AHel
WM MecsiLeB

MpegnouTuTesibHee ONpPeaensiTb KOHUEHTpauul CcBOGOAHOrO KOpTU-
30/1a B CYTOYHO Moue, KOpTM30/sa B C/IlOHE BEYEpOM, 4YeM MpPOBO-
ONTb Masylo [ekcamMeTas3oHOBY Npo6y. PesynbTatbl Masnoii npo6bl
C AeKkcameTa3oHOM MOTryT GbiTb HOPMOJIbHBIMW Yy TakUX MOLMEHTOB.
[N NOCTaHOBKM AnMarHo3a TecTbl NPOBOAAT B NEpUof MaHuecTaumum
CMMMNTOMOB

MuynpeHtanoma (o6paso-
BaHMe) HaAnoyeyHuka

MpoBoAAT Manyl [JekcameTa3oHOBYH Mpo6y, OnNpeaensioT KOH-
LeHTpauuio KopTM3ona B BeuepHee BpeMsi B KPOBU; onpejeneHue
KOHUEeHTpauuu cBO6OAHOTO KOpPTM30/la B CYTOUHOU MouYe MeHee
MHC(OPMATUBHO /11 AMArHOCTUKM 3HJOTEHHOTO TUMepKopTULM3mMa npu
CYBKNMHMYECKOM CUHApPOME KyLUMHIO

AnddbepeHupanbHas
rmnepkopTuumnama

ANarHocTka oOpM 3HAOrEHHOro

[Ana ee npoBefleHNA PeKOMEHAYETCA BbIMOMHUTL 60NbLIYIO Mpoby ¢ AekcameTa-
30HOM, a TakXXe C nepudepnyeckoii cTUMynsaunein KopTukonnbepnHom. [aHHbie
PYHKLUMOHabHbIe NPO6bI OCHOBaHbI Ha TOM, YTO npu 6ose3HN KylinHra ageHoma
rmnoumsa nNpogos/mKaeT XoTa 6bl HAaCTUYHO NOAUYUHATLCA PEryNSATOPHLIM MeXaHU3-
MaMm, CBOMCTBEHHbIM 340P0OBOM TKaHW runogmia (CHMXKeHue BbipaboTkn AKTI B
0TBeT Ha 6o/bliMe [03bl MIOKOKOPTUKOUAO0B UAN CTUMYNAUMAa cekpeunn AKTE
B OTBET Ha BBeAeHWE KOPTUKONMGEpPUHA), B TO BPeMsA Kak cekpetupywowme AKTI
OMyXo/sin, Tak Xe KakK M KOPTUKOCTepouanpoayLmpyoLLl,me onyxosn HaanoyeyHu-
KOB, He 06n1afalT TaKuMm cBoicTBaMU. TOYHOCTb A@aHHbIX TECTOB OrFpaHunyeHa TeMm,
4yTo nHorga cekpeuna AKTI ageHomoii rmnocumsa, B 0c06EHHOCTM MaKpoageHOMOIA,
He nogasnsieTca 60NbWMMU [03aMU [leKcaMeTa3oHa, a HeKOTopble afieHoOMbl NPro6-
peTalT MoJIHYI0 aBTOHOMWIO U He 0TBeYalT Ha CTUMYNALUNI0 KOPTUKONMGEPUHOM.
Takxe B -10-30% cnyvaeB cekpetmpyrowme AKTI onyxonn octaloTca YyBCTBU-
TefIbHbIMN K MoAaBNAOLWEMY BAUAHUIO THOKOKOPTUKONAOB U CTUMYSIUPYIOTCA
KopTukKonmnéepmHom {puc. S.1, cM. us. BKNENKY).
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Mpu nonyyYeHnn oTpuuaTesibHbIX MW MPOTUBOPEUNBBIX
pe3ynbTaToB NpOBeAEHNE KaTeTepn3aunn HUKHNX KAMEHUCTbIX
cuHycoB {UueHTp: nepudpepusa > 3 cBmaeTenscTeyeT o BUK)

Puc. 3.1. ANroputm AudepeHLnonsHON UarHoOCTUKU 3HLOTEHHOTO TMNEPKOPTULU3MO.



Pasgen 3. 3aboneBaHuA HaANOYEYHUKOB

OndpdepeHynansHaa gnarHoctuka AKTI-He3aBuUCUMbIX U AKTI-3aBUCUMBbIX
dopM runepkopTULM3IMA

OueHKa pUTMa Ccekpeuun afpeHOKOPTUKOTPOMHOIO ropMoHa

KoHueHTpauusa AKTI npu Hagno4yeyHMKoOBOW opme cmHApoMa KylinHra cHuxe-
Ha (<10 nr/mn), npn 6one3Hn KywmnHra — nosbiweHa (>20 nr/mn), Npu cUHApome
aKTonmM4eckom cekpeumm AKTI — 3HaunTenbHO NoBbileHa (6os1ee yem B 2,5-3 pasa,
AKTI moxeT gocturatb 100-200 nr/mn v Bbiwe). OgHakoy 10% naumeHTOB ¢ 60/1e3-
Hbtlo KywmnHra kKoHueHTpauma AKTI meHee 10 nr/mn. B To »Xe Bpems B ucciefoBa-
Hum Invitti C. n coaBT,, BK/IO4YaBLweM 50 NauMeHTOB ¢ HAaAMOYEYHUKOBOW hopMoi
cnHapoma KywmnHra, o 25% nauveHToB MMeloT KoHueHTpauuio AKTI B npege-
Nnax HopMasibHbIX 3HaydeHu. KoHueHTpaums AKTI B nnasme KpoBu npu 60/1e3HU
KyLInHra yale HUxXe, Yem nNpu CUHAPOMe 3KTonmnyeckom cekpeuun AKTI, Hoy 1/3
naymMeHToB gaHHasA 3aKOHOMEPHOCTb OTCYTCTBYET, UTO He N03B0/1IAeT NPOBOANTL TOY-
HY0 AngdepeHynanbHY0 ANarHoCTUKY.

Mpwu nonyyeHUn HeoAHO3HaYHbIX pe3ynstartos (AKTI 10-20 nr/mn) cnefyet npo-
BECTW MOBTOPHOE uccnefoBaHne KoHueHTpauun AKTI, nnbo nposecty CTUMYNALN-
OHHbIWN TECT C KOPTUKONUBEPUHOM.

Bonblasn npo6a C AeKCaMeTa30HOM

B03MOXXHO MpoBefeHMEe KaK Knaccuyeckoi 6onbluoi npobbl Jlngana (npuem 2 mr
[JeKcameTas3oHa Kaxjble 6 U B TeyeHme 2 CyT) C onpefeneHMeM MCXOAHOW v rnocne
npuema gekcameTasoHa KOHLLeHTpaL My cB060AHOI0 KOPTM301a B CYTOHHOW MoYe, Tak
M HOYHOI 60/bLUONM AeKCcaMeTa30HOBOM MpPo6bl (KOHLEHTPALMI0 KOPTN30/1a B KPOBU
ncxogHo onpegenawT B 8.00, 3atem B 23.00 npuHUMaloT 8 Mr gekcameTa3oHa, MoB-
TOPHO ONpeAen AT KOHUEeHTpauuio KopTtusona B KpoBu B 08.00 crneaywowero gHs).
Mo faHHbIM ABYX MHOrOLEHTPOBbIX UCCAeA0BaHU, YyBCTBUTENbHOCTL U cneunduy-
HOCTb MPWU MUCMNO/Ib30BAHMU TOr0 UM MHOF0 BapuaHTa npobbl 0Kasasinucb ConocTaBu-
MbIMW N COCTABWUJ/IN COOTBETCTBEHHO 81-86% 1© 67-69%, Npu UCMoNbL30BAHNN CTaH-
[apTHOr0 KPUTEPUS — CHMXKEHME KOHLUEHTpaL MM cBOG0AHOI0 KOPTM30/1a B CYyTOUHOM
Moue 160 KopTu3ona B Kposu 6onee 50%.

HecmoTps Ha HeBbICOKYH YyBCTBUTENBHOCTb U cneudnyYHOCTb AaHHOM Npobbl, ee
NCMoNb30BaHMe LLMPOKO PacnpocTPaHeHo B CBA3U C 9KOHOMUYECKOM [0CTYNHOCTbIO
JeKcameTa3oHa 1 0THOCUTENIbHOM HafeXXHOCTbI0. Ipun ee NpoBefeHNN He CTOUT 3a6bbl-
BaTb, YTO MPUEM T/IIOKOKOPTUKONAO0B B BO/bLUMX A03ax MPU Ha/IMyumu y nauuneHTa
SHJOreHHOV N36bITOYHOM MPOAYKLIMN KOPTN30/1a, MOXET NPUBOANTL K BPEMEHHOMY
YXYALLIEHUNID TeYEeHUs apTepuasibHoM rmnepTeH3nn, r’MNepriankeMmmn, NCUXNYECKNM
paccTpoiicTBam.

TecT ¢ KOPTUKOTPONUH—PUNIN3NHI-FTOPMOHOM

MpoTokos npoBefeHUsA NPoodbl

Heobxoanmo, 4To6blI BeHepoM nepes NpoBeAeHMEM Mpobbl MauymeHTy 6bia ycTa-
HOBJ/IEH BHYTPMBEHHbIN KaTeTep, acam nauneHT HM4Yero He en. [o v Npu nposegeHnmn
TecTa nMauueHT A0/HKEH HaxoAUTbCS B FOPU3OHTASIbHOM MOMIOXKEHUU. BHYTPUBEHHO
BBOAAT 1 MKr/Kr (MakcumasnibHo 100 mkr) oBeubero KPI. KoHueHTpaumio AKTE un
KOPTWM30/a B njasme onpegenstoT 3a 15 muHyT go BeegeHmna KPIM (-15), Henocpepac-
TBeHHO nepep BeegeHnem KPT™ (0), a 3aTem uepes 15, 30, 45, 60, 90 n 120 MuH,
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TecT XOpoLUo nepeHocUTcA, Hanbosiee YacTbiM NMNo6oYHbIM aghhekTom (B 20% cny-
YaeB) CTAHOBUTCA KpaTKOBPeMeHHas rmnepeMuns auua u, pegko, 3aTpyaHeHue abixa-
HUA 1 apTepnasibHast TMNOTEH3UA.

KPI" n ero oBeunii aHanor 061agal0T CXo4HbIMU CBOCTBAMM, O4HAKO MOCMEAHU
BbI3blBAeT HECKO/IbKO MeHbllee MoBbIleHNe KOoHUeHTpauunm AKTI v KopTmusona B
nnasmMe y nauneHToB ¢ 60/1e3Hbl0 KywnHra. 31o 06yc/noB/ieHo ero 6onbLuein apdunH-
HocTbio K KPI-cBA3bIBalowemMy 6esiKy, 4TO NpuBoguUT K 60siee 6bICTPOMY BbiBEAEHUIO
13 opraHu3ma.

MNHTepnpeTayns pesynbTaTos

MoBblWeHNe MUKOBOW KOHLUEHTpaLMM KOpTM30/1a MO OTHOLUEHWH K 6a3asibHoi
6onee yem Ha 20% uKMeeT 86% 4YyBCTBUTENLHOCTb M 95% cneungmnUHOCTb (Mo pe3ysb-
TaTtam MeTa-aHanmsa 10 nccnegosaHuii, NnpoeedeHHbIx Kaye and Crapo, sHLOKPUHO-
nornyeckmm o63opam) B 0oTHOWEHUU 601e3HN KywiunHra. MosbileHWe 6051ee YeM Ha
50% — c 4yBCTBUTENBHOCTbIO 91% 1 cneynUYHOCTLI0 95% COOTBETCTBYET AMArHO-
3y 60ne3Hn KywunHra.

Tak>Xe 0 HaIMUYMM KOPTUKOTPOMNMHOMbI rTnnomsa cBUAETENLCTBYET MOABEM KOH-
ueHTpaumm AKTI Ha 35% npu cpaBHeEHUU cpefHero ero cogep>xaHnda Ha 15 n 30 MyH
TecTa 1 6a3asibHOM KOHLEHTpauun.

YuntbiBas, 4TO HU OAUH M3 (hapMaKosIOrMYecKUX TecTOB MeXXHO030/10rMUYecKoi
anddepeHumanbHOM AMarHOCTUKM 3HAOMEHHOr0 FMNepKopTuumM3amMa He obnajaet
CTONPOLEHTHOM TOYHOCTbIO, CriegyeT KOMO6MHUPOBATb 60/1bLIYI0 feKcaMeTa30HOBYHO
npoby 1 cTUMYNAUNOHHBLIA TecT e KPI. CumTaloT, 4TO coBnageHue pesy/bTaToB
NONOXXMUTENbHOM 60/1bLLOK NPO6LI C AEKCAMETA30HOM C YBE/IMYEHMEM KOHLUEHTpaLum
AKTI B 0TBeT Ha nepuepnyeckyo CTUMYAALUIO KOPTUKONIUBEPUHOM C YyBCTBU-
TenbHOCTbO 98-100% U cneuyndumyHocTbio 88-100% cBUAeTeNbLCTBYET 0 601€3HU
KyLinHra.

OuddepeHunansHana gunarHoctuka AKTI-3aBUCUCMBIX hOPM
rmnepkopTuymnsma

K coXkaneHuo, Ha CEerofHsALWHWUA feHb He CyLU;ecTBYeT A0CTATOYHO creuundUnyHbIX
hapmaKoormyecknx TecToB Ansa anddepeHunansHoin gnarHoctukm AKTI-3aBucn-
MbIX (POPM runepkopTuLmM3Ma.

m [1pob6a c BasornpeccuHom. [poba Cc Ba3ONPECCUHOM WU [ECMOMNPECCUHOM
(CNHTETUYECKUIA ANUTENIbHO AENCTBYIOLW;WIA aHaNor, OT/IMYalLW;nica oTCcyTC-
TBMEM MPECCOPHOro adekTa, 00YyC/I0B/IEHHOr0 akTuBauuer V I-peuenTopos).
BasonpeccnH n gecmonpeccuH ctumynumpyoT Bblbpoc AKTI KopTuKoTponu-
HOMOI runogunsa nyTem ctumynsumm V3-peuentopos (mnm VIb) KopTukoTpo-
thoB. UyBCTBUTENbLHOCTb AAHHOI0 TecTa A/19 AMarHOCTUKKM 6one3Hn KywimHra
cocTaB.TseT 82-87%, AnA Apyrux opm runepkoptTuumsma — TosibKo 63-67%.
CornacHo pekoMeHgaumam EBponerickoro obwectsa 3HAOKPUHOMOros (2008),
[0 NONy4YeHUs pe3ynbTaToB AOMOMHUTENbHbLIX WUCCNef0BaHWA, NoATBepXKaato-
WX 3hMeKTUBHOCTb AaHHOI0 TecTa, ero UCrosib3oBaHMe PeKOMeHA0BaHO TOJb-
KO B HayUYHbIX Lenax.

m [pob6a c rekcapenmHoM. FekcapenuH (CTI-BbicBoGOXKAAOWMI NenTna-6) cTU-
MYNMpyeT MacCUBHbI BbIBPOC rOpMoOHa pocTa. B To )ke Bpemsi, faHHOe BeLLecT-
BO BbI3blBaeT B 7 pa3 6osiee akTUBHbIN BbI6poc AKTI, yem KPI, y nayueHToB ¢
6onesHblo KywinHra. B nccnegosaHnu Korbonits M. n coasT. (2001) ycTtaHoBU-
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NV, 4TO 3KCNpeccus pelenTtopa rekcapenmHay 5u3 18 o6cnefoBaHHbIX NauneH-
TOB ¢ 60ne3Hb0 KywmHra ny 1 m3 3 naumeHToB ¢ CUHAPOMOM 3KTOMMPOBAHHOM
cekpeunn AKTT 6bln1a Bbillie, YeM Y 3[0POBbIX /THOEN.

m [1poba c MeTupanoHoMm. MeTmpanoH NHrnéupyet 11p-rugpokcunasy, Katainiu-

pytoLL;yo npespatleHne 11-04e30KCMKOPTU30/1a B KOPTN30/1. B Xofe aToro tecta
B KPOBW HaKarnsinsaeTcs 11-A€30KCUKOPTU30/1, CHUXKaeTCA KOHLeHTpaLuus Kop-
TnU30Ma, 4YTo yemnusaeT cekpeumnto AKTI KopTukoTpohamum runogpusa.

Bce Tpn Bbllenepeymc/ieHHbIX TecTa [0/1Iroe BPpeMs MCMosib30Banuv A1 auddepeH-
LmasnibHoM gnarHocTukn AKTI-3aBUCMMbIX (hOPM FMAepKopTULIM3MA, O4HAKO B MHOT0-
YMCNEHHbIX UCCMefoBaHMAX Oblna NoKasaHa NX HegocTaTouHast MH(OPMaTUBHOCTb.

KoMbuHMpoBaHHbIM TecT ¢ BBeaeHMeM 10 MKr gecmonpeccuHa u 100 mkr KPI
rnepsoHayasibHO MoKas3asl MHoroobellaluime pedysibTarbl, 04HAKO HefaBHO oMy6-
NINKoBaHHOe nccneposaHne Tsagarakis S. 1 coaBT. B OTHOLIEHUW JAHHOI0 TecTta y
26 nauveHToB € 60M1e3HbI0 KywmnHra n 5 naynmeHToB ¢ CUHAPOMOM 3KTOMMPOBAH-
HoM cekpeunn AKTI nokasano ero HefoCTaTOUHYH MHGoOpMaTUBHOCTL. Hu3kas
3 (PeKTUBHOCTb BbILIENEPEUYNCNEHHbIX CTUMYIALWOHHbIX MPo6, BeposaATHO, 06yc-
NoBfieHa 3Kcnpeccuen peuenTopoB K Ba3oMpecCMHY U peLenTopoB, CTUMYMIALUNSA
KOTOPbIX BbI3blBaeT BbIGPOC FOPMOHA POCTa, B HEKOTOPbIX HE LleHTpasibHbIX 0NYyXO0-
nax, npogyunpyrowmnx AKTT.

CeneKkTUBHbIN 3a60p KPOBM U3 HMKHUX KAMEHWUCTbIX CUHYCOB

DTOT TECT cUMTaT Hanbosiee TOYHbIM METOAOM AU PEPEHLMANIbHOM ANArHOCTUKN
AKTTI-3aBUCMMbIX (hOopM runepkopTnumima. Mo gaHHbIM MeTaaHanmsa 21 uccne-
[OBaHUA, B KOTOPbIX MPUHANU yyacTue 569 naymeHTOB, 3TOT MeETOA MO3BOJIAET
obnagaet 96% 4yBCTBUTENbHOCTLIO (4% JfIOXKHOOTPULLATESIbHBIX Pe3y/ibTaTtoB) M
100% cneumprnyHOCTbIO (0TCYTCTBME NIOXKHO-MOIOXKNUTE/bHbIX Pe3ybTaTtoB) B And-
thepeHUManbHoOM gMarHocTuke 60ne3HN KylwWHra v cMHApoMa 3KTOMUPOBAHHOM
cekpeunn AKTI . ViccnegoBaHue NpoBoAAT NyTeM KaTteTepusauuu npasoro v neso-
ro KAMeHWUCTOro CMHyca 4Jepes3 6efpeHHYI0 apTepuio N N3MepPeHUA KOHLEHTpauum
AKTI B KaX40M 13 CUHYCOB U Ha nepudepun 3a 5 M1UH [0, BO BpeMA 1 Yepe3 3, 5n
10 muH nocne BeefeHNA KPI (1 MKr/Kr nam 100 MKr BHYTPUBEHHO). Y NaLWeHTOB
c 60ne3Hbl0 KywmnHra rpagneHT KoHueHTpauun AKTI «ueHTp/nepudepus» (pas-
HMua KoHueHTpaumn AKTI B KPOBU, B3ATOM M3 HMXKHUX KAMEHUCTbIX CUHYCOB U
M3 LEeHTPasIbHOWM BeHbI) COCTaBAsieT >2, a NMpyU CUHAPOME 3KTOMUPOBAHHOW ceKkpe-
umnm AKTIE — <2. lNMocne cTUMYNALNUN 3TO OTHOLIEHME Y NaLMEHTOB C 601€3HbIO
KylinHra Bo3pactaeT U ctaHOBUTCA >3, a NpU CUHAPOME 3KTONMMPOBAHHOW cekpe-
unn AKTI — He npeBbiWwaeT 2.

MomMumo andhepeHUnanbHOM AMarHoCTUKM pasnnyHbix popm AKTI -3aBUCMMOr0
rMnNepKkopTuULmM3mMa, B HEKOTOPbIX C/yyasax 3abop KPOBM U3 HUXKHUX KaMeHWUCTbIX
CMHYCOB MOXXEeT MoMOoYb B ONpeeneHnn iokanmsaunm ageHomMmsl rmnogusa y nayueH-
TOB C 60/1e3HbI0 KyLLnHra, 0cobeHHO ecnu afeHoma He BUAHAa MPpu NyYeBbIX MeToAax
nccnegoaHmsa (MPT). MakcMManbHbI rpagueHT Mexxay npaBbiM U IEBbIM CUHYCOM
>1,4 po unu nocne ctumynauun KPIM cBuaeTenbCTBYET 0 CTOPOHE NOpaXkeHus, a rpa-
OVeHT <1,4 ¢ BepoATHOCTbIO 40 70% yKa3biBaeT Ha CpefMHHOE pPacrnonoXXeHne KopTu-
KOTPOMMHOMbI. OCHOBHasi MPUYNHA OLLNOKN — aCUMMETPUYHbIN BEHO3HbIN OTTOK OT
rmnodusa, KoTopbli BcTpeyvaeTcs B 40% cnyyaeB. TOUHOCTb METOAUKN 3HAYNTENBHO
nosbILLaeTCs, ecqim Npu aHrnorpaPruUeckom mnccnefoBaHUM NoayyveH pesynbtar CUM-
METPUYHOIro BEHO3HOI0 OTTOKA.
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Tonuyeckaa gumarHoctuka

Ee npoBegeHme onpasgaHo rocse nadboparopHOro nogTBep>XKAeHNs HalMymnsa aHO0reH-
HOro runepkopTULM3IMa y naumeHTa-

ANa AnarHocTUKM KOPTUKOCTEPOMbI UM YTOYHEHUSA COCTOAHUNA HaANOYeYHUKOB
npu apyrux opmax 3HAOreHHOro rmnepKopTuLmM3mMa Heobxoanumo BbINONHUTE KT/
MPT 3a6ptoLUMHHOI0 NMpocTpaHcTBa, Y Bcex naumneHToB ¢ AKTI-3aBMcrMOi hopMoii
runepkopTuymama Heobxoammo nNposoanTs MPT rosioBHOro mo3sra ¢ KOHTpacTupoBa-
Hvem. JaHHas MeToAuKa Mo3BOMIAeT BbIABUTL afeHoMy runodusa y 2/3 nauneHToB
¢ 60ne3Hblo KywmnHra. KT rosoBHOro mosra MeHee YyBCTBUTEsIbHA NpU Han4ymm
MUKpoageHoM <5 Mm.

Mpy nogo3peHun Ha CUHAPOM 3KTOMMpoBaHHOM npoaykuum AKTE npoBoaat
nouck Mecta nokanmsaummn onyxonn: KT/MPT nerkmx, cpegocTeHus, OPHOLLHOWA
nonoctTn, Y3 WNTOBUAHO >Kesne3bl, Masioro tTasa, Nnpoctartbl, snyek, rbpoasoda-
roracTpoAyofeHOCKOMNmMI0, KOSTIOHOCKOMUIO, CLUUHTUrpaguio ¢ oKTpeoTngom-In™MA, MaT
c 5-rugpokcmTpuntoaHom, 18-Ae30KcUdTOPrIoKo30M. J0N0AHUTENIbHYIO NMOMOLLb
MOXeT oKasaTb ornpefesieHVe KOHLEHTpauum 6UOMOrMYecKUX MapKepoB HelposH-
OOKPUHHBIX 0NyXxonei, TakKuxX Kak 5-rmgpoKCUNHAO0NYKCYCHAas KUCA0Ta, XpoMorpa-
HUH A, CEPOTOHUH, COMATOIMBEPUH, KaTexonaMuHbl, KaJsibLMTOHUH (cm. puc. 3.1).

JononHuTenbHble 06cnefoBaHus

Mpu ycTaHOBNEHHOM [AMarHo3e 3HAOreHHOro rMrepKopTULM3Ma, ONs YTOUYHEHUS
TAXKECTU MeTabo/IMYeCKUX HapYLUEHU N CTeneHu nopakeHUs Apyrmx opraHos u
cucTeM, Heo6Xo0AMMO MPOBECTU:

B K/AMHWYECKUI aHanu3 KpoBM — A1 TMNEPKOPTULM3MA XapaKTepHO Hasmuue
NeKoLunTo3a ¢ OTHOCUTENbHOW NMMMOoNeHnen, 303MHODUAONEHNEN; HE3HAUN-
TeNbHbIA 3pUTPOLMTO3;

B K/IMHWYECKUIA aHanmM3 mMmouu;

B OMOXMMUYECKNIi aHaNN3 KPOBM — 06bIYHO MOBbLILIEHO coAep>KaHue nnnonpoTe-
naoB HM3Kon (JITTHI), oyeHb HM3KoW (JTTIOHIT), Bbicokow (JITIBIT) naoTHOCTU
n TPUrNNLepunaos;

m onpejesieHne rAVKEMUN, MO MOKasaHUsM — MNpPoBeAeHNE OpasibHOro TecTa Ha
TONepPaHTHOCTb K rntkose (O TT);

B eHCUTOMETPUIO;

B PEeHTreHosIorMyeckoe mnccrefoBaHne rpygHoro n NoOSsCHUYHOro OTAenoB Mo3Bo-
HOYHUKA B 60KOBOW NMpoeKunm;

m 3/1eKTpoKapauorpadguio (IKI), axokapauorpadguio (3XO-KI);

B M0/lyUYMTb KOHCYNbTALMIO KapAMoora, >XeHLMHaM — FMHeKosnora.

Cy6KAMHNYECKN TMNEepPKOPTULU3M

m CyOKNuHuYeckuin cnHapom KyuwmHra, Mpe-KywuHr cuHgpom, CCK.

Mpo6riema BriepBble BbiSIBIEHHbIX 06pa3oBaHUii HAAMOYEYHUKOB U TMMepKOPTULM3-
Ma Haunbosiee akTyasibHa C TOYKM 3peHNsA CYOK/IMHNYECKOro BapmaHTa 3Toro 3abosiesa-
HUSA, KOTOPbIA BCTpeyaeTcs y 5-20% 60/bHbIX ¢ MHUMAEHTaIOMOM HaAMOUYEeYHWKOB.

CCK xapakTepusyetca aBTOHOMHbIM (AKTI-He3aBUCUMbIM) CUHTE30M KOPTU-
30/1a Y MaumeHToB, He MMEWLWNX KAWMHUYECKUX MPU3HAKOB TUMNEPKOPTULIN3MA,
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JaHHble nabopaTopHbIX UCCNEAO0BaHWM Yalle BCero nokasblBalOT He3HauyuTesibHble
M3MeHEeHMA puTma cekpeuun koptusona. OgHako CCK fomkeH ObiTb UCK/OYEH B
Ka>K0M cny4dae, ec/in nauneHTy niaHupyeTcs onepaTtnBHoe sieyeHue,, 4Tobbl n3be-
»KaTb nocsieonepaumnoHHOro afMcCoHNYeCcKoro Kpn3a 1s-3a Bo3MOXXKHOro rnogasneHus
(hyHKLMOHANMBbHOW aKTUBHOCTU KOHTp/1aTepasibHOro HaanoyeyHnKa.

Mo AaHHbIM psga nccnefoBaHUi, HECMOTPSA Ha OTCYTCTBME TUMMYHbBIX KIMHUYEC-
KX MposiBNeHni, y naynmeHToB ¢ CCK 3HauMTeIbHO Yalle BbISABAAKT N30bITOYHbI
Bec, All, caxapHblii gnabeT, penpoayKTMBHbIE pPacCTPOMCTBA U OCTEOMOPO3. Takum
06pa3omMm, MOXXHO BblAe/INTb creayowme 0CoO6eHHOCTU CYOKIMHMYECKOro cuHapomMa
KywwuHra:

* aBTOHOMHas NMpoayKumnsa KopTusosa 6e3 KnacCudeckKux KAMHUYECKUX CUMIM-
TOMOB («60NbLUIMX NPU3HAKOB») TMNEPKOPTULN3MA,;

= HasInume obpaloBaHns B HagnoyeyHmMKax (B 60/1bLLNHCTBE Cry4aen);

e 4acToe coyeTaHue C apTepuasibHOW TMMNepTeH3nen, OKNPEHUEM N caxapHbIM
AnabeTowm;

= pn npoeefeHUN nadopaTopHoOro obcriefoBaHMs 06Hapy>XuUBaeTcsa HopMasib-
Has KOHLeHTpaLuus KopTusosia B CyTOUHOW Moye (He Bcerza).

CCK BcTpevaeTcsa B 5-20% criy4aeB BceX 06pa3oBaHUi Haanoye4yHUKoB, B 1,5%
CNyyaeB NepexoauT B pasBepHyThbIn cnHApoM KylluHra B TedeHue rofa, B TeyeHue
5 neT HabnwgeHna —y 25% 6onbHbIX. K gnarHoctuyeckum Kputepmsim CCK oTHo-
CUTCA OTCYTCTBME CHUIXKEHUSA CEKpeLnn KopTU3osa B Xohe NoAaBMSAOLWNX TecToB ¢
fekcameTazoHoM. CCK HeobxoAMMO MCKOYaTb B KaXk[oM cny4vae obcnefoBaHus
nauyuveHTa c obpasoBaHmem HagnoyevyHumka (-oB).

[OnarHoctuka v gudpchbepeHymansHas guarHocTuka CyOK/IMHNYECKOTo
rmnepkopTuumnsMa

B KauecTBe MepBUYHOro Tecta, NOATBEPXAAWLWEro Han4me sHLOreHHOro runep-
KopTuLuM3Ma Yy naumeHToB ¢ 06pa3oBaHMeM HaAMOYeYHNKOB, paccMaTpmMBaloT Masnyto
npoby ¢ fexkcameTasoHoOM. [ogaBneHne ceKpeuun KopTu3ona B YTPeHHee Bpems
HWXXE HMXKHEW FpaHULLbl HOPMbIl, UCMO/b3YeMOl B AaHHOW nabopatopumn (06bIYHO
HWXKe 3-5 mkr/gn [100-140 HMoOANb/], K, N0 MHEHUIO APYruUX asToOpPOB, MeHee
1,8 wmkr/gn [50 HMoNb/N]), NCKOYaeT aBTOHOMHbIV XapaKTep CEKPeLMU KopTM3ona
onyxonbk. Kak A0oNonHUTEsNbHbIR MeToh NPUMEHST 48-4acoBoi MoAaBASAOLLMIA
TeCT C 2 Mr jekcameTasoHa. Ha BTopom atane ob6cnefosaHWs Npu OTCYTCTBUU
rnogasfieHUA CeKpeLun KopTu3osa NpoBoAAT 60/bLUYI0 AeKCaMeTa30HOBYO Npooby.

Ecnn KoHUeHTpauma KopTusosa BHOBb He CHU3M/IACh A0 COOTBETCTBYHLLNX 3HaYe-
HWIA, cTaBAaT gnarHo3s CCK. Ons noATBEPXXAEHMA aBTOHOMHOW (hyHKLMM onyxonun

Tak>xe onpegensoT KoHUeHTpayuio AKTI, KkopTrn3ona B C/IIOHE NN KPOBU B 23 U.

JleueHue

Npu KOPTUKOCTEPOMe MpeanoyYTUTENbHbIA MeToA NeYeHns — yganeHve onyxonnm B
Xo4e agpeHansakTomumu. B KadecTBe npefonepauyoHHOM MOArOTOBKWM MCMNOMb3YHOT
MHIMOGNTOPbLI CcTepompgoreHesa (NMPoOU3BOAHbIE aMUHOMAITETUMNAA — OPUMETEH®,
MaMMoMUT® 250-2000 mr/cyT, nod KOHTPO/IEM KOHUEHTpauun cBo604HOro KopTn3o-
fla B Mo4e), Npoun3BoAHble KeTOoKoHa3zosna (Husopasn™* 200-400 mr/cyT). Heobxogmmo
NPoOBOAMTL JIeHYEeHME apTepuasibHOM FMNEPTEH3UN, caxapHOro gumabeTta, CONyTCTBY-
OWKUX MHDEKLUMOHHbIX 3abosieBaHUA (Yallle Bcero — nuenoHedpuTa), NposiB/ieHNM
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ocTeornopo3a. [Mpu nosABAeHNN CMMATOMOB HaMOYeYHNKOBOM HEAOCTATOYHOCTW Moc/ie
afpeHanaKTOMUN Has3Ha4yalT 3aMeCTUTE/IbHYIO Tepanuio MMIOKOKOPTUKOMAAMN.

Jo HacToAwero BpemMeHu o6cy>kaaeTca BOMpPoc 0 HeEO6XO0AMMOCTU XUpypruyec-
Koro sieyeHns npm CCK, Tak Kak nepexog 3abonesaHus B MaHU(ECTHY (opMy
MPOUCXO4UT TOMbLKO Y Hebosbworo ymcna nauneHtos. MNpu CCK aBTOHOMHas
rmnepceKkpeLns KopTnsoaa onyxosblo MoXeT 6biTb HEBbICOKA MNPWU 0JHOBPEMEHHOMN
cynpeccmm BTOPOro HagnoyeyHwmka. [M03ToMy y 3TOW rpynnbl MalueHTOB mnocne
XNPYPrnNYecKoro nevyeHns metabonmyeckme nokasarenu (B ToMm 4yucsne, KOHUeHTpa-
LMA KOpTU30/a) MOryT U3MEHATLCA He3HaunTesibHo. OfHaKo ecTb Uccref0BaHUA,
no pesynbTaTaM KOTOPbIX Y MpoonepupoBaHHbIX NaumeHToB ¢ CCK oTMeuanocb
CHWXeHue Beca, ynydlleHne TedeHusa Al v caxapHoro guabeta. Npu noaTeBepxk-
geHun CCK B xoge npob ¢ gekcaMeTa3oHOM, afpeHasaKToOMUSA peKoMeHAoBaHa
MosiogbIM naymeHTam (Bo3pacT MeHee 50 net), naymeHTam ¢ MeTaboNIMYecKUMU
paccTpoiicTBaMun, NMPUYUHON KOTOPbIX MOXEeT 6biTb 06pa3oBaHue B HaAMOYeYHU-
Kax, TaKUMU KaK OXKUpeHue, apTepuanbHas rurnepTeH3ns, caxapHblii anabeTt, nnuv
npn BbISIBIEHUX OCTeonopo3a Wan octeoneHnn. HeobxoaMmMo NOMHUTbL O BO3MOX-
HOM pa3BUTMU HaAMOYEYHMKOBO HegocTaTouHocTU npu CCK nocsie onepaTMBHONO
neyeHusa {Tabn. 3A).

Tabnuua 3.4.

MNMoka3aHusi K oNepaTUBHOMY JIEYEHUIO NALUEHTOB C CYGKIMHUYECKUM
CUHAPOMOM KylunHra

KnMHnuBCKOSA

CCK, noaTBepXfeHHbI NabopaTopHbIMU TecTamu (BapuaHT 1)
OTCYTCTBYeT MOJaB/ieHNe CeKpeuun KOpTM30/0 B xofe 60/bloii nNpobbl C gekcameTa3oHOM,
noBbllleHa KOHLEeHTpauus CBOGOAHOro KOPTM30/10 B MOYe, HW3KOS KOHUeHTpauus AKTI

BeccumnToMHoe TeueHue* Xupypruueckoe neveHue
Hanuune Hecneumdmuecknx nNpPOsIBAEHMIA** Xupypruyeckoe nedexue

CCK, noaTBepXAeHHblii nabopaTopHbIMU TecTamu (BapuaHT 2)
OoTCyTCTBYeT NojaB/ieHne cekpeuun KopTusona B xofde 60/bLIOA Npobbl C fekcameTasoHOM,
HOpMasibHas KOHLEHTpauus KopTusosa B Move, HOpMasbHas KoHueHTpauus AKTI yTpom

BeccumnTomHoe TeyeHue* TepaneBTuyeckoe nevyeHune
Hanunune Hecneymdunyecknx NposiBNEHUR** Xupypruyeckoe nevyeHuve

OvnarHo3 CCK comHuTeneH

HOpMasibHbIli pe3ynbTaT 60MblWoK Npo6bl C JeKCaMeTa3oHOM, HO MOBbLILEHHAs KOHLEHTpauus
KOpTU30/a B MOYe WM HM3Kas KOHLeHTpauuss AKTI yTpOM WM HapyLlUeHHbli pUTM cCekpeuun
KopTusona

BeccnmnTomMHoe TeuyeHune* KOHCepBaTVIBHOE neyeHune
Hannune Hecneuudguuecknx nposiBNeHUiA** KoHcepBaTWBHOE JieyeHne
*BeCCUMNTOMHOE Te4YeHUe; OTCYTCTBME KAWHUYECKMX CUMNTOMOB U MPW3HAKOB TMMEpKOpTULM3MA, HOpManbHoe A/

1 NnoKasoTenu [10Ko3bl kKposu, MT B HOpMe.
**Hanuune Al, caxapHoro gvabeTta, OXUPEHUs, OCTEONeHun.

MporHos

Ycnex v nporHo3 rnocneonepayMoHHOro Kayectsa XX1U3Hu naymMeHToB 3aBUCAT OT NPU-
YMHbI TUnepkopTnymnsma, CBOEBPEMEHHOCTU €ro ANarHOCTUKM U Hainyma 0C10XK-
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HeHUn 3aboneBaHusi. B mnocneonepaunoOHHOM Mepuoge 3PEKTUBHOCTb JleYeHUS
OLEHMBAIOT MO CTEMEHW perpeccum CUMMTOMOB FMNEPKOPTULM3MA: HOpMan3aumnm
Beca, apTepuasbHOro AaBfieHUs, PenpoayKTUBHOM (DYHKLUMWN; KOHTPOAUPYT KOH-
LeHTpaumio KopTru3oaa B MoYe, C/1II0He, NMOBTOPHO MPOBOAAT Masylo npoby ¢ Aekca-
MeTa3oHOM. B uccneposaHuax Bourdeau 1. (2002) u Hermus A.R. (1995) nokasaHo,
4YTO Mocsie yCnewwHo MPoBefeHHOro XMPYpPruyeckoro nevyeHns cmHgpoma KywmnHra
perpeccmpyloT KOTHUTUBHbIE PacCTPOCTBa, BO3pacTaeT MUHepasibHasi MOTHOCTb
KOCTHOW TKaHW, 04HaKo MoSHOW HopMasin3aumn AaHHbIX NoKasaTenen y Bcex nayu-
E€HTOB He MPOUCXOAMUT; KayecTBO XXU3HU NaLWeHTOB yny4dllaeTcs, 04HaKo ocTaeTcs
HUXKe, YeM Y CpaBHMMbIX MO BO3pacTy U Nosy nojen 6e3 cnHapoma KylimHra B Teye-
Hue 15-neTHero HabnwaeHNs.

B HacTosLLee BpeMA He BblpaboTaHa eguHas TaKTuKa BefeHUs naymeHTos ¢ CCK
B CBSA3U C OrPaHUYEeHHbIMU JaHHbIMW UCCIeA0BaHWUIA O CHVUXKEHNW PUCKA CMEPTHOCTU
y TakKMX NauyueHTOoB Mocse XMPYpruveckoro neyeHus.

YuuTtbiBas, 4to Anda cnHapoma KylinHra xapakTepHo nporpeccupytolee TedeHue
C nocTeneHHbIM Pa3BUTUEM XapaKTEepHbIX TSHXKeblIX WHBaINANINPYIOLLNX OCI0XK-
HEHWA, NOTMYHO NMPeAnoNoXXnTb, YTO TO/IbKO CBOEBPEMEHHAsA MOCTaHOBKA AMarHosa
M afleKBaTHOe sleyeHMe CrocobHbl MOBbLICUTL Ka4yeCcTBO XXWU3HU NauNeHTOB U CHU3UTL
PUCK CMEepPTHOCTN.
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deoxpomoumntToma

deoxpomMoLMTOMa — 0MNyXosb U3 XpoMahMHHOW TKaHWU, npoayuupyowas 6mo-
JIOrMYEeCKN-aKTUBHbIe BelllecTBa (aApeHasInH, HopagpeHanvH, AohamMmuH).

®eoxpoMoLMTOMa (B TOM 4ucC/ie HaAMoUYeuHMKOBOW NoKanmsaumMm) — YacTHbIi
cnyvaii maparaHrivem — onyxosieii, KoTopble MOTYT BbISABASATLCS B /1I06bIX MeCTax
CKOMMEHNS Tes BTOPbIX HeiPOHOB BereTaTMBHOM HEPBHOM cUCTeMbl (MaparaHrimsx).
MaparaHrinm 6biBatoT Kak napaeepTebpasibHbIMU, TaK U NapaBasasibHbIMK U MOTYT
pacrnosaraTtbcsi 0T OCHOBaHMS Yeperna Ao Masioro Tasa. Mo3roBoii c/oii HaAnoYeuHu-
KOB TaK>Ke M0 CBOel npupoge — naparaHr/ivia.

B MeXAyHapoAHoi HOMeHKaType MPUHAT TEPMUH  «CUHAPOM (DEOXPOMOLIUTO-
Mbl/MaparaHrnmombl».

anngemMmmnosiorns

MonynsaumoHHaa yacToTa 3aboneBaHUA A/INTENbHOE BPEMS CHUMTanacb HeBbICOKOWA,
npuBoAMANCL faHHble 06 1 HabnogeHMM Ha 200 OO0 HaceneHUs, 3abosieBaeMocTb —
1 HabnwoaeHne Ha 2 OO0 000 yenoBek B roa. Cumrtaetcs, uTo B 1% HabnwgeHWi
cpean 60NbHbIX apTepuasibHOl rMnepTeH3mneir B Bo3pacTe oT 30 fo 50 net npuymnHoii
BbICOKOr0 apTepunasibHOro gaBneHus CAy>XuT onyxosb U3 xpoMmap@uHHoM TkaHu (Al
BbIAABASAOT B nonynauun y 25%).

Pe3ko oTnyalTca nokasaTenu nonynsuMoHHOW 4acToTbl 3a60n1eBaHNsA 0T MeXX-
KAVHNYECKNX ayTOMCUMHbBIX fAaHHbIX, B COOTBETCTBMW C KOTOPbIMM Ha 100 OO0
nccnepoBaHuii heoxpomoumTomMy obHapy>xmeawT B 20-150 HabaogeHusax (B cpeg-
HeM — 50 HabnwgeHni, pasnuumne B 10 pa3s). Heob6xogMMo yunTbiBaTb, YTO NpuBe-
[JeHHble nokasaTenn He y4YuTbiBalT MPMDKU3HEHHO MPOOMAEPUPOBAHHbLIX B0/IbHbIX.
Mpwn aKCTpanosIMpoBaHMM CEKLMOHHON cTaTtucTUKM CLUA 1 ABCTpanmm Ha YNC/EH-
HOCTb HaceneHns Poccum Konm4yecTBo 60/1bHbIX B HALLE CTpaHe [OXKHO COCTaBMATh
He meHee 70 OOOu4esioBeK.

Mo cBOAHbLIM NUTepaTypHbIM AaHHbIM, B 30-60% HabnwaeHWn AnarHo3 geo-
XPOMOLLUTOMbI yCTaHaB/MBAKOT MOcMepTHO. HTepecHO To, UTo Yy 50% 60/bHbIX C
HeaMarHoCTUPOBaHHOM 0MyX0/bl (PeoXpoMoLmMTOMa He CTaHoBWUAAcb MPUYUHON
CMepTn. B COBPEMEHHbIX YC/I0BMAX Ha aTane NoCTaHOBKU NMPUMXXU3HEHHOIO AnarHosa
KAWHMYECKNE NPOSABAEHUSA (apTepuasibHas rmnepTeH3nsa N MHoroobpasHblie meTabo-
NYecKmne paccTpomcTea) NPUMEPHO Y MOSI0BMHbI NALMEHTOB MOTYT He onpeaenaThes.
B cBA3M ¢ 3TUM Hanimume AT U MeTabo/IMYeCKMX pacCcTPOMCTB He CHUTAIOT KpUTEPUEM
ANarHoCTUKN (heoXpomMoLMTOM.

Tmonoruns

OmbpuoreHes

J0cTaTouHO AaBHO W3BECTHO, YTO OCHOBHAsA OT/INYMTESIbHAS OCOGEHHOCTbL (HEOXPO-
MOLMTOMbI COCTOUT B €e Helpo3HAOKPUHHOM XapakTepe. KneTku anddysHol cum-
NaTUYecKoil HEPBHOM CUCTEMbI, CUMMATUUYECKUX MapaBepTebpasibHbIX FaHTINEB U
MO3r0BOro BellecTBa HaAMouYeyHUKOB NUMEIT eauHOoe MPOUCXoXKAeHWe — U3 Helipo-
3KTOAEpMasibHbIX KNETOK.
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Ha naTtoin Hepene aM6pMOHaNbHOrO pPasBUTUA HelipobnacTbl MUTPUPYIOT U3
rpyAHOro HepBHOro rpebellka, 4Tobbl HOPMUPOBATL TY YaCTb CUMMATOaAPEHAN0BOM
CUCTEMBI, KOTOpas byaeT NpeAcTaB/ieHa CUMNATUYECKMMU CNIeTEHUSMN U.NapaBep-
TebpasibHbIMU CUMMNATUYECKUMU TFaHrAnAMNW. CUMMAATUYecKue CrnieTeHus — 3To
Anddy3Hble CKOMIEHNS K1ETOK CUMMAaTUYECKO HEPBHOWM CUCTEMbI, PACMO/I0XKEHHbIE
Mo Xo4y KPYMHbIX COCYA0B, HEPBHbIX CTBO/IOB. Auddy3Hblie oyarn xpomahOuHHOM
TKaHu pacnonaralTca B 060/104KaxX HEKOTOPbIX OpraHoB (Mepukapg, CTeHKa Mouye-
BOro My3blpsi, MeHUWHreasibHble 000/I04KKN), B OKOJIOMPSIMOKULLEYHOW K/eTyaTKe,
npoctate, B glomus carotis.

B otnnume oT ANPADY3HbIX CMMMOATUYECKMX CMJIETEHUIA, MapaBepTebpasibHble
raHrn1Mm — opraHn3oBaHHOEe CKOMJIeHNEe HEMPOHOB CUMMATUYEeCKOM HepBHOW cuc-
TeMbl B COCTaBe CUMMATUYECKUX BOJSIOKOH KOPELIKOB CAWHHOMO3r0BbIX HEpPBOB.
Helpob6nacTbl, MUrpnpoBasLLne U3 HEPBHOro rpebellka Ha 5 Hef aM6PUOHANbHOMO
pasBMUTUA U UX NPOUN3BOAHbIE, ABNAOTCA NpefLlecTBEHHNKAMM He TOIbKO Xpomad-
(bMHOM, HO 1 Herpo61acTOM M FaHrIMOHENPOM.

Ha cegbMmoii Hefiene BTopuyHasa Murpauma xpoMap@uHHbIX KIeTOK U3 HEPBHOIO
rpebewka NpoMcxoanT C Lenbld OpMMPOBaHMSA TOW 4acTu cMMnaToajpeHasioBomn
CUCTEMbI, KoTopas 6yfeT npeAcTaB/ieHa MO3roBbIM C/I0EM HaAMOYeUYHUNKOB.

Takum o6pa3om, HebonbLMe rpynnbl XpoMaPPUHHBLIX KAETOK MOryT pacnona-
raTbCs NPaKTUYECKW B N060M 06/1aCTY Ty/10BULLA, FOMOBbI U LLIEN.

Ha goonepaLunoHHOM aTane v faXke MHTpaonepaLMoHHO MHOT4a HEBO3MOXXHO YeTKO
onpefennTb OpraHHyl MpUHaANeXXHoOCcTb XpomadduHHOM onyxonn. Hanpumep,
onyxo/b, N0 pesynbTaTam TOMUYECKUX ucCnefoBaHU KasasLUascs UCXOoAsALen nx
HaAnovyeyHnKa, BO BpeMsi MHTpaonepauoHHOM peBn3NM 0Ka3biBaeTCa K HeMy TECHO
npunexatleid, pacnosioXKeHHoM B 06s1acTV BOPOT MoYeK. VHorga nceBfoonyxosnu
Ha/MnoyYeyHNKOB 0Ka3blBalTCA naparaHraMoMamu, NoKanusylwmuMmuca B obnactm
NMpUKpeneHnsa HOXeK AnadparmMbl.

Haun6onee 4vacto (o 90%) BHeHaAMOYEYHWMKOBblE (HEOXPOMOLLMTOMbI pacrnona-
raloTca B OpHOLWIHOM MOSIOCTM MO X0A4Y KPYMHbIX COCYA0B — B MapaaopTasibHOMN
06s1acTM OT Avadparmbl A0 HUXKHUX MOMOCOB noyek. OfHa M3 caMblX 4YacTo BCTpe-
YaeMbIX BHEHaAMOYEeYHMKOBLIX fiokanusaynini xpomadpumHom (50-80%) — onyxosnb
LlykepkaHAansa, ncxoasaias n3 napaaopTasibHOro CKOMN/eHMSA CMMNaTUYecKon TKaHu,
pacnonoXeHHOro B 061aCTN OTXOXKAEHMSA OT aopTbl HUXKHel 6pbiKeeyHol apTepun.
BHeHagnoye4yHMKoBble XpoMadPrHHbIE ONYXO/IN MOTYT TaK>Xe BbIABNATLCA Y OCHO-
BaHWA Mo3ra, B rpyAHoOI KneTKe (BKNOYas cepiue v nepmkaps), B MOLLIOHKe, onuca-
Hbl XpPOMadPUHOM bl BHYTPEHHETO YXa.

feHeTnyeckn AgetTepMUHNpPOBaHHbIE (*)eOXpOMOLI'I/ITOMbI

Mo AaHHbIM MPOCMNEKTUBHbIX U PETPOCNEKTUBHbIX FTEHETUYECKUX MCCMNEef0BaHUA Ha
601bLWNX BbIGOPKaxX MnaumeHToB ¢ XpoMap@PUHHbIMU ONYXONAMMU, BbISB/IEHO, YTO A0
25-30% 60NbHbLIX UMEKT reHeTUYeckne fedeKTbl, nepegarLimecs no ayToCOMHO-
OOMWHAHTHOMY Tuny. VIMEHHO 3T MyTauun OTBETCTBEHHbLI 3a (DEHOTUMMNYECKYIO
peannsaumio HeoxpomMoLUTOM.

B 32-38% HabnwaeHW oTMevaeTcss MyTaums XpOMOCOMHbIX Y4acTKOB, OTBETC-
TBEHHbIX 3a CUHTE3 cyKuMHaTaerngporuHasbl, D- unm B-cybbegmnHuubl (SDHD nnu
SDHB). 3aboneBaHue rNposiBASeTCA BO3HUKHOBEHVEM KaK HaJno4ye4YHUKOBbIX 0MYyXO0-
nen, Tak U PYHKLNOHMNPYIOWMX NaparaHriveM, Kak npaBmio — MHOXECTBEHHbIX.
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Y 30-35% 60/1bHbIX C CEMeMHbIMU hopMamu 3abosieBaHNSA heoXpoMOoLMTOMA BblsiB-
nseTca B pamkax 6one3Hn oH Xunnena-SimHgay — mytayma npovcexogmit B VHL
reHe 3 xpomocomMbl. VHL — reH-cynpeccop onyxos1ieBoro pocTa, J/IoKasin3oBaH B obsac-
TV XPOMOCOMbI 3p25 1 COCTOUT N3 3 3K30HOB. Benok pYAX coctonT 13 213 aMUHOKUC-
NOTHbIX ocTaTKoB. MyTauun B reHe VHL NpuBoAAaT K pasHbiM TUnam 3aboneBaHus:

m 1Tnn xapakTepnsyetcsd HU3KNM PUCKOM Pa3BUTUSA (HEOXPOMOLIUTOMBI,

® 2 TN — BbICOKUM PUCKOM Pa3BUTUA (PEOXPOMOLUTOMBI.

Mpwn aToM 2 TUN [enAT ewe Ha Tpy noatTuna: 2A xXapakTepusyeTcs HU3KUM puUc-
KOM pa3BUTUA MOYEYHO-K/IETOYHOro paka, 2B — BbicokuM. pu Tune 2C passuBsa-
eTcs To/IbKO heoxpomoumToma 6e3 reMaHrnob6s1acToM U rMoYeyYHO-KIETOHHOIO paka.
FemaHruno6nacTomsbl passmealoTcsa Npu Tunax 1, 2A n 2B. MyTaunm, NnpmBogsaLLmne K
pa3suTuio cuHgpoma VHL 1 Tuna, npeactaBastoT coboii B OCHOBHOM MUKpoAeneLumnm
WU MUKPOUHCEPLLMWN, HOHCEHC-MyTauunm u KpyrnHble geneuun (56% cnydaes). B
96% cny4aeB K cuHgpomy VHL 2 Tuna npuBoaAT MUCCEHC-MyTaLMn, a MyTaunun B
KoaoHe 238 0TBETCTBEHHbI 32 43% criyyaeB pa3BuUTUSA onyxonen npu cnHapome VHL
2 Tnna. ®eHOTUNNYECKMMIN NPOSBEHUSAMU 3ab60/71eBaHUA MOTYT 6bITb FreMaHr oMbl
ceTyaTKW, reMaHrno61acTomMbl U HENPOBNACTOMbI LEHTPasIbHOA HEPBHOM CUCTEMBI,
KMCTbI (MO/IMKUCTO3) UAN paK MoYveK, KNCTbl WA HENPOIHAOKPUHBbIE ONYX0/aU NOA-
XKeNyAouHOM >kenesbl (KakK npaBuo, HehyHKUMOHMpYoWwKMe). PeoxXpomMoLnuToMbl
BbIABAAKT Nuwb y 10-20% nauneHToB. JL0CTaTo4HO 4YacTo MauueHTbl, HOCUTEeNn
MyTauum YAb-reHa 60net0T heoXpomMoLMTOMON, He MMes MHbIX MPOsiB/IEHUIA 60/1e3-
HN. ®eoXpPOMOLUTOMbI, BCTpeYalwLmecs y nauneHToB ¢ 601e3Hblo hoH Xmnnnens-
JlnHgay, 4acTo MyNbTULEHTPUYHBI.

M3-3a HU3KOM MEeHETPaHTHOCTU UM WN30/IMPOBAHHOM BCTPeYaeMOCTVM MPU3HAKOB
npv 60s1e3HU hoH Xunnena-JinHaay BbIABUTb CeMERHbIA XapakTep 3aboneBaHUs Ha
OCHOBaHWM aHamMHe3a KpaiHe CNOXHO, Aake MnocTaBmB repes coboii Takyto uenb. Mo
3TUM NPUYNHAM eNHCTBEHHbIM HAaAEXXHbIM CPeACTBOM B AMarHOCTUKe HacneACTBeH-
HOro xapakTepa 3abosieBaHUA crefyeT cHMTaTb reHeTUYecKoe mnccregoBaHue.

Y 20-—25% 60/1bHbIX C Hac/eACcTBEHHbIM MOPaXKEHMEM BbIABAETCA COoYeTaHue
theoxpomoumnTombl ¢ MPLLUXK B pamkax cuHgpoma MOH 2 tuna. MNpuunHoi aToro
3abonieBaHnA cTaHoBUTCA MyTauus i?£M-oHkoreHa 10 xpomocombl (10-16 3K30HbI),
OTBETCTBEHHOr0 3a CUMHTE3 TUPO3UHKMHA3bl (nogpobHee B rnase 7). MNpu cnHapome
M3H 2 Tnna heHoTMnNMYeckas NeHeTPaHTHOCTb (hEOXPOMOLLMTOMbI A0BOSIbHO BbICOKA,
NnoaToMy, Kak npaBwnio, cemeliHblli aHaMHe3 3ab60/1eBaHUS MPoCceXXmneaeTcs Nerko.
Mpw atoin dopme 3a6oseBaHNS 6osibLLee 3HAYEHME UMEET flabopaTopHasl N reHeTuyec-
Kas AnarHocTuka An1a onpefeneHnsa TaKTUKM B OTHOLLEHNW Mey I/IAPHOro paka.

Jo 8-14% reHeTnyecKN AeTEPMUHMNPOBAHHbLIX DEOXPOMOLIMTOM BbIABAAKT MNpu
60ne3HN PeknuHrxayseHa (HenpogubpomaTtos | Tmuna). MyTaumsa npomncxoauTt B
yyactke 17q-1l. HelipohmbpomaTtos | Tmna AnarHoCTUPYHOT MO TUMNUYHBLIM KOXXHbIM
NMposiBNIeHUAM, UMeLW UM BbICOKY (00 100%) heHOTUNUYECKYIO NMEHETPAHTHOCTD,
HeobXo4AMMOCTN B BEpPUMMKALUN FTeHETUYECKOro AuarHosa npu Haamumum y Takux
60/1bHbIX (hEOXPOMOLMTOMbI HET.

naTO(*)I/BI/IO]'IOFI/IFl rmnepkKarexosjiaMmmHeMmnin

deoxpoMoumTOoMa 06bIYHO Ae6OTUPYET MPU3HAKaMU, CBSI3aHHbIMU C U36bITOYHOM
NPoAyKLUMein KaTexonamMmHOB U UX CUCTEMHbLIM AEHCTBUEM Ha opraHbl U CUCTEMbI C
npeo6nagaHuem, Kak npaBusio, CepAeUH0-CoCYaNCTbIX U3MEHEHWIA.
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Janeko He Bcerga remoguHaMmnyeckue Kose6aHust npu PeoxpoMoLuToMe o0Kasbl-
BalTCA NPSAMbIM CMeACTBMEM YBE/IMYEHHOR BbIPaGoTKM KaTexoaMMHOB Hemocpec-
TBEHHO 0MYyX0/1bto. K 0AHUM U3 (haKTopoB, BAUSIOWMX Ha Kosie6aHsl apTepuasibHOro
ZaBneHUs npu heoxpomMoLMTOMe, 0THOCUTCA Ha/MuMe 3HAUUTENIbHOIO 3anaca Karte-
X0/1TaMVHOB B OKOHYAHUAX CUMMATUYECKUX HEPBOB. HopajpeHaNvH, BblAensieMblid
3TUMMN OKOHYAHUSIMU, [AeliCTBYeT Ha peLenTopbl 3PepeHTHbIX K/IETOK B CUHArCe.
Jliobast cTUMYNSAUMS CUMNATUYECKON HEPBHOW CUCTEMbI MOXET CTUMY/IMPOBaThb
KpW3, BbI3BaHHbIi HEMPOreHHbIMK 3(hheKTaM HOpaapPeHaIMHa, BbIGPOLLEHHOFO U3
CUHaNTUYeCKOro Aerno, a He U3 XxpomapuHHOM onyxonu. B aToM criyyae 3HaunTE N b-
HOro MOBbILLIEHUS KOHLIEHTPaL MW KaTexonamMmmHOB B KPOBWU HabogaTsesi He GyaeT.

B Tabn. 3.5 npeacTaBieHbl CBogHbIe faHHble 06 aapPeHOPeLenToPHOM aKTUBHOCTN.

Ta6bnnya 3.5.
AppeHeprnyeckne agodekTbl KaTexonammHOB
Pevectop .
(31-peuenTtopbl cepaua WHO- 1 XPOHOTPONHbLIA (HopaapeHanuH)
(32-peuenTopbl cocynos Basogunatauus (agpeHanuH)
a |-peuenTopbl COCYA0B KOXMW, CAU3NUCTBIX W NapeHXu- Ba3oKOHCTpUKLMS (afpeHanuH)

MOTO3HbIX OpraHoB
a 1-peuenTopbl COCYAOB MNOMEPEYHO-NOM0CAThIX MbIWL, — Ba3oKOHCTPUKUMA (HOpagpeHanuH)

p-peuenTopbl nNoyek BbicBOGOXAEHNE PEHUHO

a- u N-peuenTopbl KULWEYHUKO IMoTopuko, TTOHYC COUHKTEpPOB
P-peuenTtopbl neyexHn IFnnkoreHonns

P-peuenTopbl pancreas TBbICBOGOXAEHNE WMHCYNNHA W Tl0KaroHa
a-peuenTopbl NOAXKeNyA04YHON Xenesbl '['BbICBOGOXAEHNE WMHCYNMHA W FAIOKaroHa
P-peuenTtopbl KnetyaTtku TNunonus

a-peuenTopbl KOXKn TlMoTtooTaeneHvne

IMpy NOBbILLEHHON CEKPELIUN KaTeX0/1laMUHOB 0TMeYaeTCs NOI0XKUTEeNbHbIN XPOo-
HOTPONHbLIN 3hheKT, CBA3AHHbLIA C BO34eCTBMEM Ha pN-afpeHopeLenTopbl cepaua.
3T peLenTopbl YYBCTBUTE/IbHbI K HOpaapeHa/IMHY, afipeHa/IMH Ha HUX NpaKTU4eckun
He feicTByeT. Ha XpoHOTPOMHbIA 3hheKT MOXKET BNATL peth/IEKTOPHOE 3aMef/IeHme
puTMa, KakK peakumsa Ha 60siee BbICOKY aMMNTYAy MOBbILWEHUNSA apTepuasibHOro
[JaBfieHns Npu BO34eNCTBMU HopagpeHasivHa. Lcxoas U3 BbiLLEeN3N0XKEHHOM0, BEKTOP
M aMnanTyaa N3MeHeHUst YacToTbl cepAeyHbIX COKpalleHUn BecbMa BapuabesibHbl 1
WHANBUAYASbHBI.

Tak)e HeogHO3HauyHa peaKkuus COCYA0B Ha TUMepceKpeLinto KaTtexonammHOB.
CBA3aHo0 3T0 € pas/INyYHbIMU TUNamMu ai-apeHopeL,enTopoB, HATMYNEM p2-afpeHope-
LLenTopOB COCY0B.

Bo3geiicTBMe agpeHaniMHa HanpaBieHo MpeuMyLLecTBEHHO Ha a-agpeHopelien-
TOpbl COCYA0B KOXMW, CAN3UCTbIX 0060M104eK, BHYTPEHHUX opraHoB. lNpu cekpeuun
HOpagpeHaNMHa 1 aKTuBauuu a’-afpeHOPEeLEenTOPOB COCYA0CY>XMBAKOWNA 3hdekT
B 6onblUeil cTeneHM OTMevaeTcss B cocyfax MOMepeyvHo-MosiocaTon MycKynaTypbl.
MMeHHO a-agpeHopeL,enTopbl NoMepeyHo-rnoocaToi MycKyiatypbl UrpakT onpeje-
NALWYI0 ponb B perynsaummn nepmepmyeckoro cocyamcroro conpoTnBieHNs B cpas-
HEHWNU C peLenTopaMn CoCyA0B KOXMU, CIN3UCTbIX 060/104€K Y BHYTPEHHUX OPraHoB.
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Ba)KHbIM MaToreHeTUYeCKMM MOMEHTOM, O0OBbACHAKLWUM MeHee BbIPaXXEHHYH
Ba30KOHETPUKTOPHYH0 peaKLuio B OTBET Ha BO34eNCTBME agpeHanIvHa, cUMTarT CTuU-
MynaUnl0 agpeHaniMHom p3-~PeHopeuenTopos, 06/1agannx Ba3ognAAaTUPYIOLWLUM
adhpekToM.
B nouykax npu BO3AeNCTBMU Ha P-afpeHopeLenTopbl OKCTarnomepynspkoro
annapata MpoMCXOA4UT BbICBOOOXKAEHME PEHMHA, W, KaK C/neAcTBue, aKTuBauus
PEHNH-AHTNOTEH3MNH-a/IbA0CTEPOHOBOM CUCTEMbI. ITOT MaTOreHeTUYECKUN Mexa-
HM3M 00yc/1I0BNIMBaeT NOBbILLIEHWE apTepuasibHOro AaBfieHNsA U YacTUUYHO 06bACHAET
nepcucTmpytolyo ¢opMy apTepuasnibHol rMnepTeH3um y 60MbHbIX € (eoxXpomo-
uMToMamu. MHorga nNpuymMHOM AVMArHOCTUYECKUX OLIMGOK Mpy heoXpoMoLMToOMax
Heb60/1bLLIOro pa3mMepa CTaHOBUTCA MOBbILLIEHNE KOHLEHTpaunn anbgoctepoHa. Ecnm
rnpy 3TOM He uccrefoBaHa aKTUBHOCTb PeHMHa naa3mbl, MNOBbILEHWEe KOTOPOWN yKa-
3blBaeT Ha BTOPUUYHYIO NPUpPoAY rMnepanbAocTEPOHM3Ma — BO3MOXKHa MOCTaHOBKaA
oWMBOYHOro AmarHosa anbfocTepoMbl. K BaXXHbIM K/MHUYECKU 3HAYMMbIM MpPO-
ABMIEHVUAM BTOPUYHOrO runepasbfocTepoHuU3Ma npu eoxpoMoLuToMe OTHOCUTCA
runokannemusi, Tpebyrwuiasa npegornepayyoHHoi Koppekuun. Mpu ctumynauum
P3-agpeHopeLenTopoB Tak)Xe 0TMeYaeTcs paclimpeHme 6poHX0B, 3TOT adeKT umeeT
MeHblUee KAnHu4Yeckoe 3HadeHme. K adhdpektam aktuBayum P3-~[JP/HopeLenTopoB
Tak>Xe 0THOCUTCA paccriabneHne MblilL, MaTKWU. 3TOT (PaKTop MOXKET UrpaTb BaXKHYIO
posib BO Bpemsi 6epeMeHHOCTU U POAOB.
B KuWe4YHNKe oTMevaeTcs onpefesieHHbIA CUMHEPrnu3M BO34eACTBUA KaTexona-
MWHOB Ha a- N p-agpeHopeuenTopbl. CTUMYNALMA BCeX TUMOB PELLENTOPOB Bbi3bl-
BaeT nojassieHNe MOTOPHOW (DYHKLUWW N MOBbIWAET TOHYC CUHKTepoB XKKT. 3Tn
a(hheKTbl NPUBOAAT K BOSHUKHOBEHUIO Y 60/1bHBLIX (DEOXPOMOLIUTOMON XPOHUYECKMX
3anopos, 4TO 00yC/I0BNIMBAET MHTOKCUKALMIO, YCYTy6aeT rmrnososieMMyeckmne npo-
SB/IEHNA. B codyeTaHUM C FTMNOKaSIMEMUEN, YCUMTMBaAKOLWEH Nape3 KULLIEYHOW MYCKY-
naTypsbl, 3anopbl MOTYT CTaTb CEPbLE3HOM K/IMHMYECKO MpobaeMoii.
B oT/iMume oT KULWeYHUKa, MofyKenyaoyHas >Kesie3a Ha KaTexo/1aMUHOBYH CTU-
MYNsALMI0O 0TBeYaeT pasHoHanpasfeHHOo. p-AApeHopeLenTopbl B MNOAXENYA04YHOMN
»Kesiese yBeniMuunBaloT BbICBOOOXKAEHME UHCY/IMHA U TNH0KaroHa, B rnevyeHn — ycusin-
BaloT rNIMKOreHoNn3. B To )Ke BpeMs a-afpeHopeLLenTopbl B MOAXKeNyA0UHOM XKernese
HUBENUPYIT 3pheKT P-afpeHOpeLLenTopoB.
YcnneHHoe noTooTAesieHne, 0CO6eHHO BbIpaXXeHHOe BO BPeMsA MpucTyna, CBSA-
3aHO CO CTUMYNsILMEN a-aApeHOpPeLenTopoB MOTOBbLIX Xefe3 KoXxu. CTumMynsayus
Pa-penenTopoB /IMMNOLUTOB CrOCOBCTBYET NIMMN0AN3Y, YTO MPUBOAUT K YMEHbLUEHUIO
MOAKOXHO->XNPOBOT0 C/101.
MHoOrokpaTHble MOMbITKW CO34aHUA Mofener KANHUYEeCKOro TeyeHus ¢eoxpo-
MOLLUTOMbI, B 3aBUCMMOCTM OT npeobnagarollero Tmuna ropMoHasibHOM CeKPeELLUN, He
VIMefin 3Ha4YNTENbHOro ycnexa. 3To 06bACHAETCA:
m BapmnabesibHOCTbIO Pa3BUTUSA PeLLeNTOPHOro annapara K KarexosiammHam B pas-
NINYHBIX opraHax;

® N36bLITOYHLIM AENOHNPOBAHNEM HOpapeHasIMHa 6narogapa MexaHnsmy obpart-
HOro HelpoHasIbHOro 3axBaTa B MPecnHanTUYeCKNX OKOHYaHMAX cmMmnaTuyec-
KOV HepBHOW CUCTEMBI;

® paccTpoiicTBOM peLenTOPHOM YYBCTBUTE/ILHOCTU Ha (hoHe ANUTEsSIbHO CyLecT-
BYIOLLIEN rnnepkaTexonaMuHeMuu;

® HapyLlleHneM 06L,ero CUCTEMHOr0 KOHTPOS 3a reMOgMHaMUKOW B YCII0BUAX BO3-
HUKaKLWen y NayMeHToB ¢ (Pe0XPOMOLMTOMOM OTHOCUTENLHOW FMMOBOIEMUN.
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MaToreHes M3MEHEeHW, BbI3BaHHbIX FMHepKaTeXOﬂaMMHeMMGVI

CHUXeHne o6bemMa LUPKYIUPYIOLWENR XULKOCTH

Y 60/bHbIX C (HEOXPOMOLMTOMAMUN B CBSA3W C LeHTpanusaumeil KpoBoobpalleHUs
YMEHbLUAETCA 06bEM LUPKYINPYIOLLERA XUAKOCTU. ITO NPOUCXOAUT B pesynbTaTte
NOBLILLEHWS MEPUNEPUYECKOTO COCYANCTON0 CONPOTMBEHUS 1 3hheKTa LWYHTMPOBA-
HUA. T1UNoBOMIEMUA TaKXKe 00YC/10B/IEHA BbIXOA0OM YXUAKOCTU U3 COCYANCTOro pycna
B «TPeTbe NMPOCTPAHCTBO» M3-3a U3BMEHEHUSI MPOHMULAEMOCTU COCYANCTON CTEHKN — B
CNeAcTBME CTOMKOM BA30KOHCTPUKLUM 1 DOPMMPOBaHNS hUBPOMYCKYIAPHOA ancn-
nasuuv npu grinTeNlbHoOM COCyAUCTOM crasme. B pasBuTUM rmnoBoneMmnn onpegesieH-
HYH POJib UTPAOT TAKXKE MOBbILIEHHAs! MOT/IMBOCTb U XPOHMYECKME 3anopbl.

MMnoBonieMusi Npu heoxXpoMoumMToMe — OAUH U3 BeayliMX CUHAPOMOB, Orpe-
OensAWmnX TAXKECTb COCTOSIHUST 60/1bHOr0. TMMNOBOMEMUST MacKMpyeT pe3y/nbTaThl
N3MEPEHU NMepUtEPNYECKOro apTepMasibHOro JaB/ieHUs, YTO 3a4acTylo NpuUBOAUT
K OANarHOCTUYECKUM OlMO6KaM U HenpaBu/bHbIM fiedebHbIM pelleHnsM. CUHAPOM
rMNOBOMIEMUN B 3HAUYNTESIbHOW CTEMEeHM OTBETCTBEHEH 3a HApYLLUEHUS MUKPOLUPKY-
NAUMN B XXU3HEHHO BaXKHbIX OpraHax.

FMnepkoTexosaMmnHoBas MuokapauoamcTpodus

B natoreHese M3MeHeHWU €O CTOPOHbI CepAeYHO-COCYANCTON CUCTEMbI BaXKHYIO posb
urpaeT BO3HMKHOBEHWE Ha (hOHE rnnepkKaTexoamuHeMmnm Mopgonormyeckmx nime-
HEHWP B MMoKapge. YacTo K no3gHeMy o06Hapy>XeHu heoXpoMOoLMTOMbI MPUBOANT
rmnepanarHocTMka uweMmnum mMmuokapga. HeobxoAnMMo OTMETUTb, YTO KaK 3M1eKTpPo-
Kapauorpaguyecme, Tak 1 labopaTopHble MPU3HaKK paspyLUeHs MUOKapANOLUTOB
npu eoxpomoumnToMe HecneungmyHbl. Ha oCHoBaHUM 3TUX MPU3HAKOB HEBO3MOXKHO
coenaTb BbIBOA, O MPUYMHE MUOKaPAMOAUCTPONM, CBA3AHA NN OHA C HapyLUEHWEM
NPOX0AMMOCTN KOPOHAPHbIX COCYA0B UM MMEET 3HayeHre HernocpeacTBEHHOe TOKCU-
yecKoe B0O3eliCTBUE HA MMOKapPANOLMTHI.

K coxaneHuto, y 4acTu 60/bHbIX HeNb3s AnddepeHLNpoBaTe N3MEHEHNS, BO3-
HUKLINE B pe3ynbTare MpPsiIMOro BO3AENCTBUS KaTexXoNlaMMHOB Ha MuoKapg, oT
npeawecTBYOLWMNX 3ab601eBaHNI0 «<KOPOHAPHbIX Npo6siemM». TeM He MeHee BO3HUKHO-
BEHME apUTMUIA, HEKPO30B MMOKapaa, N1abopaToOpHOro LUUTOUTUYECKOT0 CUHAPOMA
N 3N1eKTPO- N 3XoKapamorpauueckmx M3MeHeHWr B MNofaB/isloleM 60/bLINHCTBE
Hab1laeHN He CBSA3aHbl C U3MEHEHMSIMU KOPOHAPHOI0 KpoBoo6palleHUs. TepMUHbI
«MH(APKT», «CTEHOKapAUs» He ciegyeT NPUMEHSTh Y 60/1bHbIX € DEOXPOMOLLUTOMOWA,
TaK KaK TpogynyecKuii (cocyamcTbiin) hakTop He SABNSIETCS OCHOBHbIM MpY NOBpeXxXe-
HUN MUOKapaa npy heoxXpoMoLMTOME.

KapanoToKkcuyeckmue M3MEHeHUs npu rurnepkarexonamMmmHeMun o06YycroBAEHbI
HapyLeHNAMWN AeACTBUSA BHYTPUKNETOUHbIX (hepMeHTOB, OTBETCTBEHHbIX 3a NpoL,Eecc
dhocchopmnnpoBaHms. 310 NPUBOAUT K M3MEHEHUIO MEXXK/IETOUHOI0 M BHYTPUKIIETOU-
HOr0 MOHOOOMeHa U LiMKAa BHYTPUK/IETOUHOIO OKUC/IeHUS (TaK Ha3biBaeMasi «TOKCU-
yeckas KaTexoslaMMHoBasi MMoKapanoancTpodms»). Beicokasi mocTHarpyska Ha oHe
HEKOPOHAPOreHHOM MUOKapAMOANCTPOUN NN HEKPO3a MUOKapa MOXXeT MPUBECTU
K BO3HMKHOBEHMIO OCTPOI SIEBOXKETY0UKOBOW HEeA0CTaTOUHOCTU (CepAeyHO acTme,
0TeKy fierkux). Mpu AnutensHOM aHamHese (heoXpoMOLUTOMbI U MPOrpPeccupyoLLeM
KapAnockiepose Ha hoHe rMnepTpomm MrUoKapia BO3HMKAeT KOHUEHTpuUYeckas, a
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3aTeM gunaTtalMoHHasi KapanomMmonaTus, HeM36eXKHO NprBoAsLLas K XPOHUYecKol
cepAeyHoil HeAocTaToUyHOCTU. MapoKCU3Mbl HapyLLEHUSI CEPAEUYHOro puTMa CTaHo-
BATCA Y 3TUX 60/IbHbIX (haKTOPOM BbICOKOI0 pMYcKa BHe3arHol cepaeuHoi cMepTu.

CUHAPOM «HeynpaBnsieMoii reMofuHaMUKn»

Ha choHe yyalleHUsi 3N13040B BbI6pOca KaTexoslaMMHOB B KPOBEHOCHOE PYC/I0 U yBe-
JINYEHNS UHTEHCUBHOCTU UX CEKpPeLUn, MOXKeT BO3HUKHYTb COCTOSAHUE «Heynpas-
NsieMor reMogVHaAMUKW», NMPU KOTOPOM MPOUCXOAUT YacTas u becropsgoyHasi cMeHa
3MN3040B MOBbLILEHHOIO U MOHUXKEHHOIO apTepuasibHOro faB/ieHNs, KOTopoe npak-
TUYECKN He KOPPEKTUPYeTCA MeAMKaMEHTO3HO WM oTMevyaeTcs napafoKcasibHbli
0TBET Ha BBefeHMe npenapatoB. OCHOBHbIM MPU3HAKOM COCTOSHUSA «HeymnpaBseMo
reMogMHaMmMKnN» CHNTAKT TEHAEHLMIO K NPOrpeccnpytoLLein apTepmasibHOM rMnoTeH-
3nn. FNaBHas yrposa npu COCTOSIHUWN «HeyrnpaB/sieMoi reMmognHaMUKU» KPoeTcs B
BO3MOXXHOCTM BHE3amnHOro pasBnTmMsA KaTexosaMmMHOBOIO LLOKa.

KaTtexonammnHOoBbIV LWOK NPUHUUMNAMIBHO 0TINYaeTCs OT COCTOSSHUSA «Heynpas-
NAemMor remognHamMmKmM» Tem, 4TO MPU ero pPasBUTUM OTMeYaeTcs CTOMKas Heyn-
paBnsiemas apTepuasibHas FMMNOTEH3Us Ha (JOHe HapyLUueHWIi cepAeyHOro puTMma,
KOTOpble MPUBOAAT K HeaP(heKTUBHOMY cephedHoMy Bblbpocy. ITo sB/ieHMe 06yc-
NI0B/IEHO M3MEHEeHMEM 4YyBCTBUTE/IbHOCTW afpeHopeLenTopob Ha ¢oHe NMOCTOAHHOM
WHTEHCUBHOW CTUMYNALNN, UCTOLLEHUEM K/ETOK MPOBOASLLE CUCTEMbI cepaua, a
TakXXe M3MEeHeHeM MeXaHU3MOB MHaKTUBaL NN KaTexoamMMHOB.

K nporpeccupoBaHuio apTepuanbHON r’MNoTeH3NM NPUBOANT FTMNOBONIEMUS, KOTO-
pasi NPsAMO MPONOPLIMOHANIbHO COOTBETCTBYET MHTEHCUBHOCTU U MPOAO/IKNTENBHOC-
TN KaTtexonaMmHOBOW WHTOKCMKauMW. B cOCTOSAHUM «HeynpaB/AseMOW remojuHa-
MUKW» N KaTexoslaMUHOBOrO LLIOKa BO3HMKAaeT napajokcasibHas cuTyauus, Korga
B LleHTpasibHbIX cOCyAax 0TMeYaeTCss Ba30KOHCTPUKTOPHbIM cTaTyc (CUCTONMYecKoe
JaBneHve B aopTe Ha ypoBHe 300 MM pT.CT. M BbIlLE) N cocyanucTas rMnoTOHUA Ha
nepudepun. MNMpoBoagrMble B 3TUX YC/I0BUSIX JleUebHble MepPOMNPUSATUSA He CNoCcobCTBY-
0T Y/TyULLEHUIO COCTOSAHUSA BOMBHOrO.

K BO3HMKHOBEHMIO CMHAPOMA «HEYMNpaBnseMon reMoguHaMUKN» Hanbonee 4acTo
NPUBOAAT:

m /1106ble onepaTuBHbIE BMeLLATENbCTBA, TPaBMbl, PoAbl — B YC/IOBUSIX, KOrga o

Ha/AM4YMn PeoXpoMOLUTOMbI HEU3BECTHO;
m onepauuu nNpu peoxpomoLnTome 6e3 NpoBeAeHNS afeKBaTHOW npefonepaLmoH-
HO NOArOTOBKWU;

B HenpaBW/ibHble AMarHoCTUYECKUe NN nedebHble pelleHnsa Npy Nev4eHnn naym-

eHTa ¢ )e0XPOMOLUTOMOIA.

HapyuweHue yrnesogHoro obmeHa

Mpu heoxXpoMoLMTOME MOXKET Pa3BUTLCA «BTOPUUHbLIV» caxapHblii avateT wuau
HapyLleHMe TONIePaHTHOCTU K T[/Il0KO3e, UYTO 06YC/I0B/IEHO YCKOPEHMEM TJ/INKOIEHO-
Nn3a B NeYeHN N YMEHbLUEHMEM BbIPAGOTKM WHCYNMHA (B pe3ynbTare CTUMYISLUM
a-afpeHOopPeLLENTOPOB MOMAXKENYAOUHOI >Kenesbl). HEKOTOPbIE aBTOPbI CHMTAKT, YTO
npy heoXpoMOLMTOME Halle NMPOUCXOAUT NNl AeKOMMEeHcaums yrieBogHoOro o6mMe-
Ha 1 KIMHMYecKas MaHudecTauma paHee CyLLECTBOBABLUMX Y NaLMeHTa HapyLLEHUIA
TO/IEPAHTHOCTU K I/1II0KO3€ UMK caxapHoro anadeTa. XpoHO/0rMyecKyo B3aMMOoCBsi3b
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TMNEePTEH3UBHBLIX KPU30B C FMHepFﬂMKEMMeﬁ cCH4nTaKT, B CBOK Oo4Yepeab, CaMOCTOA-
TeNlbHbIM ANarHoCTN4eCKMm CMMNTOMOM.

Mopdhonorus

Bonpoc o0 Tom, Kakue heoXpoMOLLMTOMbI CHMNTATb 3/10KAYECTBEHHbIMU, & Kakune [,06-
pOKa4yecTBEHHbIMM, A0 CUX MOP CAYXKMUT NOBOAOM ANS XKAPKMUX ANUCKYCCUTA.

Mpn Mcnonb3oBaHUU KPUTEPUEB SAEPHOr0 U KETOYHOro nonavmopdusma,
aTUNUN, HaIMYMA COCYAUCTOM U Kancy/IspHOW WMHBAa3UM — YacToTa 3/10KayecT-
BEHHOro nopaxkeHuaA coctasnsaet 35-65%. KancynapHasa v cocygucras UHBasuA,
KfieToyHaa aTunus, CXOACTBO C AETCKOM Helipo6s1acToMoii — HW No 04HOMY W3
NnepeyvncrieHHbIX TUCTOMIOTMYECKUX MPU3HAKOB, B3ATbIX OTAE/IbHO, HEBO3MOX-
HO CMPOrHO3MpoOBaTb MeTacTaTUYEeCKUin noTeHuman onyxonu. Ecan wmcnonbso-
BaTb WHble (K/IMHUYECKUNE) KPUTEPUN 3/10KaYeCTBEHHOCTU — pacnpocTpaHeHune
ONyX0/1IeBOM TKaHW Ha OKpy>kalline opraHbl N TKaHW, BepudULUPOBaHHbIE
mMeTacTasbl — TO 4YacToTa 3/10KayeCcTBEHHbIX MOpakeHWi cocTaBnseT 3-10%, B
HacTosllee BpeMs MeTacTazaMm PeoXpoMOLUTOMbI CHMNTAIOT MOPa’KEHNE KOCTEN
M napeHXMMaTo3HbIX 0PraHoB, NPV NHbIX BapruaHTax NPUHATO NHTEPNPeTUPOBaTh
CUTyauunio KakK MepBUYHO-MHOXXECTBEHHOE MOpPaKeHWe B paMKax reHeTUuyecKu-
[eTepMUHUPOBAHHbIX (PEOXPOMOLLUTOM.

Mpun deoxpomounTOME YacTO MOXHO 00HapPY>XWTb HECOOTBETCTBUE [A06poKa-
YeCTBEHHOMO XapaKkTepa MepBUYHOM OMYX0/M W MOC/AeAyoLWero MeTacTaTM4ecKoro
nopakeHns. MNMpu BbISBIEHHOM MeTacTaTMyeckoMm MopakeHuu fobpoKayecTBEHHbIN
XapakTep MepBUYHOM OMyX0/M KOHCTaTUPYeTCs MPUMEPHO B MOSI0BMHe Habnoge-
HUIA.

PasnuyaloT Tpu TNa MopdoaorMyeckoro CTPoeHUA PeoXpoMoLUTOM: Tpabeky-
NAPHBIA, anbBeONAPHbIA N AUCKOMMIEKCUPOBAHHbIM. OCHOBHasA rpynmna eoxpo-
MOLMTOM, KakK npasusio, UMeeT CMeLLaHHOe CTPOEHME, B HUX BCTPEYalnTCsa yYacTKu
BCEX BbILLEOMNMCAHHbIX CTPYKTYP; KPOMe TOro, MOryT BCTpeyaTbCa y4acTKuU nepuum-
TapHOro, CapKomorofo6HOro CTPoEHUS.

KnunHnueckaa kaptuHa

Hawn6onee 4acTbiM N OCHOBHbIM KJAVMHNYECKUM NPOSABAEHNEM (DEOXPOMOLLUTOMBI
ABMSAETCA reMogMHaMUYeCcKNin Kpu3, KOTOPbIN XapaKTepu3lyeTcsa BHe3amnHbIM
MOBbILLIEHNEM CUCTOJSIMYECKOro apTepuanbHoro gasneHmsa go 200-250 n gaxe
300 MM pT.cT. 1 6osiee, COMPOBOXAAeTCA MosBfeHMEM 6e30THETHOro cTpaxa,
owlyuieHMeM BHYTPeEHHeR Apoxku. OTMevaeTcss 61€4HOCTb KOXHbIX MOKPOBOB,
WNN, HaNpPoTUB, NOKpPacHeHWe nuua. XapakKTepHbl NpU3HaK HapyLleHUs nepu-
theprnueckoii MUKPOLMPKYIALUN BO BpeMs MPUCTyna — MNOsIBJIEHUWE «Mpamop-
HOr0» KOXXHOF0 pUCYHKa, 60/51€e BbIPa>KeHHOro MpX 4YacTblX FTMAEPTEH3UBHbIX
Kpusax. MNMapokcru3m apTepuasibHOW FTUMNepTeH3NnM npakTU4ecku Bcerga conpo-
BOXAasica Npody3HOW NoT/AMBOCTLIO. B 0T/iMuUMe OT ApYrMx COCTOSAHWUIA, conpo-
BOXAAaK LW MXCA NOTOOTAe/IEHNEM, 60/1bHbIE C (PEOXPOMOLLMTOMOA He XapaKTepu-
3yI0T MOT/IMBOCTb Ha DOHE TMNEPTEH3UBHOI0 KpPM3a, KaK X0104HbIA U NNAKUIA
noT. YacTo BO BpeMs npucTyna CHMXXaeTcs 0CTpoTa 3peHus, nosBNAeTcsa ABO-
eHne B rnasax. FemogmMHamMmmyeckuii Kpus MOXET COMPOBOXAATbLCA TOLUHOTOM,
pBOTON, pe3KMMKU 601saMU B >XXUBOTe. MNpu npuctyne ¢ passIMYHOA 4acToToOM
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OTMevalTCHa pacllupeHue 3payvykoB, rosloBHble 6011, 60711 B MOACHULLE N B 3MNu-
racTpanbHoOW o6nacTu,

Y yactu 60/1bHbIX OCHOBHbLIM CMMMTOMOM MPW FTMNEPTOHMYECKOM Kpuse cTa-
HOBUTCA 60Nb B o06nactm cepaua (Cxumarwuwime 60n 3a rpyaUHONA, BO3MOXHO,
C vppaguauymein B nae4vo, pyky, mexay sonatok). OgHO M3 caMbiX MOCTOSAHHbIX
nposiBNeHNn — cepauedbueHne, nynbc MoXeT gocturatb 140-180 B MUHYTY, 3Ha-
UNTENbHO peXke HabnwpaeTca HOPMOCUCTONNA UNWN bpagukapansa. Y HeKoTopbIX
naLneHToB NapoKCU3M apTepuanbHO rmnepTeH3nm ConpoBoXAaeTcs HapyLleHN-
eM puTMma (BO3SHMKHOBEHWE YacToi NpeacepaHOA U/UNK XXenyao4KOBOM aKcTpacuc-
TO/INN, MAPOKCM3M CUHYCOBOW Taxukapamu, napokcnusM MepuartesibHOM aputMum).
CPO3HbLIM CUMMATOMOM (DEOXPOMOLUTOMbBI CHUTAOT OA4bILIKY Ha POHE TMMepTOHU-
YEeCKOro Kpmsa, KoTopasi MOXXeT CBUAETeNbCTBOBATb KakK 0 BO3OYXXAeHUU AblXa-
TEeNIbHOr0 LeHTpa Nnpu runepkaTexosiaMmmMHeMmnmn, Tak U 0 pasBUTUKN OCTPOIA NeBO-
YKeyA04KOBOM HefoCTaTOYHOCTW (MPOSBASETCSA B pa3HOW CTENEHU, OT cepheydHoii
acTMbl [0 0TeKa /erkux).

Ansa rmnepToHMYEcKoro Kpusa npu (heoxXpoMoLuUTOME XapaKTepHa KpaTKoBpe-
MEHHOCTb M TaK Ha3blBaemMasi caMOoKynupyemMocTb. OAUHOYHbIV MPUCTYMN MOBbILLIE-
HNA apTepuasnbHOro AaBsieHUs, Kak npasuio, Anutcsa oT 5 o 15-20 MmnH. 3ayacTyto
MeAVLMHCKME CAYXX6bl Ha AOrocNuUTasibHOM 3Tane B CUYy 06beKTUBHbLIX MPUYMH
JaXKe He ycneBalwT 3aperncTpmpoBaTb UCTUHHYK CTeneHb NOBbILWEHUSA apTepualb-
Horo gasneHus. Ipu cepumn >xxe NPUCTYNOB 60/bHbIE 0OTMeYaloT, YTO KonebaHus apTe-
puanbLHOro AaBfieHUs1 He 3aBUCAT OT BBOAMMbIX MpenapaToB. B rnocnenpucTynHom
nepuoge y 601bLLUNHCTBA 60/1bHbIX HOPManM3yeTcs LBET KOXXHbIX MOKPOBOB, CHUKa-
HTCA WHTEHCMBHOCTb NOTOOTAE/EeHUSA, 60/1€BOr0 CUHAPOMA, OLLLYLLLEHUIA BHYTPEHHEN
APOXXK, cTpaxa. Y yacTu 60/bHbIX 0TMeYaeTca UMMepaTMBHbIA N03bIB HA MOYencnyc-
KaHue, 06usibHoe MoYeoTaeneHne (Mova, Kak npasuso, ceeTnas).

Cpean 6oriee pegKnMx U MeHee xapaKTepHbIX A9 (PpeoXpoMOoLUTOMbI MPU3HAKOB
cnefyeT OTMETUTb, YTO MPUCTYN MOXKET MPOBOLMPOBATLCA KaKUM-HUOYAb (haKTo-
poM: (hM3NYECKOW Harpys3kon, nasbnauymer onyxonau, rnepemMeHoi nosbl, 06UbHOM
eflo, NPOAO/IKUTENbHbLIM FON04aHNEM, HAPKO30M, 3MOLMOHA/IbHOW TpaBMoii, npu-
eMom (3-afpeH0610KaTopoB, Aetekaumein U MHorga (Npu nokanusauum onyxonu B
MOYEBOM My3blpe) MoyencnyckaHuem. BeTpeyaemocTb cumnToma ot 5 go 15%, ogHa-
KO Npv Apyrux opmax apTepuasnbHon rmnepTeH3nn 3TOT CUMMTOM NMPaKTUYecKu He
BCTpeyaeTcs.

MocTossHHaA opma runepTeH3nn BCcTpevaeTca npu eoxpomoumtome B 10-50%
cnyyaes, napokcusmanbHas— B 42-87%, CMeLIaHHbIA BapuaHT K/IMHUYEeCKOro
TeueHNs apTepuasnbHOM rMNepPTeH3UN oTMedaeTcs B 1/3 HabnioaeHWi.

B MeXnpucTtynHom nepuoge nauneHToB 4acTo 6eCrOKOUT rofI0BOKPYXKEHUeE, YCU-
nvBatoLeecs npu opToctase (BCTpevyaeMocTb 10 65%). MNocTypasibHasa apTepuanbHas
rMNoTeH3ns — HecneunUUecKUn CUMMTOM, KOTOpPbI MMeeT TeM 60/bLUY0 Bblpa-
XKEHHOCTb, YeM Bbllle amMnanTyaa U UHTEHCMBHOCTb apTepuasibHOM rnmnepTeH3un.
OTOT NPU3HaK KpaliHe BaKeH OJ151 OLeHKU TAXEeCTW COCTOSAHUA nauneHTa, Tak Kak
CBUAETENbLCTBYET 0 runoBosiemun. OpTocTaTu4veckas npoba Mo3BosisieT ¢ 60/bLUei
TOYHOCTbIO BbISIBUTb TUMOBOMIEMUYECKNE PACCTPOACTBA, YeM aKTUBHbIe >Kasobbl
nauyeHTa Ha rosioBOKpy>XeHve rnpu optoctase. Mpoby NpoBoAAT cnegyowmm obpa-
3oMm: nocne 20-30-MUHYTHOro npeb6biBaHWA B FOPU30OHTaNIbHOM MOMIOXKEHUU WU
rnocne cHa ABaxkAbl N3MeEPSAIOT apTepuasibHoe AasrnieHue. lMocne 3Toro, He CHUMas
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MaH>XeTbl MaHOMeTpa, ABaXKAbl U3MEPAIOT apTepnasibHOe faB/ieHNe HernocpeacTBeH-
HO nocsie NpuBeAeHNNA 60/1bHOM0 B BEpTUKasibHOe MonoxeHue. MNpoby cuntatoT Noso-
XKUTENbHOWM NPU CHKEHUN CUCTONIMYECKOr0 apTepuasnibHOro faBieHus 6onee yeMm Ha
15-20 Mm pT.CT.

O6yCcnoBNEHHbIN (heOXPOMOLMTOMOM caxapHbIi gnabeT, Kak NpaBuio, He NMeeT
TSAXKesoro TedeHUs. Hanbonee yacto BCTpevaeTcsa HapyLLUeHWe TOIePaHTHOCTU K F/110-
Ko3e n/nnu napokcusMasnbHas runeprimkeMus Ha oHe rmnepTeH3nBHONO NpucTyna
(10-40%).

Mpy n3yyeHUn rnasHoro AHa BbIABMAIOT CNAcTUYecKyl aHruonatuio. Mpu deo-
XPOMOLLMTOME BbIPaXKEHHOCTb M3MEHEHMWIA FNAa3HOro AHA He COOTBETCTBYET 3/10Kayec-
TBEHHOCTU TeUYEHUSA runeptoHuUn. OnucaHbl cnyyvyau CHUXKEHUSA 3peHUs, BrJoTb [0
nonHoii ero notepy. Heo6xoA4MMO 0TMETUTb, UTO 3TU ONMMCAHUS KacarTCsl B OCHOBHOM
nauneHToB AeTCKOro Bo3pacta M yalle 0TMeyalTCca Npu 0CTPOM HapyLLueHUU MOo3ro-
BOro KpoBoobpaLleHus.

Bnarogaps yckopeHuto KaTtabosIMyYecKmMX MpoLLeccoB BO3MOXHO MOsAB/IeHMe Ccy6-
hebpunuTeTa, a TakXKe 6eCCOHHNLbI U pasapaknTesIbHOCTN.

B cBsi3n ¢ TeM, 4UTo B 8-15% criyyaeB (he0XpoMOLLMTOMA OKa3biBaeTCsA NMposiBfe-
HMem cemeliHO hopmbl 3a60s1ieBaHUSA, 4OCTATOYHO YAacTO MOXXHO MOJ/IYYUTb aHaM-
HecTUYecKne faHHble N/MNV BbIABUTL NpU PU3NKanbHOM 06criefoBaHUM NpuU3Ha-
KW HacnegcTBeHHbIX cuHapomoB — M3H 2A, M3H 2B, d¢oH Xunnnena-Jinugay,
PeknunHrxayseHa. B 4uc/io aTmx cCMMNTOMOB BXOAAT MHOXECTBEHHbIE KOXXHble
Helipohnbpombl N «KOenHblie NATHa» ApU CUMHAPOMEe PeKNNHIrxayseHa, reMaHru-
omMaTo3 ceTyaTKu npu cuHgpome poH Xnnnenda-SinHgay. Mpu cnHgpome M3H 2B
BbISABNAT MHOXXECTBEHHbIE FaHTIMOHENPOMbI C/IM3UCTbIX 060/104EK NOMOCTH pTa
n gpyrux otgenos XXKT, mapgaHenogobHy BHELWHOCTb. FMnepmMobu/ibHOCTb
CycTaBoOB Mpu ceMelHOM Gopme (heoXpomMOLUTOMbI MpeacTaBfieHa Ha puc. 3,2.
(cM. UB. BKNENKY).

MHoroo6pasuve cMMNTOMOB NpY PeOXPOMOLMTOME YKa3blBaeT Ha HapyLLeHue PyH-
KUUW 60MbLLINHCTBA OPraHoB U cnuctem. OfHaKO KOMMOHEHT rmnepdyHKLMY CUMNaTo-
afjpeHasioBol CUCTEMbI COCTaBAAET 3HAUYNTEbHYI0 YacTb TAKNX pacnpocTpaHeHHbIX
3ab051eBaHni, Kak acceHUManbHaa apTepuasibHas runepTeH3ns U TakK Ha3blBaeMas
HelipounpKynaTopHasa ANCTOHUA. M03ToMy XapaKTepHble CUMMTOMbI (DEOXPOMOL,U-
TOMbl — BbICOKOe apTepuasibHoe [aBrieHue, Taxmkapausda, MnoT/IMBOCTb, C1abocTb,
rosioBHasi 60/1b, BHYTPEHHAA OPOXb U Apyrue, BbiABNSEMble KaK M0 0TAE/bHOCTH,
TakK 1 B KOM6MHaLUN — He ABMAKTCA creunuyHbiMn. B cBA3M € 3TUM Lenecoobpas-
HOCTb MCMO/Ib30BAHUA UX AN NEPBUYHON AMATHOCTUKM (PEOXPOMOLUTOMbI KpariHe
COMHUTENbHA. TeM He MeHee, KaK 1 Npuv /1l0boM ApYrom TAXKes1oM 3abosieBaHUM, CBoe-
BPEMEHHas AMarHocTukKa B 3HAUUTE/IbHOW CTereHn ornpeaesnsieT MPoOrHo3 U KavyecTBo
KN3HU 3TUX NaLMeHTOB Nocse onepaumun.

OcHoBaHVeM Ana 06s3aTesibHOro obciefoBaHNsA 60/1bHbIX HA HANTM4YMeE onyxonm u3
XpoMapPUHHON TKaHN PEKOMEHAYEM cuMTaTb cregylolme cMMNTOMbl (O4MHOYHbIE
WUNW BblsIB/IEHHbIE B 11060 KOMGUHaLWK):

¢ rMnepTeH3nBHble KPU3bl C BbICOKUM apTepuanbHbIM AaBfieHneM (CUCTON-
yeckoe >200 MM PT.CT.) U TEHAEHLMEN K ero caMoCcTOSATe/IbHOW HopMasinsa-
umw;

¢ NOBbILLEHNE apTePUaIbHOIO AAaBNEHNA Y NUL, AeTCKOro BO3pacTa;

¢ Ha/Muuve B aHamHe3e (haKTOpOB, MPOBOLUPYOLWNX TMNEPTEH3NBHbIN KPU3;

115



OHAOKPUHHASA XUpYprus

¢ Ha/m4uve onyxosam HagnovyeyHuka no gaHHolm ¥Y3U, KT, MPT;

¢ XapaKTepHble 41 BKAYaWKnX (heoXpoMoLNTOMY Hac/efCTBEHHbLIX CUH-
ApOMOB MpU3HaKW;

¢ Hanumume y MpsaMblX POACTBEHHUKOB (DEOXPOMOLUTOMBI WN CUHAPOMA
M3H 2 Tuna;

¢ yrnommHaHwue 06 onepaynm rno nosogy GeoxXpomMounTOMbl B aHaMHe3e.

JuvarHocTtuka
NabopaTtopHasa gunarHocTuka

Cpean MeTofoB N1abopaToOpHOW AMArHOCTUKKN XpomadUHHbBIX ONyxosiei Ao nocneg-
Hero BpemMeHn Haubonee 4acTo MCMo/b30BaNIN ONpefesieHNe SKCKPeLMn agpeHanmHa,
HopagpeHasInHa U BaHUINAMUHAaAbHENR KncnioTbl (BMK) B CyTOUHOM MoYe, a Takxxe
B Mo4e, CO6paHHOM B TeueHMe Tpex YacoB nocse NpucTyna.

UyBCTBUTENBHOCTb METOAa OnpefeieHUs 3KCKPeLnn KaTtexonaMnHOB U UX MeTa-
60/1MTOB B MOYe, COGpaHHON B TeyeHMe TPex YacoB MOc/e rMrnepTeH3UBHOIO KpPU3a,
KonebsieTca B LWMPOKMX npegenax— 0T 65 po 89%. WccnepgosBaHme npoBOAAT
naumeHTam C MNapokKCU3MasibHbIM TUMOM TeYeHUs apTepuasibHOM FUNEPTEH3UN.
HeBbicOKas 4yBCTBUTE/IbHOCTb MeTofda 06YC/I0B/ieHa MHOXECTBEHHOCTbIO MPUYMH
pa3BUTUS TUMNEPTEH3UBHOIO Kpusa y 60/bHbIX € heoxpomoumTomoii. Kpome ony-
X0MeBOM 3KCKpeLun KaTexoslaMMHOB B COCYAMCTOe pycrio, MPUYMHOM nogbema
apTepnasibHOro gaB/fieHUA MOXXET 6biTb BbICBOGOXKAEHME M3ObITKA HOpagpeHasiMHa
M3 npecnHanTu4eckoro gerno. Metog HecreumpuyeH B OTHOLLIEHUN 60MbHbIX C CUM-
natoagpeHaneBbiMU KpuU3aMn HEOMyx0/1eBOro reHesa. Ha pesynbTaTbl onpejgene-
HUA MOXET MOBANATb 60/1bLLIOE UCXOAHOE KOSIMYECTBO MOYM B MOYEBOM My3blpe Ha
MOMEHT MPUCTYyNa, NPUeM aHTUrMNepPTeH3UBHbIX MPenapaTos, MUKW C BbICOKUM
coep>XaHMeM BaHWUIMHA, Hanu4vme NoYeHHOW HefoCcTaTOYHOCTU, MpejLllecTByroLas
dnsmnyeckas n amoumoHasibHasa Harpyska. OC0XKHSAET MHTepnpeTaumio pesynbTaToB
OTCYTCTBME O06LLENPUHATBLIX petepeHCHbIX 3HaveHu. Pe3ynbTaTbl BbIHYXXAEHHO
CpaBHUBAKT C HOPMaMM CYTOHHOM 3KCKpeLnn KaTexonammHoB, KoTopas Bcerga oka-
3blBaeTCcA ycpefHEeHHOM Be/IMYMHONM, BK/lOYHalOWen Kak a3y cHa M oTAbiXxa, Tak U
thasy 6o4pcTBOBAHUA.

UyBCTBUTENBHOCTb METOJA ONpefesieHUs 3KCKpeuuu ajpeHanuHa, HopajpeHa-
nnHa n BMK y 60/1bHbIX ¢ (0€0XPOMOLIMTOMOM B CYTOUYHOW Mo4e ycTynaeT YyBCTBU-
TeNbHOCTY OnpefesieHnst 3TUX rnokasaTesnen B Moyve, cOb6paHHOM B TeyeHWe 3 4 nocre
npuctyna, v coctasnsetr 50-82%. MeToh MOXXHO WCMONb30BaTb MPU PasfiNYHbIX
BapuaHTax TeYeHUs apTepuasnibHOM rMMNepTeH3nn y 60/bHbIX ¢ (DEOXPOMOLLUTOMOA,
B TO BpeMsA KaK 3-4acOBYH0 3KCKPeuuto UCCrefyoT NMWb nocne npuctynoobpasHo-
ro nogbemMa apTepunasibHoro AasneHuns. OnpefeneHne IKCKPeLMn KaTtexonaMuHoB C
MOUYOii, COBpaHHON B TeUeHME CYTOK, MMeET 60/1bLUYH crieynnNYHOCTb (B OTHOLLEHUN
theoxpomouymTOMbI) 6narogaps HMUBEMPOBaAHUIO NApPOKCM3MasibHbIX KOSlebaHUii 3KC-
Kpeunun KaTexonaMnuHOB Y 340PO0BbIX NaLNeHTOB.

[na onpefeneHns KoHUeHTpaummy cBob604HbIX KaTtexonaMnHOB B nsia3mMe (agpeHa-
NINHa, HopaapeHasInHa) 3a60p KPoBU HEO06X0AMMO MPOBOAUTL B MOMEHT MHTEHCUBHOIO
OMyX0/1€BOr0 Bblopoca. 3Ta HE0OXO0AMMOCTb MPOAUKTOBaHA 6bICTPbIM paspyLUeHnemM
1 BbiBeleHeM CBOBOAHbIX KAaTeX0/1laMUHOB 13 naa3mbl (B Te4eHUEe MeHee YeM 1 MUH),
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Nno3ToMy HafeXXHOCTb onpefesieHns 3TUX nokasarteneil KpaiHe Mana. B HacToswee
BPeMS MeTOA, NpaKTUYecKN He NPUMEHSIIOT.

Ncxoasa n3 BbIWEN3NOXKEHHOM0, MOXKHO 3aK/0YNTb, YTO Ha OCHOBaAHWUW U30/11MpPO-
BaHHOI MHMopMaLnm 06 IKCKpeLnun agpeHannHa u HopajpeHaanHa uarHo3 Xpom-
adprHHOM 0NyXx0Nu HWU NOATBEPAUTL, HU ONPOBEPTHYTh HeMb3s.

M3BECTHO, 4TO KaTexoNlaMWHbl BHYTPU XpoMad(UHHbIX KAETOK MeTabonu-
3UPYIOTCA B HeaKTUBHbIe MeTUNPOBaHHbIE MPOU3BOAHbIe (afgpeHa/lH B MeTa-
He(PpnH, HopagpeHannH B HopmeTaHe(puH, AohaMNH B METOKCUTUPAMUH). DTOT
npouecc 06ycsioB/ieH 06/1MraTHOM 3KCMpeccuer B OMyXoneBbiX XpomMadPUHHbIX
KNneTKax (epmeHTa KatexonaMuH-O-meTunTpaHceppasbl, B HOPpME METUNPYIO-
Lwero agpeHannH N HopagpeHannH B cMHancax M MO3roBoM €/10€ HaAno4Ye4YHUKOB.
BHyTpuonyxonesbli Npouecc MeTU/IMPOBAHUA KaTexo/laMMHOB MPOUCXOAUT MocC-
TOSAHHO U He 3aBUCUT OT BPeMEHU Bbl6poca aKTUBHbIX KaTexo/1aMUHOB B cocyuc-
Toe pycno. B cBA3M € 3TUM, «30/10TbIM CTaHAAPTOM» B AMArHOCTUKE (heOXPOMOL M-
TOMbl CYNTAOT ONpefefnieHe KOHLEHTpaLmMn meTaHedpuHa 1 HopMmeTaHedpuHa B
nnasme uUan B CyTOYHOW Moye. 0o AaHHLIM MHOFOYMCIEHHbIX UccnefoBaHUN, YyBC-
TBUTE/IbHOCTb MeTogda gocturaet 99%, a cneymnpmnyHocTb— 85-89%. Bbicokas
nporHocTMyeckasa LEeHHOCTb MeToAa No3BOMSET YTBEPXKAaTb, YTO oTpuuatenbHbli
pesynbTaT A0CTATOUYEH, YTOObl UCKNYNTL (DEOXPOMOLLMTOMY. Y NaumneHToB ¢ eo-
XpPOMOLLMTOMOW B nogasnstowem 60/bLLINHCTBE C/lyYaeB MOBbilIeH X0TSA 6bl 0AUH
nokasarvesb (HopmeTaHedpuH Bbiwe 400 Hr/n [2,2 HMoOML/N] nAn MeTaHedpPUH
Bbile 236 Hr/n [1,2 HMmonb/N]).

IMocKonbKy MeTaHepUHbI HenpepbiBHO CUHTE3UPYIOTCA B K/IeTKax OMnyxoswu,
N 3TOT MPOLLECC He CBSA3aH C BbIOPOCOM aKTMBHbIX paKLMii KaTexonammHoB, coop
Moun N 3abop KPOBM Ha hpakKLNOHUPOBaHHbIE MeTaHe(dPUHbI NMPOBOAAT HE3aBUCUMO
0T 3MM13040B MOBbILLIEHUS apTePUAsILHOI0 AaBNEHUS.

J1I0>KHOMONOXUTENbHbIE pe3ynbTaTbl MOTYT ObiTb 00yC/10BNEHbI UCMO/b30Ba-
HMEM NeKapCTBEHHbIX MpenapaTtoB (TPULUNKNNYECKNEe aHTUAernpeccaHTbl, QeHoK-
cnbeH3amMuH®, feBofona, MOYEroHHble B BbICOKOW [03€), ApPYrMMU BellecTBamu
(Kothe, HNKOTUH, KOHTPAaCTHbIe BeL,ecTBa, 3/1aKOBbIe) NN COCTOAHUAMU (3aCTOM-
Has cepAeyvHas HefoCTaTOUYHOCTb, CTpecc, Aenpeccus, NaHMYecKmne paccTpoiricTea),
KOTOpble MOTYT B/IMATb Ha caMy METOAUKY onpefeneHns KOHLUEHTpaLnUn KaTexo-
NaMUHOB UM Ha UX MeTabonusm. Takmm o6pas3om, oTpuuatenbHblA pesynbTar
onpegeneHNsa KOHUeHTpaumm KaTtexonaMmHOB Ha (poHe npuema BblllernepeyncieH-
HbIX MpenapaToB, BELLECTB M COCTOSAHUWA MOXXHO CYMTaTb B CBOEM pPOJe BbICOKO-
YYBCTBUTE/IbHLIM TecTOM. HanpoTus, Npu npvemMe UHIMOUTOPOB KaTexoslaMuH-
0-meTuNTpaHcdeppasbl, NPUMEHSAOWNXCA AN NevyeHUs 6o0ne3Hn NMapKUHCOHA,
BO3MOXXHO MOJIy4YeHMe NOXHOOTpULaTENbHOI0 pe3ybTaTa, YTo CBA3aHO0 C BJIUAHU-
eM Ha MeTab0/1M3M KaTexo/laMnHOB.

Mpy He3HaynTeNbHOM MOBbIWEHNN KOHLEHTPaUUU MeTU/IMPOBAHHbLIX MPOU3-
BOAHbIX KaTexoslaMuUHOB (B «CEPOI 30He») Mocsie UCK/IYEHUS BHEWWHUX BAUSHWIA
HeobX0AMMO MPUMEHSATb MEeTOAbl UCKAYEHUS SIOXKHOMOMOXKNTEAbHbIX pe3ynbTa-
TOB TecTa.

MpoBefeHne TecTa C KAOHUAWMHOM (Kf0heIMHOM*) Lesiecoobpa3HO MNpPU KOH-
LeHTpaunum tpakLuMoHMPOBaHHbIX MeTaHepPMHOB M/ia3Mbl, COOTBETCTBYIOLWEH B
«Ccepoii 30He» (J0 2-4-KpPaTHOr0 MOBbILEHWS OT BepXHel rpaHuubl HOPMbl WX, AN
uccnepoBaHuUa Mmodn, — MeHee 1500 MKr/cyT HopmeTaHehpuHa n MmeHee 600 MKr/cyT
MeTaHedpuHa). TecT UCNONb3YIOT AN NOBbILWEHUA CNeunpUYHOCTU MeToa onpee-
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NEHNA KOHUeHTpauum pakuMoHMPOBaHHbIX MeTaHe(dPUHOB MJiasmMbl U MOYMN, Tak
KaK OH C BbICOKOA BEPOATHOCTbI BbIABASAET SIOXKHOMOMOXKUTE/AbHbIE pPe3ysbTaThbl.
LleHTpanbHble aroHUCTbI af-afpeHopPeLLenTOPoB NOHMXKAKT TOHYC cocyAoABuUraTe lb-
HOro LieHTpa NpoAo/IroBaroro Mo3ra mn nogasisanT MMNybcaynio B CUMMMaTUYECKOM
3BeHe MNepudepnyecKoil HEPBHOM CUCTEMbl Ha MPecMHanTU4YecKOM YpPOBHe, OAHAaKO
HecnocobHbI MoAaBUTb CEKPELLMI0 KaTexoslaMMHOB B onyxonu. CornacHo ctaHgapt-
HO MEeTOoAMKe, NePBbI 3a60p KPOBM NPOBOAAT A5 onpefeneHuns 6azanbHON KOHLEH-
Tpauum meTaHe(pUHOB, MOBTOPHbIM — 4Yepe3 3 Y Mocsie NpuemMa KAoOHUAVHa B f03e
0,3 Mr Ha “70 Kr maccbl Tena. Kputeprem UCKAOYEHUS AMarHosa heoXpoMoLnUTOMBbI
CUNTAT CHUXKEHME KOHLUEeHTpauuu HopMeTaHepuHa B naasme KpoBu B npegenax
HOpMasibHOro AmanasoHa. CrieynuUYHOCTb MeToda, MO AaHHbIM HEKOTOPbIX uccne-
poBaHuii, goxoamT oo 100%, a 4yyBCTBUTE/IbHOCTL — A0 98%. Takum ob6pasom, TecT
C KJIOHUANHOM, B KOMOUHAaLMK C onpefeneHneM KOHLeHTpauum HopmeTaHedpuHa B
KPOBU U/IN B MOYe, — 3(P(eKTUBHbIV N HAAEXHbIA MeTo4 UCKAUYEHUS JTOXXHOMOS0-
XKUTENbHbIX Pe3y/bTartos.

B cOMHUTENbHbIX cydasax («cepas 30Ha») LenecoobpasHo onpeneniuTb KOHLLEH-
Tpaumni xpomorpaHuHa A B Kposu. OHa nosbilleHa y 86% nauneHToB C (Peoxpo-
MOLMUTOMON. OnpegeneHMe KOHLEHTpaLUM XpomorpaHuHa A 4acTo WUCMO0Nb3YHT
npu BeAeHMW MaLMeHTOB CO 3/10Ka4YeCTBEHHOW (HeOXPOMOLMTOMOW, Kak Mapkep
HanMuusa oNyxonm W nporpeccupoBaHusa 60ne3HU. KoHUEHTpaums XpomMorpaHu-
Ha A 6osiee 225 Hr/MJ1 COOTBETCTBYET MOJIOKUTENIBHOMY pe3ysibTaTy uccnenosa-
HMA. CrneundUYHOCTb JaHHOro MeTo4a B OTHOLIEHNU (DEOXPOMOLIUTOMbI JOCTUraeT
89%, 4yBCTBUTENbHOCTbL — 87%), NPV CpaBHEHUU C orpefesieHMeM KOHLUeHTpauum
hpakKUMOHNPOBAHHbIX MeTaHe)puHOB B Move — 80% un 91% COOTBETCTBEHHO.
HekoTopble uccregoBaTenu nosiaraldT, YTO UCNOMb30BaHME CUUHTUIpapum ¢ MeTa-
hoa-6ewannryanuannon 1123  HELENECOOBPA3HO MPU HOPManbHOW KOHLEHTpauum
XpoMorpaHuHa A B KpoBMW.

C yyeTom npeob6siafatoLLLero Tmna ceKpeumm HeobxoAnMMo KOPPEKTUPOBaThL MoKa-
3aHUA K FEHETUYECKOM AauarHocTuke. Mpu M301MPOBAHHOM MOBbLILLIEHUN KOHLEHT-
paunn metaHedpuvHa U HOPMa/IbHOM COAEPXKaHWW HOpMeTaHepuHa NpakKTUYecKn
OTCYTCTBYET BEPOSATHOCTb BHEHAAMOUYEYHWUKOBOW I0KaIn3aumMmn onyxoam; akTyanbHo
TunmnposaHue reHa RET, nonck mytaumm VHL n SDH He uenecoobpaseH. M, Hanpo-
TUB, NPU N30/IMPOBAHHOM MOBbILLEHUW KOHLeHTpaLum HopMmeTaHedprHa 1 HopMasib-
HOM cofep>XaHUU MeTaHepuHa NPakKTUYecKn OTCYTCTBYET BEPOATHOCTb CMHApPOMA
M3H 2 Tuna, cekBeHmpoBaHue RET He nokasaHO, HO Heo6XoAMMO umccnefoBaHUe
VHL n SDH. lMNMpu cmewaHHOM TuMe ceKpeuum HeobXoammo uccrnefoBaHWe BCEro
CMeKTpa BO3MOXKHbIX MyTaLWni.

B KOHTEKCTe BO3MOXXHOCTU ONpefesnieHNa KOHUeHTpaumum MeTUIMPoBaHHbIX MPo-
M3BOAHbIX KaTexo/saMMHOB B naasme 1 Mmoye 0630p AMarHOCTUYECKUX BO3MOXHOCTEN
hapmakosiorm4yeckmx npod Mmeet B 60/bLUEN CTEMEHU UCTOPUYECKYH, YeM K/IUHWU-
YECKY0 LEeHHOCTb.

Tonnyeckaa gumarHocTtuka

Mpu Y3W deoxpoMoLumMTOMa HaAMOYeYHUKOBOW foKanm3auum BbIFASAUT Kak
rmnoaxoreHHas (N0 CpaBHEHWUIO C HOPMasibHOM TKaHbl HaanoyeyHUKa) onyxosb
OKpPYr0¥ nnu oBasibHo hopMbl. B 60/1bLLUMHCTBE HAbMO4EHNI TKaHb MOPaXKeHHO-
ro HagnoyeyHuka Ha Y3W He onpegensetca. CTpyKTypa onyxosin reTeporeHHas,
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4YTO CBA3AHO C HAJIMYMEM OMYXO0EBbIX KPOBOM3NAHUIA, HEKPO30B, B 3aBUCUMOCTH
0T AaBHOCTW AereHepaTMBHbIX 0NYXO0/1E€BbIX M3MEHEHU NMPOUCXOAUT NX TPaHcdop-
Maumsa B (pMOpO3HbIE yHACTKW; MOTFYT BbISABMIATLCA OT/IOXKEHUS COMEN Kanbuus.
Mpu Y3 Takne ydyacTKu BbIMALAT KaK FTMMO3X0reHHble 30Hbl C TMNEep3XoreHHbl-
MW BK/IOYEHNAMU, JalOWUMWN aKyCTMYeCKylo TeHb. YyBCTBUTE/IbHOCTb MeToja
coctassiseT 80-95%.

Mpn KT 1 MPT dheoxpoMoLMTOMbI BbIFrAAAT KakK 06pa3oBaHns B MPOeKLUN Hag-
MoYevyHMKa FreTePOreHHoM CTPYKTYpPbl, OKPYr/A0/A UM 0BaslbHOW DOpMbl, MHOrAa C
yyacTKaMn KasbUuHO3a. YyBCTBUTE/ILHOCTL METOA0B gocturaeT 96-98%. CpegHsada
nA0THOCTb heoxpomouunTom npu KT coctaBnseT 28-40 Ea. H. Mpu MPT ceoxpomo-
LMTOMa MMEET XapaKTepHYI 0CO6eHHOCTb, OT/IMYAIOLLYI0 ee OT APYruUX OnyXosiei
Hagno4yeyHnKa — Ha T2-B3BeLLUEHHbIX N306pa)KeHNsX 0TMeYaeTcs BbiCOKAs UHTEH-
CUBHOCTb CUTHanNa.

[Ans Tonnyecko ANArHOCTUKWM Haubonblunve TPYAHOCTU MNpeAcTaBNdalT cay4vaun
BHEHaAMOYEeYHMKOBOI0 pacnonoXXeHmns xpoMma@uHom. Mpu HESCHOM fokannsaunm
onyxonun B 06s3aTeNbHOM NOpSAAKe BbINOAHAKT Y3W cepaua (Nepukapaa), MOYeBoro
ny3bipd, MPT c uccnepoBaHnem napasepTebpasibHbIX M MapaaopTasibHbIX 30H Ha
aKcnasbHbIX cpe3ax. [N BbIABAEHUS BHYTPUTPYAHbIX OMyxofen, Kak npasusio,
[0CTaTOYHO peHTreHorpadum n KT rpyaHON KNeTKM.

HecmoTpsa Ha BbICOKYK YyBCTBUTENbHOCTb KT 1 MPT, aHaTOMMYeCKMA NOAXO0A,
K TOMMYECKO AnarHoCTUKe HecneungmuyeH, B HEKOTOPbIX HabnlaeHUAX KpailiHe
BaXKHa naeHTUdMKauma xpomahPmHHOM npupoabl onyxonu. Hambéonblias cneum-
pUYHOCTb (PYHKLMOHA/IbHOM TONWMYECKON AMArHOCTUKU OTMeYeHa npu npuMeHe-
HUW CUMHTUTpadun ¢ MeTa-nof-6eH3NIryaHNaNHOM-PA . 3T0 coeAVHEHME KOHLEHT-
pupyeTcs B KNeTKax XpoMa@UHHON TKaHU N MHTErpupyeTcsa B NpoLecc cmHTesa
KaTtexonamuHos. Yepes 1, 3 U 64 nocne BHYTPUBEHHOIro BBeAeHUSA rMpenaparta
60/1bHOr0 CKaHUpPYOT (4719 n3otTona HensmeHeHHaa HagnoYeYHNKOBasA TKaHb
peoko norgaowaet KU30ToMd, HO ero noraowatT 90% deoxpomouuTom. K oTpu-
uatesibHbIM CTOPOHAaM [aHHOro mMeTofa OTHOCUTCA BblCOKasA nyyeBasd Harpyska,
ONMNTENbHOCTb, CMOXHOCTb YeTKOW AndepeHUMpOoBKN 0MyX0/aM U3-3a HaKomnse-
HUA npernapara B KNLWEYHUKE, MeYeHU, XXe/TYHOM My3bipe. Heo6xo4MMO OTMETUTb
BbICOKYI CHeynUYHOCTb MeTofda cuuHTUrpapum xpomadhuHHbIX onyxonen
€ MeTa-noa-6eH3NNryaHngnHoM-P23, 0CHOBaAHHOI0 Ha NaToreHeTUYEeCKOM CyLLHOCTU
nccnefoBaHuA.

B nocnegHue rogbl HakansueaeTcs Bce 60Mblle AaHHbIX 0 nNpuMeHeHun M3IT
npu dgeoxpomoumTomax. ITOT METO coveTaeT BCe NpemmyllecTsa Tomorpaguyec-
Koro (Moc/Ao0MHOro) muccnefoBaHUsa U cuMHTUIpadum ¢ npenapataMmu, Hakanamsa-
WrUMUca n3bupartesibHO B onpejesieHHbIX TKaHAX. HecMoTpsa Ha npeumyllecTBa
CUMHTUrpadmm ¢ MeTa-iog-6eH3nAryaHUanHoM-BA3 ~ ee 4yBCTBUTE/IbLHOCTL OCTaB-
NAeT enaTtb Nyyllero, 0CO6eHHO B AMarHOCTUKE MeTacTaTUUYeCcKoro rnopaxkeHus.
B cBA3M C 3TMM ropasfo 4allie MUCMonb3ywT Apyrne metofbl PYHKUMNOHaNLHOro
oTobpaxkeHusA. Mpu nposegeHnn MNI3T ANa AMarHoCTUKM he0OXPOMOLLMTOMbI UCAOSb-
3YH0T HOBble cneynguyHble hapmnpenapartbl ¢ paguoHyknungamu: 6-[*E]-gonammH,
P®E]-aurngpokcngeHunnanadunt, [1NCl-rugpokcnaceapui unn piCl-agpeHanviH.
MocnegHmne wnccnefoBaHMA MNPOAEMOHCTPUPOBANM MPEBOCXOACTBO 3TUX METOA0B
Hag CUUMHTUrpaduein ¢ meta-noa-6eH3nryaHUanHoM-12™ n meTa-og-6eH3nnryaHnan-
Hom-B7N . CumHTUrpadma ¢ meta-inog-6eH3nIryaHugruHoM Ao v nocne fieyeHus npea-
cTaBneHa Ha pwvc, 3.3,
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Puc. 3.3. CuuHTurpachua c meTa-iioa-6eHsunryaHungnuHom o (A) v nocne (B) pagnonornyeckoro
neveHus.

B KauecTBe MeTO40B TOMMYECKON ANArHOCTUKK MNepBoro psja He crefyeT UCMosb30-
BaTb Takue npenapatbl, Kak okTpeockaH* v M3T ¢ [*E]-dhTopae30KCUIIroKo3oi. 3Tn
BapuaHTbl 06cNef0BaHNA MOXXHO NPUMEHATL /15 NaUWEHTOB C OTpULAaTe/IbHbIM Pe3y/ib-
TaTOM CUMHTUIpagum ¢ Meta-nof-6eH3nNryaHnanHoM-1 npu 6bICTPO pacTyLLnX ony-
XONAX, MMEKLMX BbICOKY MeTaboNMvecKylo aKTUBHOCTb WU UMEKLLNX PeLenTopbl
K coMaTocTatuHy. NpriMeHeHe HaKoNUTesIbHbIX METOA0B (CUMHTUrpadmsa ¢ MeTa-oa-
6eH3nAryaHnanHom-BAM m MN3T) nokasaHo Npuv NoJ03peHUN Ha MHOXECTBEHHOe nopa-
XKEHMe, HETUMUYHYI0 foKanu3auuio (eoxXpoMoLMTOMbl, a TakxXKe A8 ANarHOCTUKMN
MeTacTasos. Mo3MTPOHHO-3MMUCCUOHHAsA ToMorpapus B AnarHocTuKe eoxXpoMoLMTOMbI
npeacrasfeHa Hapuc. 3.4.

Puc. 3.4. TTO3UTPOHHO-3MUCCUOHHAA ToMorpadua B guarHoctuke eoxpomMoumMTomMbl. HakonnexHune
B NpoeKuuy N1eBOro HajnovyeyHuka ny udypkaunu aopTtbl

Takum 06pa3om, Ha COBpeMeHHOM 3Tarne pasBuUTUS MeTOL0B /la6opaTopHOii 1 Tonu-
YecKoii ANArHoCTUKW BblisiBNieHVWE (PEOXPOMOLMTOMbI BO3MOXKHO B MOAABASIOLLEM
60/IbLLUNHCTBE C/Ty4Yaes.
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JleyeHne

MpepgonepaynoHHas MoOAroToBKa

[ns npoBegeHnst cTabunusunpytoLeii Tepanmmn y 60/bHbIX ¢ PEOXPOMOLLMTOMON HE06-
XOAWMO B MepBYy0 04Yepefb OLEHUTb TAXKECTb COCTOAHUA MNauMeHTa U OnpefesinTb
NPUOPUTETLI U KPUTEPUU afeKBATHOCTU NPeAcToALLero nevyeHns. Heobxoanmo oTme-
TUTb, YTO TaKue MNoKasaTesii, KakK pasMep Onyxosu, CTaXX apTepuasnibHoM rmnepreH-
31K, aMINTy4a N YyactoTa rmnepTeH3nBHbIX KPU30B He cnefyeT cumTaTb HaAeXKHbl-
MU KPUTEPUSMU OLEHKUN TAXKECTU COCTOAHUSA B60NbHBIX PEOXPOMOLLUTOMOIA.

Ha nepsom nnaHe ctouTt npobsiema PyHKLMOHANIbHOI0 COCTOAHNA OPraHoB-MuLLe-
Hel, cTpagalLmnx 0T KaTexo1aMUHOBOW MHTOKCUKAL UK, TAKUX KaK cepaue, noyku,
r0/I0BHOM MO3T; MMEHHO 3TO B 60/IbLUEN CTEMEHU BAUSET Ha MHTPA- 1 Nocsieonepauu-
OHHbIM MporHo3. OCHOBHAasA cTpaTernmyeckas Lenb npegonepauyoHHON MoAroToBKU
COCTOMT B YBENUYEHUN (PYHKLMOHANbHbLIX Pe3epBOB OpraHoB-MULLEHeR B npeanse-
pun NpeacTosLel onepayumn N HENM36eXHbIX reMogNHaAMUYECKNX KPU3OB.

Tsxkenoe TeyeHUe HEOXPOMOLUTOMbI XapaKTepU3yeTcs Ha/IMYNEM OCNOXXHEHWIA,
NaToOreHeTUYECKUN CBA3AaHHbIX C rUrnepKaTexoaMmuHeMumein.

m CO CTOPOHbI CEPAEYHO-COCYANCTON CUCTEMBI:

¢ [Q/CrOPMOHasIbHaA MMOKapANOANUCTPOUA U/UTN HEKPOS;
¢ yacTas >Kenygo4yKosas 3KCTPacucTovs;
¢ MNapokcM3mMasibHas WUAM MOCTOsIHHas hopma MepuaHusa uan TpeneTaHus
npeacepanii;
¢ rnapokcusmasibHas cMHycoBasi Taxukapaus.
m CO CTOPOHbI LiepebpoBacKyNApHON CUCTEMBI:
¢ 3MKn304bl OCTPOro HapyLleHUs MO3roBOro KpoBoobpalleHus;
¢ ANCUMPKYNATOPHAas aHuedanonatms.

m XpoHunyeckasa noyeyHada HepgocrtatodHocTb I1-111 cteneHu.

m OC/IOXKHEHUA caxapHoro guabera.

[Ans neyeHns 60nbHbIX PEOXPOMOLLMTOMON NPMMEHSAIOT 6/10KaTopbl Kak a-, Tak 1
P-afpeHopeL,enTopos, Npu 3TOM Ananas3oH A/INTENIbHOCTU N CeIEKTUBHOCTU NX Aelc-
TBUSA OYeHb LIMPOK. K OCHOBHbIM KpuUTepusiMn Bblbopa OCHOBHOMO npenapata ans
npegonepayMoHHOW NOArOTOBKM OTHOCATCS:

4 CefIeKTUBHOCTb AeCTBUSA Ha a-afpeHopeLLenTopbl;

¢ BO3[eliCTBME Ha pa3NMyHble MOATUMbI a-aApeHopPeLLEeNTOPOB, PacnooXKeH-
HbIX KaK B cocyfax C/AU3UCTbIX U KOXWU, TaK U B PE3UCTUBHbIX cocydax
NonepeyHo-MosIocaTbiX MblLLLL;

& OANNTENbHOCTb AeicTBUS;

¢ BO3MOXXHOCTb Mpuema BHYTPb.

BrnokaTopbl a-aApeHOpPeLLENTOPOB AENAT Ha ABe OCHOBHbIE rpynnbl: a®, aZHece-
NEKTUBHbIE U a,-CefleKTMBHbIe. HecenekTMBHbIE 6/10KaTOpPbl a-aApeHopeLenTopoB
(dbeHTONAMUH) ocnabnawT ahekTbl KaTexonaMMHOB Kak Ha a™, Tak 1 Ha Lig-aape-
HOpeLenTopbl, Torga Kak cefleKTUBHble 6/10KaTopbl (MPa3o3vH, A0KCa303UH) U3bu-
paTenibHO NoAaBnAT APdeKTbl BO3AENCTBMA KaTexoNlaMMHOB TO/IbKO Ha ai-agpe-
HopeLenTopbl. Kak W3BeCTHO, MO sioKanusauum a-agpeHopeLenTopbl AenATca Ha
noctcuHanTmnyeckue (aj u npecuHanTu4yeckue (0g), a TakxXe aKcTpacMHanTmn4yec-
Kue (t2. MNMpu nedyeHUN apTepuasbHOM rMNEPTEH3UN KNHUYECKOe 3HaYeHne nmeet
610Kafa nocTCMHaNTUYECKNX aN-afpPeHoPeLEeNTOPOB, KOTOPbIE peasin3yoT Ba30KOHC-
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TPUKTOPHOE felicTBMe KaTexonamMuHOB. [pecnmHanTuyeckme as-ajpeHopeuenTopbl
yyacTBYIOT B pPerynsaumm BbiCBOOOXKAEHUS HOpagpeHa/IMHa N3 OKOHYaHuii cumnaTu-
YECKMX HepBHbIX BOSIOKOH MO MeXaHU3MYy oTpuuaTesibHOM o6paTHOM cBA3K. oaTomMy
npu 6nokage as-afpeHopeL,enTopoB YBENMYNBAETCA BbICBOOOXKAEHNE HOpaapeHan-
Ha, YTO HeXkenaTtesibHO NMpu PeoXpPoMOLUTOME.

B TO e BpeMs Mo BO3JeNCTBUIO Ha CNEKTP afpeHOpPeuLenTopoB Pe3UCTUBHbLIX
cocyf0B 6/10KaTOpbl a-apPeHoPeL,EenTopoB NoagpasfenanTca Ha npenapaTsl LUMPOKOro
crekTpa (heHTONAMUH, [OKCA303MH, (PEHOKCUOEH3aMMH®) 1 y3Koro (npas3o3vH). Mpu
6onblLUei ceNeKTUBHOCTU U LUMPOKOM CNEKTPe AeMCTBMA B OTHOLLEHUN a-afpeHope-
LLeNTOPOB PE3NCTUBHbIX COCY0B aHTUTMNEPTEH3MBHbIN 3PHEKT 60/ee BblparkeH.

B PeHOKCNBEH3aMUH® — HeceNleKTUBHbIN Mpernapart, BO34eCTBYOLWWIA Ha a-aape-
HOpeLLenTopbl COCYA0B KaK MOorepeyHonosiocaTon MycKynatypbl, TaKk U Cn3uc-
TbIX, KOXW, BHYTPEHHUX OPraHoB, TO eCTb 06/1afalLni LLNPOKMM CNEKTPOM
dencteuma. Mpu npreme BHYTPb Neprod 3hheKTUBHOMO AeCTBUSA cocTaBnsieT 12 u.
KymMynaTuBHbIA athheKT JocTMraeTcs Npy npueme npenapata B TeUeHWe Heaenu.
Ha3HauatoT B f03e 20-40 mr 2 pasa B fjeHb, Ha4uHas ¢ Ao3bl 10 Mr 2 pasa B [ieHb.

m [pa3o3nH — cenleKTUBHbLIN 6/10KaTop  agpeHopeLenTopoB. Bo3gelictBue npe-
napara orpaHu4mMmBaeTcs ai-apeHopeLentTopaMmn cocyoB C/IU3UCTbIX 060/104EK,
KOXXU1, BHYTPEHHMX OPraHoB, TO ecTb npenapar ob6nagaeT y3KnuM CneKTpoMm gemc-
TBUS, C YeM CBSA3bIBAIOT €ro MeHbLUY0 3EKTUBHOCTb. SeKT rnocse npvema
BHYTpb passuBaeTca yepe3 0,5 4, npogomkaerca 4-5 4. HasHayawT B fo3e 0T
6 go 15 Mr B CyTKM (Ha 2 npuema), HadyanbHas gosa 1 Mr 2-3 pasa B CyTKMU.

m yppokKcaH AecTBYeT KakK Ha LeHTpasibHble, TaK 1 nepudepuyeckmne a-ajpeHo-
peuenTopbl. HazHa4vaoT no 15-30 Mr 2 pa3a B CyTKU. DPPEKTUBHOCTb NUPPOK-
caHa rnpu heoxXpomMoLMTOME 3HAUNTESTIbHO HMXKE, YeM Y BbllLieyKa3aHHbIX Npena-
paTtoB. Bcneacteue 6710Ka LLeHTPasibHbIX a-afpeHopeLenTopos BO3IMOXKHO napa-
[JOKcanbHOe MNoBbilLeHNe apTepuasibHOro AasseHus. MNpenapart npoTusonokasaH
Nnpv HapyLLleHNAX KOPOHAPHOro M MO3roBOro KpoBoobpalleHns, YTOo CTaBuUT Mnojg
COMHEHMe BO3MOXHOCTb ero NpUMeHeHUs Yy 60/1bHbIX ¢ (DEOXPOMOLUTOMOIA.

m [10KCa303MH — Ce/IeKTMBHbIN NMPONOHIMPOBaHHbIM 610KaTop a™-afpeHopeuen-
TOPOB A1 MepopasibHOro NpMMEHeHNs, BO34eCTBYeT Ha BeCb CNEKTP graape-
HOpeLEenTopoB pPe3nucTMBHBLIX cocynoB. lMepuon nosnypacnaja pnocturaer 22 4.
OdhekTUBHAA fo3a fJocTuraetca vepes 2-3 4. HasHauvaloT B go3e oT 4 go 20 mr
B AeHb Ha 1-2 npuema ¢ Ha4dasbHOW [03bl 2-4 Mr B CyTKU. [Mpn oTCYTCTBUM
rmnoBoNIEMUM NpenapaT He BbI3blBaeT apTepuasibHOM FMNOTEH3UN B MeXMpuUC-
TynHom nepuoge. K AoMoNHUTENbHBIM NpermyLLecTBamM npenapaTa 0THOCATCSA
€ro nonoXKUTenbHoOe BAUAHME HA NUNUAHLIA CNEKTP (40KCA303UH YMeHbLUaeT
KOHUeHTpauuto JIMHM), cHU)XKeHne arperauyuoHHOM CnocobHOCTU TpomMbouu-
TOB, YMeHbLLeHMe A06pOoKavyeCcCTBEHHOW rMnepnaasnm nNpoctarhl.

Bce BbllWeyKkasaHHble npernapaTbl AO3UPYIOT MO FMNOTEH3UBHOMY 3MEKTY 1

WMCYE3HOBEHMIO FMMNOBOSIEMUYECKUX MPOSABIEHWIA.

B OT/IMYMe OT MnpernapaToB M3 rpynrbl 6/10KaTOPOB a-afpPeHopPeLLenTopoB C CUMIM-
TOMaTUYECKUM MeXaHU3MOM AeNCTBUS, MPUMEHEHME a-MeTUNNapaTupo3nHaN'” (Metu-
po3uup, demcepN’) OCHOBAHO Ha NaTOreHeTUYEeCKUX MexaHu3max )eoxXpomMoLnTOMbl.
Mpenapat 6/10KUPYET TUPO3UHKUHA3Y, PEry/INPYIOLLYI0 CUHTE3 KaTexo/lamMuUHOB.
HasHauvaloT B HavyasibHOM fAo3e 250 Mr 4 pasa B fAeHb C Moc/iegyowmMmM BO3MOXKHbLIM
yBesinyeHnem [03bl 0 4 I B CYTKU. [03y perynmpyoT rno runoTeH3nBHOMY adeKTy.
Mepepn onepaumeli NpenapaT HEO6X0ANUMO MPUMEHATb He MeHee Heaen. 13 No60UYHbIX
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3thhekTOB HEOBXOANMO OTMETUTHL BO3MOXHOCTb MPO/IOHIMPOBaHHOM UHTPa- U nocne-
ornepaLmnoHHOM apTepuanibHOM rMNOTEH3NN, a TakKXXe pasfiIMUHbIi CNeKTp ncmxacTe-
HUYECKNX NPOABNEHWIA, B CBA3M C YEM UCMOMIb30BaHMeE npenapaTa B KayecTBe 0CHOB-
HOro cpeAcTBa npefonepauMoHHOM NOAFOTOBKU OrpaHMyeHo. a-MeTunnapatmposma,
cunTalT cpeAcTBOM Bbi6opa Npu fiedeHN MeTacTasoB (heoXpoOMOLUTOMBI.

Mpy HaNMuUM TaxmkKapamunu Uan HapylweHWin puTMa B COYeTaHUM C aHTUrunep-
TEH3UBHbIMUM CpPeAcTBaMW Ha 3dTane npegonepauyoHHOA MOArOTOBKU HeEob6X0oAnUMO
Joctnyb 6nokagbl (3-agpeHopenenTopos. MNpuy cyLecTBYOLLLEM N3006MIMK MpenapaToB
3TOM rpynnbl NpeanovTeHne OTAalT KapAMoCceNneKTUBHbLIM CpeacTBaM. 3TO BaXKHO
BBMAY KpariHeli HeXkenlaTesibHOCTU pa3BmuTUsS 3PeKTOB 6/10Kaabl (N3-aapeHopeLienTo-
poB — rMNOKaIMeMUM 1 NapafokcanbHOW apTepuanbHOW runepTeHsnn. HasHavaTb
61okaTopbl p-aApeHopeLenTopoB MOXKHO TO/IbKO Moc/e AoCcTUXKeHUs adekTos 610-
Kagbl a-agpeHopeuenTopos. Mpu HecobAeHNM 3TOro YC/I0BUA He UCKJTI0UYEHO napa-
JOKcanbHoe yxyaLleHne TedeHUst KPU30BOoW rmnepTeH3nn, YTo CBA3aHO C HUBE/IMPOBa-
HveM adhheKTa BasogunaTaLmn npu Bo3AencTBnM agpeHanvHa Ha P3-agpeHoLenTopsbl.
BknoyeHne B npegonepauyoHHY0 MOArOTOBKY 6/10KaTOPOB a-afpeHopeLLenTopoB
Hanbonee akTyasibHO ANS 60/1bHbIX C TAXEIbIM TedeHNEM (PeoXpPoOMOLMTOMbI. Tak, Ha
thoHe KOMNEKCHOM Tepanuun, BK/KOYAKOLWEN [OKCA303UH, CHUXKAETCH TAXKECTb CUMI-
TOMOB (DE0XPOMOLUTOMbI, @ TAKXXe KOJIMYECTBO OC/TOXKHEHUIA.

PaHblLLIe COCTOSIHME «HeyNpPaBAseMol reMogUHaMUKWy CHUTaNIN MPSMbIM NOKa3aHu-
eM [,151 9KCTPEeHHO onepauuu, 1 6b1710 oKa3aHo NPerMyLLEeCcTBO TaKOro Noaxosa nepes
MonbITKaMu CKOPPEKTMPOBaTbL FrEMOAMHAMMKY MaumeHTa TepaneBTUYeCKUMN CpeacTBa-
MW KOPOTKOr0 AeACTBUA. Tem He MeHee CMepTHOCTb NPV 3KCTPEHHbIX BMeLLAaTe/IbCTBax
Henpuemsemo Bbicoka (go 30%!). CoBpeMeHHbI Noaxo4 No3BossSeT n3bexkaTb IKCTPEH-
HOro BMeLLaTeNbCTBa Npy NPaBUIbHOM NPUMEHEHNN NpeAonepaLOHHOM NOArOTOBKMU.

MauneHTy ¢ «HeynpaBnseMon reMmogMHaMUKOM» B YCNOBUAX peaHMMaLMOHHOI0
0TAeNleHNa HasHavyalT MakcMmasibHble [03bl 6/10KaTOpPoB a-aipeHopeL,enTopoB ANu-
TenbHoro genctena (10-16 mMr gokcaso3vHa) nepopasbHO UM 4Yepe3 30HA. B Kkpart-
yaiLime CPoOKM BOCMOMHAKT 06beM LUPKYANPYIOLWEA KPOBU MO4 MOHUTOPUHIOBbLIM
KOHTPO/IEM LEHTPasIbHOro BEHO3HOro gasrieHns, IKI, 6anaHca >xugkoctu. MposogaT
cuMnToMaTuyeckyto Tepanuio. ocne KynuMpoBaHUS COCTOSHUSA «HeymnpasfsieMon
reMogMHaMuKn» NPoAOc/KAT MN/IAaHOBYHO NOATOTOBKY K onepauuun.

Heobxoanmo akKUueHTUPOBaTb BHUMaHME Ha TUMUYHbIX OLLINBKax Npu NpoBeeHUN
npefonepaunoHHON NoAroTOBKM.

m OpHa 13 Hauboslee YacTbiX OWWMOBOK — OTMEHa W/IN CHUMXKeHMe [o3bl 6/10KaTo-
poB a-afpeHOopeLenTopoB MNPy MOCTYpPasibHOW apTepuasibHOM FMNOTEH3UN UM
Taxmkapanu. 3TU NPosiB/EHUSA CBSA3aHbl C UCXOAHbIM, NaToreHeTn4eckn obyc-
NOBMEHHbIM Ae(ULNTOM 06bemMa LUPKYINPYIOLLE XXUAKOCTU, a He C NPSMbIM
JelicTBMeM npenapaToB. B Havane neyeHus Heobxoaumo cobniogaTtb CTPOrui
MOCTENbHbIA PEXUM B TeueHue 2-3 fHel, nocsie Yero npomMcxoAuT KOMMEHca-
unsa runososiemmn. KynmpoBaTb apTepuasibHY0 TMAOTEH3UI0 NYyTEM BBeAEHUS
XXUAKOCTU 6e3 NpUMeHeHUA 6/10KaTopoB a-afpeHopPeLIenTopoB Helesiecoobpas-
Ho. [lo3y npenapata He06Xo4MMO eXkeJHEBHO MOCTENEHHO NOBbIWAaTb A0 AOCTU-
YKEHUSA BblleyKa3aHHbIX NnokasaTeseii.

m Hanuume mcxofHOW apTepuasibHOM TMMOTEH3UW 3a4acTyl OLKNOG0YHO CyMTa-
I0T MPOTUBOMOKAa3aHMEM K MPUMEHEHUI0 6/10KaTopoB a-afpeHOopPeLLenTopoB.
B KauyecTBe aprymeHTa uUrypmpyet OMacHOCTb YCYry6/eHUs runoTeH3uB-
Horo atpcpekta. TeM He MeHee Hambonee TSXKesl0e COCTOAHWe HabnwgaeTca y
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MaLneHToB CO CTOMKOM apTepuasibHOM TMMAOTEH3MEN UAN TeHAEHUWEN K HeW
B MeXMNPUCTYyNnHOM nepuoge. CpeacTBOM Bbi6opa AN 3TUX 60MbHBLIX CUUTAKOT
nepopasibHble 6/10KaTopbl a-aiPeHOPEL,ENTOPOB MPOSIOHIMPOBAHHOI0 AENCTBUA,
KOTOpOEe Mo3Bo/IsieT M36exXKaTb COCTOSIHUSA «HeynpaB/isieMol reMoagnHaMuKmn» 1
KaTexonaMMHOBOrO LLOKa.
Kputepun adhheKTUBHOCTU NpefonepaLMoHHOM NoAroTOBKMU 60/1bHbIX ¢ heoXpo-
MOLIUTOMOVA:
¢ yMeHbLUeHUne (McCHe3HOBEHME) rMMnepTeH3UBHbIX NPUCTYNOB;
¢ KynvpoBaHWe rmnoBosIeMNYECKOro cnHapoMa (KIMHUYECKN 1 No pesynbTa-
Tam npegonepaLmoHHOro N3MepeHns LLeHTPasibHOro BEHO3HOI0 AaBeHns);
¢ HVBeNupoBaHWe HapyLleHUi puTma;
¢ KOppeKunsa MeTabosIMyecKnx paccTpoiicTB.

AHecTe3nosiornyeckoe nocobue

Hanbonee yacto NogbeEMOM apTeprasibHOro JaB/IeHNS CONMPOBOXKAAITCA CredytoLLme
sTanbl 06e3601MBaHUS U XUPYPrMYECKOro BMeLLaTe/bCTBa: BBEAEHWE B HApPKO3,
MHTYyb6auuns Tpaxeu, NOBOPOT 60/IbHOr0 Ha orepaLoOHHOM CTOJ/1e U MPaKTUYEeCKMW BCer-
[a — aTan XxMpypruyeckoro BblaeneHns onyxonu. MposoLnpoBaTb BbI6GPOC FTOPMOHOB
MOryT: TUMOKCUS WU TUNepKanHusi, pa3BMBLLASACS BO BPeEMsi BBOAHOIN0 HapKosa,
rpy6ass nHTy6aumsa, MuoacuukynsumMm npyv UCNosib30BaHUN AeN0oNsAPU3YIOLNX
MUopenakcaHToB, rpy6bli MOBOPOT M pe3koe pasrnbaHme 60/1bHOr0, HefoCTATOHHOE
06e36011BaHMe Ha Ha4yaso onepaLumn U, KOHEYHO, AeCTBUA Xupypra.

[0 HefaBHUX BPeMEH cuMTasin, YTO MPOSIOHIMPOBaHHbIe 6/10KaTOPbl a-afpeHo-
peLenTopoB W npenapaTtbl, BAUSIOWME HA CUHTE3 KaTexo/laMUHOB, A0/MKHbI ObiTh
OTMEHEHbl HaKaHyHe M1aHoBOW onepauun. 3Ta pekoMeHAaLms 6blia cBsizaHa ¢ puc-
KOM KoJiarca rnocsie «0TK/IIYeHUs» 0MyX0/inM OT LLeHTPasibHOro KPOBOTOKA Ha aTare
NepeBA3KU LLeHTPasIbHOM BeHbl HaAmnoyevyHuka. JonofHUTeNbHbIM aprymeHToM B
Nnonb3y TaKol TaKTUKWU Bbls1I0 OTCYTCTBUE BO3MOXHOCTU MPUMEHUTL B MOMEHT KOJI-
narnca MUMeTUKMN a-afpeHopeL,enTopoB Ha hoHe X 6s10Kagbl. B HaCcTOALW NI MOMEHT,
NnpyY BO3MOXXHOCTUW OLLEHKMW afeKBaTHOCTU MOAFOTOBKM 60/1bHOM0, Mbl CHUTAEM Heo6-
XOAVMbIM MEPECMOTPETb 3TV peKoMeHAaumn. Kputeprem afieKBaTHOCTU MOAFOTOBKM
cnegyeT cumTaTb CTabusIbHOE OTCYTCTBUE TMMNEPTEH3MBHBLIX KPU30B He MeHee 2 Hep,
HopMasnMsauuio «oHOBOro» AL, 0TCYTCTBME TMNOBONEMUMN (KTNHNYECKM MO pe3y ib-
Tatam OpTOCTATUYeCKOW Mpobbl M 06BEKTUMBHO MO pe3ysibTaTaM U3MEPEHUS LEHT-
pasibHOro BEHO3HOI0 JaB/IEHUS).

Ecnn cocTosiHMe 60/1IbHOF0 0TBEYAET KPUTEPUAM aieKBaTHOW NOAFOTOBKM, TO NPU-
MeHeHVe 6/10KaTopoB a-aJpeHopeLenTopoB MPOSIOHIMPOBAHHOIO AECTBMSA Heroc-
PeACTBEHHO Mepef ornepaumein CHMXKAET YMCI0 U aMNINTyay UHTpaonepaumMoHHbIX
rMNepPTEH3UBHbLIX KPU30B, YMEHbLUAET PUCK U aMMNINTYyay apTepua.TbHOW rMnoTeH-
31K Nocne «OTK/IIOYEHMSI» ONYXO0/IM OT LLeHTPasIbHOro KPOBOTOKA Ha aTarle nepeBa3Ku
LeHTpasIbHOM BeHbl HaAMOYeYHUKA.

BoNbLWMHCTBO UccriefoBaTesiell 0TMeYaeT HE0BX0AMMOCTb MPSIMOro UKW Ornocpeso-
BAHHOI0 KOHTPO/ISI 3a 06LEMOM CEPAEUYHOrO BbiGpoca Ha onepauyMoHHOM cTone. Mpu
NpoBeAEHNN aHEeCTe3MO0I0NMYECKOro Nocobusi Mo NoBody (heoXpPoMOoLMTOMbI Heo6Xo0-
AVIMO MOHUTOPMpPOBaThL OKCUreHauuto Kpoeu, UCC, IKIT, npoBogMTh KanHorpaduio,
WHBa3VBHO U3MepsATb apTepuasibHoe M LieHTpasibHoe BEHO3HOE AaBfIeHne, OCyLLecT-
BNATb KOHTPO/b ANypesa.
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Mpu BbIGOpe NpenapaToB Anaa 06e360n1MBaHUA BO BPems onepauun crepyet
PYKOBOACTBOBaTLCA MX BAMSHUEM Ha cUMMaToajpeHasioBylo cucteMy- WM3BecTHO,
uTo Mt06bIe onepauunM U HapKO3 COMPOBOXAAKTCA MOBbILLEHUEM KOHLIEHTpaLuu
KaTexoNaMUHOB B KpoBU- K coXXafieHu, HeT aHeCcTeTUKOB, CMOCOOHbIX npeayn-
peanTb pa3BUTUE TSXKENOW runepkarexosiaMMHEMUN NN 6/10KUpoBaTb AelcTBUE
nocnegHUX Ha agpeHopeuenTopbl. Ho ecnv nNpu HelposienTaHanresum n Hapkose
ranotaHoM HabnwgaeTca NUWb He3HauuTeNbHOe MOBbIWEeHWEe KOHUeHTpauuu
ajpeHannHa v HopajpeHasinHa, TO KeTaMubl OKa3blBaeT BblpaXXeHHOe cUMMaTo-
MUMeTNYecKoe fAelicTBUe. B To >Ke BpemMs, B nuTepaType onucaHbl cnydyau pas-
BUTUA cuMNaToaApeHasioBOoro Kpusa fnocne BBeAEHUS fponepupona, a rasoTaH
(dbTopoTaH*), B CBOWO OYepenb, CEHCUOBUMU3NPYET MUOKapA K BO34elcTBUIO KaTe-
X0/1TaMWHOB. 3TO MOXXET CMPOBOLMPOBATL XXeNyA0UKOBY 3KCTPACUCTONN U/nnan
NapoKcu3M >XenyaovyKoBOM TaxmKapauu. [MoaToMmy npenapatamu Bbl6opa Ans
06e3b60nmMBaHUA NaymMeHToB ¢ PeOXpoMoLMTOMaMM cuuTalT: nponodon (aunpu-
BaH*), rekcobapbutan (rekceHas*), TUoneHTa/n HaTpusd, Amaszenam (CeayKCeH*),
heHTaHUN. TIPUMEHSIOT TaKXXe COBPEMEHHbIE UHTaNALNOHHbIE aHECTETUKN: U30(-
nypaH, cesodnypaH- O6nagas MOLHbIM aHecTe3UPYOL UM AeliCTBMEM, OHWN Npak-
TUYECKU JSINLLIEHbI apUTMOreHHOoro apgekra.

OCHOBHbIM BOMPOCOM aHecTe3Mos1I0rM4eckoro Nocobus y 60/bHbIX ¢ he0XpoMOoLLU-
TOMaMmn ocTaeTcs Bbl6op npenapata 415 aPPeKTMBHOIO KOHTPOA 3a MHTPaonepa-
LMOHHOIM remognHamukoii. Ecnu ccopmynmpoBate HE0OXOAVMble KadecTBa TaKoro
npenapata, TO 3TO NPeXXAe BCEro 6bICTPbIN FMNOTEH3UBHbIM 3DEKT N YNIbTPaAKOPOT-
Koe BpeMs AelcTBuSA.

Ha coBpemeHHOM 3Tane Haubonee NpeanoYTUTENbHLIM CUYMTAOT MNPUMEHEHME
neprdepuyeckmx BasoaMIaTaTopoB (HaTpUs HUTponpyccuaa) uam 670KaTopoB a-
agpeHopeuenTopoB (theHToNammHa, TponogudeH). Mcnonb3oBaHnUe HUTponpyccmga
0becneynsio aHeCcTe3N010roB MOLLHbLIM, 6GLICTPO TUTPYEMbIM NpenaparoM A/1s yrpas-
NeHns BHe3anHbIMW KonebaHUsiMn apTepuanbHOro gasneHus. MNMpumeHsaemble 610Ka-
TOpbl a-aipeHOpPeLLenTOPOB He TaK IEFKO M AOCTYMHO TUTPYIOTCA (403UPYHOTCA) KakK
HUTponpyccua HaTpus. MNepuog nonypacnaga HaTpus HUTPoNpyccuaa — HECKOsIbKO
CeKyHA, heHToNaMuHa, TponoandgeHa — 19 MnH. O4YeBUAHO, UYTO CrlefoBoM 3EKT
nocne BBeAeHNA 6/10KATOPOB a-afpPeHOPELLENTOPOB MOXKET YCYTybuTh apTepnasibHyto
rMNOTEeH3UI0, BO3HMKAIOLLY0 Noc/e «OTKAYEHUSA» KaTexonaMmnH-NpoayLmpyoLLEei
0MyXO0/I1 OT LLeHTPasIbHOr0 KPOBOTOKaA.

Mcnonb3oBaHWe raHrino6s10KkaTopoB BO BpeMs onepauun HelesecoobpasHo HU
C MaTtoreHeTUYECKOM, HM C NMPaAKTUYECKON TOUKMU 3peHust. MNpu pa3BuTUM Kpmsa nx
npuMeHeHne Hea(eKTUBHO.

HapyweHunsa cepgeyvHoro pytmMa (Taxukapaus, HamKenyaoukoBble 3KCTPacucTo-
Nbl) KyNnUpyT 6/10KaToOpammn a-agpeHopel,enTopos. Mo MHEHUIO 60/1bLUNHCTBA aBTo-
poB, oNTUManbHOe CPeAcTBO, coHeTalLlee KapamoceneKTUBHOCTL U KOPOTKUM nepu-
04 [EefCTBMSA, UYTO BadKHO MpW MHTpaornepauyMoHHOM ero HasHayeHWW, — 3CMOJSI0N.
BbIsiBfieHME >XeNny[o4KOoBOM 3KCTPacuUCcToNMK criegyeT pacueHMBaTbh KaK nokasaHue
ONS BBeAeHUS NnaoKanHa.

YaaneHue (heoXpoMoLUTOMbI, KaK HMKaKasa gpyras onepauus, TpebyeT 4eTKoro
B3aMMOAENCTBUS XMpypra U aHecTe3nosiora, Tak KakK W3MeHeHue apTepuasibHoro
[aBIeHNA HENOCPEACTBEHHO 3aBUCUT OT AeCTBUI onepaTtopa. [elicTBMA aHecTesno-
nora TaKTUYECKN JO/KHbI 6bITh Ha LLAr BNepean Toro, YTo NPOUCXOAUT Ha onepaLu-
OHHOM riofie.
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Xupypr [osmkeH coobliaTb aHecTe3nos10ry o xoae onepaummn, 0CO6eHHO 0 MOMeHTE
nepexxatusi UeHTPasIbHOW HaAMo4YeyHMKOBOW BeHbl. Kak mnpaBuio, B 3TOT MOMEHT
NPoOMCXoAMT OTK/OUEHME OMYXO0/IN OT COCYAMUCTOr0 pycna, 1 34ecb HaA4YNHaETCs HOBbIN
OTBETCTBEHHbIN M oMacHbI 3Tan onepauun. KoHLeHTpaLmMsa KaTtexoiaM1MHOB B KPOBU
HauMHaeT BbICTPO CHMXKATHLCA W, HECMOTPS Ha TO, YTO OCTAeTCs elle 3HAUUTESTIbHO
BbilLle HOPMaJIbHbIX 3HAYEHWUI, MPONCXOAUT AnnaTauusi apTepuon. IT0 NPUBOAUT K
pe3KoMy YBE/IMUYEHMIO 06bEMA COCYAMNCTOr0 pycsa npu npexkHeM 06bemMe LIUPKYNpy-
toLLeli KpoBU. ApTepuasibHOe AaBfieHne NMpu 3TOM MOXXET CHUXKaTbCA BMJI0Tb A0 Heon-
pefensieMbix 3Ha4YeHU. B cBA3M ¢ BpeMeHHOM pehpaKTepHOCTbI0 K KaTexonamuHam,
nobble NONbITKW CTabunmsaunm reMmogMHaMmMKM YrnopHbIM NPUMEHEHWEM Ba3onpec-
COpOoB 6e3 KOppeKLUM 06bemMa LLUPKYNNPYIOLLEN XXNAKOCTU 6ecnepcrneKTUBHbI.

B YC/I0BUAX afeKBaTHOVM npeaornepayMoHHOA NOATOTOBKM PUCK pas3BUTUS Kpu-
TUYECKO apTeprasibHOM FTMMNOTEH3UM NOC/1e OTK/TIYEHUS ONYX0AN OT LLeHTPasibHO-
ro KpoBOTOKa 6/IM30K K HYJIH0.

MHy3noHHada Tepannsa 3aHMMaeT 04HO M3 FNaBHbIX MeCT B aHEeCTe3M0/10r MYeCKOM
nocobuu npun yaaseHnn eoxpomoumTombl. locne nepeBsA3KWM LEeHTpasibHOl Hapg-
NOYeYHMKOBOW BeHbl Mo KOHTPOSIEM LLEHTPasibHOr0 BEHO3HOr0 faBfieHUS CTPYIHO
BBOAAT nsiazmosamMellalolime npenapatbl, CBEXe3aMOPOXKEHHYI0 nsa3My, pacTBopbl
rNI0KO3bl U MOSIMNOHHbIE cMecu. [ocne HopManmM3aumMn apTepuasibHOro AaBneHus
CKOPOCTb BBEAEHUS YMeHbLlaloT. MNpu He3HaUNTEe/IbHOW KPOBOMOTEpe MoKa3aHusa K
nepenvBaHMi0 3PUTPOLIUTAPHOM Maccbl oNpeaenstoTcsa UCXOAHbIMU KOHLLeHTpayus-
MW reMorniobuHa 1 sapuTPoOLLUTOB.

Mpu ABYCTOPOHHUX (heoXpoMoLMTOMax, ANTESIbHON 1 TpaBMaTU4YHOM onepauumn
Mo MOBOA4Y MHOXECTBEHHbIX OMYyXO0sieli MM NOBTOPHbLIX OMepauusax Ha KoHTpaaTe-
pasibHOM Hagno4YevyHMKe HeobXoaMMa 3aMecTUTe/lbHaA ropMOHasibHasa Tepanus.

Xupypruueckuii goctyn

B cBA3M ¢ pasBUTMEM 3HAO0CKOMMYECKOM XUPYPrnm B HacTosiLLee BPeMS Y 60/bHbIX €
theoxpomoumTomoii fo 10 cm B friameTpe onepaumeit Bbibopa cumMTatoT lanapocKonu-
YECKYH afpeHaNaKToOMUI0.

Kniou K pelueHnio npobsiemMbl 3HAOCKOMMYECKUX BMeELLATEIbCTB NPU heoXpoMOo-
LMTOMe — afeKBaTHOCTb MpeAornepaLMoHHOA NOAT0TOBKU, MPaBU/IbHbLIA KOHTPO/Ib
3a MHTpPaonepauMoHHOW reMognHaMMNKOW, C O4HO CTOPOHbI, U COBEPLUEHCTBOBaHNE
3HA0CKOMMYECKO TEXHUKN — C ApYroii. IMpn cobnogeHnn aTUX YyCA0BUIA CTAHOBAT-
€1 BO3MOXXHbI 60/1ee gNnTe NbHble MAHUNYNALNUM B YCI0BUAX MOBbILLIEHHOI0 BHYTPU-
O6pIOLLIHOro faB/ieHUs.

O6bemM onepaTUBHOIO BMeLlaTesbCTBA

LlenecoobpasHo pa3gesinTb (heoXpomMoLUTOMbI Ha ABe rpynnbl.
I. Onyxonu, nMetoLLLNE BbICOKYH BEPOATHOCTb UCTUHHOIO peLnamBa:
¢ Ha/Inyure pernoHapHbIX WM OTAa/leHHbIX MeTacTas3os;
4 MeCTHOEe pacrnpocTpaHeHue OMyX0/IM Ha Karcynay npuexalmnux opraHoB
NN KpyMHble cocyabl;
¢ [BYCTOPOHHEE NopakeHne HaAno4YeyHNKOB;
MYbTULLEHTPUYECKNT XapaKTep pocTa onyxonu;
¢ reHeTMYecKU AeTePMUHMPOBAHHbIE PEOXPOMOLUTOMbI,

*
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I1. Onyxonu, meroLLLMe N b MOPdosIornyeckme NpuU3HaKM onyxosesoro pocra:
¢ AAepHbIA N KNETOUHbIN NOIMMOPRU3M 1 aTunus;
¢ Ha/smuure cocyancTol 1 KancyssspHoM nHeasmu.

HaunbonbLy0 0NacHOCTb B OTHOLWEHMW UCTUHHOIO peLunamea onyxonm npu cyoTo-
TaNbHbIX pPe3eKunax HagnovyeyHKa npeactasnsaoT onyxonu | rpynnol.

CoxpaHeHVe TKaHW HaAno4vyeyHrKa no3sonsieT nsbexxarb HafNno4eYHNKOBOM Hefo-
CTaTOYHOCTWU, HO He CHWXXaeT PUCK BO3HMKHOBEHUA MECTHOr0 peumamBsa Ornyxosnu.
OnepaTtuBHOEe fleyeHMe B YC/10BMAX PYy6LLOBOro npoLecca HeceT B cebe 60/bLUYI0 BEPO-
SATHOCTb OC/IOXKHEHWUI, YeM NPU NMePBUYHBIX ONepaLusx.

Peunauns heoxpomMoLUTOMbI Yalle BCero o6ycrioBfieH repMmMHasibHbIMU U coMa-
TOFEHHbIMW MyTauUsMU, ANS KOTOPbIX CBOWMCTBEHHA BbiCOKas (eHoTMnu4ec-
Kas MeHeTPaHTHOCTb TOTa/IbHOro MopakeHUs MO3roBOro C/108 HaAnoyYeyHUKOB.
Mpy MyNbTULEHTPUYECKON (heoXPOMOLMTOME HaanovYeyHuKa 1t060ro nponcxoxaje-
HUSA (reHeTu4eckn o6ycNOBNEHHOIO MW CNOPAAMNYECcKOro), AaXKe ec/in KOJIMYecTBO
pe3nayanbHOro M0o3roBoro BelecTBa HaAMnoyYeYHMKOB MUHUMaIbHO — CYLLecTByeT
BbICOKAs BEPOATHOCTb peumgusa. [Npu opraHocoxpaHAWLWMUX onepauusx HeBo3-
MO>XHO He COXPaHUTb YacTb MO3r0BOr0 €109 HAANOYEYHMKOB, YTO 00YCNOBIEHO KOH-
rPY3HTHOCTbIO PacnosioXKeHUsa MO3roBoro M KOPKOBOI0 Bel,ecTBa HaAMOYEeYHNKOB.

Takum 06pa3om, «30/10TON cTaHAAPT» 06bema onepaTUBHOIO BMeLLIATe1IbCTBA NpU
theoxpomoumTOMEe — aipeHanIKTOMMSA C ONyX0/1blo.

deoxpomMounTOMa MNPU CUHAPOME MHOXECTBEHHbIX 3HAOKPUHHBIX
Heonnasuii 20

CM. rn. MHOXXeCTBEeHHbIe 3HOOKPUHHbIE Heornnasum 2 tuna.

deoxpomoumToma y aetei

BOMbLUNHCTBO C/lyYaeB apTepmasibHON rMNepTEH3NN Y AeTel BTOPUYHbIE, K Hanbonee
YacTblM MPUYMHAM apTepuasibHOM FUNEPTEH3UM OTHOCATCHA BPOXKAEHHblE Hapylle-
HNA pasBUTUA No4vek (78%), OKK/O3NOHHbIE M3MEHEHUST MoYeYyHol apTepumn (12%)
N KoapKTauusa aopTbl (2%), dheoxpomoumToma 06yc/10B/INBAET CUMIMTOMATUYECKYHO
apTepuanbHyl0 rmnepTeHsuio y 0,5-2% peTeii. B HepByt ouepefdb, MpU HanMuum
apTepuasibHOl rMnepTeH3nn y AeTell He06X04MMO UCKMUYNTL NoYeUHble MPUYNHbI
MU KoapKTaumio aopTbl. [pu UX OTCYTCTBUU B 0643aTes/ibHOM nopsagke Heobxoammo
NPOBECTU NabopaTopHYI0 U TOMMYECKYH ANarHOCTUKY (PeoXpOMOLUTOMBI.

CpefHuWin Bo3pacT geTeli ¢ heoxpoMoLUTOMOlA cocTaBnsetr 11-12 net. NmetoTcesn
HEeKOTOpble 3MNUAEMUOSIOTNYECKNE Pa3/INUNA MeXAY NPOSABAEHUAMMU ONyxonen y
JeTeli 1 B3pOCAbIX, B OT/IN4ME OT B3POC/bIX, Y AeTel 0TMedeHo npeobriafjaHue My>x-
ckoro nona (2:1) n ABYCTOPOHHEro nopakeHusa (ao 1/4 HabnopeHwui). OTMedvaeTca
oTyeTNIMBasa TeHAeHUUA K 6ofiee 4acTOMY BbISIB/IEHMIO CEMENHOI0, MYJ/IbTULEHTPU-
YeCKOro 1 BHeEHaAMNo4YeyHKOBOro XxapaKrepa rnopaKeHus.

HekoTopble Npu3HaKu (HeoxXpomMoLMTOMbl Go/ee 4yacTo BCTpedyatTcsa Yy AeTeid,
yeM y B3poc/biX. Cpean TakKoBbIX — MOT/IMBOCTb, 3pUTENbHbIE paccTpolicTBa, TOLU-
HOTa, pBOTa, MOTeps Beca, >axkAaa U nonnypusa. MyJbTULEHTPUYECKME OMYXO0/In
MOXXHO 00Hapy>XuTb y 45% peTeil, BHeHaANOYeHYHNKOBOE nopakeHne — y 25-40%.
deoxpoMoLLMTOMa B MOYEBOM My3bipe BcTpeyvaeTcs B 10% HabnwaeHuin akcTpaaape-
Has10BbIX ONyXo0siel y aeTei.
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YuuTtbiBas pasnuMuumsa snuMaeMuosiormyeckux rokasartenen mexxgy rpynnamu
B3pOC/bIX MNaUMeHTOB 1 AeTel ¢ (PeoOXPOMOLUTOMaMM, MOXKHO OTMETUTb, YTO CyLec-
TBYeT O4YeBMAHAsA B3aMMOCBSA3b MEXAY IOHbIM BO3PacTOM W FeHeTUYecKowr npej-
onpeaesieHHOCTbIO K BO3HUKHOBEHUIO XpoMadhMHHOM onyxosin. OCHOBHasA npuynHa
reHeTMYecKUX HapylleHu, ¢ 6oNblUeid 4YacTOTOM MPOABSAIOLIMXCA ONYXO0NsaAMU
XpomadhHHOW TKaHW, y aeTet — 60/1e3Hb hoH Xmnnnens-J/inHgay — 3ab6onesaHune
C ayTOCOMHO-AOMWUHAHTHbLIM TUMOM HacnefoBaHUs, B OCHOBE KOTOPOro NeXUT MyTa-
uua VHL-vena B 3 xpomocome n 51>A-cnHgpom.

Peunams Ha mecTe onepauun Npyv MyAbTULLEHTPUYECKOM NOPaXKeHUU — He pej-
KOCTb. OCOBGEHHO XapaKTepeH peunans 415 ceMerHbIX CUHAPOMOB, HO MOXKET TakXXe
oTMeyaTbCA U Yy NauMeHTOB CO cnopajuyeckMmMm onyxonsamu. Yactota peunansos
BapbMpyeT B 3aBUCMMOCTM OT rPYMN NauMeHToB U A/INTE/IbHOCTU HabniogeHus, ogqHa-
KO 0CTaeTcs HanbonbLUeil y nu1L, onepupoBaHHbIX B 4ETCKOM BO3pacTe: MeTaxXpoHHbIe
ONyXO0/IN BbIABAAIOT Y TPETU NaLNEHTOB, UHOraa 6osblue yem vepes 10-12 fieT nocne
NepPBUYHON onepalunm.

Y Bcex geTeii ¢ heoXpoMOoLUTOMOIA HEOBXOANMO 3arof03pUTb CEMEHbIV CUHAPOM.
Mpn nepBuUYHON MaHudecTaummn 3aboneBaHmsa ¢ 15-n1eTHero Bo3pacTa Heobxoauma
reHeTnyeckas gnarHocTuka He TosibKo FbTL-reHa, HO 1 onpedesieHMe HOCUTEeNbCTBA
myTauum B SDH-B, SDH~D n RET,

leHeTn4YecKoe 06cefoBaHNE N KITMHUYECKNT CKPUHUHT HE06X0ANMbI MPU:

¢ OTArOWeHHOM CeMeNHOM aHaMHesE;
¢ BblISIB/IEHUN (DEOXPOMOLMTOMBI B MEPBbIX TPeX AeKafax XXU3HWU;
¢ B C/ydae MHOXXECTBEHHbIX U/UMN MYNbTULLEHTPUYHbBIX ONYX0ei.

Uepe3 5-10-neT nocne onepauumn, Nnpu reHeTUYeCKN BepUPULMPOBAHHOM Ana-
rHO3e, MOXXHO MPOBOAMUTL EXEr0f4HbIA CKPUHUHI KOHLEHTPaLUM MeTUMPOBAHHbIX
NPOV3BOAHbIX KaTeX0NaMNHOB.

deoxpomoumTomMma 1M 6epeMeHHOCTb

ApTepunanbHas rmnepTeH3ns — 04HO U3 Hanbosiee YacTbIX OC/TOXKHEHW 6epeMeHHOC-
™. PeoxpomMoLMToMa Npu 6epeMeHHOCTV BCTpeYaeTCca pefKo, O4HAKO ecnv AnarHos
NnocTaBJ/iIeH HernpaBuU/IbHO N ONYX0/lIb BOBPEMS He pacrno3HaHa, rurepkarexonammHe-
MW MOXET CTaTb NPUUYMHOM NepuHaTasibHON CMePTU pebeHKa U Cepbe3HbIX 0C10XK-
HeHW Af1s1 opraHn3mMa MaTepu.

BbisiBneHne heoxpoMoumnToMbl NpY 6epeMeHHOCTN CTaBUT HECKOJSIbKO Cepbes-
HelLWKnX BOMPOCOB Mepef aKylLlepamu, XUpypramm n HeoHartosioramu. K pewlato-
WM hakTopam, BANAIOLWNM Ha peLleHne Bonpoca 0 cOXpaHeHUn pebeHka, 0THO-
CATCSA CBOEBPEMEHHOCTb MOCTAHOBKW AMarHo3a 1 afeKBaTHOCTb afpeHeprmnyeckom
6/10Kagpl.

CumMmnToMaTuKa (heoXpomMoLNTOMbl Y GEPEMEHHbBIX MOXXET ObiTb aTUMNUYHOW, 6e3
APKNX MapOKCN3MOB apTepunasnbHoli runepTeH3nn. MNposaBReHns pa3NnyHbIX BapuaH-
TOB apTepuasibHOWM FMNEepPTEH3UN, KaK NpaBuio, pacLieHMBaT Kak bonee TUMUYHbIE
COCTOSIHUSA, CBA3aHHble C Natonorven 6epemeHHocTU. JSlabopaTtopHas AmarHocTuka
theoxpomMoLMTOMbI NPV 6EPEMEHHOCTM HUYEM He OT/INYaeTCs 0T 06bIYHbIX CUTYaLMiA.
ANA tonunteckoro WCCNENOBAHUA MPeanovTUTENIbHO BblNonHeHNMe MPT u Y3 B
CBSAA3U C OTCYTCTBMEM JTYHEBOW HArpy3Ku.

Mpu afgekBaTHOW agpeHepruyeckoin 61okage rnepopasnbHbIMU NpenapataMu npo-
NOHTMPOBaHHON0 AENCTBUSA TeueHNe 6epeMeHHOCTM MOXKET BbiTb HEOC/TOXKHEHHbLIM U
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6narononyyHbiM. Heob6xoaMmo yumnTbiBaTb, YTO Ha3HayeHMe 6epeMeHHbIM 6/10KaTo-
poB p-afpebiopeLLenToOPoB Nnepes KecapeBbiM ceNieHWeM yBeiMyumBaeT PUCK TUMOTOHU-
YEeCKOro MaToyHoOro KpoBoTeYeHMs, B CBA3M C YEM LLUMPOKOE MPUMEHEHNE NX.0TPaHN-
YeHo (MPUMEHSAT Npenapartbl YbTPaKoOpOTKOro AeNCTBUS CTPOro Mo NoKasaHUsM,
Hanpumep 3cMos0n).

Mpu hopMMPOBaHNM aKyLLEPCKOW N XUPYPTMYECKo TaKTUKKM B | 1 Il TpumecTpax

6epeMeHHOCTN HeobXoA4MMO NMPUAEPXKNBATLCA CNEAYIOLLL;NX MPUHLUIMOB:
¢ Ha3HayaTb 6/10KaTopbl a-afpeHopPeLEenTopoB HeO06X04MMO B BO3MOXKHO
Hanbosee paHHMeE CPOKU;
¢ BOMPOC O MnpepbiBaHUM 6GepeMeHHOCTU U yAaneHUW Oonyxonu cnegyet
pellaTb C y4eTOM OLLEeHKWN TeMMNOB BHYTPUYTPO6GHOro pasBnTnsa nnoga, Tak
Kak 3ajep>Ka yganeHuss onyxonu nogsepraeT MaTb U pebeHKa NnoBblLLIEeH-
HOMY PUCKY.

B cBA3M C BO3MOXKHOCTbIO MPOBEAEHUS afeKBaTHOW 61o0Kaabl a-afpeHopeLenTo-
poB, BOMpoC 0 Lesecoobpa3HOCTM OAHOMOMEHTHOrO BMeLlaTenbcTBa Npu eoxpo-
MOLMTOMe Yy 6epeMeHHbIX B nocnefHue rofbl cepbe3Ho Anckytupyetca. Mpobnemy
O0AHOMOMEHTHOr0 BMeLlaTeNbcTBa y 6epeMeHHbIX paccMaTpuBaloT ¢ No3nLLUK coxpa-
HEHUS CTabUbHOCTU reMOAVHAMUYECKMX MoKa3laTesieil nocne BbIMONHEHNS Kecape-
Ba ceyeHUs. Hanuumne heoxpomMoLnTOMbI CAYXKUT abCOMOTHBIM NOKasaHueM K Npo-
BeJeHUIO KecapeBa ceveHUs!, TakK Kak 3ToT cnocob pogopaspeLleHnss conpoBoXKaaeTcs
HanMeHbLUMMK MepenajgaMmn apTepranbHoOro AaBfeHnUsa 1 6osee HU3KOM MaTepuHCc-
KON CMEPTHOCThLIHO.

MporHos

CMepTHOCTb B YyUpeXxAeHUax, Cheunannsnpylouimxca B fle4eHUU 3TOA rpyn-
nbl 3a6osieBaHWii, Ha cCOBpeMeHHOM 3Tane cocTaenseT oT 1 Ao 4%. K OCHOBHbIM
npuyYMHam CMepTW OTHOCATCA OC/IOXKHEHUS runepkarexoriammHeMun (MHMapKT,
WHCYNbT, KaTexo/laMUHOBbIM LLOK, O0TeK SIerkmux, 0TeK Mo3ra v p.) Ha onepaum-
OHHOM cTosle. B nocrieonepayMoHHOM repuoge Hambosiee 4acTo NPUYNHON CMepPTn
CTAHOBUTCA HepauKanbHOCTb onepauun (He HalgeHHas onyxosnb, OTAANEHHble
MeTacTasbl 1 ap.).

CepbesHylo NpobsaeMy npeacTaBnseT NOXKHbIA peunans peoxXpoMoLTOMbI, CBS-
3aHHbIi He e MeTacTaTUYecKUM MPOLLeCCOM, & C MeTaxpPOHHbLIM POCTOM FeHETUYECKUN
[eTepMUHUPOBAHHbBIX onyxosiei. C yyeToM TOro, 4YTo 0K0Mo 25-30% 60/bHbIX C
eoxpomMoLLMTOMaMN MMEIOT TFeHeTU4eckn 06yc/noBAeHHY (opMy 3abosieBaHUS,
cuTyauus npepactasffeTcs KpaiHe HernpocToi. Ecnu npwu cuHgpome M3IH 2 tuna
noKanmnsauuna oryxosieBoro npouecca orpaHNYMBaeTCA, KakK MNpaswso, MO3roBbiM
CN0EM HaAMno4yeyHUKoB, TO Npu Takux myTtaumax, kak SDH-B, SDH-D n VHL,
nokKanusauma nopaxeHUs MoXeT 6biTb BHeHaAMno4Ye4YHMKOBOM M MHOXKECTBEHHOIA.
3ayacTylo Takoe pacnpocTpaHeHHoe nopaXkeHue MHTepPrnpeTUPYT KakK MeTactaTu-
yeckoe nopaxkeHue, 1 NaumMeHToB OLMBOYHO CUMTAIOT NHKYpabenbHbIMU.

B TeueHwe 5 et nocne onepaumn no rnosogy HeoXpoMoLMTOM BbKUBAKOT 06bIYHO
6onee 95% 60/bHbIX, a YacToTa peunaneoB He gocturaet 10%. JlydeByto Tepanuio
onyxonen n3 xpoMaUHHbBIX KeTOK A0 NocnefHero BpemMeHu cuntanu Headdek-
TnBHOI. OfHaKo Bce 60/1e€ MHOFOUMC/IEHHBIMW CTAHOBSITCA CO06LLEHNS 06 YCNEeLHOM
NneyeHNN MeTacTas3oB (PEOXPOMOLUTOMbI C MOMOLLbI0 MeTa-og-6eH3nNryaHunanHa,
MEeYeHHOro N30TOMNOM KonnuecTBo HabnogeHWn ¢ yMeHbLLIEHeM pa3MepoB ony-
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X0 N yBeSIMYEHVEM NPOLAO/IKUTENBHOCTU XXU3HWU AOCTUTAET B 3TUX COO6LLEHUAX A0
2/3 nponevyeHHbIX 60/1bHbIX.

B XpoMadUHHbLIX OMYX0/IAX BbIAB/IEHA 3KCMPECCUA COMaTOCTATUHOBbLIX peuen-
TOPOB — MNOABUNACL YHUKaA/IbHAA BO3MOXXHOCTb Lie/1IeBOro HasHayeHUs pagnoHyKun-
[0B, CBA3aHHbIX C aHasioraMy comartoctaTuHa. Takune peuernTopbl 3KCMNpeccupyoTca
B 80% deoxpomoumntom/naparaHrinoMm. MHOro Hagexs cBA3aHo ¢ paspaboTkamu
NPYMEHEHUSA NMPU PacnpocTpaHeHHbIX 3/10KaYeCcTBEHHbIX hopmax heoxXpomMoLUTOMbI
paguoTapreTHon Tepanuu ¢ pagmonsotonamm NMNLu-DOTA-octreotate n “oy-DOTA-
octreotate (MOMHbIA N YacTUYHbIA OTBET AocTUraeTca No4vtu B 35% HabnwaeHURn,
cTabnnmsaumsa onyxoneBoro pocta — B 75% criy4yaes).

CUMMNTOMbI FUMepceKpeLnn KaTtexoslaMmMHOB MOXKHO KynupoBaTb 6/i0KkaTopamu
afipeHopeLLenTopoB UNMN a-MeTunapaTnposnHom™'. O4eBMaHO, YTO 3TU CPeACcTBa He
OKasblBalT B/IVAHUSA Ha POCT OMyX0aM N MeTacTasnposaHue.

CraHpapTHasa xummotepanus gaet HeyTellnTe ibHble pe3y/ibTaTbl. Bo/bWMHCTBO
CXeM BKJ/O4YaeT npenapatbl, MCNOMb3yeMble A/ fledeHus Heripobnactom. OTBET Ha
XMMUOTepanuio nonyyarwT NpnénmsnTensHoO B 50% cny4daes; o4HaKo XMMUoTepanms
He MMeeT /1e4ebHOoro AeicTBMA, €CAN MOIHOMO YAAIEHUS OMYXO0/IM HE BbIMOSIHEHO.
PapuoTtepanua apeKTUBHA B NlIe4eHNN, NMPeXie BCero, KOCTHbIX MeTacTas3os.

Takum 06pa3om, 3/710KaYeCTBEHHbIE PEOXPOMOLIMTOMBI TPYAHO MoAAalTcsa neye-
HWIO, O4HAaKO Ha 3TOM NYTW OOCTUTHYTbl OMnpedesieHHble pe3y/ibTaTbl. BO3MOXHO,
UYTO YHUKas/IbHble FTeHEeTUYECKNE XapaKTEPUCTUKN (DEOXPOMOLMTOMbI MOXKHO BYAeT, B
KOHEYHOM cueTe, UCMO/1b30BaTh B SleUeHUN arpeccnBHbIX (HOPM 3TOM 60/1e3HMN.
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MepBUYHbIA TUNepasibAoCTEPOHN3M

MepBUYHLIM runepanbgoctepoHnsm (MIMA)— cobupaTenbHbIA CUHAPOM, B
OCHOBe KOTOPOTro0 J/IeXXUT NOBbILLIEHHAasA KOHLUeHTpaLms afib4oCcTepoHa, OTHOCUTE Tb-
HO aBTOHOMHAas OT PEHUH-abIrMOTEH3VHOBOW cucteMbl (PAC) 1 He cHuXXalLasacs
npu HaTpueBol Harpy3ske. [MoBbIlWEHMEe KOHLEHTPaUn anbaocTepoHa — OCHOBHas
NpuyYMHa pa3BUTUSA KIIMHUKe-/1abopaTopHbIX COCTABASKWNX CUHAPOMA: Cepaey-
HO-COCYAUCTbIX PacCTPOMCTB, CHMXKEHUS KOHLIEHTpauun peHMHa B nsasme, apTe-
puvanbHOW rMNepTeH3nun, 3afep>XKU HaTpUs M YCKOPEHHOro BblAeNIeHUSA Kanius,
4YTO MPUBOAUT K runokannemmun. Cpeam npmumH MIA Hanbonee yacTo BCTpeyarT-
€A anbAocTepoHNpoayLupyolwas ageHoMa HagnovyedHuka (AMA), o4HOCTOPOHHSASA
(OHIN) nnu oBYCTOPOHHAA HaAMOYEYHVKOBAs rMnepnnasns, B pegKux caydyasax —
HacneACTBEHHO 06YCNOBMEHHbIV TNIOKOKOPTUKOUA-3aBUCUMbIA FTMnepanbaocTepo-
Hu3m (F3rA).

anungemmonorus

PaHee 60/1bLLUNHCTBO 3KCMEPTOB CXO4U/TUCL BO MHEHUW, 4TO Ha fonw MNMIEA npuxoanT-
cs MeHee 1% OT MauUWeHTOB C 3CCeHLMaNbHOM apTepuasibHOl rMnepTeH3ven, Takxke
npegnonaranm, 4To runokKaaneMms — obnuraTHblA CMMNTOM, HeobxoguMMblii Ons
MnocTaHOBKWU AnarHo3a. HakonsieHHble JaHHble NMPUBESIN K NepecMoTpy npeacTassie-
HWA 0 pacnpocTpaHeHHOCTM 3ab6osieBaHMA: MO AaHHbIM MPOCNEKTUBHbLIX MCCAeaoBa-
HuiA, MICA gnarHocTupytoTt 6onee yem y 10% nauwneHTos ¢ Al

[MaTtoreHes

Kak npasunno, npu MICA UCTOYHMKOM MOBbILLEHHON KOHLUEHTpaLnM anbhocTepoHa cta-
HOBATCA OMYyX0/1EBbIE WM TUMNEPNNACTUYECKNE N3MEHEHUSA B KOPE HaAMoYeyHuKa.
®du1310N0rNYecKNini MexaHU3M pPerympoBaHus ceKpeLnm anbaocTepoHa cBs3aH ¢
KonebaHmem apheKTUBHOIo UMbTPALNOHHOIO AaBNEHMA B ahhepeHTHbIX apTepmo-
Nnax Knybo4ykoB rnoyku {puc. 3.5).
B pesynbTaTe yMeHbLUeHUA Mepdy3vn CHUXKaeTca (MUbTpaLuoHHOe JaBfieHune
B K/1y60uKoBOM annaparte noyku. C uenbio nogaep>xaHusa uabTpaLMoHHOro aas-
NeHna Ha 3PPeKTUBHOM YPOBHEe 3aryckaeTcs Kackaj 6MOoXUMUYEeCcKUX W3MeHe-
HUW, KOTOPbI M3BECTEH KaK PEeHWH-aHIMOTEH3VHOBasA-a/b40CTEPOHOBAs cUcTeMa.
CHmXKeHne faBneHusa B ahepeHTHbIX apTepuonax Kaybo4yKoB ped/IeEKTOPHO aKTu-
BU3MPYET CEKPELMI0 pPeHMHAa HKCTar/ioMepynsipHbIM annapatom. Bo3gelicTBys Ha
aHIMOTEH3VHOIeH, 06Pa3yoLLLMICS B MeYeHW, PEeHVH OTLLLEN/ISIeT OT HEro AeKanenTug,
aHrnoteHsuH I. MNocnegHwnii, B CBOK oyepedpb, NOL BANSAHUEM aHIMOTEH3UH-NpeBpa-
watoutero pepmeHTa (AMN®P) nnasmbl TpaHCHOPMUPYETCA B MOLLHbLIA MPECcCOPHbIM
areHT aHrmoTeH3uH |1, KOTopblIii:
¢ noBsbllaeT cuctemHoe A/l;
¢ n3bupaTenbHO NOBbIWAET TOHYC 3 EPEHTHbIX apTepuon;
¢ aKTUBM3UPYET CEKPELMI0 aslb0CTepOHa KOPOA HagMnouYeyHNKOB.
AnNbOOCTEPOH MOBbILLIAET KOHLEHTpaUUK HaTpusa B Naasme 6narogaps YCUAeHUo
ero peabcopbuumn, CHMXKaeT KOHUEHTpauuo Kasins — NyTeM YCKOPEHWUSI ero cekpe-
unun. B pesynbTaTe 3a[ep>XKKN HATPUA NOBbILLAeTCA 0CMOTUYECKoe AaB/ieHWe NaasMmsbl,
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yBeMumMBaeTcsi 06beM LMPKYMpPYIOLLeii KPoBU. Bbicokasi KOHLEHTpauus HaTpusi
CEHCUBUMN3NPYET COCYANCTYIO CTEHKY K BO3JEMCTBMIO MPECCOPHBIX areHTOB.

ShdekTnBHoE fc G . CHuxeHuepaBneHus BadepeHTHbIX p)
duneTpaymoHHoe
AaBneHue B netie
HedhpoHa -

Puc. 3.5. MexaHu3m noaaepxaHus aMeKTUBHOTO (UNbTPALWOHHOIO AAB/IEHUS B MOYKax [PeHWH-
aHIMOTEH3NHOBOSA CUCTEMA).

B pe3ynbTtarte MHOrOKOMMOHEHTHOW paboTbl 3TOF0 FOMeoCcTaTUYECKOr0 MexaHu3Ma
nognep>xmpaetca apheKTUBHOE PUIbTPaLLMOHHOE JaB/iIeHME B MOYKe.

lMoBblleHe aKTUBHOCTU peHMHa nnasmbl Kposu (APT1) npu BTOPUYHOM rune-
panbaocTepoHn3Me MOXeT CTaTb CNeACTBUEM KaK pPas3fIMUHbIX HapyLLUeHW nepdy3nn
noyek, Tak MU HENOCPeACTBEHHOr0 MOBbILLIEHNSA aKTUBHOCTU KKCTAr/10MepyiIspHOro
annaparta ornyxoJsieBoro reHesa.

Mpy cpaBHUTENIBHOM aHa/In3e KJIMHWYECKWe MposiB/IeHUSA, BO3HUKaoLme npu
NnepBNUYHOM W BTOPUYHOM TUMNEpPasibAOCTEPOHN3ME, HecrneunduyuHbl, TaKk KakK 06yc-
JI0B/IEHbI BbICOKOW KOHLEHTpauuen anbhocTepoHa, nposisastuwenca Al v rmnoka-
nueknein. OcHoBoOWM AndhepeHUManbHON AMArHOCTUKM MEePBUYHOI0 runepanbao-
CTepoHM3Ma CY>XUT Hu3kas APTT npu BbICOKO/ KOHLEHTpauuu anbaocTepoHa, B
0T/IYMe OT BTOPMYHOIO rMNepasibA0CTEPOHN3MA, KOrga Ha qooHe 60MbLLON KOHLLEHT-
paumnn anbgocTepoHa oTMedaeTca Bbicokaa APT.
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KI'II/IHI/IKO-MOpq:)OJ'IOFI/Il—IeCKI/Ie BapnaHTbl nepBnU4HoOro
rmnepasib4oCTepPOHN3IMa

HecmoTps Ha To 4UTO onpefeneHbl YeTKue flabopaTopHble AUarHOCTUYeCKne Kpute-
pun gmnarHosa, BeputmKaLuusa rnepsuyYHOro rmnepanbhocTepoHN3Ma oCTaeTcsa NunLlb
nepBbIM WaromM. 08 NonyyeHUs ya0BNETBOPUTESbHBLIX Pe3yNbTaToB /leYeHNsA Heob-
XOAMMO 3HaTb 0 MaToreHeTUYecKor n MopdosI0rMYecKo HeOLHOPOAHOCTY CUHAPOMA
MepBMYHOro runepasbhocTepoHmnsma. HuskopeHunHosas AlC, obycrioBfieHHass MNoBbl-
LWEeHHOW KOHLUEeHTpauuern anbAocTepoHa, MOXKeT 6biTb pe3ynbTaToM pPas/iInyHbIX Mo
cBOel npupoge 3aboneBaHUi. B CTPyKType CMHAPOMA MepBUYHONO runepasbocre-
pOHU3Ma BbIAENAT creayoLuime HO30/10rnyeckme hopmbl.

m AlMA — conutapHasa onyxosib (afeHomMa) KOPKOBOIo C/108 KOpbl HaAmno4yevyHu-
Ka, CeKpeTupytouiaa anbgoctepoH. CuHgpom MIA, 06yCc/oBNEHHbI 0MyX0/b
KOpbl HajnoyeyHuka, Briepsble onucaH J.W. Conn B 1955 rogy. Okosio 80%
ATTA — abconiloTHO aBTOHOMHO CEKPETUPYIOT asboCTEPOH B CBA3W C MOSHOM
yTpaTon MexaHu3ma oTpuuaTesibHOWM 06paTHOM CBA3U MeXAY OMNyXosieBbIMU
K/1eTKamMun N peHUH-aHrMOTEH3VUHOBOW cucTeMoi. 1o 20% afeHOM Haamno4YevyHu-
KOB, CEKPETUPYIOLNX anbAoCTEPOH, OCTAKTCHA B PA3HOM CTeneHn YyBCTBUTE b-
HbIMU K aHrnoTteHs3uHy Il. PaHee, npu oueHke BcTpedaemocTtn MNIA okono 1%
BCex 60/1bHbIX ¢ AlT, Ha fonto ATTA B CTpyKType cuHgpoma MICA npoxoamnock B
cpegHem 0Koso 60%. OAHaKo Npy U3MEHUBLUMXCA npeAcTaBieHUsax o6 anuge-
Muosioruum MNMICA MOXKHO YBEPEHHO r0BOPUTb 0 3HAUYUTESTIbHO MEHbLUEM YAE/IbHOM
Bece AlA B cTpykType NIMA — ot 7 o 15%.

m OueHb pegko (0,3-1%) conuTapHOM ONyxo/iblo HagMovYeyHnKa ¢ rmnepcekpeLm-
eli anbfocTepOHa OKasblBaeTcs anbAocTepoHNpoAyLupyoLas KapumHoma. B
cUAy HU3KOM AnddepeHLMPOBKN KNETOK ONYX0sIM Npy 3TOM BapuaHTe nepBuY-
HOro rmnepasib4oCcTeEPOHM3MA OTMEYAETCA PEe3NCTEHTHOCTb K aHrMoTeH3nHy Il.
Kak npasuo, peyb naet 06 aApeHOKOPTUKaIbHOM pake, Korjaa B paMKax rnosiu-
rOpMOHaIbHOM NPOAYKLNM 0TMEYaETCA BblPa>KEHHbIN MUHEPaTKOPTUKONAHbIN
KOMMOHEHT.

m Vgnonatuvecknini rmnepanbnoctepoHnsm (MIFA) paHee cuuTanm BTOPbIM MO
BCTPEYaAEeMOCTM BapuaHTOM B CTPYKType cuHgapoma [IA. 1o COBpPEMEHHbLIM
npeacTaBneHUsaM, yaenbHblii BeC ABYCTOPOHHEW runepnsasnu HagnoyeyHUKoB
npn MIA coctasnsaet fo 80-85% cpeawn 6onbHbIX MIFA. Mopdonorniyecknm
cybctpatom UIITA aBndeTca ABYCTOPOHHANA AU py3HO-y3en1KoBas runepnaasms.
Mpu aToii thopme afeHOMaTO3Hble U3MEHEHNS B HaAMOYeYHUKE HepeaKo MOryT
JocTuraTb pa3MepoB MakpoageHoMbl (6osiee 1cm). OcHOBHasi oT/MuUTeIbHasA
yepta VA ot ATTA HagnovyeyHUKa COCTOUT B COXPAHHOCTU (DYHKLMOHAbHON
3aBUCUMOCTU (DYHKLMN KNETOK KOPbl HAAMOYeYHNKA OT KOHLUEeHTpaLnum aHrmo-
TeH3nHa Il gaxke Npn camMblX HU3KUX 3HaueHnAax APIT.

m OHOCTOPOHHAA HaAnovyeyHukosas runepnnasna (OHIN) — peako BcTpeyato-
wasca (meHee 1% HabnoaeHWd) dopma NePBMYHOrO runepasibhocTepoHnU3Ma.
Kak BugHo 13 Ha3saHus, a1 OHI xapaKTepHO 04HOCTOPOHHEE NopadkeHve npu
OTCYTCTBUWN afleHOMATO3HbIX U3MeHeHW. [MaTtoreHe3 YHKLUNOHANbHbIX U3Me-
HeHU Npu OHI™ 40 KOHLLA He SACeH.

CylecTByloT AaHHble 0 YYBCTBUTENIbHOCTU asibAoCTepoM K W3MEHEeHWI0 KOH-

ueHTpaumm AKTI. 370 3aK/oyeHMe O0CHOBaHO Ha COXpaHeHUWN LUpKagHOro putma
NPOAYKLMN anbaocTepoHa ONyxo/iblo CUMHXPOHHO € MpoayKuuer kopTtusona. C apy-
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I'GZCTopOHbL BAuaHue AKTI Ha onyxoneBylo ceKpeuuo anbAocTepoHa NMoATBEepIK-
JaeTca Tem, YTO Npu nogasneHnn npogykumm AKTI gekcaMeTasoHOM UMpKagHble
KonebaHnA KOHUeHTpaumu anbhocTePOHa HUBeUPYTCA. Taknum o6pa3om, Ha hoHe
OTK/IOYEHNA KOHTponmpylowero Bosgelicteua AKTIE nposBnserca aBTOHOMHas
NpoAyKLUMA anbAocTePOHa OMyXo/iblo HafMnoyYevyHuKa.

m Hanbonee ApKMM NOATBEPXAEHMEM B3auUMOCBA3U MeXAY KOHUeHTpaumein
AKTI 1 pyHKUMOHANBHLIMU U3MEHEHUAMU KJTy60UKOBOM 30HbI KOpPbl HaAmMo-
YeyHMKa MOXHO cuuTaTbh cywectsoBaHne M3IrA, 3ta hopma MNMIA BcTpeyaeTca
JocTaToyHo pefko (1-3%), cBsA3aHa ¢ ayTOCOMHO-A4OMWUHAHTHBLIM TUMOM Hac/ie-
[oBaHUA XMMepHoro reHa B o6nactn CYP11B1. B pesysibTate ero QyHKLMOHU-
pOBaHUA CMHTE3 asibAoCcTepoHa NMPOUCXOAUT He B KNYOOUKOBOWM 30HE KOpbl, a B
NMy4YKOBOW, Haxoasicb nof KoHTposieM AKTI. Mpu F3IFA oTme4vaeTcs OTYeTIU-
Bbli TepaneBTUYECKU 3heKT rnocre HasHa4YeHUs T/IIKOKOPTUKOMAO0B. Ons
aToi popmbl MICA xapakTepHa pe3ncTeHTHOCTb K aHTMOTEH3UHY 1.

m CYHAPOM 3KTOMMPOBaAHHOM NPOAYKLUN anbAocTeEpPOHa — KpaliHe pefKuii Bapu-
aHT MIrA, onucaHHbIA B eAUHNYHbBIX HabnaeHMAX. CUHAPOM BbiSBASETCA Npu
BHEHaAMoYe4YHNKOBOM N0KanmM3aunum anbAocTePOHNPOAYLMPYIOLLNX OMyXosiei
(wunToBMAHAA >Kenesbl, ANYHUKU, NOLKENYA0UHANA XKene3a, KUWEYHNK U ap.).

Heobxo4MMo 0TMETUTb, YTO raBHas Lesb B ANarHoCTUKe HO30/10r MYecKux Bapu-

aHToB MIA cocToUT B AN depeHLMPOBKe MeXXAY 0AHOCTOPOHHEN (hYHKLMOHAIbHOM
aKTUBHOCTbI HagnodedHuka (AMA mn OHIN) n ABYCTOPOHHENW runepnpoayKumen
anbgoctepoHa (MFA n F'3IrA). PasnuyHble siedyebHble Moaxoabl K IEYEHUIO KaXK Ao 13
[ABYX yKa3aHHbIX rpymnn, nso0Xoi ANPOorHo3 Npy HemnpaBW/IbHO BbIGPAHHOM BapuaHTe
neyeHns genaroT npobnemy anddepeHuanbHoi gnarHocTnkmn gopm MICA ocobeHHO
aKTyasibHO.

MopdosiorMyeckme M3MEHEHUSI HaANOYe4YHUKOB M OpraHoB-MULLIEHEl
NepBMYHOrO rMnepasibAoCTEPOHN3IMA

Mpy NepBUYHOM ruNepasbAoCTEPOHN3ME 3ac/y>KUBAKT 06CYXXAeHUS W3MeHeHUs
KaK B HajnoyeyHMKax, TakK U B OpraHax-muLlUeHsIX, CTpafjalnLlinux npu A/INTesNIbHO
MOBbILLEHHOW KOHLUEHTpaLnu anbocTepoHa B COCYAUCTOM pycsie U TKaHsAX.

BblaensawT criefyowne BapuaHTbl MOPGOI0rnyecKUX U3MeHeHWA B HaANOYeUH -
KaX, NPy KOTOPbIX MOXXET BbIABNATLCA HU3KOPEHUHOBLIN FMNepasibaocTEPOHN3M:

¢ ajleHoMa HajnoyeyHMKa B cCOHEeTaHNUM C aTpoinein OKpy>KarLLein ee Kopbl;

¢ afleHOMa Kopbl HajMovyeyHMKa B COYETAHMU C runepnaasvein 3/1IeMEHTOB
KAyb604KOBOW 1 (MNKN) NYYKOBOW 30H;

¢ apEeHOKOPTUKAa/bHBbIN pak;

¢ MHOXXeCTBEHHbIi afeHoMaT0o3 Kopbl;

¢ 130NMpoBaHHas AndysHaa wunu odvaroBas rurnepnaasmsa KaybouKoBoi
30HbI;

& nudpysHo-y3enkoBas unm guddysHas runepnsasvs BceX 30H KOpbl Haf-
noyveyvyHuKa.

Heob6xo4MM0 OTMETUTb, YTO Ha OCHOBAHWW O4HOM N1LLb MOPOSIOrMYEeCKON CTPYK-
TYpbl HaAMoYeYHVKA HEBO3MOXXHO CYANTb 0 XapaKTepe v npupoae hyHKLNOHaAbHON
aKTUBHOCTN KOPKOBOIO €/105. ON15 OLEHKW 3TOro haktopa HeobxoAnMmMo nposefeHue
MMMYHOTMCTOXMMMNYECKOr0 UCCAe0BaHNs, KOTOPOE MMEET BaXKHOE 3Ha4YeHue B OLLEeH-
Ke rocsieonepavrMoHHOro NporHo3a.
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MoBbIleHHAaA KOHLEHTPaumMsa anbfocTepoHa oKasblBaeT NPAMOe rnospexxjalLlee
B/INSIHNE Ha MUOKapA, cocyAbl N MOYKU. Y 60/bHbIX C ANNTENbHbLIM TedeHuem MIFA
pa3BuBaeTcAa asibfoCTepoH3aBUCUMan rmneptTpousa Mumokapga. HecmoTpsa Ha To,
4YTO rMNepTPoUA NEBOro Xenyaouka — Hecneuudguyeckoe npossneHne AL noboro
reHesa, lokasaHo, YTO yBesiInyeHMe Maccbl Mmokapaa npu MIrA passmusaeTca paHbLue
M TOJILLIMHA CTEHOK B 3TOM c/lyyae foCTUraeTt 601bLUNX pa3smMepos.

Mpwu MICA 6on1ee BblpaXkeHO HapyLLEHWE AMACTOINYECKOM DYHKLUMM MUoKapaa, Yem
npn Al gpyroii npupogbl. Auactonnyeckas neperpyska cTaHoOBUTCS NPUYNHOA anna-
Tauum neBoro npeacepamsa. MI3BectHo, YTO A1MTesIbHOE BO3AENCTBUE BbICOKMX KOHLLEH-
Tpauuini anbaocTepoHa Bbi3biBaeT (PUOPO3HbIE N3MEHEHNS B MUOKape. YCTaHOB/EHO,
4YTO nocsie NPoBeAeHNA XUPYPruyeckKoro seveHus npu AMNA v Hopmanusauuu apTe-
puasibHOro [aBfeHusi, HECMOTPSA Ha YMeHbLUeHWe TUNepTPOPUUECKUX U3MEHEHWNT
Munokapga, Anacroninyeckas ANCHPYHKLNA MUOKapLa MOXET COXPaHATbLCA.

CocyaucTtble nameHeHns npu AlC, cBA3aHHOM C A/INTE/IbHbIM, CTOMKMM MOBbILLIE-
HMEM KOHUEHTpaumm anbaocTepoHa, 00ycnoBfeHbl runeptTpodurert MUOLUTOB COCY-
ONCTOM CTEHKWU. FABNeHUs (PUOPOMYCKYIAPHOU Ancnaasum NpuMBOAAT K CY>XXEHUI0
rnpoceeTa apTepmasibHbIX COCYA0B. AT MOpP{oNornyeckre npossieHns 6onee Bbipa-
YKeHbl, YeM Y 60/IbHbIX C 3CCeHLManbHOM rmnepTeHsneld, 4To, N0 MHEHWIO 60/1bLLINHC-
TBa nccnepoBaTesne, 06ycnoBneHo Kak cobcTBeHHO A, Tak 1 NPSAMbIM NOBPeXAato-
MM BO3JENCTBMEM BbICOKOWM KOHLUEHTpaLUmn asibgocTepoHa.

Y 60/1bHbIX NEPBUYHbBIM FMNePanbAOCTEPOHNU3IMOM HapA4Y C U3MEHEHUAMN Hecne-
undurnyeckoro xapaktepa npu AlC No TMNy apTepuosIoCK/IepoTUYECKOro Hed)pocKie-
po3a onucaHbl crieynduryeckme mMoposiormnyeckne MNpPosABAEHNA — TaK Ha3blBae-
Masa runokanmemuyeckas rnovka. Mopgonornyeckn aTm M3MeHEHUs MpeacTaB/ieHbl
BOCNasleHWEM W CKJ/1epo30M MHTEPCTULUA B pe3yfibTaTe MOBPEeXAEHUSA anuTenus
KaHasbleB; mnocnefHee 00yc/rioBNEHO FMMoKanvemuern u MeTabonnMyecKMM askKaro-
30M. Pa3BuTtme «rmnoKasiIneEMmMYECKON NOYKM» CaMOCTOSATESIbHO MOXKET CTaTb MPUYN-
HO peHonpuBHOM AT, To ecTb POPMUPOBAHUS BTOPUUYHOIO rMnepasibAocTepoHn3Ma.

CBOEBPEMEHHO MOCTaB/IEHHbIV AMarHo3 1 NpaBWUIbHO NMPoBeAeHHOe feyeHne nos-
BOMIAOT N36exaTb POPMMPOBAHUS BTOPUUHBLIX U3MEHEHUI B OpraHax-MULLIEHAX MpuU
nepBUYHOM rMnepasbaocTepoHn3me. OYeBUAHO, YTO N060M U3 BapnaHTOB HeobpaTu-
MbIX U3MEHEHU B CEPAEYHO-COCYAMUCTON CUCTEME U MOYKaxX MMeeT oTpuuartesibHoe
B/IMSAHNE Ha NPOrHO3 MPOAO/HKUTENBHOCTU U KAaYecTBa XXMU3HW Mocne XUpypruyecko-
ro fie4eHNs anbAoCTEPOMBbI.

KnnHnyeckas KapThHa

MrA vawe BcTpeyvaeTca B Bo3pacTe oT 35 o 50 net, ogHaKo onucaHbl HabawaeHUs
601bHbIX ¢ ATTA B geTCKOM Bo3pacTe.

CuHgpom MIA npoTeKaeT C KJAMHUYECKUMUW MPOSBIEHUAMMN, 00YC/1I0B/IEHHBIMU

cneayrownMy TpeMsa 0CHOBHbIMW CUMITOMOKOMIIEKCAMMN.

m AT — 0QMH 13 caMblX NOCTOSAHHbLIX cuMnToMoB MITA. OHa BCcTpeyvaeTcs, no AaH-
HbIM pa3HbIX aBTopoB, B 98% cnydaeB. 3/10KaYeCcTBEHHaA apTepmasibHasa rmnep-
TeH3unA npu MNICA BcTpeyvaeTtca B 6-9% cnyyaeB, 4acToTa COCYAUCTbIX OCNOXKHe-
HUI cocTaBnsaeT 20-25%. KnnHunveckn AT NposABNSETCS FOMI0BHOM 60/1bt0, ros1o-
BOKPY>XEHWEM, MosAB/ieHVe «MyLleK» rneped rnasamuv n 1.4. Al npu INICA Bapbu-
pYeT OT 3/10KAYECTBEHHOM, PE3UCTEHTHOWM K TPaAULMOHHOM aHTUTUMEPTEH3NBHOW
Tepanun, A0 YMEpPEHHOW M MSTKoW, noAajaollerics KOppeKuuMu HebosbLLInMun
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[03aMUN aHTUTUNEPTEH3MBHbIX NpenapaToB. CUNTAIOT, UTO YeM 60sIbLUe KOHLLEHT-
pauus anbAocTepoHa, TeM Bbille apTepunanibHoe aassieHne. Al MOXKET HOCUTb Kak
KPW30BbIA XapakTep (g0 50% cry4yaeB), Tak 1 6bITb NEPCUCTUPYIOLLLET.

® HapyLeHns HEMPOMbILLEYHOM NPOBOANMOCTU N BO3OYANMOCTU BCTPEUaloTCH B
35-75% cnyyaeB. K OCHOBHbIM CMMNTOMaM OTHOCATCA MbllleyHas cnabocTb,
napecTesnmn, cygoporun, 6pagukapavs, peako — tetaHus. Mo gaHHbIM noc-
negHNX nccnefoBaHun, rMNoKaIneMmns Bo3HMKaeT y HEB0IbLLIOI0 KosinyecTea
60nbHbIX TIA (9-37%) — B Hambonee TsKesnbliX cnydyasax. KoHueHTpauuio
Kasnusa B CbIBOPOTKe MeHee, YeM 3,5 MMOJIb/N1 BbISABASAIKOT Yy MOA0BUHbI 60/1b-
HbiX ¢ ATTA ny 17% nauymeHToB ¢ VIFA. Takum 06pa3om, B OTHOLUEHUM
avarHoctukm MrA runokanvemus obnagaet HU3KOM YYBCTBUTENbHOCTLIO U
CrneymnmmUUHOCTbIO, LEHHOCTb 3TOM0 CUMMNTOMA B OTHOLUEHWM MPOrHo3a 3abosie-
BaHNA TaKXXe HeBbICOKa.

m /I3MeHeHUA YHKLMM NoYeYHbIX KaHasbLeB oTMedatotcs B 50-70% Habnoge-
HU. KnnHu4yeckasa cumnToMaTuka HapylweHns YHKLUNIA NoYeK MOXKeT 6biThb
npeacTaBfieHa XXaxkaol, nonnypuen, HUKTypuUeii.

Kak BMAHO M3 BbILWEN3IOXKEHHOIO, AudhepeHumMansHas guarHoctuka Al no
OLHVMM NUWb KAWHUYECKMM MNpPOSABNEHUAM KpaliHe 3aTpyAHUTeNbHa B CBA3U C
OAHOTUMHBLIMW MNPOABNEHUAMWU TUMepasibAoCTepPOHM3Ma He3aBUCUMO OT 3TMOJI0TUN
apTepuanbHO runepTeH3un. OCHOBHas ponb B AuarHoctuke MIA npuHagnexmT
nabopaTtopHbIM MeToAaM.

Heobxogmmo 06patuTb BHUMaHWE Ha TO, 4TO Npu oTCyTCTBUK Al nNpoBeseHne nep-
BUYHOI gnarHoctukm MNMIA He nokasaHo ga)ke B C/lyvae, Korja BbisiB/ieHa 0MyXo/b
HaanoyevyHMKa.

JunarHoctuka

MpoBeneHne gnarHoctukn MICA pekomeHAoBaHO B rpynnax naumMeHToOB C OTHOCU-
Te/IbHO BbICOKMM PUCKOM ero obHapy>XeHuns. B rpynny pmcka MoXXHO OTHECTM nauu-
E€HTOB CO C/NIeAYIOLLLEN KIMHMKO-1abopaTopHO KapTUHOIA:
¢ apTepuasibHas runepTeHsus 1 ctagum no knaccugukauymm JINC (Joint
National Commission) — 160-179/100-109 mm pT. CT.;
¢ apTepuanbHas runepTeHsna 2 ctagum — >180/110 mm pT. CT;
¢ apTepunasnibHas rMnepTeH3usi, pe3anucTteHTHas K MeAVKaMeHTO3HOW Tepanum
(HeahtheKTMBHA KOMOMHMPOBAHHAA aHTUTUNEPTEH3UBHAA Tepanus Tpems
npenaparamuv pas/iMyHbIX rpynn);
¢ coueTaHue apTepuasnibHOM FTMNEPTEH3UN U MPON3BOSIbHOM (UM BbI3BAHHOM
MOYErOHHbLIMW CPeACTBaMU) rMNOKaINEMUN;
¢ couyeTaHue apTepuasnbHoON rmnepTeH3nn N MHUNAEHTa/IOMbl HaAMOYeYHNKOB;
& couyeTaHue apTepuasibHOM FMNepPTEH3UN U OTATOLEHHOI0 CEMENHOro aHam-
He3a B OTHOLUIEHWM paHHEro pasBuUTUA apTepuasibHOW rMNepTeH3un Unm
0CTPbIX LLepebpo-BacKyNsApHbIX HapyLleHWA B Bo3pacTe A0 40 neT;
¢ poACTBEHHWMKM 1 cTeneHn nauuneHTos ¢ MNICA, nmetoume Al

NNabopaTtopHasa guarHocTtuka

Ans nepBuUHoro BbisiBneHus MICA y nayMeHToB yKasaHHbIX Fpynn criegyeT onpefe-
NINTb COOTHOLLEHWE KOHLEHTPaLUUmM anbaocTepoHa/peHnHa B Kpoeu (APC).
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OnpepeneHne APC B HacTosiLLiee BpeMsi — caMblii HAZEXHbIW U JOCTYMHbIA MeTog
cKpHuHra MrA. HecmMoTps Ha HefoCTaTOYHYHO, MO0 MHEHWUI0D HEKOTOPbIX aBTOPOB,
AnarHocTnyeckyto ueHHocTb APC, MHoOrouucrieHHble paboTbl MOATBEPXAAKT ero
npesocxoacTBo APC B cpaBHeHUU C OTAE/IbHbIMU MoKa3aTenssMu — KOHLeHTpauunen
Kaninsa Unu anbAocTepoHa B KpoBu (y 060mMx nokasaTesneli HM3Kas 4yBCTBUTENb-
HOCTb), @ TaKXXe KOHLleHTpaunen peHnHa (Hu3Kas cneumnpuyHocTb).

Mpw onpegeneHnn APC, Kak 1 nNpu gpyrux 6MoXMMmnMyecknux Tectax, BO3MOXKHbI
NOXXHOMONOXKUTENbHbIE U NTOXXHOOTPULATENIbHbIE pe3yNbTaTbl. BAnsHWe nekapcts u
na6opaTopHbIX ycsioBUiA Ha APC oTpaXkeHo b Tabn. 3.6.

Tabnnuya 3.6.

®akTopbl, BAUAIOWME HA NOXHOMOIOXMTENbHbIE (J1+} W NIOXHOOTpULATENbHbIE
(N1-) pesynbTaThl onpefeneHnss COOTHOLIEHUS KOHLEHTpauun anbaoctepoHal
PEHUHO B KPOBMU

dotorop BnuaHuue hO

aninocrerioHo

MegaunkameHTbl

BnokaTtopbl p-agpeHopeLenTopoB P n Tl}'l+)
LleHTpanbHble a’rogpeHoOMUMeTHKN ® " T(N+)
HecTtepoungHble npoTusoBocnonuTenbHble cpeactea 1 " T(}'I+)
Kanwii-tepsawowme anypeTunku n r(n-|
Kanuii-cbeperatouine anypeTnku t tt TIN-|
NHrmbutopel AM® | tt 4-in-i
BrnokaTopbl peLenTopoB aHrMOTEeH3nHa ® tt Tlﬂ-i
BrnokaTopbl MeAsIeHHbIX Ka/lbLMeBbIX KaHanoB t 4.|I'I-|
(rpynna AurnaponupuanHoB)

WMHrMébnTopbl peHnHa i T(-r; T (+r
YpoBeHb Kanunsa

F'vnokanuemus 1(n-)
rvnepkananemus t T |N1+)
HaTtpueBasa guneto

OrpaHnyeHue t T T in-)
M136bITOK i n T(n+]
Moxunol Bo3pacT i n t N+
[pyrue coctoaHus

XTH -> I T|N+|
MceBpornnepanbAoCTEPOHU3M i TN+
BepeMeHHOCTb t T T(ﬂ-l
PeHoBackynspHas Al T Tt T(n-]
3nokavyectBeHHas Al t T 1(n-)

* IAPM, t NKP.
MKP npsiMas KoHueHTpauua peHuHa; APl — OKTUBHOCTb peHWHa B mja3me KpOBW.

OnpegeneHne APC npuMeHSAOT Npyv NEPBMYHON ANATHOCTUKE, MPU COMHUTE b-
HbIX pe3ynbTartax M3-3a pasfIMYHbIX BAUSAHWIA (MPUEM feKapcTB, HecobawaeHme
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YC/NOBUIA 3abopa KpoBM) muccnegoBaHme HeobxoAnMMO MOBTOPUTbL. HecmoTps Ha pas-
BUTUE HOBbIX METOAMK, MpegrnoyYTeHve oTAalT MMMYHOMETPUYECKOMY MeToay ANs
onpegenenna APT nnn onpegenerHmnio NpsmMon KoHUeHTpauum peHnHa (MKP).

MockonbKy nokasatesis APC mMaTtemMaTU4yecKu 3HauuTesibHo 3aBucum oT APTI,
ncnonb3yembli MeTog onpegeneHna APTT gomkeH 6bITb 4OCTATOYMHO YYBCTBUTENb-
HbIM, 0CO6EHHO NPY U3MEPEHNN aKTUBHOCTU Ha MasibiX BeninunHax — 0,2- 0,3 Hr/mn
B yac (MKP — 2 mEA/N).

CyLLecTBYIOT 3HaUUTeNbHbIE pPas3/INunA B OLEHKE KOHUEeHTpauunm anbLocTepo-
Ha WU peHNHa, KOTopble 3aBUCAT OT MeTo4a ucc/iefoBaHUA U egUHNL, U3MEPEHUS.
KoHueHTpauna anbgoctepoHa 1 Hr/an cootsetcTByeT 27,7 nmons/n 8 CW. Ons
MMMYyHOMeTpuyecknx metogos API 1 Hr/mn B vae (12,8 nMonb/n B MUHYTY MO
CW) cooTtBeTcTBYeT MNMKP npubnmnsntensHo 8,2 mEA/N (Mnn 5,2 HI/n B TpagnunNoH-
HbIX eanHMuax). KoHBepCUMOHHbIE KO3hULUMEeHTbI NoslyvyeHbl B HCTUTYTe Auva-
rHocTukun Nichols ¢ npumeHeHMeM gBYX METOLOB: aBTOMATU3NPOBAHHOM MMMYHO-
XeMUMIMUHeCcLeHLNN nnu paguonmmyHometTpum (Bio-Rad Renin I1). NocKonbKy
onpegeneHne NMKP Haxoautca B cTagnn pasBUTUA, KOHBEPCUOHHbIe KO3(hduum-
€HTbl MOTYT W3MeHUTbCA. Hanpumep, npu MpUMeEHEHUN HeAaBHO, HO LUMNPOKO
ncnonb3yemonr Diasorin-aBTOMaTtu3nNpPoBaHHOW WUMMYHO-XEMUIIOMUHECLEHLLNN
API 1Hr/mn B yvac cooTtsBetcTByeT MNKP 12 MmEA/N (7,6 Hr/n). B KAMHMYECKNX
peKkoMeHaaLmMAX MeXAyHapoaHOoW accoumaumm 3HAOKPUHOMONOB KOHLeHTpaLuus
anbaoctepoHa n APTT npeacTaB/ieHbl B 06bIYHbIX eAWHULAX (aNbA0CTEPOH B «HT/
an»; API B «Hr/Mn B yac») ¢ eauHuuamm CU ans KoHUeHTpauum anbhocTepoHa
n MNKP (c ncnonb3osaHnem ysennumsawLlero KoapouuymneHta 8,2, ykasaHHbIM B
KBagpaTHbIX CKoOKax).

M3-3a oTCYTCTBUA e4MHOro noaxofa B AMATHOCTUYECKUX MPOTOKOSIax U MeTo-
Jax oTMevaeTcs 3HauuTeslbHas BapuabesnibHOCTb B ONpegeneHnn AuarHocTUYeCKMX
Touek pasgenieHns (cut-off) APC B oTHoweHuMn MIA y pasHbIX rpynn uccneposa-
Tenein: nokasatenb n3ameHsieTca oT 20 go 100 (ot 68 go 338). Mogasnstouiee 60/1b-
LWMHCTBO 1ccnegoBaTeneil cnonb3yrT 3HadveHne APC B npegenax 20-40 (68-135),
npu yCNoBUX BbIMOSTHEHNSA 3ab0pa KPOBM aMbyniaTopHO YTPOM B cuAsiHeM MoJs1oXxe-
HUK 6onbHOro. B Tab6n. 3.7, nepeuncneHsl gnarHoctnyeckme BenmuumHbl APC npu
MCMNOJIb30BAHMNMN B PA3/INYHbIX eAUHNLAaX NCUNCTIEHUNA KOHLEHTpaunmn anbAocTepo-
Ha, APTT un NKP.

HekoTopble mnccnefosartesiv cYUTAlOT, UTO AJ19 YTBEPAUTENbHOro aAnarHosa MrA
KpoMe yBe./indyeHHoro APC B KayecTBe KpuUTepust amarHosa obsizatesibHO JO/DKHa
6bITb MOBbILLEHA KOHUEeHTpauus anbgoctepoHa (>15 Hr/gn [416 nmonb/n]). Apyrve
nccnefoBaTenn cUMTalT, YTO HEO6X0AUMO M3beraTb (POPMasIbHOr0 3HaYEeHUS Bepx-
Heli rpaHuLUbl HOPMbl ANS anbA0CTEPOHA, HO HEeo6X0AMMO MOHMMaHWe TOro, 4To
CYLLLeCTBYET MOBbILWEHHAA BEPOATHOCTb MOJTYHYEHUSA NTOXKHOMOMOXUTENBHOI0 Pe3y/ib-
TaTa onpegeneHnsa APC npu HU3KOA KOHLUEHTPaLMn peHnHa.

Taknm 06pa3oM, HeO4HO3HAaYHbIE MHEHUSA 3KCNEPTOB U NPOTUBOPEYMBbIe AaHHbIe
nuTepaTypbl, BapmnabenbHOCTb NabopaTopHbIX MoKasaTenel KOHUeHTpauum asib-
JocTepoHa M peHuHa, 3aBucslas oT NPUMeHseMon MeToAMKK 3abopa KpoBM, 0CO-
6eHHoCTel nabopaTopun, BAVUSAHUSA fleKapcTB, Bo3pacTa U T.4. — 3acTaBnsalT oTKa-
3aTbCSA OT XKECTKUX pPeKoMeHgaLnii No gnarHocTnyeckomy 3HavyeHnio APC. BaxkHee
K/IMHUYECKOoe MOHUMaHne 0THOCUTESIbHbLIX MPEeNMYLLLECTB N HEA0CTaTKOB METOAUKM,
hakTopoBs, BANALWNX Ha pe3ynbtat APC — 3T0 JaeT BO3MOXHOCTb UHAMBUAYASb-
HO MHTeprpeTauun AaHHbIX.
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Tabnnuya 3.7.

KoHTponbHble 3HauyeHus (cut-off) COOTHOWEHMS KOHUEHTpauun anbpgocTtepoHal
peHNHa AN ANArHOCTUKM MEPBUYHOrO rMnepasbAoCcTepPoOHN3MaA, B
3aBMCUMOCTM OT METOAMKM OMpefeneHns KOHLeHTpauun anbfoCTepoHa,
aKTMBHOCTW pPEHMHA NAa3mbl, NPSAMOI KOHUEHTPaALUN pEeHMHA W eguHuy,
namepenus (CU unu TpaguunoOHHbIE)

AD W, Hr/mA B yaa; Tapgab/a * iUkypry" MKP\ MEP k MKpi, i
AnbOOCTEpPOH, Hr/an 20 1,6 2,4 3,8
302 2,5 3,7 5,7
40 31 4,9 7,7
AnbpoctepoH, nmonb/n 7502 60 91 144
1000 80 122 192

onpejeneHo HO OCHOBE KOHBEPCWMOHHOTo koadhduumenta APM (Hr/mn B Yoc) B MKP (MEA/n) — 8,2. inAa Hepas-
HO BBEJEHHOro aBTOMOTW3WPOBOHHOTO onpegenenns MKP KOHBEPCUOHHbIN koadhuumeHt — 12,

Hanbonee pacnpocTpaHeHHble gunarHocTuyeckne 3HavyeHma APC: 30 gns KOHUeHTpauum anbgoctepoHa u APM B
TPaANLMOHHbIX efnHuLax namepeHna (3kemBaneHTHO 830, KOrgo KOHUEeHTpauus anbhocTepoHa usmepsetca B CU),
n 750, korga APl B TpaAWLMOHHbIX eAnHMLax, a KOHUueHTpauus anbgoctepoHe B CU.

Ycnosua nposegeHus tecta APC n3noxeHbl B Tabn, 3.8,

Tabnunuya 3.8.
CTtaHfapTu3aums meTofa onpefenieHus COOTHOLEHUA KOHLeHTpauuu
anbpocTepoHal/peHnHa

MoarotoBka K onpegeneHuio APC

HokoHyHe 3a6opa KpoBW HEOGXOAMMO YCTPAHUTb TMMOKOSIMEMULIO

BonbHOW He OO/MKEeH orpaHuymBaTb noTtpebneHne comm

OTMeHUTb Npenapartbl, BAsOWME Ha nokasaTtenu APC, He MeHee, YeM 3a 2 Hef: CMMPOHOJAKTOH,
TpuamTepeH, amunopua®, AnypeTuku, NpPoAyKTbl U3 KOPHSA COMOAKM, G/0KaTopbl p-agpeHopeuen-
TOPOB, LEHTpasbHble a-afpeHOMUMEeTUKN (KNOHUAWH, MeTungona), HectepougHble NpoTUBOBOC-
nanuTesibHble CPeacTBO, MHIMBUTOPLI ATT®, 610KATOPbl PeLenToOpoB aHrMOTEH3UHA, WHIMGUTOPBI
PeHUHa, 6/0KaTopbl KalbLMEBbLIX KaHanoB AWTMAPONUPUAMHOBOTO psiaa

Mpy HEO6X0AMMOCTM KOHTPONA Al nedeHue NpPoBOAST npenapartamy C MUHUMAbHLIM B/USHAEM Ha
KOHLEHTpaLmio anbAoCTEepPOHO: AO0KCA303UH, Bepanamus, rMapanasuH

Ecnn 6onbHad npuMeHAeT opasibHble KOHTpauenTuBbl WM 3aMecTUTENIbHY0 FTOPMOHasIbHY Tepa-
nuo, HexenaTtesibHO MCNoNb30BaTb MeToauky onpegenenus MKP, Heo6xogumo onpegenaTe APIM

MeToanka 3a6opa KpoBu

Mpo6y KpoBM 6GepyT B YTPEHHME Yacbl, nocne npebbiBaHWS NauueHTa B BEPTUKASIbHOM MOOXEHUN
B TeyeHne He 6onee 2 4

Mepepn 3a60pomM KpPOBWU NauueHT AO/DKeH cuaeTb B TeyeHue 5-10 mMuH

LWnpuueBbiM cnocobom (BakyTeliHEpOM HexenaTesibHO), M36erosi CXWMaHua Kysoka, HabupaTtb
KpOBb He poHee, YeM yepes3 5 C nocne CHATUSA TypHUKeTa

Femonu3 TpebyeT NoBTOPHOro 306opa
JocTtaBuTb B nabopaTopuio 1 CenopuposBoTb Mnasmy He nosgHee 30 muH nocne 3ab6opa
[ o ueHTpudyruposaHus gepxaTtb Npobupky nNpu KOMHaTHOW Temnepartype

Mocne ueHTPMAYrMpoBaHnsA NnasmMeHHblli KOMNOHEHT NOABEPrHyTb ObICTPOM 3aMOpo3ke
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®aKTOopbl, BAMAILME HA UHTEPNpPeTaLuMio pPe3ybTOTOB
Mpuem BbllienepeUncneHHblX npenapaTos, Ci OHW He 6bIN OTMEHEHbI

Bo3spocT >65 neT npesipacnonaroeT K 60nee HW3KOW akTUBHOCTU peHuHa, APC WCKYCCTBEHHO
3aBblllaeTcs

Bpemsi gHA, Bpems npeb6biBaHUsA B BEPTUKaSIbHOM MOJIOXEHUM
Muuwesasn (conesas) fguerta

HapyweHne metoauku 3abopa KpoBu

KoHueHTpauua xkanus

KoHueHTpauns kpeaTuHWHa (noyeyHass HeLOCTOTOYHOCTb NPUBOAUT K JIOXHOMNONOXUTENbHOMY
pesynbTaTty onpegenexnus APC)

B 60nblUMHCTBE HabnwgeHuin APC cnegyeT MHTepnpeTMpoBaTb MHAVUBUAYaslb-
HO, C Y4eTOM XapaKTepa BO3[elCTBUA U ASINTENbHOCTU MegMKaMeHTO3HOW Tepanum
WAW APYrux BO3MOXHbIX HEraTMBHbIX BANAHUA. VICKIKOUYEHME BCEX BAUSAOLWMX Ha
pesynbtat APC aHTUIMNePTEH3UBHbIX CPeACTB BO3MOXKHO Y NaLMEHTOB C YMEPEHHOMN
Al, 04HaKO0 3TO MOXXET MOoBJieYb cepbe3Hble NMPo6seMbl Npu TsHXKesioMm TedeHun Al B
3TUX criyvasax cnefyet MPUMEHATb aHTUTUMNEPTEH3UBHbIE CPeACTBa, MUHMMAasbHO
Bnvawwme Ha APC {Tabn. 3.9).

Ta6bnnya 3.9.

MpenapaTbl C MAHUMAJIbHBIM B/IMSSHUEM Ha KOHLEHTpauui asbAoCTepoHa,
C NOMOLLbI0O KOTOPbIX OCYLWBCTBUM KOHTPOJ/Ib apTepuasibHOro AassieHnsa npu
AnarHocTuke nNepBUYHOrO rMnepasibgocTepoHM3Ma

Bepanamun,
NPONIOHTNPO-

HegurngponupuguHo-  90-120 mr 2 pasa Mcnonb3yoT OTAE/IbHO WK B KOM-

BaHHas dopma

Bbli 610KaTOP KabLy-
€BbIX KaHasioB

mpgpanasuH Basogunortatop
Mpa3o3unH Bnokatop
-afipeHopeLenTopos
[okca3o3unH BnokoTop
a,-afjpeHopeLenTopos
Tepa303uH Bnokatop

eri-afpeHopeLenTopos

B [leHb

10-12,5 mr 2 pa3o B
OeHb C TUTpOBaHMEM

[03bl N0 adhhekTy

0,5-1 wmr 2-3 pasa
B fleHb C TUTPOBaHMU-
em A03bl No adhdhexTy
1-2 Mr 2 pa3 B [ieHb
C TUTpPOBaHWEM [03bl
no adpekty

1-2 mr 1 po3 B feHb
C TUTpOBaHWEM [03bl
no addpekty

6vHauMn c ApyruMn npenapatamu
13 aTOW Tabnauubl

HasHayvatloT nocne sepanamuna,
Kak ctabunusatopa pednekrtop-
HOl Taxmkapauu. HasHauyeHue
MOfbIX 03 CHMXaeT puck nobou-
HbIX 3adhpekToB (rosioBHasA 60/b,
Tpemop)

Heo6x04MM KOHTPO/Mb MOCTypasb-
HOl apTepuasnbHOW runoTeHsun!

Heob6xogum KOHTpoMb nocTypasb-
HOW apTepuasibHOli runoTeHsunn!

Heo6xo04MM KOHTPONb NOCTypasb-
HOI apTepuanbHoOli runoTteHsum!

MayneHTam ¢ NOMOXKUTESIbHbIM pe3ynbTaTtomMm onpegeneHund APC po nposeaeHMA

antepeHunansHoii gnarHoctukmn copm MICA Heob6Xo4MMO BbIMOHUTL OAWMH U3
4 noateepxgawowmx MrA tectos {Tabn. 3.10).
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Ta6nunuya 3.10.

TecTbl, NOATBEpPXAAlOWME AMarHO3 MEepPBUYHOTO rUnepanbAoCTEPOHU3IMA

MoaTBepxaaroLwnii
HfA Tect
Tect cC

Harpyskoi

HaTpueBoli

Tect ¢ dusnonorun-
4eckum pacTBOPOM

CynpeccuBHblii  TecT
¢ thnyapOKOPTU3OHOM
(kopTuHed dom*)

MeToguka

YBenmuntb notpe6nexHune HaTpusa
>200 MMONb (~6 1) B AEHb B TeyeHue
3 AHel, nof KOHTPO/SIeM CYTOYHOW 3KC-
Kpeuun Hatpus. Heob6xo4MMO MOCTOSH-
HO KOHTPONMpOBaTb HOPMOKaNMeMuio
Ha ¢poHe npuema npenapaTtoB Kanus.
CyTOYHYIO  3KCKpeuuw anbfoctepo-
HO onpegenswT C yTpo TpeTbero AHS
TecTta

Nexayee nonoxeHne 3a 1 4 go Havana
yTpeHHeii (c 8:00-9:30) 4-4ocoBOIi BHYT-
pUBEHHOW WHdy3um 2 n 0,9% pacTeopa
NaCl. Kposb 6epyT pis onpegeneHus
KOHUEHTpaLuun peHuHa, anbfocTepoHa,
KopTusona, kanusi B 6030/IbHO TOuke
n yepes 4 4. Bo Bpemsa TecTta npoBoaAT
MOHUTOPUHI apTepuasibHOro Aas/ieHus,
nynbca

dnyapokopTn3oH 0,1 Mr BHYTPb Kaxpble
6 4 B TeyeHue 4 gHeli; NnpMeM NPONOHIU-
poBaHHbIX MNpenapaTtosB Xxjopuia Konius
Kaxgable 6 4 nof KOHTPO/SeM KOHLUeHTpa-
U K™ B KpoBu 4 pasa B feHb (Uuenesoe
3HayeHue -'4,0 mmonb/n); MepaneHHas
nHpysua 30 mmone NaCl 3pasa B AeHb.
Be3 orpaHuueHua nuuieBoi conu, Ans
noagepXxaHns CyTOUYHOW HaTpuiypum Ha
ypoBHe 3 MMOJIb HO 1 KIr mMaccbl Tesio.
Ho uyeTBepTbli AeHb yTpom onpeaensitoT
KOHUeHTpauuno anbaocrepoHo n APIl B
cuasiyem MONOXEHUN U KOHLUEHTpaLuuio
KopTusona B 7:00 u b 10:00

WHTepnpeTtouus’

MrA manoBeposiTEH MpW CYTOYHOI 3KC-
Kpeuun anbgoctepoHa MeHee 10 mr
wam 27,7 HMONb  (Mcknyas  conyTce-
TBytoWwyto XIH, Korao 3kckpeuunsa asnb-
[oocTepoHa CcHuWxkeHa). [AwnarHo3 [MrA
BbICOKOBEPOATEH  Npu NoBbILWEHNN
CYTOYHOII  3KCKpPeuunm O0fibJOCTEePOHO
>12 Mr (>33,3 HMO/Ib) MO AAHHbIM KIW-
HUKM Meio, n >14 wmr (38,8 HMOMbL) no
[aHHbIM KNUBNEHACKOW KIMHWKM

MrA manosepoATeH nNpu MNOCTUHDY3IN-
OHHOW KOHUEeHTpauuuM anbjocTepoHa
<5 Hr/ pn. AnarHo3 TMI'A BbICOKOBEpPO-
ATEH NMPW CoAepXaHun anbfocTepoHa B
kpoBu >10 Hr/gn. Cepasi 30Ha wmMexay
5 n 10 Hr/gn

KoHueHTpauus anbfocTepoHa HO 4eT-
BepTbli AeHb >6 Hr/gn nopTeepxpaeT
MrA npn APIM < 1 Hr/MA B 4Yac W KOH-
LeHTpaunm KopTU30/I0 He HUXe, 4YeMm
npu 3abope B 7 yTpo (4N WUCKNOYEHUA
B/IVSHNSA KOPTMKOTPOMMHA)

KommeHTOopun

TecT npoTuMBOonokasaH npu Tsxenoix gopmax Arl,
XMH, ceppeyHoii HefOCTATOYHOCTU, OPUTMUM UK
TSXenoi runokanuemun. HeypobeH c6op CyTO4HON
Mouun. [inorHocTmyeckasa TOYHOCTb CHUXOETCA M3-30
na6opaTopHbix npob6aemM C poAMOMMMYHOMOrMYec-
KAM  MeToaoM (18-0KCO-TNMIOKOPOHUA anbAocTepo-
Ha — HeycTOWuMBLI B KMUCNOW cpepe metabonur).
B HacToAwee Bpema [OCTYNHO W Haubonee npej-
noytutensHo HP1C" TOHAEeMHas Macc-CnekTpoMeT-
pua. Mpu XMH MoXeT He oTMevaTbCsA MOBbIWEHHOro
BblfieNeHnsa 18-OKCOrMOKOPOHMAO anbAocTepoHa

TecT npoTuBONokasaH npu Taxenbix dopmax Arl,
XIMH, cepaeyHo HepoCTATOYHOCTW, OPUTMUKU WK
TSXKENoW runokanmemmmn

HekoTopble LEHTPbl BbINOMHAT TecT aMbynoTOpPHO
(Npy ycnoBmu, 4TO MauMeHTbl 4YacTO KOHTPOAUPYT
KOHUeHTpauuio K, B Apyrmx LeHTpax TecT NpoBoAAT
cTauMoHapHo. DTO uccrefoBaHUe CUUTalT CambiM
YyBCTBUTE/bHbLIM B OTHOWeEHUN MIA 1 6e3onacHbIM B
CpaBHEHWN C Harpy3o4HbIMU HaTpPUEBLIMU TECTOMMU;
ero pesynbTaTbl HE 3aBUCAT OT B/USIHUA PEHUHA Ha
KOHLEeHTpaunw anbgoctepoHa. [pu wuHTepnpeTa-
UMM pesynbTaToB HEO6X0AMMO YuWTbIBaTb BAUSHUE
Kannemmm u KOpTUKOTpONuWHO (TpebyeT onbiTe)



Ta6nuua 3.10.

TecT c kKanTonpunom

MoumeHTbl nonyvawT 25-50 Mmr kan-
TONPUIO NEepoposibHO He paHee, 4Yem
yepe3 14 nocne yTPeHHero npobyx-
neHus. 3abop kpoBu HO APTI, KOHUEH-
Tpauuw anbfocTtepoHa W KOPTM30/10
OCYWeCTBNAKT nepes npueMom npe-
naparta u yepe3 1-2 4y nocne {Bce 3TO
Bpems nauueHT cuauT)

B HOopMe Kanronpun CHWXaeT KOHLEH-
Tpauu anbpoctepoHa 6onee yem Ha
30% ot wucxogHoro, npwu TTA  KOH-
LeHTpauus anbAocTepoHa COXpoHseTcs
NOBbIWEHHON Npu HU3Koi APII.

Mpn WA, B otnnume ot AlA, moxet
OTMeYaTbCs HEKOTOPOE CHUXEHWEe KOH-
LEeHTpOUUN 0NbAOCTEPOHA

ECTbCOOGLEHNSI OCYLLECTBEHHOI
pyLATENbHLIXU COMHUTE/NbLHLIXPE3YbTATOB

Aone noXxmooT-



Posgen 3. 3a6oneBaHua HafNO4YeYHUKOB

MpyMeHeHVe 04HOI0 U3 YeTbIpex MOATBEPXKAALLNX TECTOB 3HAUMNTE/IbHO CHMXKA-
eT KOJINYECTBO JIOXKHOMOSIOXKUTESbHbLIX pPe3ynbTaToB AunarHoctukm MNICA, ocHoBaH-
HOWM Ha onpegeneHnn APC, uTo HepeaKo n36aBnseT oT HE0BX0AMMOCTU NMpoBedeHNs
CNOXKHbIX AOPOroCTOALLLMX NPoLesyp.

He cyuiectByeT 04HO03HAYHOr0 MHEHUSA B OTHOLLUEHUN NPeAnoyYTUTENIbHOr0 MeToaa
AnarHocTnkn («30710Toro ctaHgapTar) MrA.

Pe3ynbTaTbl TECTOB OLEHMBAKOT, KaK MNpaBwi0, PETPOCNEKTUBHO Ha HeBO0NbLUUX
rpynnax nauueHToB ¢ U3HavyasibHO MOBbILLEHHOW BEPOATHOCTbLIO MIA no pesynstaram
npeaLwwecTBYOWMX TeCTOB. 3HaUNTeIbHast BapuabenbHOCTb aHHbIX 0 YyBCTBUTE/TIbHOC-
TN, cNeUNdUYHOCTN U HaAeXHOCTU (BOCMPOU3BOANMOCTHN) fefiaeT BO3MOXXHbIM BbI6OP
KOHKPETHOro MeToAa B 3aBUCMMOCTW OT (PMHAHCOBbIX acneKToB, KOMM/1aeHTHOCTU 60/1b-
HOro, 0Co6eHHOCTeW nabopaTopum, NMPeanoUYTeHNIA KOHKPETHbIX Bpayel. MpuMeHeHne
Harpy3o4HbIX HaTPUEBLIX TECTOB HEXenaTeslbHO Npu TAXKenbix hopmax AT 1 pecTpuk-
TUBHbIX hopMax cepAeyvHOl HegocTaTouHOCTM. Bo BpeMs nmpoBeaeHUs TeCTOB cneayeT
MCMosib30BaTb aHTUTUMNEPTEH3MNBHbIE CPEACTBA C MUHUMa/IbHbIM BNUAHMEM Ha PAC.

LvarHoctuka cemeliHblx popM NEPBUYHOTO TMNEpPasbAOCTEPOHU3IMA

Y 60nbHbIX ¢ ge6toTom MNIA B Bo3pacTe A0 20 fIeT U C OTATOWEHHbIM CEMENHBIM aHaM-
He30M o MICA nnm ocTpbIM HapyLWEHNSM MO3roBOro KpoBoobpalleHns B Bo3pacTe 40
40 net HeobXo4MMO BbINONIHATL FEHETUYECKOEe TECTUPOBAHME Ha FHOKOKOPTUKOUA-
3aBucumblin MCA.

CewmeliHblii TnnepanbocTepoHnsm | Tuna

CUHOHUM — T/IIOKOKOPTUKOMA-3aBUCUMbIN rmnepanbaoctepoHnsm (M3rrA).

CemeliHbI rnnepanbfoCcTEPOHM3M | TMna HacnegyeTcs Mo ayTOCOMHO-LOMUHAaH-
THOMY TNy u obycnossnmBaeT MeHee 1% cny4aeB MNICA. KnnHu4yeckne nposiBrieHUsA
fgebtota M3IA KpaiiHe pa3H006pa3sHbl: MOTyT BCTpPeYaTbCs HOpMaslibHble MoKasaTenum
apTepunasibHOro AassfieHNs, He3HaUYMUTes/IbHO MOBbIWWEHHAsA KOHLUEeHTpauus anbaocTe-
poHa 1 nogas/eHHas ceKpeuns peHnHa, 1nbo paHHee nposieneHue AlC, pe3aucTeHTHO
K 6aHanbHOMY aHTUIMNEPTEH3UBHOMY JSIEYEHMIO.

HekoTopble aBTOpbI 0TMEYaOT BbICOKY BEPOSATHOCTb 06Hapy>eHusA M3rAY geTeii
M NOAPOCTKOB C BbICOKOAMMANTYAHOW UKW CTONKOM Al B COMETAHUN C OTATOLLEHHbIM
ceMeiiHbIM aHaMHe30M B OTHOLLUEHUM paHHero gebwta Al UM ocTpbIX HapyLUeHW
MO3roBoro KposoobpalleHns B MOSI00M BO3pacTe.

MeHeTnyeckoe TecTupoBaHme metogomM Southern blot n MLP — yyBCTBUTE/bHbIE
MeToAbl BbifBieHUA T3FA. OHM Mo3BOMAKT N3beXaTb MPUMEHEHMNSA He BbICOKOTOY-
HbIX METOJ0B UCCMef0BaHUA: onpefeneHnNs CYyTOYHOM aKCKpeLnn 18-0KCMKOpPTM30a
MU 18-rnapoKcrMKopTM3ona 1 NpoBefeHnss CynpeccMBHOro Tecta C AeKcaMeTasoHOoM.
MeHeTnYeckoe TecTnpoBaHue Ha M3IA BbINOHAKT 60/1bHbLIM ¢ MITA, y KOTOPbIX 0TSA-
roweH ceMenHblii aHaMHe3 B OTHOLLEHUU:

¢ MrA;
¢ OCTPbIX HapyLleHWUli MO3roBOro KpoBoobpalleHMs B MOSI0L0M BO3PAcCTe;
¢ Al B Mosiogom Bo3pacTe (Hanpumep, mnagwe 20 neT).

CewmeliHblil TMnepanbaocTepoHusm Il Tuna

CeMeiiHblii runepanbgocTepoHu3mM Il TMNa HacrnepyeTcss Mo ayTOCOMHO-AOMMU-
HaAHTHOMY TUMY W, BO3MOXHO, TEHETUYECKMN FeTeporeHeH. B oTnnumne oT cemeiiHoro
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runepasbgoctepoHnsmMa | Tuna, KoHUeHTpaumsa anbgoctepoHa npu Il Tune He nogas-
NseTcs nNpu cynpeccuBHOlM nNpobe ¢ AeKcameTa3oHOM W pe3yfibTaTbl reHeTU4ecKoro
TeCTUPOBAaHUSA Ha HOCUTENbLCTBO MyTauuun M3MA oTpuuaTensHbl. MayneHThbl ¢ cemMeit-
HbIM FMnepanbocTeEPOHM3MOM |1 Tna moryT nmetb AMA, VITA 1 6bITb KITMHUYECKN
HEOT/IMYMMBI OT 60/IbHbIX C 04EBUAHBLIM criopagnyecknm MIA. XoTa cemeliHblii rune-
panbgoctepoHnsm Il Tna BcTpeyvaeTcs valle, yem | Tmna, coctaBnas, no KparHei
mepe, 7% naymeHToB ¢ MNMIMA, UICTUHHAaA pacnpocTpaHeHHOCTb CUHAPOMA HEU3BECTHA.
MoneKynsipHbIl cy6CcTpaT ceMeriHOro runepanbgoctepoHusmMa Il Tmna He 0o KoHUa
SICEH, HEeCKO/1IbKO UCCef0BaHUn AEMOHCTPUPYIOT accoLmaumio cMHApoMa ¢ U3MeHe-
HUAMN XPOMOCOMHOIO0 yyacTKa 7p22.
ATTA MOXKeT focTaTovyHO pefKo BbIABNATLCA Npu cmHApome M3H 1-ro Tmna.

Tonuyeckasa guarHoctuka

Mpwv npoBefeHUN TONNYECKUX METOL0B nccrefoBaHnsa ana auarHoctukm MrA Heob-
XO04MMO PeWnTb cnepyroLre Bonpochl:

® eCTb /1N B HAAMNOYEYHUNKE OMyX0Nb?

m ABASETCS /N ONYXO0/1b CONTUTAPHONA?

H He yBeJ/IM4eHa /i1 TOJILWMHA KOPbl HaAMNO4YeYHNKOB BHE OMyX0smn?

B He ABNAETCA NN BbIAB/IEHHOe o6pa3oBaHWe B HaAMOYeYHUKe CNeicTBMEM MakK-
poajgeHomaTo3a Ha hoHe AMADY3HO-Y3eKOBOW runepnnasvumn? opMoHasibHO-
HEaKTMBHOWM 0MYyX0/1bi0 Ha hOHE NAMONATUYECKOro rmnepanbAocTePOHN3MA?

O6L,en3BecTHO, YTO anbA0oCTEPOMbI, KaK NpaBwuio, HebonbLine. Pasmep 0CHOBHO
[0 anbA0CTEePOHNPOAYLMPYIOLLMX ONYX0Nen HaxoanTCA B AmanasoHe oT 140 3 cm.
YuuTbiBasa aToT (PaKT, CTAHOBUTCA MOHATHLIM, YTO OTBET Ha MOCTaB/IEHHbIE BOMPOCHI
TpebyeT NMpUMEHEHUs Ny4YeBbIX MeTOA0B MCC/IefloBAHNA C A0CTATOYHO BbICOKUM pas-
peLueHvem.

Bcem nauueHTam ¢ MIA Heob6xogmmo nposectn KT HagnovyeyHMKOB Ansi onpeje-
neHua noatmna MNMrA v ncknwyeHNa agpeHoKopTUKanbHoro paka. MPT He nmeert
npenmyuects nepes KT B oueHke dopm MIA, npm 3Ttom octaeTcs 60see JOPOrvM U
NMO3B0OJIAET MOMYUYMTL MeHbLLIee NpocTpaHCTBEHHOe pa3peLleHune, Yem KT.

Mo KT npu MI'A MOXXHO 0O0HapY>XUTb «HOPMY», OAHOCTOPOHHIOK MaKpoageHo-
My (6onee 1cm), MUHUMaNbHOE OAHOCTOPOHHEE YTONLWEHNE HOXEK HaAnovyeyHUKa,
OfHOCTOPOHHIOIO MUKpoafeHoMy (MeHee 1cMm), ABYCTOPOHHWE MaKpo- WM MUKPO-
afieHoMbl (UM KoMbuHauw). Ona auddepeHumposkn dopm MICA nonyyveHHble
pe3ynbTaTbl C/IefyeT aHaIN3MPoBaTh B KOMMJIEKCE C AaHHbIMW Ce/IeKTUBHOIo 3abopa
KPOBU N3 HAAMOYEYHUKOBbLIX BEH U, €C/IN HYXXHO, C pe3y/ibTataMy BCromoratesibHbIX
TecTtoB. Ha KT ATTA MOXeT MeTb BN HEGONbLUMX Y3/10B MOHUXKEHHOM MI0THOCTU
(06b14HO MeHee 2 cm B anameTtpe). Mpn NTA HagnovyedHukU Ha KT mMoryT 6biTb Kak
HEN3MEeHEHHbIMU, TaK U C y3/10BbIMY 06pasoBaHNAMN. AAPEHOKOPTUKASIbHbINA pak ¢
rmnepnpoayKLumein anbAocTepoHa novTun Bcerga bonee 4 cM B gmameTpe, B 601bLLIMHC-
TBe C/yyaeB afpeHOKOPTUKasibHOro paka Ha KT M0XXHO BbIABUTb NMPU3HaKW, NOL03-
puTe/ibHbIE B OTHOLUEHWW 3/T0KAYECTBEHHOI0 Xapakrepa Oryxosiu.

Tem He MeHee Heb6osibLLUME anboCTEPOMbI MOTYT 6bITb pacueHeHbl Kak A npun
[BYCTOPOHHEM WJ/IN MHOXXECTBEHHOM XapaKTepe y3/10BOro rnopakeHus Hagnoyeuy-
HWUKOB, B psfe c/y4yaeB UX BooOLLE He BbIABAAKT U3-3a Masnoro pasmepa. Kpome
TOro, «04eBUAHblE» HAAMNOYEYHUKOBble MUKPOAAEHOMbl (PakTU4ecku MOryT oka-
3aTbCA y4yacTKaMW o4aroBoi runepniasnm — guarHocTuveckasi owlnbkKa B 3TOM
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cny4yae npmMBoAUT K HEO6OCHOBAHHOMY BbINO/IHEHMIO OAHOCTOPOHHEN ajpeHanak-
TomMuKn. Kpome TOro, 04HOCTOPOHHME TOPMOHA/IbHO-HEAKTMBHbIE MaKpoaAeHOMbI
HajnovyeyHUKa [0CTAaTOYHO TUNMUYHBLI Ana nuy, ctapwe 40 net u Ha KT He oTnnya-
toTca oT AlA.

OHI™ Mo>kKHO 06Hapy>XnTb Ha KT B BUae yBe/indeHUSA HaAnovYeyHMKa B pasmepax,
ofHako pe3ynbTaTtbl KT MOryT MOSIHOCTbIO COOTBETCTBOBATb PEHTrEeHOSI0MMYEecKol
KapTuHe HOpMaJslbHbIX HAaAMOYEYHUNKOB.

B ogHOM u3 uccnegoBaHuin gaHHble KT COOTBETCTBOBa/IM AaHHbIM natepasimsa-
UMM NPOAYKLUU anboCTepoHa, MOSyYEHHbIM NpU CceNeKTUBHOM 3abope KPoBU U3
HaZMNoYe4YHUKOBbIX BeH, TOSIbKO ¥ 59 mn3 111 naymMeHTOB C XUPYPrnUYecKn foKa3aH-
Hoih AMA. Mpu 3tom Ha KT BbIABNEHO MeHee 25% anbAoCcTepoM, He AOCTUTarL;uX
1cm B gnametpe. B gpyrom mnccriegosaHmm y 203 nauueHToB ¢ MNICA, o6cnegoBaHHbIX
¢ npumeHeHvem KT n ceneKTUBHOro 3atopa KpoBU M3 HaAMNOYEeYHUNKOBbLIX BEH, TOY-
Hbii anarHo3 npu KT yctaHoBneH y 53% 60nbHbIX. Ob6cnegoBaHme ¢ nomowbio KT
42 naumneHToB (22%) fasio /I0KHOOTpULLaTeIbHbIV pe3ynbTaTt (60/IbHbIE HYXXAATUCh
B onepauun), n 48 naymeHToB (25%) Mornm 6biTb HE06OCHOBAHHO MPOOMNEPUPOBAHbI
M3-3a NNOXKHOMOSIOXKUTENLHOIO 3akNoyeHns. B HegaBHO ony6/IMKOBaAHHOM Uccaeno-
BaHUW pe3y/ibTaTbl CENIEKTUBHOI0O 3a6opa KpPoBM U3 HaANOYEeYHUKOBbIX BEH, BbIMOJI-
HeHHoro 41 nauwveHTy ¢ MIrA, cooTBeTcTBOBaNN AaHHbIM KT nnib y 54% 60/1bHbIX.
Han6onee ueHHo KT npu gunarHocTuke onyxonew pasmepom 6onee 2,5 cm, Korga
paccmMaTpuBaloTCA rMokasaHusa K yAalleHUIo HaAnoyeyHMKa B CBA3M CO 3/10Ka4vecT-
BEHHbIM MOTeHLManom obpasoBaHus. LlenecoobpasHo mcnons3osatb KT npn Haswu-
raumn KaHiMpoBaHUSA HaAMNo4YeYHMKOBbLIX BeH NpU CesIeKTUBHOM 3a6ope KpoBu U3
HaAMnoYeYHNKOBbIX BEH.

B cBSA3U C BbILIEN3IOXKEHHbIM, CEMTIEKTUBHbINA 3a60p KPOBU M3 HAAMOUYEYHMKOBbIX
BEH KpaliHe aKTyasieH AN 60/bHbIX, NOTEHLMANbHO HYXAALWNXCA B 0NepaTUBHOM
neyeHun. ViccnegosaHue A0/KHO MPOBOANTLCSA ONbITHLIM (1) cnewmuanmcTom.

CenekTBHbIA 3a60p KPOBM M3 HAAMOYEUYHMKOBBLIX BEH

JNaTepanusaunsa UCTOYHMKA FMNEPNpoayKUUN anbAocTepoHa KpaliHe BaykHa a4
BblbOpa afekBaTHOro metoga sedeHusa npu MIA. AuddepeHymanbHas gnarHocTu-
Ka OLHOCTOPOHHEr0 WM ABYCTOPOHHEr0 MOpPaKeHUHA HaAno4YeyHWKOB Heobxoguma
BBUAY TOro, YTo 04HOCTOPOHHAA agpeHanaktomusa npuv AMA wnu OHIC npuBoguT K
HOpMa/In3aLunm KOHLEHTPaUUM Kanns 1 ynydlleHuo tedeHnUsa ATy BceX 60/1bHbIX
M K nonHomy usneyeHuto ot Al ot 30 go 60% nawumMeHTOB; NPV ABYCTOPOHHEM Mopa-
»xeHun VIF'A n F'3IrA Kak 04HOCTOPOHHASA, TaK U ToTaJibHada ajpeHas1aKTOMNA pPeaKo
yny4wawT TeyeHne AlC: B 3TOM cuTyalumnm B MepBYyH0 oYepeb NoKasaHa KOHCepBaTUB-
Has Tepanus. INpy 04HOCTOPOHHEM MOPaXKEHNN MOXHO paccMaTpmBaTb BO3MOXXHOCTb
ANUTENbHOro MeAMKaMeHTO3HOro SiIe4eHUs TOSIbKO NMpu HeorepabenbHOCTU NnauueHTa
WY ero oTkase 0T XUPYPruyeckoro sieyeHus.

C NoOMOLLbI JTy4eBbIX MeTOA0B UCC/Ief0BaHNA HEBO3MOXKHO AOCTATOYHO HaLEXHO
onpefeninTb sioKanusaumio ageHoMbl MasnblX pa3smMepoB WU C YBEPEHHOCTbIO OT/IN-
YMTb FOPMOHa/IbHO-HEAKTUBHbIE 0NyXxonu oT AlA, uTo AenaeT ceNleKTUBHbLIN 3a60p
KPOBWM M3 HaAMOUYEYHUKOBbLIX BeH Hambosiee TOUHbIM MeTofoM AudiepeHUnabHON
anarHoctuku opm MIrA. CenekTUBHBbIM 3a60p KPOBM M3 HAAMNOYEYHUNKOBbLIX BEH —
LOpOroi U MHBA3MBHbLIA MeTOh uccnefoBaHU. B cBA3M € 3TUM, Heob6XOAMMOCTb
ero npMMeHeHuA 06Cy>XKAaeTca TObLKO AR MauMeHTOoB C A0Ka3aHHbIM AMarHo3om
MrA. AnarHoctnka aToro 3abosieBaHMA Ha OCHOBe pe3y/nbTaTtoB onpegeneHna APC
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JaeT onpefeneHHoOe KOMMYeCTBO SIOXKHOMOTOXKUTENbHBIX Pe3y/ibTaToB, NO3TOMY AN
YCTAHOB/IEHMSA NOKa3aHW K BbINOSIHEHWUIO Ce/IEKTUBHOIO 3abopa KpoBM Heob6XoaMMo
NnpoBecTV NoATBep>KAatoLLme TecTbl.

UyBCTBUTE/IbHOCTb U CMNEeUUdUYHOCTL CeNeKTUBHOIO 3abopa KpoBW K3 HapAMo-
YEYHWKOBbIX BEH /19 ONpefesieHnNsa natepanms3aumm UCTOYHMKA TuUnepcekpeLunmn
anbpoctepoHa — 95 1 100% (KT — 78 u 75% cooTBeTCTBEHHO). Ba)KHO nMoHUMaTh,
4YTO AaHHble KT 06 04eBMAHOM O4HOCTOPOHHEM Y3/10BOM MMOPadKeHUU HanoyevyHuKa
MOFyT BBECTU B UCKPeHHee 3abny>kjeHue, npmBoas K HeobO0CHOBAHHOM onepauuu.
Vcnonb3oBaHue CeNeKTUBHOIO 3abopa KpPoBM M3 HaAMoOYeYHUKOBbIX BeH B gudde-
peHunansHoi gnarHoctuke gopm MIA 4OCTOBEPHO CHMXKAET PUCK HEOBOCHOBAHHOM
apeHan3aKToMnKn, 0OCHOBaHHOM Ha AaHHbIX KT npu 0THOCUTE/IbHO HEBbLICOKOM pPUCKE
NOTeHLManbHbIX 0CI0XHEHUI Npoueaypbl.

CeneKTUBHbIM 3a60p KpPOBUM M3 HaAMOYEUYHWUKOBbIX BEH — CTaHOapTHbIA TecT
ana puddepeHUManbHON AMarHoCTUKN ogHocTopoHHero (AMA nnu OHIN) n gByc-
TOPOHHEro nopaxkeHusa HagnoyedyHukos (UFA un F3rA). Hambonee TpyAHbIA 3Tan
npoueaypbl — KateTepusauus npaBoi HaANOYeYHUKOBOW BeHbl (KOTOpas Kopouye
NeBoV N BNajaeT HEMOCPeACTBEHHO B HUXKHIOK MONYH0, @ He B MOYEYHYI0 BEHY), TEM
He MeHee YMCNo pe3y/bTaTUBHbIX ornpeaenieHn 6bICTPO pacTeT ¢ yBeNIMHYeHNEM OMnbITa
cneymanncTa. 3HaymMTeslIbHO yaydllaeT TOYHOCTb pa3MeLleHus Kartetepa v pesysib-
TaTUBHOCTbL MeToAa «MHTpaorepalmMoHHOE 3KCNpecc-uccrefoBaHne KOHLEeHTpauum
KopTu3ona». OCOBEHHOCTU BEHO3HOIM0 KPOBOCHAOXKEHUS HaAMnoYeYHUKOB npeacTaB-
NeHbl Ha puc, 3.6,

npribIi neBbliA
__"HagnoyeuHuk

KHSS
athparmanbHass

HUXHAS Nosias BeHa

Puc. 3.6. Oco6eHHOCTU BEHO3HOr0 KpPOBOCHabXeHWs HaAno4Ye4YHUKOB

B LeHTpax ¢ ONbITHLIMWU PaAno/IoraMm YMC/0 OC/TOXKHEHWI cenleKTUBHOro 3a6opa
KpoBM MeHee 2,5%. PUCK Haano4e4HUKOBOIr0 KPOBOU3MTUAHMUS MOXXHO MUHUMU3NPO-
BaTb: MPW BbIMO/THEHUWN UCC/IEA0BAHUS OMbITHLIM CREeLMasIMCTOM BO3MOXKEH 0TKa3 oT
BbIMO/IHEHWST HAAMOYEUYHUKOBOM (heGorpacmm, BMECTO KOTOPOIi BBOAST MUHMMATIb-
HOe KOJIMYEeCcTBO KOHTpacTa /sl OnpefesieHnst Mo3MUMM HaKOHeYHMKa KaTteTepa.
PUcK TPOMGO3M6BOIMM MOXKHO CHU3UTbL MyTeM UCCMefoBaHUA remMoctasa rnepeg npo-
Leaypoli N NpMMEHEHUS TenapuHa rno nokKasaHUsiM nocsie Hee.
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B HacToAwWwMii MOMEHT CyLlecTByeT TpyM MNPOTOKOMa AN1s CeNeKTUBHOro 3abopa
KPOBU U3 HAAMOYEYHUKOBbIX BEH:
¢ HecTUMyMpyemblii 3a60p KpPoBWY;
¢ HeCcTUMY/IMpyeMblii 3a60p KPOBU B KOMOGMHAaLLMKN C KOPTUKOTPOMUH-CTUMY-
nnpoBaHHbIM (60/110CHOE BBEAEHME) 3a60POM KPOBU;
¢ KOPTUKOTPOMUH-CTUMY/IMPOBaHHbIN (HENPEPbLIBHOW KanesbHOM NMHDY3Met)
3ab0op KpoBW.

OfHOBpPEMEHHbIN ABYCTOPOHHMUI CEeNEKTUBHbIN 3a60p KPOBU U3 HAAMOYEYHUKO-
BbIX BEH — TPYAHbI AN BbINOSTHEHUSA METO4, UCM0/1b3yeMblii HEMHOFOYNC/TEHHbIMU
nccnepoBatensiMy; 60/1bLLIMHCTBO CAELNa/INCTOB NPeANoyMTaloT NPUMEHEHVE HEMpe-
PbIBHOM MHQY3UM KOPTUKOTPOMUHA BO BPEMS CENEKTUBHOI0 3abopa KpoBuW A/1s1 TOro,
YTOObI:

¢ MUHUMU3MPOBATbL CTpecc-UHAYLMpPOBaHHbIE KOonebaHUsA KOHUeHTpauum
anbAoCcTeEPOHa;

¢ YBENNYUTb FPaaMeHT KOHLIEHTPaLUM KOPTN30/1a MeXAy HaAno4e4HKOBOMN
W HVXKHEN nosion BeHamu;

¢ MoATBEpPAUTb CE/IEKTUBHOCTb 3abopa KPOBU U3 HAAMOYEYHUNKOBbIX BEH;

¢ MaKCcMMn3mpoBaTb KOHUEeHTpauuk anbgoctepoHa m3 ATMA n unsbexartb
HECeKpPEeTOPHOW thasbl.

HapgnoyeyuHble BeHbl KaTeTepmM3npPyOT vepes 6epeHHYI0 BEHY, NOSIOXKEHMe HaKo-
HEeYHMVKa KaTeTepa NpoBepPSIOT aKKypaTHbIM BBEAEHMEM MUHMMa/IBHOTO KO/IM4ecTBa
KoHTpacTa. KpoBb, NMOAYYEHHYI M3 HaAMOYEYHMKOBbLIX BEH U U3 nepudepumn (4ns
VCK/IIOYEHNA MepeKpecTHbIX BANAHWI nepudepuiiHblii obpasel, 6epyT K3 Kybu-
TanbHOW WAWN MOAB3A0LLHOM BeHbI), OTNPaBAAT B nadopaTopuio Ans onpeaeneHuns
KOHLIeHTpauum Koptmsona v anbfoctepoHa. CenekTMBHbIN 3a6op cneBa TUMUYHO
NPOBOAAT MNPV MONOXKEHNU HaKOHEYHMKa KaTeTepa B TOYKE COeAUHEHUS HUDKHEN
AnadparmanbHoii 1 NeBoil HaAMOYEYHMKOBOW BeH. 3aTpyAHEHMS B KaTeTepusauunm
npaBoil Ha4MOYEeYHNKOBOW BEHbI CBA3aHbl C TEM, YTO OHA OYeHb KOpPOTKas 1 BnagaeT
B HVDKHIOK MOYI0 BEHY MOf OCTPbIM Yr/10M. KOHLLeHTpaL o KopTru3ona onpeaenstor
ANns Toro, 4Tobbl NOATBEPAUTL YCMAELIHOCTb KaTeTepusaymn. CoOTHOLLEHNE KOHLEH-
Tpauuu KopTu3osia B HaAMo4YeYHUKOBOM 1 nepudepmnyeckonn BeHe cocTaBnsieT bonee
yeM 10:1 NpU NMHAY3MOHHON CTUMYAALUUN KOPTUKOTPOMMHOM W 6onee yem 3:1 6e3
MCM0/1b30BaHNA CTUMYNALLUN.

Pasnuune mexgay KOHUeHTpauuen anbAocTepoHa U KOpTM30/a cnpasa U crnesa
[O/DKHO KOppeKTupoBaTbes 6narogapsi aeKTy pasBefeHUs KPOBbI HVDKHel
avadparManbHoOli BeHbl, KOTopas BMajaeT B JIeBYH HaAMOYEYHMKOBYIO BEHY, U
ec/in cnpaBa 3ab0p KPOBU BbIMO/IHEH HECE/IEKTMBHO — TO 3a CYET MOTOKa B HVDKHEN
nonoii BeHe. B Takux criyvyasax UCMOMAb3YOT TEPMUH «KOHLUEHTpauuMsa anbAocTepo-
Ha, CKOPPeKTMpOBaHHasA MO KOHLEeHTpauuu KopTU3ona» WU «KOPTU30/1-KOPPEK-
TUPOBAHHbLIA anbfoCTEePOH». [pY MCN0Ab30BAHUU HEMNPEPbLIBHOW WMHAY3UOHHOM
KOPTUKOTPOMUH-CTUMYNALUN ANS NOATBEPXXAEHUSA OAHOCTOPOHHEM npoayKumun
anbAoCTePOHA AMArHOCTMYECKN 3HaUYMMbIM (cut-off) cumTaloT cooTHOLWEHME KOpPTU-
30/1-KOPPEKTUPOBAHHOI0 anbaocTepoHa 4:1 mexkay ctopoHamun. COOTHOLLUEHWNE MEHb-
we, yem 3:1 HABOAUT Ha pasmMbILLIEHUS 0 ABYCTOPOHHEM XapaKTepe rmnepcekpeymmn
anbgoctepoHa. pn MCMNoAb30BaHUWN BbllleyKa3aHHbIX KPUTEPUEB ANArHOCTUKU
OJHOCTOPOHHEWN TunepceKkpeLmMn anbaocTepoHa YYyBCTBUTE/IbHOCTb CENEKTUBHOIO
3abopa KpoBM M3 HaAMOYEYHWUKOBbIX BeH cocTaBndaeT 95%, cneunmUUHOCTb —
100%. ¥ nmauueHTOB C COOTHOLUEHUEM Nnatepanmiaymnm NpPoayKUUU anbAocTepoHa
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oT 3:1 o 4:1 [OCTOBEPHO CYAUTb O AWArHo3e Hesb3s, pe3ysbTaTbl CEIEKTUBHOI0
3abopa KpPoBM HEOBXOAMMO COOTHECTU C KJIMHUYECKUMU NPOSABAEHUAMU, AaHHbIMU
KT n BcnomoraTtesibHbIX N1abopaTopHbIX TECTOB.

MpUMEHSAIT Kak 60/1I0CHY0, TaK U HEMPEPbLIBHYO UHAY3UOHHYI0 CTUMYNALNIO
KOPTUKOTPOMNMHOM. 15 HENPEPbIBHOW CTUMYALLMM A03a npenapara cocTaBnsieT
50 Mr B 4ac, HauyuMHalT cTumynaumnio 3a 30 MUH 0 KaTteTepmsayuum U UHAQY3UA
NpoAo/KaeTcA B TeyeHWe BCero uccrneposaHusa. pu 60/IIOCHOM MPUMEHEHNN
KOPTUKOTPOMNMHA CeleKTUBHbIA 3a60p KPOBM BbIMNOMHAKT ABaXKAbl: A0 W nocre
HasHayeHMs 250 MI KOPTUKOTPONMHA. TeM He MeHee HeKOTopble muccriefoBaTenm
CYUNTAKT, 4YTO Npu GOMOCHOM TexXHWKe BBeAEHUS KOPTUKOTPOMMHA M 04HOMO-
MeHTHOM 3abope KpoOBU M3 HaAMOYEUYHMKOBbIX BeH CTpajaeT AMmarHocTuyeckas
TOYHOCTb METOAMKW, TaK KaK KOPTUKOTPOMNUH, NPUMEHSAEMbIA 60HOCHO, MOXET
YBENMNUYNTb NPOAYKLMIO anbAoCTepPOHA U3 HaanovyevyHuka, He umewowero ATlA, B
6onbllei cteneHun, yem npu ATTA.

Mpy OTCYTCTBUU CTUMYALUN KOPTUKOTPOMMHOM CeNeKTUBHbLIA 3a60p KpOBWU
Heo6X04MMO BbIMOMTHATL B YTPEHHME Yacbl Moc/e HOYHOI0 FOPM30HTa/IbHOM0 NOoJ10XKe-
HMA. DTOT NOAX04 NMomoraeT usbexkatb KonebaHuin KOHUEHTpauum anbaoctepoHa y
60/1bHbIX C aHITMOTEH3NH-3aBUCUMbIMN BapnaHTamu MICA, ayTpeHHAA BbICOKasA KOH-
LeHTpauns 3HAOreHHOro KOPTUKOTPOMMHA OKasblBaeT CTUMYJINPYIOLLEe BINAHUE
npu scex sapuaHTtax MNrA.

HekoTopble uccnegosaTesiv NpU OTCYTCTBUU CTUMYNAUUN KOPTUKOTPOMUHOM
cumTalT 3hPEKTUBHBLIM flaTepasn3MpyoL MM nokKasaTesieMm 04HOCTOPOHHel runep-
ceKpeuun anbaocTepoHa MpeBbilleHne COoTHOoWeHNAa 2:1. [pyrve aBTopbl npeasia-
ratoT OpPMEeHTUPOBATLCA Ha CPaBHEHWE KOHLIeHTpauun KopTum3ona M anbAocTepoHa
npu ceneKTUBHOM 3abope C O4HOBPEMEHHO MOSlyYEHHbIMU MNokasaTensamMun B Mnepu-
theprueckoiri kKpoBu. Korga nokasartenu, nosyyYyeHHble N3 O4HOM HaAMo4YeYHUKOBOM
BeHbl, 3HAUNTENbHO (06bIYHO, MO KpaliHel mepe, B 2,5 pasa) 60/1bLUe YeM Ha nepude-
pun (KybuTanbHas UAN HWKHAA Nosas BeHa), a B APYrol HaAno4yeyHMKOBOW BeHe
npakTU4YecKn COOTBETCTBYHOT MepudepuinHo KpoBM — 3TOT haKT yKasbiBaeT Ha
nogaB/ieHNE CeKpeLUN B KOHTp/aTtepasibHOM HagnoydeyHuke. C Halleii TOUKM 3pe-
HUSA, TakKas MHTepnpeTauus COMHUTEebHA AN PELIeHUs B NOSb3y OAHOCTOPOHHel
ajpeHaN3KToMUNn.

Mpu oTCyTCTBUM pesysbTaTa, CBA3aHHOI0 C HeaJeKBaTHbLIM MoJ/IOKeHUeM KaTeTe-
pa, COMHUTE/IbHbIM COOTHOLLUEHMEM NaTepannsaunm, KIVMHULUCT MOXKET:

¢ MOBTOPUTbL CeIEKTUBHBbIM 3a60p KPOBU N3 HAAMNOYEUYHUKOBbIX BEH;

¢ MpoBOAUTbL JleHeHNe aHTaroHUCTaMm MUHEPasIOKOPTUKOUAHbIX PeLenTo-
poB;

¢ MpeanpuHATbL OAHOCTOPOHHIOK aApeHan3KToMui0, 060CHOBaHHYO pe3yib-
TaTaMn gpyrux uccnegosaHunii (Hanpumep, KT);

¢ MpoBecTU JONOSHUTEeNIbHbIE UcCMefoBaHUSA (MapLleBas npoba, cunmHTUrpa-
humsa ¢ noaxonecteposiom).

TecT ¢ MocCTypanbHOWN Harpyskoin (mapweBas npo6a)

Mpu Hepe3ynbTaTMBHOM CENEKTUBHOM 3ab0pe KpPOBM M3 HAAMOUYEUYHUKOBbIX BEH U
Ha/IM4YMm 0AHOCTOPOHHER oNyXonun HagnodeyHmKa Ha KT yacTb aBTOpoB NpegnarawTt
MCnonb30BaTh MapLUeByto Npoby.

Y 300pO0BbIX /OfEN CEKPeuus pPeHVHa 3aBUCUT 0T o06beMa LUpPKYyupyloLlen
KPOBW, CTEMEHU pacTshHkeHUsA addepeHTHbIX apTepuii Kayb604KoBOro annapara
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He()poHa U COOTHOLUEHUS KOHUEHTpauunm Kanns n Hatpus. Npu nposegeHUn «map-
LIEeBOV» Mpob6bl (ONpeaensoT KOHUEHTpaUMio anbaoctepoHa n API nocne HOYHOro
MOKos 1 3aTeM nocsie 4-4aeoBoii X0Ab0bI) Y 3[0POBbIX N0AEN C COXPaHHO! yHKU el
PAC oTmeyaeTcs NoBblLLUEHWE KOHLLEHTpauuu anbgoctepoHa n APIT. 3To cBA3aHo ¢
HECKO/IbKNUMU (PU3N0NOTUYECKUMIN (haKTopamMu:

¢ CHDKEHMe NoYevyHOro KpoBOTOKA B pe3y/ibTaTe nepepacnpenesieHns obbema

LMPKYNUpyoLL;eii Kposu;

¢ CHWDKEHMe CKOPOCTU MeTabo/IMyecKoro K/mpeHca asbaocTepoHa,;

4 MOBbILLEHME CEKPELUN anbaoCTepoHa.

Mpn npoBefeHUN NPobbl Y 60NbHBIX C apPeaKTUBHOCTbIO K KOMMOHEHTaM PeHUH-
aHrMOTEH3MHOBOW CUCTEMbI OTMeYaeTcsa «napafoKcasibHOe» CHMDKEHME KOHLeHTpa-
UMM anbgocTepoHa B Msasme rnocse XoAbbbl. Y 60/bHbIX ¢ AT M HU3KOPEHNHOBOM
thopmoii runepToHMYecKoli 60/1€3HN (H4YBCTBUTENBHOCTb K @HTMOTEH3UHY |l npm aTux
BapuaHTax NepBUYHOI0 rMnepasib4oCTePOHMU3MaA COXpaHeHa) 3TOT nokasaTeflb BO3-
pacTaeT, Koppenupys c ynppamu APTT.

Tem He MeHee B HacTn HabNAEHW Y 60N1bHbBIX C afbA0CTEePOMON 0TMeYan NoBbI-
LleHNe KOHLeHTpauun anbfocTepoHa nocse «MaplueBoi» npobbl MpU Tak Ha3biBa-
€MbIX aHTMOTEeH3UH [M-4yBCTBUTENbHbLIX anbgocTepoMax (»20% HabMoAeHW BCeX
anbpocTepom).

Takum o6pa3om, TeCT MMeeT NN b BCroMoraresibHoe 3HadeHne (Npu HepesysnbTa-
TUBHOM Ce/IeKTUBHOM 3ab0pe KPoBWU U3 HaAMOYEeYHUKOBbIX BEH U HAIM4YUM O4HOCTO-
POHHEN oNyxX0nn HagnoyeyHuka Ha KT).

CuuHTUrpacus ¢ NoaxonecTeposiom

CuunHTUrpaguio c nogxonectepon-P®"-19-iiogxonecteposiom ncnonb3osanm B 1970-
Xrogax, ¢ 1977 roga Ucnosb3ylT YyUlleHHbli BapuaHT — ¢ 6p-PM-iiogomeTun-
19-HopxonecTteponom (NP-59). VccneposaHue ¢ 6(3-PMiogomeTnn-19-Hopxonecre-
pPOIOM, BbIMO/IHEHHOE C CYNPECCUBHbIM NoAaB/IeHUEM AeKCaMeTa30HOM, oTpakaeT
COOTBETCTBME TMNEPPHYHKLNN 0NYXO/IEBOMY npoueccy B HagnoyeyHmkax. OgHaKko
YYBCTBUTESIBHOCTb 3TOr0 TecTa CUIbHO 3aBUCUT OT pa3mepa afeHombl. MNMoCKONbKY
3axBaT npenapara He3HauyuTesieH Mpu ageHomax MeHee, yem 1,5cm B gnameTpe,
3TOT MeTog 6ecriosie3eH MpU UHTeprnpeTauum MUKPOHOAYNAAPHbLIX U3MEHEHWU B
cpaBHeHUN ¢ KT BbICOKOro paspelleHuns. B cBA3n ¢ aTumM, MeTo ManoadheKTUBEH
B AgndpepeHymanbHon gunarHoctuke ¢opm MICA n 60MbWIMHCTBE LLEHTPOB €ro He
NCMNOMb3YIOT.

NccnepoBanne ¢ 18-rAPOKCUKOPTUKOCTEPOHOM

18-I'mapokcmkopTuUKocTepoH (18-N'KC) — pesynbTart rmgpoKCuUInpoBaHmns KOpTMKoc-
TepoHa. Y naymeHToB ¢ AMA ucxogHas yTpeHHAs (B 8:00) KoHueHTpauuna 18-N'KC B
nnasme, Kak npaewno, Bbiwe 100 Hr/gn, Torga Kak y naymeHtoB ¢ IFA — Hmke
100 Hr/gn. Tem He MeHee TOYHOCTb TecTa HefocTaTouyHa Ans AnddepeHLnanbHoR
anarHoctunku gopm MrA.

CxemMaTnyHO asiropnTm gnarHoctukuy NICA npegcrasned Ha puc. B.7.

JleyeHune

DHAoCKoNMYeckas agpeHasiakKToMUss — ONTUMasibHbI BapuaHT sleYeHns 04HOCTO-
poHHero MNIrA (AMA n OHIN).
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SHAOKPUHHAS XUpYprus

MaupeHTbl ¢ Al 1 NOBbILLIEHHOV BeposiTHOCTbIO MIFA

Puc. 3.7. AnroputMm gMarHoCTUKM NEPBUYHOrO runepanbnocTepoHnsma.

OCHOBHbIE LieNn NpefonepaLoHHON NoAroTOBKN — HOpManM3aumsa apTepnasibHoro
JaBneHnsa N ycTtpaHeHne rmnoKaanemMmm, 4To MoXKeT NoTpeboBaTb Ha3Ha4YeHUs aHTaro-
HWCTOB PEeLernTopoB MUHEPASTOKOPTUKOMA0B U 3aep>XXaTb XUPYPruyeckoe sieHeHue.

OfHOCTOPOHHEE 3HAOCKOMMYECKOE yAasleHMe HaAmnoyevyHKa HUBEMPYeT runo-
Kanmemmio n ynyduwaet TedyeHune Al noutn y 100% nauymeHToB C O4HOCTOPOHHUMU
BapuanHTtamum [IA. TMonHoe wm3nedyeHwe Al (apTepuasibHoe pAaBsieHWe CTabusibHO
<140/90 MM pT.CT. 6€3 aHTUIMMEPTEH3MBHOW Tepanum) NPOUCXOAUT MNPUMEPHO Y
50% (o1 35 o 60%) naumeHToB ¢ AlMA. B nocneonepaunoHHom nepuoge Al ropasgo
nydiie nogfaeTcsa nedeHmio ny 56-77% naumneHToB apTepunasibHOe AaBneHmne He npe-
BblwaeT 160/95 MM pT.CT.

AHTUTUNEPTEH3UBHYIO Tepanuio B MNoc/eonepalnoHHOM nepuoge HeobxoAnMo
npofo/nkaTb B c/iefyoWwmnx cayyasax:

¢ NPOAO/KUTENBHOCTb apTepuasibHoOM rMnepTeHsnmn >5 ner;

¢ BbiCOKOe (M0 OTHOLWEHWUK K AuarHoctmuyeckoii ans MrA senuumnHe) APC
nepeg onepaumei;
BbICOKMW YPOBEHb CYTOUHOM 3KCKPELUN anbAoCTEPOHA,;
XOpOoLniA TepaneBTUYECKNT 3PHEKT CNMPOHOIAKTOHA Nepea onepaumeit;
conyTtcTBytow,asa Al HEM3BECTHOW 3TUONOTUN;
MOXXWJI0/ BO3pacT;
6onbwan ganuTenbHocTb Al

L R 2R 2R 2R 4
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Pasgen 3. 3060/1€BOHUA HAAMNOYEYHUNKOB

Mo cpaBHEHWUIO C OTKPbLITOV agpeHasaKTOMUEN, MPUMEHEHWE 3H0CKOMMYECKOM
TEXHUKW MO03BOJSIAET YMEHbLLIUTL MPOAO/IKUTENIBHOCTL rocnuTanusaynm, a Takxe
CHU3NTb HacTOTY U TSXKECTb 0C/I0XKHEHUI. IOCKONbKY CeNIEKTUBHbIM 3a60p KPOBU U3
HaAMoOYeYHMNKOBbIX BEH NMOMOraetT MAeHTUMULMPOBATL TO/IbKO CTOPOHY YBe/IMYEHUSA
CUHTe3a asib0oCTepoHa, opraHocoxpaHsawLwas TakTuka (cy6TotanbHas agpeHanak-
TOMUSA C COXPaHEHMEeM YacTU «HEeU3MeHEeHHOro» HaAmno4YeyHMKa) MOXKeT NPUBECTU K
nepcuUcTUpyoLLein nocaeonepaLMoHHon Al BbicoKas KOHLEeHTpauus anbaocTepoHa
B MocneonepauMoHHOM rnepuofe coxpaHseTcs y 10% nauueHTOB C O4HOCTOPOHHEV
ATTA ny 27% 60/IbHbIX C NOATBEPXKAEHHBIM MHOI0Y3/10BbIM MOPaXKeHNEM.

MauneHTam ¢ 04HOCTOPOHHUM BapuaHToM MNICA, KOTOpPbIM N0 KakKUM-1160 npu-
YMHaM onepauuio He NPOBOAMAN, MOKa3aHO MegMKaMeHTOo3Hoe neveHne. Ona nauu-
€HTOB C 04HOCTOPOHHUM [MITA B 40/ITOCPOYHO NEPCNEKTMBE aApeHan3KToMua 6onee
peHTabesibHa, YeM NOXXU3HEHHAas KOHCepBaTUBHAaA Tepanus.

MocneonepayoHHOE BefeHue

KoHueHTpaunio anbAocTepoHa U aKTUBHOCTb PEHUHA He06X04MMO U3MepPATb Hernoc-
peAcTBEHHO rocse onepauun. Mocne BMeLwlaTesibcTBa NOCTENEHHO OTMEHSAT UHAY-
310 Kanusa N CNUPOHOMAKTOH, aHTUTUMEePTEH3NBHYIO Tepanuio cnefyet cBecTu K
BO3MOXXHOMY MUHUMYMY.

MocneonepauMoHHan MHAY3NOHHas Tepanns COCTOMT B OCHOBHOM M3 M30TOHWYeEC-
KUX CONEBbIX PACcTBOPOB 6€3 X/10pnaa Kaus, 3a UCKIYEHNEM CUTYaL Ui ¢ COXpaHso-
wierica runokanunemmeri (<3,0 mmosb/n). MocneonepayoHHas rMnNepKasIMEMmns MOXXeT
cTaTb C/1eACTBUEM TMMNOas1bA0CTEPOHM3MA U3-3a XPOHUYECKOro MofasBfieHUs MuHepa-
NOKOPTUKOUAHOM hYHKLUMN KOHTpanaTepasibHOro HagnodeyHnka. B pegkmx cnydasx
MOXXeT noTpeboBaTbCA BpeMeHHoe feveHne hNyapoKOPTU30HOM (KOpTUHEdHOM™).

Hopmanusauva AL nnn makcumasibHoe yryduieHne TedeHns Al B TUMUYHbIX
cryyasx HacTynaeT 4yepe3 1-6 mec nocrne OAHOCTOPOHHel ajpeHan3KToOMUW MNpu
ATTA, HO Yy YyacTu 60/IbHbIX 3TOT Nepuog 3aHMMaeT o 1roga. HekoTopble nccrefosa-
Tenu yepes 3 Mec rnocsie XMPYpruyeckoro feyeHUss CNOoAb3YHT CYNPeCcCUBHbIN TECT €
hyApOKOPTU30HOM 415 onpefeneHus gasibHelwero nocneonepawmmoHHOro nporHo3a
M OLEHKU (PYHKLUMN KObITpNATEPasIbHOro HaAno4YeyHnKa.

Mpwv ABYCTOPOHHEN FMNepnaasnmn HaanoYe4YHNKOB PeKOMEHA0BAHO BECTU 60/IbHbIX C
MPYMEHEHVEM aHTaroHMCTOB PeLLenTOPOM MUHEPEUTIOKOPTMKOMAOB: B KAYECTBE NepBUY-
HOro npenapara npegnaraeTcs CNVPOHO/IAKTOH, UMY, KaK aflbTepHaTMBA, 3MJIepeHoH".

[BycTopoHHWMii BapnaHT MNMIA npeactasneH UIA, asyctopoHHUMU ATTA n F3rA.
Mo NuTepaTypHbIM faHHbIM, NPV aHanm3e rnocaeonepaLMoHHOro cocToaHua 99 60sb-
HbIX ¢ WA (04HOCTOPOHHASA WX ToTasllbHasA afpeHasiakToMus) TOMIbKo Yy 19%
O0TMEYEHO yyylleHne TeyeHnsa Al B HacTOAWMI MOMEHT OTCYTCTBYIOT paHAOMU3N-
poBaHHble, NaaLeb0-KoOHTPONMPYEMbIE UCCMeA0BaHNSA 06 OTHOCUTENbHOM 3DEKTMB-
HOCTU JieKapcTBeHHOro neyeHnn MNMIrA. Tem He MeHee 3HaHVe NaToPU3N0OI0TUUYECKNX
acnekToB VIFA 1 60NbLLOA KNMHNYECKUIA OMbIT NO3BOASAIOT NPEANOKUTb HECKOTbKO
thapmMakonornyecknx cTaH4apToB SlevYeHUs.

AHTaroHuCTHI MUWHEPaNTKOPTUKONAHBLIX peLenTopoB

AHTAroHWCTbl PELIENTOPOB MUHEPASIOKOPTUKOUAOB 3PHEKTUBHO CHUXKAKT apTepu-
asibHOoe fjaB/ieHre 1 06ecneunBatoT He3aBMCUMYHO 0T AT 0praHHyo 3aunTy oT N36bIT-
Ka MUHEPasIoKOPTUKONAOB.
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CnupoHoNakToH

Bonee 40 net OH CNY>XWUT NpenapaTtoMm Bblbopa B MegMKaMeHTO3HOM nedeHun MNIA.
Mpu UICA cuctonnyeckoe aptepuanbHoe AaBneHme cHum»xaetca Ha 25%, auactonu-
yeckoe — Ha 22% B oTBeT Ha npuem 50-400 Mr cNMPOHO/IAKTOHA B [IEHD.

MMHeKomacTus nMpu NevYeHUU CrMPOHOIAKTOHOM OTHOCUTCHA K [0303aBUCMMbIM
ahhekTam, B nccnegoBaHUAX NpuBoaAT A4aHHbIE O MOSABAEHUU TMHEKOMACTUN Yy 6,9%
naumeHToB nocse 6 Mec neyeHUs B fo03e <50 Mr B AeHb Yy 52% nauneHTOB Npu sedye-
HUWN CNUPOHOMAKTOHOM B A03e >150 Mr B fieHb.

Y nayMeHToK B NpemeHornayse Ha (hoHe fie4eHUs CNUPOHOIaKTOHOM MOryT BO3-
HUKaTb paccTPOMCTBA MEHCTPYasSIbHOIO LMKA, XOTA UX YacToTa TOYHO HEN3BECTHA.
TnasugHble ANYpeTUKN (TpuamTepeH, amMuiopua®), Has3HaudeHHble B Heb60/1bLUnNX
[03ax, NO3BOMIAT CHU3UTb A03Y CMIMPOHOMIAKTOHA W, TAKUM 06pa3oM, YMEHbLIUTb
ero noboyHble aQheKThl.

Mpwy oBYCTOPOHHEM rMnepnaasnn HagnoyYevYHMKOB HadanbHasa fo3a CMpoHoaK-
TOHa fo/mKHa 6bIThb B npegenax 12,5-25 Mr ogHOKPATHO, eXXefHEeBHO. SPPEKTUBHYIO
[03y TUTPYIOT MOCTENEHHO A0 MaKcuMasibHoM 100 Mr B AgHb.

OnnepeHoH

AnnepeHoH!” — HOBbIA CENEKTUBHbIA aHTArOHUCT MUHEPaNIOKOPTUKOUAHBLIX peuen-
TOpoB, B OT/INUYME OT NPeLIecTBEHHMKOB OH HE OTHOCUTCA K aroHMcTam peLenTopoB
rnporectepoHa, He MMeeT aHTUaHAPOreHHOro apdekra, B CBA3WN C YEM 4yacToTa BO3-
HWKHOBEHMUSA HE6MaronpUATHbLIX 3HAOKPUHHbLIX MO60YHbIX 3h(HEKTOB MEHbLLE, YEM Y
cnupoHonakToHa. B CLUA 1 ANoHUM ero NpUMeHSAT A1 NIeYeHUs 3cCeHLNanbHOMN
Al 1 onsa KoppeKkuum NoCTUH(APKTHOM cepaeyHoii HefocTaTOMHOCTU. AKTUBHOCTb
anfiepeHoHa™ Kak aHaroHMcTa PeuenTopoB K MWHEePasIoKoOpTUKOMAAaM CcocTaB/isieT
0K0J10 60% aKTUBHOCTM CMUPOHO/IAKTOHA; NMPeMMyLLecTBa nperapara yMeHbLUAaKT-
CSl U3-3a €ro BbICOKOW CTOMMOCTU U BPEMEHHOI0 AehunLmTa TEKYLNX KIMHUYECKUX
JoKasaTeNbHbIX nccnegoBaHnii ero adchekTnBHocTU npu MIEA. ONna onTUManbHOro
ahpekTa Npenapar Ha3Ha4yalT ABaXKAbl B f€Hb, YTO CBA3AaHO € 60/1ee KOPOTKMM Nepu-
040M MONYBbIBEAEHNSA, YeM Yy CriMpoHoNnakToHa. CTapToBada f[o03a ANd arsiepeHoHa*”™
25 Mr 2 pasa B fieHb. HecMOTpsl Ha BbICOKYK CTOMMOCTb, MPU BblPaXeHHbIX N0604-
HbIX 3hheKTax CNUPOHOMAKTOHa, 60siee CeNeKTUBHbIN 3AMEPEHOH# MOXKET CTaTb
XOPOLWMM a/ibTePHATUBHbLIM MNpenapaToMm.

Y 60nbHbIX ¢ Il cTaguein XIMH CNMPOHONAKTOH W 3MIEPEHOHS 3HAYUTESIbHO
NoBbILWAKT PUCK runepkananemmun, gnasa 6onbHbix ¢ 1V ctagueii XTH npenapatbl
NMpoTUBOMNOKa3aHbl.

Opyrue npenapartsl

MoBbIWeHWe peabcopbLnm HATPUSA B ANCTASIbHOM KaHaslbLie NeT/IM HehpoHa cocTaBiseT
CYTb I/1aBHOr0 MexaHu3ma B/IMAHUA afibJoCTePOHA Ha KOHLIEHTPaLUIO Kanua U HaTpus
B Nnasme Kposw. VI3 fOCTYMHbIX aHTaroOHMCTOB HaTpMEBbLIX KaHasloB paccMaTpuBaloT
ammnopua® n TpuamTepeH. [elictBue amuiopyga® Hambonee M3yyeHO B OTHOLLEHUU
MrA. HecmoTps Ha MeHbLIYO 3D(eKTUBHOCTb B CPaBHEHUW CO CMMPOHC/IaKTOHOM,
aMmnoépna® — XopOoLLIO NMepPeHOCUMbI Kannincbeperalwmm ANypeTmK, KOTopbIA MOXEeT
YAyuLWnTb TedeHne AT 1 CKOPPeKTMPOBaTb KOHUEHTPauuto Kanusa y 60bHbIX ¢ MTA,
He BbI3biBas NMOBGOYHbLIX 3PHEKTOB CTEPOUAHOrO reHesa. B oTamvume 0T aHTaroHUCTOB
peLenTopoB MUHEPaSTIOKOPTMKOUA0B, aMUIopua® He CNYXXUT NPOTEKTOPOM 3HAOTENUS.
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Pasgen 3. 3ab6oneBaHna HagnoO4YeyYHUKOB

B oTHOWEHNN 3ahheKTUBHOCTU 6/10KATOPOB KasibLiMeBbIX KaHa0B, UHIMOUTOPOB
AlN® n 610KaTOPOB aHIMOTEH3NHOBbLIX PeLenTopoB Ans sedeHust Al y 60/IbHbIX
MrA unccnefoBaHUs MaslouUCNIEHHbl. AHTUTUMNEPTEH3VBHOE AeliCTBUE MpenapaToB
3TUX TPyMn He 3aBUCUT OT KOHLEHTpauuu anbaoctepoHa. lKccregosaHus, B KOTO-
pbIX NO/IyYeHbl MOMOXUTENbHbIE Pe3y/ibTaTbl, OCYLLECTBIEHbI HA HEOONLLUMX FPYyr-
nax, MeTofosiormvyeckn cnabbl, He OLEHWBAKT OTAA/IEHHbIX Pe3y/ibTaToB JleueHUs.
MepcnekTUBHO HanpasneHue nccnefoBaHUin MHIIMGUTOPOB asib0CTEPOHCUHTETA3bI.

MauymeHTtam ¢ F3rA cnefyeT vcnosb30BaTb MUHUMaJIbHYIO TUTPOBaHHYO [03Y
rMIOKOKOPTUKOMAO0B, CMOCOGHYI0 HOpMasiM3oBaTh apTepuasibHoe AaBfieHve U KOH-
LeHTpauuio Kasinsa B CbIBOPOTKE KPOBW. JledyeHuMe ¢ NpUMeHeHVeM aHTaroHUCTOB
MUHEepPaNoKOPTUKOUAHBIX PELLeNTOPOB He CNefyeT cuuTaTb B AaHHOM c/nydvae npeg-
MOYTUTESIbHbIM.

JleyeHue N3 A NPoBOAAT FMIOKOKOPTUKOUAAMU C LLes1bio YacTUYHOro nojassieHns
cekpeunn AKTI. PeKOMEHAYIOT MUCMONb30BaTb CUMHTETUYECKNE T/TIOKOKOPTUKOMALI
(oekcameTasoH MAM NPeAHU30/0H), AelicTBYOWME AINTENbHEE TUAPOKOPTU30HA. B
uieane NnpuHUMaTbL npenapar ciefyeTt rno3gHO HOUb, ANA 3PeKTUBHOIO nogasse-
HWNA (HU3N0NOTNYECKIN MOBbILLIEHHOW cekpeuunn AKTI yTpom. 15 oueHKN ahheKTUB-
HOCTM JfledeHUs 1 NpefoTBpaLLeHNs rnepeso3npoBKkm Heobxoammo onpegenntb AP n
KOHLIEHTpaLuio anbaocTepoHa. ATPOreHHbI cMHAPoM KyLlinHra Bbi3biBaeT 3a4epik-
Ky pocTa y geTeil, MO3TOMY >KeslaTesIbHO UCMO0/1b30BaTbh MUHUMa IbHbIE A03bl F/1HKO-
KOPTUKOWNAO0B, KOTOpPble HOPManm3ylT apTepuasibHOe [AaBfieHue U KOPPeKTUPYIOT
runokasivemunio. Paccmarpmeaemoe jiedeHMe He Bcerga HopmasinsyeT apTepuasibHoe
JaBfieHVe, B TaKUX cnydasx >KenaTeslbHO Ha3HayaTb aHTaroOHWUCTbl PeLernTopoB K
MUHepanokopTukoungam. B cBa3u ¢ Tem, 4to npu M3IA ne4eHmo 4yacTo noasepraroT-
ca getn, ahheKTbl CMMPOHONAKTOHA, CBA3aHHbIe C 3a[eP>XXKOM pocTa N aHTUaHapo-
reHHbIMU ahdeKTammn, genarT akTyabHbIM NPUMEHEHME ansiepeHoHa#".

HauvanbHasa pfgosa fgekcameTtasoHa /18 B3pOC/bIX A0o/HKHa cocTtaBndate 0,125-
0,25 Mr exxegHeBHO, An1A npegHu3onoHa 2,5-5 mr exxegHesHo. [Npuem npenaparta
»XenaTtesnieH B HOYHOe BPeMS.
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NMuungeHTasioma HaanoyeuyHUKoB

Benbuesuy A.T.

MunungeHtanoMa— onyxoab HaanoyedyHuka (-KOB), BbISiBJIEHHas Npu paguno-
normnyeckom obcnegoBaHMmM, NPOBOAVMMOM He MO MNOBOAY HaAMOYEeYHMKOBOW naTo-
norvu.

Onpegensiemas TakKMM 06pa3omM 0Nyxosib HaAMoyYevYHMKa He orpaHnyeHa HUKakKu-
MU PYHKLMOHANIbHBIMW paMKaMu, CTPOrMMU KPUTEPUAMU TKaHEBOW NpuHaanex-
HOCTWU W T.4. BbiAB/eHHOe o6pa3oBaHMe MOXET 0Ka3aTbCA KakK ropMoHas/ibHO-Heak-
TUBHbIM, TaK U aKTUBHO CUHTE3NPYIOLLUM pasfiniHble TOPMOHbI, MOXET UCXOAUTb
M3 pasfINYHbIX 30H HagnovyeyHUKa Uan UMeTb HecreunguUYHyo OpraHHyl npuHa-
ONEXHOCTb, MOXET 6bITb KaK 3/10Ka4YeCcTBEHHOM, TaK N A06pPOKavYecTBEHHOA.

B gnddepeHumanbHyo AnarHocTUKy Npy MHUMAEHTa/IOMe Haanovye4yHKa BK0-
yatT cnegyroLime 3aboneBaHms.

B APEHOKOPTUKa/IbHbIE ONYX0/N: pakK, afleHoMa, BPOXKAeHHAaA HaAno4yeyHUKo-

Bas runepnnasuns (BpoXkaeHHas AUCHYHKLNA KOPbl HAAMOYeYHUKOB).
m Onyxosm MO3roBoro cs108 HagnodeyHnka: eoxpomoumMToma, Helipobiactoma.
m BHeopraHHble (HecreunpuyHble) ONyXosaun: MuUesnionnunoma, ramaptoma, LuBaH-
HOMa, Numdoma (nMmdgocapkoma), iMnoma, TepaTtoma, MetactaTuyeckass Kap-
LMHOMa, reMaHrvoma.

m VHdekunmn: abecuecc, MHPUABLTPAT, rpaHynema pasinmyHoi aTUOMornu.

m KucTbl.

w MNceBAOHAANOYEYHMKOBbLIE OMyX0/N: 06pa3oBaHMA MOYeK, MOo4XKeNyA0UYHON

»Xenesbl, cesfie3eHKN, aHeBPU3Mbl COCY/0B.

«3ANnaemMna» MHUUOEHTAIOM HaAnoYeyHKa Hanpsamyto cBs3aHa ¢ LUIMPOKUM pac-

npocrtpaHeHnem 1 ucnonb3osaHnem Y3WU, KT n MPT,

anngemmonoruda

Mo AgaHHbLIM CBOAHOWM ayTOMCUMHOW CTaTUCTUKM (25 nccnegoBaHuii, obuiee Konu-
yecTBO npubamxkaetTca K 100 OO0 BCKPbITUIA) pacnpocTpaHEHHOCTb CAy4vaiHo
BbISIBNIEHHbIX 0MyXonew HagnodeyHMka cocTtasnseT oT 1 go 32% HaceneHus, B
cpegHeM — 6%.

JdaHHble KT no3sonswT 60/51ee TOYHO OLEHUTb BCTPEYAEMOCTb WHLMAEHTA/IOM
(y4aneHHble NP >XXMU3HW ONYXO/IN HE YUYMUTbIBAKTCA B ayTONCUWHbLIX MCCMefoBaHU-
SX) U OTpaXKalwT pacrnpocTPaHEeHHOCTb 3TUX HOBOOOpPa30BaHW B pa3/INYHbIX BO3-
pacTHbix rpynnax. Mo gaHHbiM KT (NB! OrpaHuyeHHas BblbopKa) «Ciy4dariHbie»
obpasoBaHVA HajMnoyeyHMKa BbIABASAIT NpubnmnsutesisHo y 4% o6cnenoBaHHbIX
nauveHToB. B Bo3pacTe fo 30 neT nvyugeHtTanoMma BCTpeyaetTca nNpuban3nTesibHo y
0,2% o6cnepoBaHHbIX. B rpynne nauveHToB cTapwe 70 fieT YactoTa o6Hapy»keHus
VHUMAEHTa/IOM Bo3pacTaeT 4o 7%.

BONbWNHCTBO 0NyX0/ei KAWHUYECKU He MNPOSABMSAT rOPMOHaNbHOW aKTUB-
HOCTW, Hawubosiee 4yacTo BCTpeyaeTcs afeHOMa Kopbl HagnoyevyHuka. o yactoTe
BbISIBJIEHNS HAMG0bLIEro BHUMaHNA KNNHULUCTOB AOCTOMHbI KOPTU30/1- U anbfo-
CTepoHNpoAyLUupyoLWwmne ageHoMbl, (HEOXPOMOLNTOMA, afpPeHOKOPTUKasbHbIN pak
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Posgen 3. 3a6oneBaHna HaAnoO4Ye4YHUKOB

(AKP) 1 meTacTtasbl B HaANo4YeYHNKN paka MHOW nokanusauum (metactatuyeckas
KapumHoma).

AunarHoctuka

JOnarHocTuyeckasn ctpaterus npv UHUMAEHTaNoOMe HagnodevHKa (-KoB) onpegensi-
eTCs ABYMS1 OCHOBHbIMW 3aadyamu:
# [10Ka3aTb WUV UCKIOUYMNTb BO3MOXKHYO FrOPMOHa/IbHYH0 aKTUBHOCTb OMYX0/1U;
+ onpeaennTb 3/10KAYECTBEHHbI MOTEHLMA ONYXO0N.

JlabopaTopHasi AMarHoCTUKa FOPMOHa/IbHOM aKTMBHOCTU OMyX0nu Hagno4eu-
HMKOB COCTOUT M3 [ABYX 3TarnoB. B KauyecTBe MepBUYHOIO McC/ef0BaHUS BblGUpaT
TecT, o6najarowmini HanGobLUEeA YyBCTBUTE/IbHOCTLIO B OTHOLLIEHWM OMNPEAENeHHOr0
CreKTpa CUHTE3NPYEMbIX FOPMOHOB. EC/M NepBUYHbI BbICOKOUYBCTBUTENbHbI
TECT OTPULAET FOPMOHASIbHYIO OMYX0/1IEBYH0 aKTUBHOCTb, HE06XOAMMOCTV BO BTOPOM
aTarne ropmMoHasibHbIX WCCMeAoBaHWUIi HeT. ECnn »Ke MepBUYHbIA TecT BbISBMA Fop-
MOHa/IbHYI0 aKTUBHOCTb WM MOMYYEHbl COMHUTESIbHbIE Pe3ysibTaTbl, HE06X04MMO
NoATBEPXXAEHNE aBTOHOMHOWM OMyXOJSIEBOM aKTUBHOCTM MPU MOMOLLM BbICOKOCME-
UMDUYHOrO TecTa, KOTOPbI M03BOISET YMEHBLINTL YMCO0 JIOXKHOMOMOXKMUTENTbHbIX
pe3ynibTaToB.

CuHgpom KyLnHro

Mpy onyxonsax Hagno4YeyYHMKOB, COMPOBOXKAAIOLLIMXCA BbIPaXXEeHHOW rMnepnpoayk-
LMeli KopTM3o/a, AOCTATOYHO pefKoli oKa3sblBaeTca CUTyauus, Korja obpasoBaHue
BbISIBMIEHO C/y4ariHOo. Mpu pa3BepHYTOM KAMHUYECKO KapTUHe rmnepKopTulmsma
(LeHTpMNeTasbHbIV TUMN OXKUPEHUSA, TUPCYTU3M, aKHEe, WCTOHYEHWE U PaHUMOCTb
KOXKW, MosiBNieHMe 6arpoBbiX CTPWUA, MbllleyHas cnabocTb, ONMOPTYHUCTUYECKME U
rpubKoBble NH(EKLNN, PENPOAYKTUBHbIE, MeTaboIMvecKme paccTpoicTea u T.4.) —
KaK npaBuio, TOMNYECKY ANarHOCTMKY MPOBOAAT LeseHanpaBfeHHo. Npobnema
VHUNAEHTA/IOM HaAMoYeyHUKOB U TMMNepKopTMLM3Ma Hanbosiee akTyasibHa ¢ TOUKMU
3peHnsa CYOK/IMHMYECKOr0 BapmaHTa 3Toro 3abosieBaHUSA, KOTOPbIV BCTpeyaeTcsa y
5% 60/1bHbIX CO CAy4YaHbIMW Haxo4KaMy B HaAMOYeYHNKaX.

CyOK/IMHNYECKNTIA TUMEPKOPTULM3M XapaKTepusyeTcad aBTOHOMHbIM (AKTI -
He3aBUCUMbIM) CMHTE30M KOpTM30/a Yy NauueHTOB, He UMELWUNUX KINHNYECKUX
NnpU3HaKoB runepkopTMumsma. Mo AgaHHbIM psjga wuccaefoBaHUi, HECMOTPSA Ha
OTCYTCTBME TUMUYHbIX KIVHUYECKNX NPOABMAEHUI, Y 3TUX NaLWUEHTOB 3Ha4YNTe b-
HO 4alle BbIABMAKT M30bITOUHLIA Bec, All, caxapHblii gnabeT, penpoayKTUBHbIE
paccTpoiicTBa 1 ocTeonopos. Barzon L. u coaBT. (2002) u Libe R. u coaBsT, (2002)
coobLLalT 0 pa3BUTUKM B TeHEHME NepBbIX YeTbipeX NeT HabnwaeHUa cybkamHumnyec-
KOro runepKopTULLM3Ma y NaLneHToB ¢ MHUNAEHTa/IOMON HaANoYeYHNKOB. ABTOpbI
PEKOMEHAYIOT €XEerofHbl/i CKPUHUHT B TeYEHUE 3TOr0 BPEMEHU A5 UCK/IIOYEeHUs
pa3BuTUA CYOK/IMHWUYECKOro runepkopTMumsma. B kKauyecTBe nepBUYHOro TecTa
npegnaralT NPOBOAUTb Manylw Npoby C AekcaMeTasoHOM, ANA MOATBepPXKAEeHUSA
aBTOHOMHOM (PYHKLMWW 0NyxXonu onpeaensiT KoHueHTpauuiwo AKTE B nnasme,
CYTOUHYI0 3KCKpeLMI0 KOPTN30Ma, KOHLEHTpaLWo KOPTMU30/1a B C/IIOHE B MOSTHOYb.

deoxpomouyntToma
deoxpomoumToMa coctaBnsetr okono 5% wHuugeHTasnoM. Ha coBpeMeHHOM 3Tane
pasBuUTUA MarHoCTUYeCcKUX MeTO40B MHOrMe aBTopbl 0OTMEeYalT, YTo He MmeHee 50%
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SHAOKPUHHASA XMUPYpPrus

(heoxpomMouNTOM M3HAYa/TbHO ObI/IN BbISIBIEHbI KaK WHUWAEHTa/IOMbl, N TO/IbKO
0KO0/10 MOSI0BMHA 3TUX HabnwaeHWn conpoBoxganacb All. HecMoTps Ha onpeaeneH-
Hble yCNexy B WHTeprpeTauun pagmosiormyeckoil CeEMUOTUKU (PeoXPoMOLUTOMBI,
nabopaTopHble nccnefoBaHUs B MOATBEPXKAEHUM AMArHo3a UrpakwT BeAyLLyo pofib.
OnpegeneHne CyTOYHOM 3KCKpeLMn MeTaHepuHa U HopMeTaHedprHa, KOHLEHTpa-
uMn pakLMOHNPOBaHHbIX MeTaHe()pMHOB B Msia3Me KpPOBM MMEET BbICOKYH 4YyBC-
TBUTE/IbHOCTb U CNeUNPUYHOCTb, 6/1M3KKMe K abcoioTHbIM NokasaTtesiamMm. OCo6eHHY0
3HAYMMOCTb 3TOT METOA MMEeeT M3-3a TOro, YTO ero AnarHocTuyeckas LLeHHOCTb He
3aBUCUT OT K/IMHUYECKOM aKTUBHOCTU (DEOXPOMOLUTOMBI. [1py COMHUTENbHbIX
pe3ysbTaTax ropMOHasibHbIX UCCef0BaHW ANsa BepupukaLmm gmarHosa eoxpomo-
LUTOMbI MPUMEHSAIOT CUUHTUrpaduio ¢ MeTa-oa-6eH3NNryaHgnHoOM-1" | onpege-
NAKT KOHUEeHTpaLuKuo XpoMorpaHuHa A n/mnmn NpoBoaaT TeCT C KITOHUAVUHOM.

Anbpoctepoma

AnbpocTepoHnpoayumpylowas ageHoma coctasnser oKoso 1% wmHumgeHTasioMm.
O6cnefoBaHve, MUCKAYalllee aBTOHOMHYKO MPOAYKLMIO anbAoCTepoHa ony-
X0Nbl0, HE0O6X0AMMO MPUMEHATb NUWb Npu Hanuuum Al. Mpu otcyTcTBUN ATl
MHOrocTyneH4yaToe CM0XHO0e ropMoHasibHoe o6cnefoBaHue HeLesecoobpasHo,
TakK KakK BEepoATHOCTb AuarHosa asiboCTepOoMbl NMPaKTUYeCKU CBefeHa K Hy/Io.
OnpegeneHne APC — Haunbosiee YyBCTBUTENbHbIM MeTog; 3a60p KPOBU MPOBOAAT
yTpoMm, rocne rnpebbiBaHNA nNauneHTa B BepPTUKA/IbHOM [MOSI0XKEHUU He 6onee
2 4, nepep 3a60poM KpPOBW MauueHT OO0/KEH cUAeTb B TedeHne 5-10 muH. TMepep,
BbINO/IHEHWEM TecTa nauueHT He A0/DKEH NpuaepXusatbcs 6ecconesor AueTbl.
NcknodeHne Bcex BAmALWmMX Ha pesynibtat APC aHTUrMnepTeH3UBHBLIX CPeacTB
BO3MOXXHO Yy MauUMeHTOB C YMEPEeHHOM apTepuanbHOM TUNepTeH3nen, ofHaKo
MO>eT MOoBJieYb CEPbe3Hble NMPO6/IEMbI MPU TSXKeENoM TedeHun All. B aTux cny4dasax
cnefyet NMPUMEHATb aHTUTUNEPTEH3UBHbIE CPeAcTBa, MUHMMAa/IbHO BAvAOLWME
Ha APC. Mpwv nonyyeHUn NonoXutenbHoro pesynbtata APC Heo6xo4nMMOo BbIMo-
HUTb O4WH N3 NOATBEPXKAAIOLWMNX TECTOB.

CyG6KNMHMYECKMEe NPOSIBNIEHNUS APYrMX BUAOB TOPMOHAsIbHOW aKTUBHOCTU
VUHUMAEHTA/IOM

OHn KpaiiHe pefku. MNpu NOBbILLIEHHOW MPOAYKLMWUW MOJSI0BbIX FOPMOHOB K/IUHU-
YecKue NMposiB/IEHNA A0CTAaTO4YHO ApKue, obcnefoBaHMe HaAMnovYeYHUKOB MPOBOAAT,
KakK npaswno, uesieHanpasneHHo. VICKoUeHNne MOXXeT COCTaBAATL Hekslaccuyec-
Kas ¢opma BPOXKAEHHOW AUCHYHKLMN KOpbl HaAMOYeYHUKOB, KOTOpas MOXeT
COMPOBOXAAaTbCA KaK OA4HOCTOPOHHEN, TaK M ABYCTOPOHHEN HaAno4YevyHWKOBON
runepnaasuneii. Het Heo6xo0AMMOCTM MPOBOANTL MPOBY CO CTUMYsALMEN Bblbpoca
AKTI v onpeaensitb KOHUEHTPaLMO NpeawecTBEHHNKOB KopTmn3ona (17-rngpok-
CUMpOrecTePOH) BCEM MaumeHTaMm € MHUMAeHTanomamu. KccnegoBaHme nokasaHo
npu ABYCTOPOHHMUX ONYX0NAX HAAMOYEHYHUKOB U NPU HAIUYUN KIIMHUYECKUX NPO-
SABNEHWI TMnepaHaporeHnn.

BapuaHTbl NEPBUYHLIX U NOATBEPXKAAWLWNX TECTOB A1A Haubosnee TUMUYHBIX
BWA0B FOPMOHa/IbHOM HaAMNOYeYHNKOBOW aKTUBHOCTM NpuBedeHbl B Tabsn. 3.11.

OnpefeneHne 310Ka4eCTBEHHOro0 MOTeHLMana onyxosimn — He MeHee OTBETCTBEH-
Had 3afayva AN KAWHULWCTA, CTOIKHYBLUErocsi ¢ npobaemor MHUMAeHTaI0Mbl Haj-
novyeyHUKa.
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Tabnnya 3.11.
NTabopaTopHasa gnarHocTmka aBTOHOMHOW OMyXOJsiEBON cCeKkpeuun

CuHapoM MepBUYHbI/ BbICOKOUYBCTBUTE/bHBIA AMATHOCTUYECKUIA TecT
Cy6KNIMHNYECKUIA MogaensaowWwmii TeCT ¢ feKcaMeTa3oHOM; NnepopasibHblii
rMNepKopTMLU3M npueM ] Mr gekcameTa3oHa Ha HOUYb, MOMOXUTE/NbHas

npo6a Npu CHWKEHWN KOHLEeHTpauum KopTM3osa Huxe

rpaHnLbl HOPMbl, MPUHATOW B KOHKPETHO na6opatopum
(4yBCcTBUTENBHOCTL 85%), NGO HMxXe 50 Hmonb/n (4yBC-

TBUTENLHOCTL 98%). Mcnonb3oBaHne B Tecte 2 wim 3 Mr
fekcameTasoHa MO3BOMSET YMEHbLUUTb YUC/IO JIOXKHOMO-
NOXUTENbHbIX pe3ynbTaToB NPU MUHUMaNbHOM W3MEHEHWM
YyBCTBUTE/IbHOCTH

deoxpomoLUTOMO CyTouHasa akckpeuusa mMetaHedpuHa WM HOpmeTaHedpuHa,
pakuMOHUPOBOHHbIE METOHEMPUHbI N1asMbl

Anbpoctepoma O6cnefoBaHne NpPoBOAAT TOALKO MNpu Hanauuum Al
OnpepeneHne APC

MHUMOEHTA/IOM Hagno4vyeyHuka (-koB)

BbICOKOCTELMPUYHBIF TECT, NOoATBEPXAAWMUNA aBTOHOM-
HYI0O OMyXO/IeBYI0 CeKpeuuio

AKTI B nnasme

CyTouyHas aKckpeuus kopTusona

KoHueHTpauuss KopTusosia B C/IlOHE BeYepom

Bonbwas npoba c gekcameTasoHoM: 16 mr gekcomeTo-
30Ha 3a 2 AHA, Ha 3 — unccnegoBaHMe CYTOYHOW 3KcKpe-
uvm kopTtusona. NMpoba nNonoxutesnbHa NpU MpesbIlLEeHUN
HWKHe rpaHuubl pedepeHCHbIX 3HayYeHui

XPOMOTPOHUH A, TECT C K/IOHWUAWNHOM, CUMHTUrpadns ¢
MeTo-i0A-6€H3NN TyaHUANHOM

OfVH 13 4 NoATBEpPXAAlLLUX TECTOB:

- TeCT C MepoposibHON HaTpWeBOW Harpyskoi;

- VHMY3NOHHBIA TecT ¢ U3N0NOTUYECKMM PACTBOPOM;

- MojaBnAWMA TecT ¢ hy[pOKOPTU3OHOM (KOPTUHEd-
thom);

- TecT C KanTonpuiom.

Ecnm 60nbHOMY nokasaHo onepaTuBHOE fledeHune, To /15
noATBepXAeHns AuarHosa anbjoCcTepoMbl pekoMeHjoBa-
HO npoBegeHne CpaBHUTE/IbHOIoO CeNeKTUBHOIO BEHO3HO-
ro 3o6o0pa KpoBWM U3 HAAMOYEUYHUKOBLIX BEH OMbITHbIM (1)
cneunonncTom



SHAOKPUHHAA Xnpyprus

ALPEHOKOPTUKA/IbHBIA pak

Ero obHapy>kuBatT y 4-5% nauueHTOB ¢ MHUMAEHTasioMamMu. 018 oueHKN Bepo-
ATHOCTU AKP uvcnonb3yloT 2 napameTrpa: pasmMep onyxosin v ee paguosiormnyeckas
ceMmnotuka. Mpn pasmepe onyxonu 6onee 4 cm okono 25% obpasoBaHWin OKa3blBa-
I0TCA 3N10KavyecTBeHHbIMU. OueHka KT-ceMMOTUKM 0NyXonun npu o6pa3oBaHUAX 4 cm
n 6osiee MMeeT YyBCTBUTENIbHOCTb 92-94%, o4HAKO CrneunpUUHOCTb B OTHOLLEHUU
AKP ocTtaBnisgeTt »enatb fiyduwlero. TemMm He MeHee YyBCTBUTE/IbHOCTb MeToAa UMeEEeT
6onblUee 3HaYeHMe, TaK Kak 06L,en3BecTHO, YTo pasmep onyxonu npu AKP obpaTtHo
NPonopLMOHasieH NPoAC/IKUTENIBHOCTU XXU3HU 3TUX B0/TbHbIX.

MeTacTaTuyeckass KapuuHoma

BobisBnsawT y 50% nayneHToB ¢ MHUMAEHTasioMamMn, B aHamMHe3e Yy KOTOopbIX 6bl1
pak nHoli nokanusaunn. Hambonee yacto B HaAMNOYEYHUK MeTacTasmMpyloT onyxonu
NEerkoro, MoYkKu, TOACTOM KULLIKW, MOJIOYHbIX >XKene3, NuLLeBoga, MoaykenynouHoi
»Xenesbl, NeYeHU, N xxenyaka. HagnoyeyHMKoBble MeTacTasbl 4acTo O6bIBalOT ABYC-
TOPOHHMMUK. Kak npaBuio, K MOMEHTY BbIIBNIEHUS MeTacTaTUYEeCKOW KapLUHOMBbI
Haano4YyeyHMKa NMepBUYHBIA ovar n3BecteH, obpaTHas cMTyaums AOCTaTOYMHO pedka.
Mpwn Nnogo3peHnn Ha MeTacTas pekomeHgoBaHa [M3T c¢ 18-ge30Kcu-E-rnwokKosoin,
Hanbonee YyBCTBUTE/IbHAS B OTHOLUEHUWN 3/10KAYECTBEHHbIX MOPaXkeHUA.

[BYCTOPOHHME HAAMNOYEYHUKOBbIE WHLMAEHTANOMbI

BcTpeyatoTcs B 0Ko10 15% cpegm BCeEX CAyYariHO BbISIB/IEHHbIX OMYX0/1eii Haano4yeu-
HMKa. Hawnbonee BepoATHbIE AMarHo3bl ~ MeTacTartuyeckas 60s1e3Hb, BpoXKAeHHas
OAVNCPYHKLMA KOPbl HAAMOYEYHUNKOB, ABYCTOPOHHNE KOPKOBbIE 8fleHOMbI. Y 60/1bHbIX
C ABYCTOPOHHUMW HaAMOYEeYHUKOBLIMU UHLUMAEHTA/IOMaMN HEe06X04MMO UCK/TIOUYNTL
HaANo4YeYHVKOBY HeLO0CTaTOUYHOCTb.

PeHTreHonorunyeckue npu3Hakn MHUMOAEHTa/IOM HaAno4YeyHUKa

JaHHble KT ouegHMBaOT Mo MJIOTHOCTM XXUPOBbLIX U HEXXUPOBbLIX CTPYKTYP B HEKOH-
TPacTHyt a3y (PKMpOBble CTPYKTYPbl UMET MOHWUXKEHHYHO M/I0THOCTL). Boratble
nnuaaMmn TKaHW XapakTepHbl A1 Ao6poKayecTBeHHbIX aeHOM KOpbl HaAMoYe4YHUKa.
OfHaKo 0K0/10 TPeTU A06POKaYeCTBEHHbIX 8JleHOM MOTYT He MMeTb HNU3KOW «HEKOHTpAac-
THOW» NA0THOCTW. [Mpuy onpeaeneHn PeHTreHo0rMYeCKOor NA0THOCTU 06pa3oBaHmA Ha
pas3HbIX hasax KOHTPACTUPOBAHUA BUAHO, YTO afeHOMbl KOpbl HaAnovYeyHmKa 6bICTPO
CHWKAIOT nokKasaTeniv NMA0THOCTU, B TO BPEMS KaK Apyrve 06pa3oBaHUA HagmnoveyHu-
KOB MMEIT TEHAEHUMIO K 3a4ep>XXKe KOHTPacTHOro sewectsa. CHMXKEHNE PEHTIeHos10-
rMYECKOoM NMAoTHOCTM Yepe3 10 MUH Mnoc/ie BBEAEHNS KOHTpacTa 6oniee yem Ha 50% ot
pasHOCTY 3HAYEHMIA MI0THOCTY B JOKOHTPACTHYIO U KOHTPACTHYIO (ha3y CBUAETEebCTBY-
eT 0 fJo6pokaNieCTBEeHHOW afieHOMe KOpbl HaanoveyHnKa. amepeHve aToro nokasaresis
nmMeeT 6/IM3KYI0 K abCOMOTHLIM 3HAYEHUAM YYBCTBUTENBHOCTL NpU AndchepeHLnasib-
HOM AMarHocTMKe ageHoM 1 cheoxpomoumnTom, AKP 1 MeTacTaTMyecKon KapLHOMbI.

YNbTpasBykoBoe WccrefoBaHue

B oTHOWEHUN ponn ynbTpasByKOBOro mccnenoBaHuA HEO6XO,EI|VIMO OTMETUTb, 4TO
MeTo4 UMEET pellarollee 3Ha4eHne B AnarHOCTUMKe KUCT Haano4Ye4HMKoOB, HEKOTOpPbIE
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Paspen 3. 3a6oneBaHnsa Hagno4Ye4YHUKOB

aBTOpbl YKasblBalOT Ha MATOFHOMOHWYHOCTb Y/bTPa3BYKOBO/ CEMMOTUKM B OTHO-
LEHMN MWEN0ANNOM HaAmnmouYeyHUKOB (XapakKTepHas rmnepaxoreHHass ogHopoAHas
CTPYKTYpa).

HekoTopble heHOTUNMYECKME OCOOBEHHOCTM OMYX0/1E HaAMOYeUYHUKOB NpuBese-
Hbl B Tab6n. 3.12.

MyHKLMOHHaAA 6uoncus

Moka3zaHa Npy VHUMAeHTasIoMe 47151 NpoBeAeHns anddepeHLanbHON AUarHOCTUKN
MeXAy OMyX0AsMU U3 HaAMOYEeUHUKOBbIX TKaHeW 1 HecrneynuyecKUMn s Hag-
rnoyeyHnka obpasoBaHmAMN (HanpuMep, MeTacTasbl UM UHEKLNS). YnpaBagemas
(Y3, KT, MPT) nyHKuna oTHOCUTEeNbHO 6e30nmacHa; B OMNbITHbIX PyKaxX 0CNOXHe-
HUSA cOCTaBNAT He 6onee 3%, cpegm KOTOPbIX OTMeYarT: remaTtomy, 60/b, rematy-
puvio, NaHKpeaTuUT, MHEBMOTOpPaKC, abcuecc HaAnMovYevyHUKa, rMNepTeH3NBHbIN KpuU3
npu )eoXpoMoLMTOME. B CBSA3U C MOC/AeAHUM OC/TOKHEHUEM HY>XXHO HAMOMHUTb, YTO
nabopaTtopHas AMArHOCTMKa FOPMOHa/IbHbIX W3MEHEHUN A0/MKHA OblTb MEPBUYHOW
npoueaypoi, n Npu NoATBEPXKAEHUN TOPMOHA/IbHOW aKTUBHOCTM NOKa3aHWi K NyH-
KLWNOHHOW BMOMCUN HeT.

MapameTpbl AMHAMMWYECKOTo Ha6naeHuns

JTa Tema ocTaeTcs MpPegMETOM MOCTOAHHbLIX AUCKYyccuid. TMoBTopHoe KT 06bl4HO
peKoMeHAYT yepe3 6, 12, n 24 mec nocne NepBMYHOro BbiBneHUA. MNMpu nogospu-
TeNbHbIX gaHHbIX KT 1 He6onbLWOM pasmMepe onyxosin (40 3 cMm) onTUMasbHbIM CYU-
TalT NHTepBaUsl NePBUYHOr0 HabntgeHns 3 mec. Mo gaHHbIM Young W.F. Jr. (2007),
npuv nocnegosartesibHOM HabloAeHMN 3a 60/IbHBIMU C Pa3INYHbIMW BapuaHTamn Haj-
NMOYEUYHUKOBbIX OMYXO0/e POCT KOPKOBOW afieHOMbl 1 Pe0XPOMOLMTOMbI COCTaBsAeT
0,5-1,0 cm B rof, B To BpeMs Kak a1 AKP xapaKTepeH ObICTpbIi TeMn pocTa (>2 cm
eXXerogHo). HabnwogeHve 4depes 6onee 4/INTeNbHbIE MPOMEXXYTKM BPEMEHU LIESECO-
obpasHo Npy HaMMuum HebosnbNX (<2 CM) HU3KOUHTEHCUBHbIX Ha KT KOPKOBbIX
onyxonen. Vckn4veHne rOpMOHas/IbHOM aKTMBHOCTM Liesiecoobpa3Ho MpoBOAUTHL He
MeHee 4 neT nocsie NePBMYHOr0 BbIABNEHMNSA HEAKTUBHOW ONYX0W.

JleyeHwne

Npw AOKa3aHHOM aBTOHOMHOV FOPMOHa/IbHOW aKTUBHOCTY OMYXO0/11 06LLeli peKOMeH-
Jauvern ABnseTca XMpypruyeckoe ygasneHne obpasosaHus. Ha aTo pelueHne moryT
NOBNUATb:
¢ BbICOKUI PUCK ONepaTuUBHOIo BMeLlaTeNbCTBa,
¢ nparmMatnyHas HeobxoAMMOCTb MeAMKaMeHTO3HOoM Tepanuu (Npyn ycioBumn
ee a(pPeKTUBHOCTN);
¢ HeobpaTMmoe NopakeHne opraHoB-MULLEHEN, KOraa ornepaTuUBHOE fieveHne
He NpuBefeT K MosIOKUTEIbHOMY 3eEKTY;
¢ HeonepabenbHOCTb ONYX0/IN (MECTHOe pacrnpocTpaHeHne, MeTacTaTnyeckas
AncceMuHaums, pacrnpocTpaHeHHbI NepBUYHO-MHOXECTBEHHbIM MpoLiecc
onyxosieobpasoBaHuA).
BOoNbWKWHCTBO CreunanncToB pPeKOMeHAYIT aApeHanIKToMUK npu onyXonsx
6onee 6 cM, TeM He MeHee, peLleHNe NPUHUMALIOT Mocse aHann3a Bcex HakTopos (BO3-
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Tabnuya 3.12.

Tonunyeckns xapakTepucTukn NMHUNAEHTaIoM

MapameTpbl

Pasmep
KoHTyp

CTpytoypa

[BYyCTOpOHHee nopaxeHue

HekKoHTpacTHass pPeHTreHono-
rmyeckasa Mnj0THOCTb

Bpemsa nosnyBbiBefeHUS KOHT-
pacta npu KT

Backynapusaumsa B KOHTpacT-
HylO (hasy
MPT-cemnoTtunka

Hekpo3bl, KpOBOU3NNSAHUA,
KOMbLMHATbI

CKopoCTb pocTa

TUN MHUMLEHTANOMbI
AfleHoMa Kopbl
Heb6onblwoi, 06bIYHO <3 CcM

YeTKnin, pOBHbIIA

FomoreHHas

+

<10 Epg Hounsfield

A"50% uyepe3 10 MuH

N30MHTEHCUBHBLI Ha T2-B3Be-
LWEeHHbIX Cpe3ax OTHOCUTEesb-
HO neyeHu

MepgneHHas wm oTcyTCcTByeT
(<1 cm B rop)

AKP
Bonblwoii, 06bIYHO >4 CM

HepoBHbI, 6YrpucTblii

FeTeporeHHasi, ¢ y4acTKOMM
pasHoii MNAOTHOCTM

H

>10 Eg Hounsfield
{06bl4HO >25)

<50% uepe3 10 MuH

FMnepuHTEHCMBHbI Ha T2-
B3BELUEHHbIX cpe3ax OTHOCK-
Te/IbHO MNeYeHu

-

O6bIYHO GbicTpas
(>2 cm B ron)

deoxpomouumTOoMa
BonbLwoii, 06bIYHO >3 CM
Kpyrnblli unu oBasbHbIA, YeT-
KU KOHTYpP

FeTeporeHHas ¢ XWUAKOCTHbI-
MW NONOCTAMMU

+1-

>10 Ep Hounsfield

(06bI4yHO >25)

<50% yvepe3 10 mMuH

H

Haubonee runepuHTEHCUBHLI
Ha T2-B3BeLlEHHbIX cpe3ax
OTHOCUTE/NbHO NeyeHn

4o

O6bIYHO MeaneHHas
(0,5-1 cm B rop)

MertacTtas
BapunabeneH, vanye <3 cMm
HepoBHbIA, HEYETKNA KOHTYP

leTeporeHHas, ¢ yyacTkamu
PO3HOW MAOTHOCTU

++ /-

>10 Ef Hounsfield (06bl4HO
>25)

<50% yvepe3 10 mMuH

FMnepuHTEeHCMBHbI Ha T2-
B3BELLEHHbIX cCpe3ax OTHOCH-
TeNbHO NeyeHun

y-/-

BopuabenbHosi, 30BUCUT OT
Mopchonornyeckoro TMno



Pasgen 3. 3a6oneBaHua HOANOYEYHUKOB

pacT, onepaumoHHbIA PUCK, HafMune ABYCTOPOHHErO MOpadkeHUs, paguosioruyeckKunii
theHoTUN onyxonu). PacnpocTpaHeHHOCTb HAAMOYeYHUKOBbIX NHLMAEHTAIOM C BO3-
pacToM 3HauMTe/IbHO BO3pacTaeT, B CBA3U C YEM, Y MOXU/bIX MauMeEHTOB' C BbICOKUM
onepauvioHHbIM PUCKOM M 0MNYyX0sbio 6osee 6 cM, foKa3aHHbIM OTCYTCTBMEM FOpPMO-
HasIbHOM aKTUBHOCTU U f06pOoKavYecTBEHHOW ceMUOTUKOM No KT BO3MOXHa BbIKU-
JaTenibHas TakTUKa. B To »Ke BpeMs y M0/040ro naymeHTa ¢ HepyHKLMOHUPYIOLLLEN
OMyXo/bl HagnovyeyHuKa Hebonblloro pasmepa (Hanpumep, 3-4 cm) «paguosorn-
YecKM [06poKayecTBeHHOe» 00pa3oBaHMe [O/HKHO HaxoAuUTbCA Mof MOCTOAHHbIM
NnoAo3peHNEM Ha 3/10KaYeCTBEHHbIN XapaKTep pocTa, YTOo orpefenser yacTyl paH-
XNPOBAHHOCTb HabnwaeHUs 1 6oslee arpeccMBHYIO fliedebHY0 TaKTUKY NpU MUHWK-
MasibHbIX ANarHoCTUYECKUX COMHEHUAX.

Ha ocHoBaHMK BbiweunsnoxxeHHoro Young W.F. Jr. (2007) npegnaraet cregyto-
WM anropnuTM ANArHOCTUKU N NeYeHns nHuugeHTanom (puc. 3.8).

MvumaeHTanioma HagnoueyHmka
COJ/IMAHOIO CTPOEHUs!

FopmoHanbHoe o6cnegosaHne HepocTaTouHO faHHbIX

1. Manas fekcameTasoHoBas npo6a 0 (PYHKLMOHa/TbHO-

2. CyTo4Has aKcKpeums MeTaHedpuHa, aBTOHOMHOV1 OMyX0/1eBOWA
HopmMeTaHedpuHa aKTUBHOCTUN

3. Mpwn Hasumm Al onpepeneHve
COOTHOLLIEHVS! a/1b0CTePOH/PEHNH

JlokazaHa aBTOHOMHas

onyxornesas cekpeLys MoaTtsepxaaioLne j ViccnepoBaHvie
TeCITbl KT-cemmnoTukmn
HekoHTpacTHas n1oTHOCTb HekoHTpacTHas N/I0THOCTL
no KT S 10 ea.H. cHwxeHve no KT < 10 €1H, cHmkeHne
A nnoTHocTM vepe3 10' nocne [l nioTHocTv Yepes 10°nocne
KOHTpacTnpoBaHus a 50% KOHTpacTupoBaHusa < 50%
KT uepes 6, 12 n 24 mec MyHKUMA Npy aHaMHEeCTU-
F'opMoHasibHOe 06crieoBaHne YEeCKOM MOJ03PeHUN Ha
eXerogHo B TeyeHve 4 net MeTacTas paka VHoM
Xunpypruyeckoe niedeHve JIOKaUmM3aumm

npu pasmepe 6onee 4-5 (

KpaTkocpoyHoe
HabnoaeHve Npn
pasvepe <3 c™m
(KT yepes 3 mec.)

Puc. 3.8. ANropuTM AMarHOCTUKM W NEYEeHUS WHUULOEHTaNoMm.
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ALpPeHOKOPTUKaSIbHbI pak

Benbuesuny A.I.

ALEHOKOPTUKasTbHbIN pak (AKP) — peakoe 3a6osieBaHue, [0 HACTOSALLEr0 MOMeHTa
XapakTrepuaytouieecs No3gHNUM CPOKOM ANArHOCTUKN N HE6NaronpuUsaTHbLIM MPOrHo-
30M.

AnngemMmuonorusa

E>xerogHoe BbigBnsawT 0,5-2 cnyyas AKP Ha MWNMOH HacefieHUs, B CTPYKType
OHKonornyeckon cmepTtHoctn AKP coctaBnsieT 0,04-0,2%. 3nuaeMnonormyecknum
UCKJIl0YeHMEM aBnseTca KOXHaa bpasnnns, rae BbiIABASEMOCTb NPUGNIN3UTESNBHO B
10 pas BblLLe, YeM B 11060M ApYyromM MecTe Mupa.

AnarHoctnpytoT AKP npenmyLiecTBEHHO B ABYX Bo3pacTax: Ha MATON Aekage
YKU3HU 1y geTein oT 5 go 10 ner.

aTnonorus

OnucaHbl ABa CUHAPOMA, KOMMOHEHTOM KOTOpbIX cny>XuT AKP. B pamkax
060MX CUHAPOMOB OTMeyaeTcAa HU3Kas (eHOTUNU4YeckKass MeHeTPaHTHOCTb, B
CBAA3M C YeM MNpocneAuTb HacMeACTBEHHbIN XapaKTep aHaMHeCcTUYecKu AocTaTou-
HO C/I0XKHO.

m CuHgpom Jin-dpaymeHu (Li-Fraumeni) cBA3aH ¢ HeaKTMBHOW MyTauuern B
TP53 — reHe-cynpeccope onyxoneBoro pocta. OH xapakTepusyeTcsa obpa3oBa-
HMEM CapKoM MATKUX TKaHeN, pakom MOJI0HYHO Xefe3bl, HOBOOO6pa3oBaHUSAMU
mMo3ra n AKP. VIHTepecHO, 4TO MMeHHO MyTaumu B TP53 ABNATCA NPUUYMNHON
BbICOKOI BbisiBNsiemoctn AKP B HO>XHOI Bpasunnnu.

m AKP — TakXXe KOMMOHeHT cumHapoma bekyuntta-BugemaHHa (Beckwith-
Wiedemann), KoTopblii NPOSABASETCA MaKpOorsoccnein, gedeKktaMmm GPHOLLHON
CTEHKU (3MOpMOHasibHas MNyrno4yHasi rpbika), remurunepTpouein, Hedpo-,
renatobnactomon u AKP. Ha reHeTM4yecKOM YpoOBHe 3TOT CUMHAPOM Bbi3BaH
n3MeHeHnaAMM B 11pl5, reHeTUYECKOe MeCTOMOSIoXKeHWE BKNOYaEeT reHbl IGF-2,
H19, n CDKNI1C (p57Kip2).

Bo3smoxkHa cBsA3b AKP ¢ cuHgpom [apgHepa (ageHoOMaTO3HbIA MOMNMMNO3
KWL KW), KOTOPbIA Bbi3BaH MyTauueih APC — reHa-cynpeccopa OMyXo0/1ieBoro
pocta (APC — oT adenomatosis polyposis coli). Npn reHeTnyeckom wuccriefosa-
HUW ONyXosiel HaAMOYEeYHUNKOB Yy B0/IbHbLIX C CUMHAPOMOM [apaHepa BbISABMASAIT
Aeneyunto HopMmasibHo APC-annenu B onyxosieBbiX Xpomocomax. CuHApom M3H
1-ro TMnNa paHee cBA3bIBaNN ¢ A06pPOKAYECTBEHHbIMU FOPMOHAa/IbHO-HEeaKTUBHbI-
MW OMYXOSIAMN HaAMOYEYHUKOB, KOTOpble oTMeyanucb B 20-40% HabnoaeHni
camoro cmHgpoma. HegaBHo ony6nMKoBaHHbIE UCClef0BaHMUA NMoKasasnu, 4To npu
cuHgpoMe M3H 1-ro Tmna ropmoHasibHO-aKTUBHbI AKP BcTpeyaeTca He CTO/b
peako. Y 60/bHbIX ¢ KomnnekcoM KapHu (Carney) nam cnHgpomom MakKbloHa-
On6paiita (McCune-Albright) moryT 6biTb BbIIBNE€Hbl ONYX0AN HaAMoO4YeYHUKaA C
OTCYTCTBMEM WM HaNMYMEM FOPMOHa/IbHOM aKTUBHOCTU. OAHaKO 0 3/10Ka4ecT-
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Pa3gen 3. 3a6oneBaHnA HOA4NOYEYHUKOB

BEHHOM XapaKTepe 3TMX 06pas3oBaHUii He coobwanocb. MeHeTu4yeckne AedeKTbl
4Nna aTux AByx 6one3Heil o6ycnoBneHbl akTusBayunein LAM®-3aBucMMoOii NpoTe-
MHKNHa3bl.

B psage uccnegoBaHuii npoaHanmsuposaHbl AHK Hagno4yeyHUKOBbIX onyXosel
npu cnopagnyeckom AKP B yuacTkax 17p (cogep>kawem reH TP53) n B 11p15 (cogep-
»xawem IGF-2/CDKN1C). lMosyyeHHble pe3ynbTarbl CpaBHUAM C MOPONOTNYECKUM
TUNoOM onyxonein. BbisiBfieHo, 4TO geneuns B 17p U CTPyKTypHas nepectaHoska 11p15
(n, Kak pe3ynbTaT — noBbllWeHHas akcnpeccua IGF-2) bbiia 065iMratHo cBsizaHa co
3/10KaYeCTBEHHOIM CTPYKTYpOW onyxonu. ABTOpbl npegnaralwT UCNoMb30BaTb 3TOT
TecT npu anddepeHUnanbHON ANarHocTUKe 006pPOKaYeCcTBEHHbIX U 3/10KAaYeCTBEH-
HbIX OMYXO0/Ne HaANoOYeYHUKa.

KnnHnyeckune npodaBneHna n gnarHoCTnKa

KnnHnyeckne NposiBfieHUs B pa3HbIX BO3PACTHbLIX FPyrnax HeCKO/IbKO OT/INYalTCA.
Y 40% B3pocsibix AKP ropmoHasibHO-HeaKTUBHbIA, €ro 06Hapy>XMBatT cay4daiiHo
WA B pesynbTaTe AMarHoCTUKM 3KCTpaaspeHanoBbixX 3aboneBaHui.

Y 60% B3pOC/bIX OMYX0/1b TOPMOHaNbHO-aKTUBHaA. I3 HUX CUMHAPOM CMellaH-
HOM rOpPMOH&/IbHOW MNPOAYKUUU (TUMEPKOPTULM3M U BUPWUIN3ALUSA) OTMeYvaeTcs
y 30-40%, wW30/MpoBaHHbIN cnHapom KywmnHra— y 25-35% u mM3onupoBaHHas
rmnepnpoaykumns aHgporeHos — y 20% 60/bHbIX. V301MpoBaHHbIE 3CTPOreH- n
asbA0CTEPOHMPOAYLNPYIOLLNE OMYXOSIN OTHOCATCH K PeKOCTAM, COCTaB/IAT MeHee
2%. ToBbIWeEHHAasA NPOAYKLUUA anbAocTepoHa 0TMEeYaeTCs HeCKOJ/IbKO yalle B pam-
Kax CMeLlaHHOM ropMoHasIbHOM NpoayKLuun.

Y peTeil ropmMoHasibHass akTMBHOCTb AKP BbisiBNsieTca 4alle, 4em Yy B3POC/ibIX
n coctaBnsiet 87-95%. [lMpeobnagarowiee 60MbLUMHCTBO OMYyXO0sieli M30/IMPOBAHHO
cekpeTmpyeT aHgporeHbl (55%) nnm aHgporeHsbl B KOM6UHaunm ¢ Koptrsosnom (30%).
M30.4MpoBaHHbIV TMMNEepKOPTULN3M BCTpevaeTcs pexke — MeHee 5% HabnwaeHWi.
Lpyrue BapnaHTbl FOPMOHa/IbHOM aKTUBHOCTM B AETCKOM BO3pacTe MOXXHO CHMUTaTb
Ka3yncTUYeCcKMMU.

Ha MOMeHT BbIiB/IeHNS CpefHUIA pa3mep ONyXo/sin y B3pOC/ibIX gocTuraeT npubnum-
3utensHo 10 cm, npu atom y 30-40% nauneHTOB UMEKDTCA OMnpefesnsemMble meTacTa-
3bl. Onyxonb nerko sugHa npn KT v MPT, 1 OHKO/10rM4yecKyto HacTOPOXXEHHOCTL B
oTHOowWweHN AKP MOXHO cuMTaTb Cepbe3HbIM NoKasaHWem 4/19 yaaneHUsa UHUUAEeH-
TasioMbl HAAMOYEYHVKOB.

KomnbloTepHas TomorpaMmma 6ploLHON Mos0CTN NnauneHTa ¢ afpeHOKOPTUKasIb-
HbIM paKoM rpeacTas/ieHa Hapac. S.9.

Mpy onyxonax 3Ha4YMTesIbHOro pa3mepa Mpv OTCYTCTBUU FOPMOHASIbHOM aKTUB-
HOCTU HeobXo4MMO BbINOMHUTL Y3W ONA WCKMHYEHUA MUENOINMOMblI N KUCTbI
HagnovyeyHmka. Mpu TOMMYECKOW AMArHOCTMKe 60/bLUOE BHMMaHMe obpaljaloT Ha
XapaKTepUCTUKN, NMPUY HANIMYUN KOTOPbIX BbICOKA BEPOATHOCTb A06pOKAYECTBEHHbIX
N3MEHEHW B HagmnoveyHMKax. Huskas HeyBenmumsawLlasacs MAOTHOCTb CMrHana
npu KT, unn 6bICTPOE CHUXXEHWE WHTEHCUBHOCTU CUrHana rocne BHYTPUBEHHO-
ro KOHTPacTUpoBaHWA XapakKTepHbl O/19 KOPKOBbIX afeHOMbl WX runepniasnn.
OpHopogHas runepaxoreHHas CTPyKTypa onyxonuv npm Y3W xapaktepHa ans mue-
nonunomel, B HacToAwmiAi MOMEHT PEKOMEHJO0BAHO XMPYPruyeckoe fieyeHve npu
onyxonax 6osiee 5cM (MCKOYasa KUCTbI), HECMOTPSA Ha TO, YTO B 3TUX c/y4dasx 75%
ONyXxo/siei oKasbliBalTCA A0OPOKAYECTBEHHBLIMU.



SHAOKPUHHAA XUPyprus

Puc. 3.9. KomnbloTepHass Tomorpamma 6pOLWHOW MOMOCTM nayveHTa € aapeHOKOPTUKASIbHbLIM
pakom.

NleyeHune

Xupypruyeckoe nevyeHue

OcHOBHbIM MeToAOM nedeHnAa AKP cumTaloT nonHoe Xupypruyeckoe ygaaneHue
onyxonu cpasy rocsie ee obHapy>keHns. AKLUEHT Ha CPOYHOCTU OrnepaTuBHOrO BMe-
LaTesibcTBa CBA3aH € ObICTPbIM MPOrpeccupoBaHneEM pPasMepoB OMyXoan N BbICOKOWN
BEPOATHOCTbIO MeTacTasuposaHusA. Ecny Ha MOMeHT 06Hapy>XeHUs onyXxosin meTa-
cTasbl He o6Hapy>keHbl, TO BbIroga orepauumn o4eBUAHa, Tak KaK OHa HalesieHa Ha
nonHoe mnsneveHuve {puc. 3.10, cM. LB. BKNENKY).

Cpefy Hanbosee YacTbix NPo6aeM, BOSHMKAOLUX NPV NPOBEAEHNN OMepaTUBHOIO

neyeHus no nosogy AKP, oco6oe BHMMaHWe Heo6X0ANUMO 06paTUTL Ha criefytoLme.
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m Komnpeccmsi HWKHEW MOMAOW BEHbI, NHPUAbTPALUA CTEHKU HUXKHEN Moown

BeHbl 0NYX0/blo. KNMHNYECKM BbIPAXXEHHOI0 CUHAPOMA HV>KHEW MO0 BeHBbI,
KaK MpasBuso, He 0TMeYaeTCsl B CBSA3M C MOCTENEHHOM ajanTtauneii K BeHO3HOM
rMnepTeH3nn cUcTeMbl KaBamnopTakaBasibHbIX aHAacTOMO30B. B gaHHOM cny4dae
nomorarT AOMNO/IHUTE/IbHbIE AVMArHOCTMYEeCKMEe METOoAbl — BOCXOASILLAS KaBa-
rpacus, gonnneporpadmyeckoe nccnesoBaHme KpoBoToOKa B KPYMHbIX BEHO3-
HbIX cocyaax. Micxonom onepaumm MOXKeT cTaTb NepeBsi3Ka HUXKHEN MOS0 BEHbI
NN ee NpoTe3MpPOBaHME.

MHBa3NBHbIN 0NYX0s1EBbIA POCT B HMXXHIOK MOBEPXHOCTb MEYEHU, renatogy-
OfEeHasIbHYI0 CBA3KY, MOKeyL04HYI0 Xere3dy, Nouky. [NMpobaema conpsikeHa
C BO3MOXHbIM pacllMpeHnemM ob6bema ornepauum [0 pe3eKLUn MeyeHu, Heob-
XOAVUMOCTbH HapY>XHOr0 UKW BHYTPEHHEro >Xe/nueoTBeAeHUs, pe3eKLunun nog-
YKeNyA04HON >enesbl, CN/IEH3IKTOMUM, HE(PIKTOMUN WU PE3EKLIUM BEPXHETND
nositoca MoyKu.

BbicoKas BEPOATHOCTb 3MBOMMUYECKUX OC/TOXKHEHUM. IMOOINA — OCHOBHast
npuyYMHa WMHTPaonepaunoHHOM M paHHe nocneonepaymMoHHON CMEPTHOCTU Y
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60/1bHbIX AKP. 3M60/11s MOXeT ObITb 06yC/10BIeHa HECKO/TbKUMUW haKTopamu
WM UX COYeTaHUEM:
¢ Ha/IMuMeMm runepKopTULM3IMa/runepaHaporeHnn, crnoco6CcTBYOLLNX UCXOA-
HOW rnnepkKoarynsaunm;
4 MacCMBHOI MHTpaonepaLMoHHON KPoBOMoTepeil ¢ 0A4HOMOMEHTHbIM Mnepe-
NnvBaHVeM 60/1bLLINX 06BEMOB KOMMOHEHTOB KPOBY;
¢ Ha/IM4YMEM OMYXO0/1eBbIX TPOMOOB;
4 OTCYTCTBMEM NpeaonepaunoHHbIX NPonIaKTUUECKMX MepPonpuaTUiA, cHI-
KawLWnx pmck Tpom60amM6onn.
Cpean NponNaKTUYECKNUX MeponpusTUii cnegyeT npeanpuHUMaTh renapu-
HOMpPOMMNaKTUKY, YCTaHOBKY BEHO3HbIX TPOMbGOYaBAMBaoLWmMX 30HA0B. [NocnegHee
MOXKET ObITb 3aTPYAHEHO N3-3a OMYX0/1EBO KOMIMPECCUU HUXKHEWN MO0 BEHBDI.

XnmnoTepanus

B TeyeHue ANNTENbHOro0 BpeMEHM cumTanu, 4To AKP ycToiiumMB K cTaHgapT-
HOM UMTOCTATUYECKOW XumuoTepanuu. Ha monekynspHom ypoBHe npu AKP
BbISAB/IAIOT MOBbILIEHHOE CofepXXaHune rnmkonpoTenHa P (B HEKOTOPbIX UCTOUYHWU-
Kax — MDR1), ¢ KOTOpbIM CBA3bIBAOT PE3NUCTEHTHOCTb OMNYXOJIM K XUMUOTepa-
NeBTUYECKOMY BO34eACTBUIO. DTOT 6e/10K PYHKUMOHMPYET Kak AT®d-3aBncumas
NneKapcTBeHHas rnomna, TpaHcnopTMpyLwasa U3 KNeTku ruapodobHele yutoctaTm-
yeckue rnpenapatbl. HopMmasibHas TKaHb KOpbl Hagno4YeyHMKa npousBoanT 60/b-
Loe KO/IMYECTBO FNMKoONpoTenHa P, 1 aTa cekpeLmnsa coxpaHseTcsa B 60/1bLLUMHCTBE
AKP. XoTa Hannumne rnmkonpotemHa P — Hawnbosiee BepossTHasA U cyu,ecTBeHHas
NpUYMHa MyNbTUNEKAPCTBEHHOM pe3ncTeHTHOCTU AKP, CyLLecTBYIOT TakxXe rin-
KONpoTenH P-He3aBUCUMble MeXaHW3Mbl, KOTOpPble MOFyT O00bACHATb Headek-
TUBHOCTb He TONIbKO rMApoo6HbIX, HO U TNAPOMUNBbHBIX NeKAPCTBEHHbIX CPEACTB
TUna LuMCcrnaaTnHoB.

C uenbto yBenmueHns ahPeKTUBHOCTU XUMUOTepannm, Ansa CHUXKEHUNA nekapc-
TBEHHOW PEe3NCTEHTHOCTU MPUMEHSAIOT KOHKYPEHTHble UHrMbmutopbel MDiil-3aBu-
cumoro TpaHcnopTepa: D-sepanamun (B oTanume oT L-Bepanamwuna, oH He 650-
KNpyeT Ka/ibuueBble KaHanbl) U MUTOTaH. lccnegoBaHwe HenocpeacTBEHHOrO
LMTOCTATMYECKOro BO3erCTBUA 3TUX MpernapaToB NPoLeMOHCTPUPOBASIO HU3KYIO
3h(heKTUBHOCTb, OLHAKO Ha (PoHEe WX MNPUMEHeHUs yBennymBaeTcs 3PeKTUB-
HOCTb APYrMX LMTOCTATUKOB. CX0AHbIE pe3yibTaTbl NOSyYEHbl MPU nccnefoBaHnu
aHanornyHoro rnpenapara BTOPOro rMokKoJsieHUsA, nU3BecTHoro Kak PSC833 — Bas-
crnofap# . HecmoTpa Ha OTCYTCTBUME 3HauuUTESIbHbIX pe3ysbTaToB, MOUCK 6oree
MOLLLHbIX MHITMBUTOPOB rNIMKoNpoTenHa P npogoskaetcsa. MpogokakwTea nccne-
poBaHua 11l dasbl KNMHUYECKUX WCMbITAHUA 3(EKTUBHOCTU XUMUOTEpanuu
Tapukeugapom#”’ (XR9576) — HEKOHKYPEHTHOro MHrméutopa ramkonporemHa P
TpeTbero rnokKosIeHnA.

Pe3ynbTaTbl XMMUOTEpPanuu 3aBUCAT OT HECKOSIbKUX (PaKTOPOB:

m 0T o6bemMa XMpypruyveckom abnaymm — y HeonepabesnibHbIX 60/bHbIX paclimn-
peHHOe MCM0/Ib30BaHME LIMTOCTATUYECKOM XUMMUOTEpanuu, KakK MpaBusio, He
MPUHOCUT YA0B/IETBOPUTE/ILHOIO pesysibTaTa.

E OT MUCMNOJ/Ib30BaHUA B COCTaBe XMmMuoTepanum mmtotaHa (NPon3BOAHOIN0 NHCEK-
Tnumnga o’,p’-DDD) Npu ycrioBUM AOCTUXKEHUSA B KPOBU ero ahheKTUBHOM KOHT-
ponMpyemMoin KOHLeHTpauuu;
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®m 0T KOM6MHaUUW UHITMOUTOPOB rAMKonpoTeMHa P (MUTOTaH, Tapuksugap#™) c
Apyrumun npenapatamu LMTocTaTU4HeCcKoro psga (HenocpeAcTBEHHO UHTMGUTO-
pbl rankonpotenHa P He 06n1afalT BbICOKOW MPOTUBOOMYXO0/1€BOA aKTUBHOC-
Tbt0, 04HAKO Mpenapartbl CHUXAT XUMUOPE3NCTEHTHOCTb OMYX0/11 MO OTHOLLe-
HUIO K Apyrum, 6onee appeKTUBHbIM LUTOCTaTUKAM).

Jl0 HacTosILLLEr0 BPEMEHUN HACTO MPUMEHSIOT TaK Ha3blBAeMbI «NTaNTbAHCKUNA»
NPOTOKO/: B KayeCcTBe COCTABAANLWMNX UCNOAb3YIOT 3TON03MA, AOKEOPYOULUH U
uucnaaTuH, ¢ NnapannesbHbiM HadHadyeHMeM MuToTaHa (cxema EDP/M). B ogHoM
M3 0Ny6/IMKOBaHHbLIX McCcMefoBaHWA € ydacTnem 28 nauueHTOB, Mosyvallmx
3TOT PeXXUM, NOMHOLEHHbIN 0TBET oTMeudeH Yy 53,5%, X0TA Yy 3Ha4YUTe/IbHOro 60/1b-
wnHctBa (13 3 15) oTBeT 6bl1 YaCTUYHbLIM. B 3TOM uccnefoBaHMM 0COOGEHHbIM
aKUeHT cTaBU/IN Ha nogaep>kaHue KOHUEeHTpaumm MUToTaHa B CbIBOPOTKE MeXAay
14 v 20 mr/gn, KoTopas obycnosnmeana KANMHUYECKNIA 3PHeKT Npu MUHUMaNb-
HOW TOKCMYHOCTU. BTOpPOW aKTUBHbI PeXXNUM — KOMOMHaLMA CTPENTO30LMHA®
n mutoTaHa (SO-Tepanusa). B mnccnepgosaHmm ¢ ydyactmem 40 naumeHtoB ¢ AKP
MOTHbIM UKW YacTUYHbI 0TBET OblN1 NOMyYeH y 36,4% 13 22 No/IHOLLEHHO 06cneno-
BaHHbIX 60/1bHbIX. HenocpeacTBEHHOE CpaBHeHME U onpejesieHne «0NTUManbHON»
Tepannu B HacToslLLee BPEMS BbIMOSIHAETCHA COBMECTHOW rpynnon MeXAayHapog-
HbIX wuccnegosatesniei no AKP (nepeBoe meXayHapogHoe paHAOMM3MpOBaBLUee
MCNblTaHWE MECTHOpacnpoCTPaHeHHbIX N MeTacTtatnyeckmx opm AKP — FIRM-
ACT study; www.firm-act.org). Takmm o6pasom, nNpu NpPUMeHEHNN COBPEMEHHbIX
NPOTMBOOMNYXO/IEBLIX XMMMOTEPaNneBTUYECKUX CXEM BO3MOXHO AOCTMIXKEHUe per-
pecca onyxonesbix nposBneHnin AKP B 35-53% HabnwogeHnii npoonepmnpoBaH-
HbIX 60/IbHbIX.

XuMmnoTepanuio «oTyassHUSA» ¢ NPUMEHEHNEM BUHKPUCTUHA, LUCMIaTUHbI N LUK-
nocochamuga npoBogAaT 601bHLIM, Y KOTOPbIX 6bina 6e3ycnewHa SO-Tepanus.

[MporHos

Mpwn OTCYTCTBUM NOMHOM XMUpypruyeckor abnaunm AKP ocTtaeTca 601e3HbIO C Mo-
XVM MPOrHO30M, ¢ He6OMbLLIMMM NoKasaTenaAMu 5-NeTHero BbKMBaHNA. HekKoTopblii
ONTUMU3M CBSA3aH C OMNpefesieHneM «CTaHgapTa» U pPasBUTUEM HOBbIX MOAX0A0B B
XumuoTepanun (Bo3aelicTBUE Ha OMyxoseBblii aHrMoreHes, NosiBieHNE HU3KOMOsle-
KYNAPHbIX NHIMBUTOPOB (DEPMEHTOB, MMMYHHbIE N FreHeTUYecKne MeToAbl BINAHNSA
Ha ONyXo0seBblIli pocT).
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Pazgen 4. 3abonieBaHuUsS NOMKENYOOHHON Xere3bl

FOpPMOHa/IbHO-aKTUBHbIE HEPO3HAOKPUHHbIE OMyXO0sn
nokenyao4Hol xenesbl

I' dnngemunonorua

HelposHaoKpuHHbIe onyxonun (H30) nomXkenypouHoM >Kenesbl OTHOCATCA K
[0CTaTOUYHO pefKuM 3ab6oneBaHUAM, BCTpeyalLwWwmMMCcs, no COBPEMEHHbIX AaHHbIM,
npMMepHo y 6-10 yenosek Ha 1 M/IH HaceneHns. B 80-85% 3Tu HoBoo6pa3oBaHMUs
ropmMoHasibHO-aKTUBHbI N K/IMHUYECKU MPOABATCA TeM UN UHBbIM 3HAOKPUH-
HbIM cnHapomomMm. CKopee BCero, ykasaHHas 4vacTtota BcTpeyaemoctn HOO 3aHwU-
YKEHa, TaK Kak faneko He y Bcex 60/IbHbIX NPV AoonepaLmoHHOM mnccnefoBaHuu,
MHTpaonepaLnoHHON peBU3UN OpraHoB 6PHOLLIHON MNOMOCTU U Aaxe NpuU ayTorncum
Bpauu CTaBAT NMPaBW/IbHbIA AnarHo3. HeobxoAMMo 0TMETUTbL, YTO MO Mepe BHeSA-
peHNs B LUMPOKYI K/IVMHUYECKYI MPaKTUKY HOBbIX 6GMOXMMWUYECKUX TECTOB U
MMMYHOTMCTOXMMUYECKOTO nCCNefoBaHNA YUCNO MauMeHTOB C BbIAB/IEHHbIMMU
H30 ysenunuunnoce 6onee yem 1,5 pasa.

Knoccndgukouyns

CoBpemMeHHas Kraccuurkaymsa sTux HoBoo6pa3oBaHWi, B COOTBETCTBUWU C nocnes-
HUM nepecMmoTpom BO3, npuBegeHa HMXKe. B HOBOM Knaccugmkauum npeasioxeHbl
crnegywouime KpUTepum 310Ka4eCTBEHHOCTU HEMPO3IHAOKPUHHBLIX HOBOOGpa3oBaHUi
No>KesTyA0UHOM XKenesbl (B Nopsiike ybbiBatoLLell 3HAUMMOCTI): MeTacTasbl, MaKpo-
CKOMWUYeCcKn BUANMasa MecTHasi UHBa3ns, NHBA3NA NePUHEBPaSIbHbIX MPOCTPaHCTB U
KPOBEHOCHbIX COCY/0B, pasMepbl 0nyxonu 6osee 3 cM.

Knaccudmkaymsa aHAOKPUHHbBIX ONyXOofeil nomaxenyfgouyHoin xenesbl

1. BbicokogudhepeHLMpoBaHHble 3HAOKPUHHbIE OMYXO/IN.

1.1. NobpokayecTBEHHbIE: NIOKA/IN30BaHbl B Mpeaenax MomxenynovHoi ere-
3bl, 6€3 COCYAUCTOM MHBA3MN, pa3MepPoOM 2 CM U MeHee”\, C YACIOM MUTO30B
0-2 Ha 10 Ha P8, 0-2% Ki-67-M03NTUBHbIX K/1ETOK.

1.1.1. PyHKUMOHMPYIOWMNE — NHCYTMHOMBDI.

1.1.2. HedhyHKUMOHMpPYOLLME.

1.2, Onyxonn HeonpeaeneHHOM CTeneHn 3/10KaYeCTBEHHOCTU: JIOKaSIN30BaHb! B
npefenax NogxkenyaodHow >enesbl, 6€3 cocyaucTor MHBa3MM, pasMepoMm
>2 cM” NN C IKTOMNUYECKUM CUHAPOMOM, C 60/iee YeM ABYMSA MUTO3aMU Ha
10 PM3 un cogep>kawime >2% Ki-67-N03UTUBHbIX KNETOK.

1.2.1. PyHKUMOHUPYOLWME — FacTpUHOMa, UHCYyNnmnHoma, BUT-oma, rnio-
KaroHoma, comaTtocTaTMHoMa UM ¢ CUHAPOMOM” 3KTOMMNYECKON CeK-
peunn.

1.2.2, HedhyHKUMOHMPYIOLLLME.

2. BbicokoauhepeHLMpoBaHHbIE 3HAOKPUHHbIE KapLWHOMbI: HU3KOW CTerneHu
3/10Ka4YeCTBEHHOCTU C BblpaXXeHHOM N0KanbHOM MHBa3nen u/unm metactazamu.
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2.1. PyHKUNOHUPYIOLLINE — TacTPUHOMA, MHCY/IMHOMA, rtoKarobioma, BUTI-
oMa, comartocTtaTUHOMa UMW C IKTOMUYECKUM CUHAPOMOM/.
2.2. HethyHKyMoHnpytowme.
3. HuskogmdhepeHUMPOBaHHbIE METKOK/IETOUHbIE 3HAOKPUHHbLIE KapLWHOMbI
BbICOKOW CTeNeHW 3/10KaYeCTBEHHOCTMU.
MprmBUOHME:
a - onyxonu pasmepom mMeHee 2 cM Ao6GpokayecTBeHHbl noytu B 100?74 cnyyaeB, meHee 3 cM — noutn B 90%

cyyaes; b — CUHAPOMbI 3KTOMMUUYECKOI CeKpeuun; cuHapom Kywudra (AKTT), okpomeranuu wau ruraHtusma (rop-
MOH pocTa), runepkanbuynemus u 7.4.; PM3 - penpeseHTOrnBHbIe NONs 3peHns.

Mopdonorus

H30 pasBuBaloTcA U3 3HAOKPUHHOW TKaHU MOMXKEeNyAo4YHOl >Kenesbl, KoTopas
COCTaBNsAET TOMbKO 4% OT BCero ee obbemMa (3K30KPUHHAA TKaHb COCTaB/isieT Npu-
MepHO 84% macchl NoAYKeNnyA0UYHON >Kenesbl, KPOBEHOCHbIE COCY bl U MPOTOKN — 4%
M 3KCTpaLEeNNAAPHbIA MaTpUKC — 0Ko10 10%). DHAOKPUHHbBIE KNEeTKN B OCHOBHOM
CBOeli Macce HaxoAATcs B O0CTpoBKax JlaHrepraHca. B ocTpoBKax MOXHO 06Hapy-
XXUTb YeTblpe OCHOBHbIX TUMa KNEeTOK: II0KaroH-npoayumpyowme, Unn a-KneTkun
(15-20%), WHCYNMH-NpoAyumpylowmne, nam p-knetkn (60-70%), comartocTaTuH-
npogyuuvpytwouwme, nnm 5-knetkm (5-10%) n PP-knetkn (unu F-knetku, 2-5%),
npoayumpyloLlme naHkpeaTuyecknii nonvnentug. M3 aTux KaeToK pasBuBatoTcs
OPTO3HAOKPUHHbLIE ONYX0NKn (r/IloKaroHoma, MHCY/IMHOMa, comartoctaTuHoma u PP-
K/1eTOYHas OMnyxosib), TO eCTb CEKPETUPYIOLLIME TOPMOHbI, BbipabaTbiBaemMble 0CTPOB-
KOBbIMW K/ieTKaMn B hU3M0MI0rMUYECcKX ycnosumax. Kpome aToro, B Nopkenyno4Hom
»Kenese MoryT obpasoBatbCcs U Apyrve napasHAOKPUHHbIE FOPMOHAa/IbHOAKTUBHbIE
onyxonn, npoucxogslme M3 K/eTOoK, KOTopble B (PU3MOMIOrMYECKUX YCNIOBUAX B
3TOM opraHe /1M60 BoOOLLEe He BCTpeyawTcHd, NM60 06Hapy>XmBalTcs B HE60/bLLINX
Konn4yecTBax TO/IbKO B C/IN3UCTOM 060/104Ke KPYMHbIX BbIBOAHbLIX MPOTOKOB (racT-
puHoMa — 13 G-KNeTok u BUIM-oma — 13 K1eToK, NpoayLMPYHOLLNX Ba30aKTUBHbIN
MHTECTUHA/IbHbIV nenTtua).

MpenBapuTenbHbIVi Mopdoornyecknii guarHo3d H3O nopykenyaoyHol »kenesbl
MO>XHO MOCTaBUTb Ha OCHOBaHUW PYTUHHOIO MMCTOJIONMYECKOr0 UCC/eA0BaHus, a
OKOHYaTe/IbHYH0 BEpUMUKaLMIO MPOBOSAT C MOMOLLI0 MMMYHOIMCTOXUMUNYECKOIO
M 3NEKTPOHHO-MUKPOCKOMNNYECKOr 0 UCC/1ef0BaHNN.

Mo ructonornyeckomy crpoeHuto H3O nogykenypoyHol >kenesbl 0TAMYalOT-
ca 60nbWMM pa3Hoobpasnem: OHW MOTYT MMeTb TpabeKy/nspHoe, aslbBeOsIAPHOE,
CONNAHOe, MNCEBAOXENE3NUCToe, aHruomMaTo3Hoe, Kpubpo3Hoe, auuHornogobHoe U
Apyrve Tunbl CTpoeHUA. Onyxonn, KoTopble 00bIYHO STOKANU3YTCA B Tese U XBOC-
Te MoAXKenynoyHon >enesbl (FIOKAroHOMbI, WHCY/IMHOMbI, BUTI-0Mbl), nMel0T
CK/IOHHOCTb K reMaToreHHoMy MeTacTasnupoBaHWio, a raCTPUHOMbI, KOTOpble yalle
NIOKa/In3oBaHbl B rosI0OBKe, B OCHOBHOM MeTacTasupylT B JIMM@aTUyecKmne y3nbl.
onyxonu, NpoayumpylouLmMe OCTPOBKOBbIE FOPMOHbI (MHCY/IMH, [/IIOKAroH, coma-
TOCTaTUH U NMaHKpeaTUyecKUin NoNMNenTua), pexxke 6bIBat0T 3/10KaYECTBEHHbIMU (B
10-20%), 4em Te, KOTOPbIE MPOAYLMNPYIOT KULLIEYHbIE UIN 3KTOMNYECKNE TOPMOHbI
(ractpuH, BWI, HelpoTeH3uH, AKTI, ropmMoH pocTa U HeKoTopble Apyrve — B
60-80%).

m [lobpoKayecTBEHHbIE ONYX0/IM 06bIYHO COCTOAT U3 KNETOK MENTKUX U CPeaHUX

pa3mMepoB €O C1abo NN YMEPEHHO BblpaXKeHHOW aTunme.
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m BhicokognoepeHLUMPOBaHHbIe 3HAOKPUHHbIE KapLUWHOMbI HU3KOW CTerneHwu
3/10Ka4YeCTBEHHOCTIM Yallle MMeloT 6osiee KpyrnHble pa3mepsbl (6osiee 3 cM), B HUX
OTCYTCTBYET Karncyna WM oHa npepbiBUCTasA, 06bIYHO OTCYTCTBYeT MHBAa3USA
KPYMHbIX COCYA0B U OTAasIeHHble MeTacTasbl. [/19 HUX XapakTepHa cabo nnu
YMEPEHHO Bblpa)keHHasA KJleToYHas aTunusi, TMNepXpoMHOCTb siAep C Bbipa-
YKEHHbIMU AAPbILLIKAMUA, YBe/IMYeHNe SAepHO-LMTONIa3M3TUYECKOr0 OTHOLLUe-
HUSA, MUTOTMUYECKas aKTUBHOCTb A0 2-10 mMuT030B Ha 10 pernpe3eHTaTMBHbIX
nonei 3peHuns, nHaekc nponndepaunn Ki-67 — 5% mn 6onee.

m HuskoandepeHUNpPoBaHHbIE SHAOKPUHHbIE KapLMHOMbI MO 3KCNPECcCMn rop-
MOHOB U KJ/IMHWYECKOW CUMMTOMAaTuKe O4YeHb W3MEH4YUBbLI, pacTyT B BuAe
COMMAHBIX NACTOB NPUYYAANBOIA DOPMbI, YACTO C LLlEHTPa/IbHLIMW HEKPO3aMu
M yyacTkamu anddy3Horo pocta. MutoTMyeckas akTUBHOCTb Y MHAEKC MPOSn-
hepauymm 06bI4HO BbicOKME (>10MnT030B Ha 10 PIM3 1 >15% Ki67-no3nUTUBHbIX
KMeToK), Aapa KpyrnHble, NOAMMOPHbIE, C OTYET/AUBLIMU AapbilKamn. Ons
HUX XapaKTepHbl MHBA3Us COCYA0B U HEPBOB, MacCUBHOE rpopacTaHue B OKpy-
»awlme opraHbl U TKaHW, Ha/inune oTAa/IEHHbIX MeTacTasos.

m CMellaHHble 3K30-3HAOKPUHHbIE KapLuUHOMbI — pPeAKuii TUM onyxosen, KoTo-
pble COCTOAT MX ABYX Pa3HbIX KOMMOHEHTOB — MPOTOKOBOr0 M 3HAOKPUHHO-
ro, NpuyemM 3HAOKPUHHbIN COCTaBMsAeT He MeHee TPeTu BCEW TKaHW OMyXOoNu.
MporHo3 Ans Takux KapuMHOM 3HauMTesIbHO XYXKe, 4em Ans 60/bLUMHCTBA
HeMpPo3HAOKPUHHbIX ONYyXO0siei.

VIMMYHOTMCTOXMMMYECKAA XapaKTepucTMKa HelpO3HAOKPUHHLIX onyxoneli nomxe-
NyA04HON Xenesbl

Helpo3aHAOKPUHHbIE OMYX0AM MOMXKENYAOUYHOW Xefesbl 0TAnYaTcea No (PYHKLKU-
OHa/IbHOW aKTUBHOCTU W CAEKTPY MNpPOoAyLMPYEMbIX FOPMOHOB. VX KMeTKU pakoT
MOSTIOKNTESBbHYIO PeaKkLuMio C aHTUTeNamMmu K r1aBHbIM MapKepaM HerposHAOKPUHHOMN
AN epeHLPOBKN — XpoOMOrpaHnHy A (Mapkepy cneunmyecknx 3HAOKPUHHbIX
rpaHyn), cuHanTou3nHy (MapKepy MesiKUX Be3uKys/ C HelpoTpaHCMUTTepamu),
CD56 (mapkepy Monekyn Heripoaaresun), NSE n PGP 9,5 (Mapkepam uutonnasma-
TUYECKUX MPOTENHOB — HeMPOHCNeuMhNYEecKor aHoNase U NPoOTenHyY reHHoro npo-
fykTa 9,5). [na TOoro 4To6bl YCTAHOBUTHL TUM FOPMOHA/ILHOM MPOAYKLUMK, ONYX0/n
MCNONbL3YIT cneunpuyeckmne 3HAOKPUHHBbIE MapKepbl — MNenTuibl U/WUAN aMuHBbI,
obnajarwLiie akTUBHOCTbIO TOPMOHOB (MIHCY/IMH, TH0KaroH, comaroctaTnH, Ba3oak-
TUBHbIA WHTECTUHA/IbHbBIV N0AMAENTUA, NaHKpPeaTU4ecKuii NoOAMNENTUA, racTpuH,
CepPOTOHMH, AKTI, KanbUWTOHUH U Ap.). HeMposHOOKPUHHBIE OMYX0M MNoAXKeny-
[O4YHOI >Kenesbl MOryT MPoAyLMpoBaTh 0AHOBPEMEHHO HECKO/IbKO FOPMOHOB, M03TO-
MYy AMarHo3 6asmpyetcsa Kak Ha Ha/IMumn xapakKTepHOro runepgyHKUNOHaIbHOIo
CUHAPOMA, TaK M Ha BbIIB/IEHUU AOMUHUPYHOLWEA Nonynsaunm 3HAOKPUHHBIX Krie-
TOK, KOTOpada coctaBnseT He MeHee 50% BCex KJ/IeTOK onyxonun. B cooTBeTCcTBUU C
3TUM HEeMpPO3HAOKPUHHbIE OMYXOMN MOMXKENYAOYHOM >Kenesbl BEpUPULNPYIOT Kak
WHCY/IMHOMBbI, FIIOKAroHOMbl, raCTpUHOMbI, comaTtocTtaTuHombl, BUT-ombl, PP-oMmbl,
Ka/lbLUUTOHNHOMBI, KapunHonabl v ap.

BaxkHyto nHopmaunio 0 GyHKLUNOHaIbHOM CTaTyce ONyX0JM MOXXHO MONYUYUTb
npu N3yYeHUN YNbTPAaCTPYKTYPbl ONYX0/IeBbIX KNETOK. TUM 3HAOKPUHHBLIX FpaHyn
M NX KONMYECTBO MO3BOMIAIOT YTOUHUTbL ANArHO3 Helpo3aHAOKPUHHOM onyxonu. Tak,
B HOpMasibHbIX [3-KMeTKax W KeTkax [o6pokKayecTBEHHbIX WHCY/IMHOM WMeeTCs

175



SHAOKPVUHHAs Xupyprus

60NbLIOe YMCMO P-rpaHyn ¢ KpUCTas/IOMAHbIM SiAPOM, CMOCOGHbIX [AenoHMPOoBaThb
WHCY/INH, a B KNeTKax 3/10Ka4yeCTBEHHbIX U MeHee AMdepeHLMpPoBaHHbIX — yBe-
NNuMBaeTCsl KOSIMYECTBO aTUMUUYHbLIX WU HEe3pesibiX FpaHys ¢ OKPYr/bIM si1poM, B
KOTOPbIX CEKPETMPYETCS MPOUHCYIMH U KOTOPblE He CNOCOGHbI A/INTENbHO XPaHUTb
rOPMOH W CMOHTAHHO BbIAENSIIOT €70 B KPOBEHOCHOE PYC/IO.

WHcynnHoma
anugemunonorus

MHcynnHoma — Hambosiee 4vacTo BecTpedvawlwas HIO nomkenyaoyHOW >Kefesbl,
cocTtasnawwasa o 70-75% 3aTUX HEMPOIHAOKPNHHbLIX HOBOOGPa3oBaHWUin (2-4 ciy4vas
Ha 1 M/IH HaceneHus). VIHCynnH-ceKpeTupytoLme onyxosun yvatle BCEro NposABAAOT-
CA CUMMMTOMOKOMIMJIEKCOM, XapaKTepHbIM A1 OPraHMYecKoro runepuHcyIMHU3mMa,
NMPUYMHOM KOTOPOro B 5-7% cry4yaeB Tak>ke MOXKeT ObITb MUKPOaAEeHOMATO3, rmnep-
nias3vs U HeoreHe3 OCTPOBKOBbIX K/1ETOK MOAXKeNyAouHOWM >kenesbl (He3uguobnac-
T03). OpraHn4eckuin rMnepuHcyInHU3M B 10-15% cny4vaeB oKasblBaeTcs MposiBrie-
HMem cuHgpoma 1-ro Tmna (cmHgpoma Bepmepa). CuHgpom Bepmepa B CBOKO o4vepeipb
y 30% 60/1bHbIX COYETAETCH C MHCY/IMHOMOIA.

Onyxonb M3 KAeTOK OCTPOBKOB JlaHrepraHca 6biia onucaHa Nicholls ewe B
1902 roay, HO TO/IbKO C OTKPbITUEM U U3YUYEHUEM MOAMNENTUAHOW MPUPOAbI NHCY-
JIHa cTas10 BO3MOXXHbIM OMnuMcaHne COOTBETCTBYIOLLEN0 3HAOKPUHHOIO CUHApPOMA.
B 1927 rogy W.J. Mayo BMepBble MpoBes ornepauuvio ygasieHUsa 3/10KavyeCTBEHHOM
WHCY/IMHOMbI 1 NeYeHOUYHbIX MeTacTa3oB. lNepBas ycrnewHas onepayms no yaaneHuno
[06poKayecTBeHHOM MHCYNMHOMBI 6bl1a nposedeHa E. Graham B 1929 rogy.

Yalle BCEr0 MHCY/IMHOMbI BCTpeYarTCcs B NoAXKenyAo4Hol kenese — B 95-99%
cnyyaes, C OAUHAKOBOW YacTOTOM BO BCeX ee oTAenax. KpailiHe peako BHenaHKpea-
TUYeCKMe MHCY/TMHOMbI MOTYT NI0Ka/IN30BaTbCA B XXenyaKe, ABeHaALaTUNepCcTHOM,
Toweid, NOAB3L4OLIHOM, MOoNepeYvyHor 060404HOM KULLKE, MasioM CaslbHUKe, >XXenu-
HOM My3blpe ¥ BOpOTax cesie3eHKN. Pa3mMepbl OMUCAHHBLIX NHCY/IMHOM BapbUpyOT
oT 0,2 go 10 cm n 6onee B gunameTpe, Ho AnameTp Ao 70% M3 HUX He MpeBblLAeT
1,5 cm, yemM n 06ycnoBNeHbI TPYAHOCTM TOMMYECKON aMarHocTuku. Kak npasuno,
3Ta OMyXxo/ib 04MHOYHAA (conuTapHas), a MHOXXeCTBEHHbIE NOPaXKeHNS BbIAB/IAOT-
cs He 6onee, yem y 15% 60/bHbIX. 3/10Ka4eCTBEHHbIE MHCY/IMHOMbI BCTpeYalTCcs
B 10-15% cnyyaeB 1 4alle BCero MetactasuvpyloT B MeyvyeHb WU pernoHasibHble
numgaTnyeckue ysssbl.

[MaTtoreHes

KnuHnyeckmne NposiBfieHUs onyxosin 06yc/ioBfieHbl €6 TOPMOHa/IbHOM aKTUBHOCTbIO,
TO ecTb N36bITOUHOM ceKpeumein NHcyMHa. OCHOBHas ero (pyHKLMUA B opraHn3Me —
perynsiuna KoHLEeHTpauMn T/10Ko3bl B KPOBU MOCPEACTBOM ee TPaHCMOPTUPOBKMU
Yyepes KeTouYHble MembpaHbl. KpoMe TOro, ropmMoH BAUSIET HA MeMOpaHHbI/ TpaHc-
nopT K+ 1 aMMHOKUCIOT, a TakXXe BO3AelCTBYET Ha XXUPOBOM U GENKOBbIA 0O6MEH.
NaBHbIA PU3NOMOTUYECKUIA CTUMYST CEKPELMU WHCY/IMHA — MOBbILEHNE KOHL,EH-
Tpauun rnwKosbl B KpoBW. MoporoBasi KOHUEHTPALMA [/IH0KO3bl 418 ero ceKpeLuu
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HaTowak coctaBnseT 80-100 Mr%, a MakcMmMasbHbli BbIGPOC AOCTUTaeTCsA NPU KOH-
ueHTpauum rnokosbl 300-500 Mr%.

Y 60/1bHbIX C UHCY/IMHOMaMW MOBbILUEHHAA CEKPELLMA UHCYIMHA 00yCn0B/ieHa
He TO/IbKO N36bITOYHbIM €ro CMHTE30M OMNYXO0/1bl0, HO U HapyLleHueM perynsymm
CEKPETOPHOM (PYHKLMM p-KAETOK, He NpeKpalwjarLlmnx BbiCBOOOKAATb WHCYNUH
NpY HU3KOWM KOHLEHTpaLuu roKo3bl B KPOBU. B aTom cnydae, Hapsgy ¢ Hop-
MasnibHO 6M0N0rMYEecKor hopMoi ropMoHa, NpPoayLnpyeTcs 60/bLLIOe KOSTMYECT-
BO MPOUHCY/NNHA, Torga Kak cekpeumsa C-nentuja oTHOCMTENbHO Mana, 4To npu-
BOAMT K CHVMXKEHUIO (MO CpaBHEHWIO C HOPMOW) COOTHOLWEHNA Mexay C-nenTnaom
N VHCY/IUHOM.

MMNepuHCYNMHM3M Crocob6CTBYET HAKOMJEHMIO MNIMKOreHa B NEYEHU N MblLILLAX.
B pe3ynbTaTe 3TOro B KPoBb MOCTYMaeT HeA0CTaTOYHOE KOSIMYECTBO MN0Ko3bl (610Ka-
ha rnmkoreHonunsa). Cnaboe cHab>XxeHMe rosIoBHON0 Mo3ra yrsiesogamMmu He obecneum-
BaeT ero aHepreTMyeckue 3atpartbl U, KakK c/eAcTBue, NPUBOAUT K 3HLUedanonartnm
(B HOpMe Ha PYHKLMOHMpOBaHMeE rosIoBHOr0 mMo3ra pacxoayetcs fo 20% Bceil noT-
pebnsieMoi opraHM3MoM [/1I0K03bl). B nepByto ovepefb MOpaXkalTcsi KNETKU KOpbl,
BM/I0Tb [0 UX rnmbenn. HegoctaTouHoe cHabXeHMe Mo3ra /1loK030M M KUCI0pPOoLoM
CTaHOBUTCA NPUYMHOWN BO36Y>XAEHUSA CUMMMNATUYECKOA HEPBHOW CUCTEMbI N yBENNYe-
HUA COAEPXKaHMA B KPOBM KaTeX0/laMUHOB, YTO K/IMHUYECKM NposiBaseTcsa cnaboc-
Tbl0, MOTNIMBOCTbID, Taxukapauen, 4yBCTBOM TpPeBOru, BO36yAMMOCTbIO, TPEMOPOM
KOHeYHocTel. 3amef/leHMe OKUCNNTENbHBLIX MPOLLECCOB U HapyLLeHWe B pe3ysbTarte
rMnorinkemMmn Bcex BMAOB obMeHa BeLlecTB B FOSIOBHOM MO3re rnpuBoAAT K roTepe
HOPMasibHOro TOHyca CTEHKaMW COCY/0B, UYTO B COYETAHUU C YBE/IMYEHHbIM MPUTO-
KOM KPOBW K MO3ry BCNeACTBME cnasma nepudepmyecknx cocyoB BefeT K 0TeKy, a
Tak>Xe aTpohnyecknumM 1 gereHepaTuBHbIM rnpoueccam B MO3re.

HeobXx04MMO0 MOMHUTbL, YTO TMAOTMIMKEMUYECKME COCTOAHNUA MOTYT 6bITb MPOSAB-
neHneM 1 pyrux 3abonesaHnin BHYTPEHHUX OPraHoB N HEKOTOPbIX PYHKLNOHANb-
HbIX COCTOSAHUIA. Yaule Bcero hyHKLUNOHANbHbIA TMAEPUHCY/TUHN3M (BTOPUYHbIN)
HabngaeTca Npy rosofgaHnM, Npu NMoBbILWEHHOW NoTepe (MoyeyHasa rIKo3ypus,
MOHOCbI, NakTauusa) Unu 4YpesMepHor yTunusauunm yrnesofos (BBedeHWE 3K30-
FEHHOr0 WMHCY/IMHA, UMMYHHbIX 3a601eBaHUAX, 00YCMOB/IEHHbLIX aHTUTenaMun K
VHCYJ/IMHY 1 ero peuentopam, Kaxekcun). BHenaHkpeaTuyeckmne runorimkemmm v
MoBbILLIEHNE KOHLUEHTpaLUn UHCYIMHA B KPOBU MHOrAa 00ycnoB/ieHbl NogaBneHu-
eM F/IMKOreHoM3a BC/eCTBME NMOPaXKeHUN rneveHW (renatuT, pak rnevyeHu), HeKoO-
TOPbIMW 3/10KAYeCTBEHHbLIMM 0NYX0AAMN (paK rnoyek, HaAnNo4Ye4HUKOB, hmbpocap-
KOMbI), CHUXKEHUEM CEKPELMN KOHTPUHCYNAPHbIX ropMoHoB (AKTI, KopTtusona),
MWUKCEeAEMOIA.

KnuHnyeckasa kapTuHa TMNEepPUHCYNUHU3MA

TuUNUYHbIE CUMMTOMbI 3a60/1IEBAHNSA XapaKTepu3yTcsa TprUagoi Yunnaa, onucaH-
How B 1944 ropy:
4 pasBuUTUE MPUCTYMNOB CMOHTAHHOW TUMOTJIMKEMUN HaTOWaK WU nocne
(hm3myecKori Harpyskm BnaoTb [0 NOTEPU CO3HAHUS;
¢ CHWKeHVE BO BpeMsi MPUCTYNa CoAep>KaHus caxapa KpoBu (HKe 2,2 MMOosb/);
+ 6bICTPOE KynMpoBaHWe NPUCTyna BHyTPUBEHHbLIM BBEAEHWEM TJTHOKO3bl U/
nepopasibHbIM MPYEMOM caxapa.
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HepoctatouHoe cHab)keHwe Mo3ra r/lIlOKO30/ COMPOBOXAaeTcA TakK Ha3sblBae-
MO HEeMpOornMKONeHNYecKoM CUMNTOMATUKOW: [BOEHWEM B rfiasax, HapylleHus-
MW CO3HaHWA, Ae30pUeHTauMeli B NPOCTPAHCTBE U BPeMEHW, HapyLUEHUSAMU peuu,
aNuNenTUOPMHbIMM MPUCTYNaMKn, FOSI0BHOM 60/1bI0, FOSIOBOKPY)XKEHUEM. Y 60/1b-
LWMHCTBa 60/1bHBLIX onpefenseTca cnabocTb, HeafeKBaTHOe NoBefeHMe, COHIMBOCTD,
pasfpaXknTeNbHOCTb, HapPYLLEHUA MamMATUN, CHUXKEHWE OCTPOThI 3PeHUS, napecTesnu,
B TSDKENbIX CAydasax [0 pasBuUTUA Cyfopor m Kombl. MpumepHo y 70% navuuveHToB
HabnwgaeTca yBennMyeHue maccbl Tena, BMJ/I0Tb [0 BbIPAXKEHHOr0 OXXUPEHUS, YTO
06YC/10B/IEHO MOCTOSAHHbLIM YYBCTBOM rosiofa M HeobXoAMMOCTbIO 4acToro npuvema
nuwu. Bce nepevncneHHble CUMNTOMbI B Pas/IMYHbIX KOMOUMHAaLNAX BCTpeyawTesa y
60/M1bHbIX € YacToTol OoT 25 A0 90%. BHavane oHM HOCAT NHTEPMUTTUPYIOLLLMIA Xapak-
Tep, HO C TeYEHMEM BPEMEHU TMMOTIMKEMUYECKNE COCTOAHUNSA CTAHOBATCA eXXefHEeB-
HbIMW N MPOMEXYTKU MeXXAy npuemamMun nuilm nan napeHTepasibHbiM BBeAeHMEM
rMI0KO3bl COKpaliaTes 4o 2-3 u.

J10BO/IbHO YaCTO KANHUYECKNE NMPOSABAeHNSA YHKLMOHANbHOM aKTUBHOCTU NHCY-
JINHOM MO03BOJIAIT NPEeANnoNoXUTbL HEPBHO-NCUXNYECKOE UMN CepLeyHO0-CoCyanCToe
3aboneBaHue, a 60/bHbIE B TeYEHWE ANIUTESIBHOIO BPeMeHW 06CneayoTca U nevarca y
TepaneBTOB UM B MCUXOHEBPOIOTNYECKUX cTaunoHapax (15-25%).

HesicHas KnuHuyeckas KapTuHa MU HefoctatoyHasi 0CBEAOMJIEHHOCTb MHOTMX
K/IMHULNCTOB 0 CMMMTOMAaXx 3TOM 60/M1e3HM NPUBOAAT K TOMY, UTO CpefHss Nponon-
XXUTENbHOCTb OT MOABJ/IEHUSA MEePBbIX €ro CMMMNTOMOB A0 MOCTAHOBKW MPaBU/IbHOINO
AvarHosa coctassifeT 3-4 rofa, a B HEKOTOPbIX c/yyasax pactarmsaerca go 10 nert.

AvnarHocTtuka

Na6opaTopHas AuMarHoctuka

Mpwv Nog03peHUN Ha OPraHUYecKUii TMNEPUHCYIMHU3M AMarHo3 MOXXHO NOATBEPAUTb
pervcTpauuer rmnoravKeMmMmn HaTowak MeHee 2,2 MMOJIb/N U MOBbILUEHUEM KOHLLEH-
Tpauum MMMyHopeakKTUBHOro nHcynnHa (MPW) B nnasme kposw 6onee 25 MKE/Mn
(xoTa 6a3anbHas KoHueHTpauma PNy 20-30% naymneHTOB MOXXET ObITb B npege-
nax Hopmbl). Tak>Ke onpefensoT KOHLEHTPaLMIO MPONHCYNMHA U C-nenTnaa Kposu,
KOTOpble B psfie c/iyvyaeB MOryT 6biTb MOBbIWEHbI U NPU HOPMaslbHbIX NMoKa3aTensx
PW. Toka3satenn C-nentuja KPoBU UTpardT BadKHOE ANarHOCTUYECKOe 3HayeHue
ansa guddepeHUnansHoOi ANArHOCTUKU UCTUHHOM U MHAYLMPOBaHHOW BBeAEHWEM
3K30reHHOro MHCY/NIMHAa MMNorinkeMmnu, Tak Kak npenapartbl 3K30reHHOro MHcy/imHa
He cogep>kat C-nentug. 0159 NCKNIOYEHUA UCKYCCTBEHHOW rMMOrIMKEMUW, Bbi3BaH-
HOM npmemMoM cynboHUNaMUAHbBIX MPenapaToB MW MNPOU3BOAHbLIX CYNb(OHUN-
MOYEBMHbI CaxapoCHMXaLWmX CPeacTs, LenecoobpasHo onpeaesinTb cofdepxkaHue
CYNbOHUIMOYEBUHBI B MOYE.

JabopaTopHasa gMarHoCTMKa MHCYNMHOM, Kak 1 apyrux H30, Ha nepeom aTarne
OCHOBaHa, npexje BCero, Ha onpefesieHUN KoOHLUEeHTpauumn Hecneynuyecknx map-
KepoB 3TUX ONYX0Ne 1, B MNepBylo oyepedb, XpoOMorpaHuHa A 1 cnHantousnHa.

AnAa oKoHYaTeNIbHOro NoATBEPXAEHMNA OpraHUYeckoro xapakrepa 3abonesaHus
N UCKIIYEHNA [PYTUX MNPUYUH TUMNOTIMKEMUYECKOro CUHAPOMA WCMOMb3YIT
npoby c rosiogaHuemM, NPoOBOAMMYIO B TedeHme 72 4. JaHHasa npoba ocHoBaHa Ha
TOM, 4UTO Y fil0fen ¢ runepdyHKLUNENn MHCYNAPHOro annapara npy npekpalieHumn
NoCcTYN/IeHUSA Yr1eBoA0B C NULLLEA pa3BUBaeTCA rmnornnkemmsa (Tpuaga Ymnnna).
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Pasgen A. 3060neBaHnA NoAXenyLo4uHOl xenesbl

Mpun nccnepgoBaHnM NaLmMeHTy paspeLualoT NUTb TOIbKO BOAY WK Yali 6e3 caxapa.
KoHueHTpaLmio rnoKo3bl B KPOBU ONPeAeNAlnT BHavase, Yepes 3 Y nocse nocref-
Hero npuema nuULn, a BNOCNEACTBUN, N0 Mepe CHMUXKEHWUA T/I0KO03bl KPOBU, UHTEP-
Basibl MeXAy ee uccriegoBaHuem cokpatatotes o 30-60 muH. Hapagy ¢ onpegene-
HMEeM KOHLIeHTpaLuMu rnioKo3bl BO BpeMs NPUCTyna rmnorinkemMmu LesiecoobpasHo
onpefensate u cogepxxaHne VIPU kpoBnu. ¥ 75% 60/1bHbIX C OPraHUYeckum rune-
PUHCYNIMHN3MOM Mpoba ¢ ronofaHnem nonoXxKuTesnibHa B TeyeHMe NepBbIX 24 4.

B HacTosiLee BpeMs nposefeHne aAna anddepeHunanbHON AUarHocTUKN co BTO-
PUYHBIM TUNEPUHCYTMHU3MOM (DYHKLMOHAIbHO-ANArHOCTUYECKNX TecToB (Npobbl €
ToNbyTamMunaoMm, r/IlOKaroHoM, apruHuHom, neviuuHom, AKTI 1 kopTmnsonom, agpe-
Ha/IMHOM, T/IIOKOHATOM KaslbLus, TecTa ¢ rnogasneHnem C-nentmga) B abCOSTIOTHOM
60NbLUMHCTBE ClyvaeB HeLenecoobpasHo.

Tonuyeckaa AnarHoctuka

Mocne noaTBEepP>KAEHNA CUHAPOMHOIO AMarHo3a opraHnUyYeckoro rmnepuHCyYINHN3-
Ma nepef KNMHULMCTaMW BCTaeT crnegytowas, 6onee TpygHas 3ajaya — yCcTaHOB-
NleHne TOMMYecKoro AuarHosa. Tornuyeckas AMarHoCTUKa WHCY/IMHOM oOcTaeTcs
[OBOJIbHO CMIOXKHOM 3afayeit, yunTbiBasa T0, 4To B 80% HabnwoaeHni nx pasmepsbl
MEHbLLEe 2 CM, a B MO/0BUHE HAGMIOAEHUA 3TV OMYXO0AM UMEKT AuaMeTp MeHee
lcm. TpagnuMOHHO MNPUMEHSAeMble TaKue JyyeBble METOAbl A9 onpefeneHuns
MeCTOMO/IOXKEHNSA 04YaroBbiX 06pa3oBaHWMii MOAXKENyA0YHOW >Kenesbl (Takume, Kak
KT n ¥3W) no3BoIAOT BbIABUTb UHCYNIMHOMY He 60os1ee yem B 50% cny4yaes, a npu
ee pa3mMepax MeHee 1,0 cM YyBCTBUTE/IbHOCTb METOAUK CHUXKAETCA eLle NoyTtn B 2
pasa. Heo6xo4MM0 OTMETUTL, YTO METOAbI TOMMYECKOM AUArHOCTUKM NPUYLVH opra-
HWYECKOro rmnepmHCY/IMHMU3Ma B Le/IoM aHasniornyHbl TakKoBbIM N AN apyrux H30
noa>kenypo4vHoi »kenesbl.

Tonnyeckaa gmarHoctuka H3O cocTouT U3 ABYX 3TarnosB — AoonepalnoHHOro m
MHTpaonepaLmnoHHOro. MNepebiM U Hanbonee NPOCTbIM M3 A00MNEPaLUOHHbIX METOA0B
OVNarHoCTMKM oCTaeTcs YpeckoXXHoe Y3W. Y3U nmeeT HeCOMHEHHbIe NMpeuMyLecTsa
nepes ApyrMmm mMetogamm ANarHoCTUKWM, Tak Kak Heobxoaumas A/ ero npoBegeHus
annapatypa meeTcs NPakTUYeCKN BO BCeX flevebHbIX 3aBejeHUAX U 3TOT MeTOZ JINLLEH
Ny4yeBOl Harpy3ku Ha naumeHTa. OfHaKo AuarHoCTMYecKme BO3MOXKHOCTU Y3 3Hauu-
TeNbHO OrpaHnyeHbl HE06X0ANMOCTLI0 B BO/IbLUMHCTBE C/Ty4YaeB BbISABASATb OCHOBHOM
oyar M ero metacTtasbl pa3Mmepamu MeHee 2 cM, a Hepegko 1 fo 5-10 mm. BcneacTteue
3TOr0 YyBCTBUTE/IbHOCTb METOAA B 3aBUCMMOCTM OT pasMepoB OMyxonu 1 Keasinuka-
UMM cneymanncTa, NpPoBOASILLLErO UccnegoBaHve, Konebnetcs ot 30 4o 60%.

CnegyoLwnin ynbTpasByKOBOM MeTo4 ANAarHOCTUKN — 3TO 3HAOCKoNmnyeckoe Y3U
(3Y3M). MeTogmka nonyymna LUMPOKOe pacrpocTpaHeHue OTHOCUTESNIbHO HepaB-
HO — He 6onee 10 sieT. OgHaKO 3TOT METOA AUArHOCTUKWN Y>XKe B HacTosiLee BpemMs
CTas1 O4HUM U3 BeAyLLMX BO BCEM MUpPE, MO3BOJIAOLWMNM BbiABATL 40 80-95% wuHCY-
NVHOM. HacTo OH OKa3blBaeTCHa efMHCTBEHHbLIM METOA0M, MO3BOIAOLW MM ONpesenmnTb
nokanunsauuvo obpasoBaHuii go 5-6 mm {puc. 4J). HeobxogMmMo OTMETUTb, 4YTO C
MOMOLLIbIO JaHHOV MeTOAMKM MOYTU Y NO0BUHBI 60/bHBIX YAAETCA He TO/1bKO /10Ka-
Nn30BaThb 0MyXo/b, HO U ONpeaennTb ee Tonorpade-aHaToMU4ecKue COOTHOLLEHNS C
MnaHKpeaTUYyecK1M NMPOTOKOM U KPYMHbIMU apTepuasibHbIMU 1 BEHO3HbIMW cOCyAamMu
noa>keslyJOUHOM ese3bl. DTO MO3BOJIAET YXKe Ha AoonepaLMoHHOM 3Tane A0BOSIbHO
YEeTKO OMNpeAesINTLCA C BO3MOXXHbIM 00BLEMOM M XapaKTepoM XMPYPrnyeckoro Bme-
LaTesibCTBa.
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Puc 4.1. SQHpockonuyeckas axorpamMma 60nbHOIN B. VMIHCynMHOMAa rON0OBKM MOAXENYA04YHOW Xene-
3bl, pasmepamu 8x12 mm.

K HenmHBa3nBHbLIM MeTodaM ANAarHOCTUKN, HECYL UM NYYEBYIO HArpy3Ky, OTHOCUT-
ca KT. B HacTosiLee Bpemsi A4/151 BbISIB/IEHMS 04aroBbIX 06pa3oBaHUii NOAXKENYA0HHON
xenesbl NpUMeHAT KT ToNbKO ¢ BHYTPUBEHHBLIM KOHTPACTHbIM YCU/IEHUEM. DTOT
€rnocob AMarHoCTUKKU MO3BOMISAET sIoKann3oBaTtb 40 50-70% MWHCYAUH-NPOAYLUNpPYIO-
LWNX 0Nyxonen NoaxxenyaouHon »xenesbl, UX MeTactasos {puc. 4.2).

Puc. 4.2. KomnbloTepHas TomorpamMma C BHYTPUBEHHbIM YycuneHuem 6onbHoli T B o6nactu
XBOCTa NOAXEeNyAOUYHON Xenesbl onpegensercs onyxonb (MHCYNMHOMA), aKkTUBHO HakannusawLlias
KOHTpacTHbI npenapar.
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Pasgnen 4. 3aboneBaHns NogXenyfouHoOn xenesbl

MPT npuMeHAIOT B Lensax gnarHoctukn H3O foBonbHO AaBHO, 04HAKO OHa He
nosyynna Ansa 3Toi Lesn WMPOKOro pacnpocTpaHeHUs. 9T0 CBA3aHO C.40POroBm3-
HOW MeToda mnccnefoBaHUSA N ero CKPOMHbIMW AMarHOCTUYECKUMM BO3MOXKHOCTSAMMN,
He npesocxoAAaWMMM TakoBble Y Y3 n KT. BonAbLUMHCTBO aBTOPOB, 06cnefoBaB-
LWINX BCEX MaLMeHTOB 6e3 NpoBefeHUs CreLnanibHON BbIGOPKU, NPUBOAAT AaHHbIE O
yyBCTBUTENbHOCTU MPT — 55-90%. HeobxoAMMO OTMETUTb, YTO AMArHOCTUYECKne
BO3MOXXHOCTU 1 KT, n MPT 3HauuUTeIbHO CHUXKAKTCA NPy He06X0AMMOCTU BbIABUTL
SloKanmsauymio MHOXXeCTBEHHbIX UHCY/IMHOM.

K o6wmnm HegocTaTtkaM MepevyncsieHHbIX MEeTOAO0B HEeWHBA3WBHOW TOMWUYECKOWA
ANarHOCTUKM OTHOCUTCA He TOJIbKO UX HU3Kas WHAOPMAaTUBHOCTb MPU MHOXEeCT-
BEHHOM MOpPaXKeHNU, a Tak>Ke HEBO3MOXXHOCTb BbISABUTb 04arm MUKpoageHomMmaro3sa v
onpeAennTb 30HY MopaXkeHus B c/lyvae 04aroBoro Hesugmnobnacrosa.

CuunHTUrpaduio c aHanoramm comatoctatuHa medeHHbiMmu [N (CCP) ansa gnar-
HOoCTUKM H3O npumeHAOT y>Xe 6onee 30 net. CyTb mMeTofa 3aK/4aeTca B TOM,
yTo HOO (B TOM YKMCNE N MHCY/TIMHOMBI) B TO UM MHOW CTEMeHU cogepykaT passiny-
Hble TUMblI COMAaTOCTATUHOBbLIX PELLENTOPOB U NPU BBEAEHUW aHasI0roB comartocra-
TUHA, MEeYEHHBbIX MPOMCXOANT UX HaKoMeHne B 0Nyxonun. YyBCTBUTE/IbHOCTb
MeToZa [0BOJSIbHO BbICOKA M He 3aBUCUT OT pasmepa oyara, Mno3BosifAs BbIABUTH
WHCYJ/IMHOMbI [0 5 MM B AuamMeTpe, nx oThasleHHble MeTacTasbl, a TakXe 0nyxosiv ¢
BHenaHKpeaTn4ecKoi nokanmnsaumnein. inarHoctnyeckne Bo3MoXXKHocTtn CCP 3aBu-
CAT OT KOJInYyecTBa COMATOCTATUHOBbLIX PeLenTopoB B onyxonu. K coxasneHuio, B
WHCY/IMHOMAaX Haxo4nTCA HaMMeHbLUee KONIMYECTBO AaHHbIX PeLenTopos, B CBA3U
C YeM YyBCTBUTENbHOCTbL CCP npm TONMMYECKOW AMarHOCTUKe 3TUX HOBOOGpasoBa-
HWIA He NpeBblwaeT 50%.

Kpome Tonu4eckoi gnarHoctnkm H30 n ee metactazoB CCP MOXXHO MPUMEHSATb
ana anddepeHUnanbHOM ANarHOCTUKM ¢ MeTacTasaMy afeHOKapuMHOMbI, B psage
cryyaeB 3aMeHAs YPeCcKOXKHO-4YpecnevyeHOUYHY0 6Morcuio.

Cpean NMHBa3NBHbIX METOL0B TOMNUYECKOW AMArHOCTUKM NHCY/TIMHOM HambonbLuee
pacnpocTpaHeHMe nonyunnia aHruorpamsa (CynepceneKkTmBHasa uenvakorpapus um
BEPXHAA Me3eHTepuKkorpadgwus). JaHHasa metoanka nossosset B 70-85% noctaBuTtb
npaBu/bHbIA AnarHo3 {puc. 4.3). YyBCTBMUTENbHOCTb aHrmorpaum CHMXaeTcsa B
1,5-2 pa3a npu pasmepe MHCY/IMHOMbI MeHee 1,0 cm. OTpuuaTtesibHbIM MOMEHTOM
aHruorpadum ABNAKTCA OTHOCUTENIbHO BbICOKOE YUC/I0 JI0XXHOMOSIOXKNTESTbHbIX
pe3ynbTatoB M HECOOTBETCTBME [aHHbLIX 0 JSloKanm3auuum ornyxonm Ha OCHOBaHUM
npea- U NHTpaonepaumMoHHbIX UCCNeAoBaHW, gocTUraruime nHorga 5-30%.

CyuwiecTByeT psaf MeTO40B AMArHOCTUKMW, OCHOBAHHbLIX Ha ornpenesieHUn ropmo-
HaslbHO aKTUBHOCTU HIO. TexXHUKY YPecKOXXHO-UpecneyeHoUYHOM KaTeTepmnsaummn
BOPOTHOI BeHbI paspaboTan v Briepsble onucan B 1971 roay Wiechel, v npnmepHo ¢
3TOr0 BPEMEHU A8 TOMUYECKON AMArHOCTUKM FOPMOHaIbHOAKTUBHBLIX HO cTanu
NPUMEHATb N CyNepcesieKTUBHY KaTeTepm3auuio BeH MOMXKeNnyAoyHol >enesbl ¢
3a60poM KpOBU M onpefefnieHVeM B Hel KOHLUEHTpauuu ropMoHa, MpoayLupyoLle-
rocs onyxonbt. Haubonbllee pacnpocTpaHeHMe 3TOT MeTog Nosayvyns UMEHHO ANs
onpegesieHNs NnoKannsaunum MHCYINHOMbI. YyBCTBUTE/IbHOCTb YPECKOXHO-Ypecnu-
LLEeBOAHOM KaTeTepm3aumMn BOPOTHOM BeHbl gocTmuraet 85-100% u Ha Hee He BAUAIOT
HU pasmep, HU PacrosioXKeHne ornyxosu.

HecmoTpsa Ha BCe CBOM MpPEMMYLLECTBA, MeTOoAMKa MpoBeAeHUSA UYPECKOXHO-
UpecnuLLLeBOAHON KaTeTepm3aLm BOPOTHOW BeHbI TPEOYET C/I0XHOI0 TEXHMYECKOr0
OCHALLEeHNS 1 BbICOKOW KBa/MUKaLnm BbIMOMHAOLWLEN0 3TO UCC/ef0BaHUE crieyun-

181



SHAOKPUHHASA XNPYpPrus

anucta. Kpome Toro, npu nNpoBefeHMN 3TO Npoueaypbl BOSMOXXHO pa3BuTue TSXXe-
NbIX OCNOXXHEHWM, TaKNX KaK MOBPeXAeHWNE XEeNYHOro Ny3bipsi U KPOBOTEYEHUE U3
MYHKLUMOHHbIX OTBEPCTUI B MEYEHN, TPOMO03 OPbIXKEEeYHOW BeHbl (2-4% criyyaeB),
4YTO TpebyeT 3KCTPEHHOro OMepaTUBHOIO0 BMELLATENbCTBA M MOXET MpUBECTU K
neTasnbHOMY MCX0AY.

Puc. 4.3. AHrnorpamma 6onbHol I, TunepBackynsapHoe o6pasoBaHue (MHCYMHOMA), pasmepamu
9x14 MM, KpoBOCHabXxotleeca U3 Cene3eHOUYHON apTepuu.

Kak anbTepHaTMBa UpPeCcKOXXHO-UpecnuLLeBOAHOW KaTeTepu3auun BOPOTHO
BeHbl B 90-e roAbl pa3paboTaH HOBbIA MeTOA OnpefenieHUs NoKaansaunum MHCYNn-
HOM — apTepuasibHO CTUMYJ/IMPOBAHHbIN (KanbLnem) 3a60p KPOBU M3 MeYEHOUHbIX
BEH C Moc/efyloLlWmMM ornpeaesieHVEM B Npobax KPOBU KOHLEHTpaLUM UHCYNMHA U
C-nentnga, ApTepuasnibHO-CTUMYJ/INPOBAHHbIN 3a60p KPOBM M3 MEUYEHOYHbIX BEH
BbINO/IHAT O4HOBPEMEHHO C MPOBEAEHMEM CENEKTUBHOW apTepuorpadun nogxe-
NyJ04HOW >Kenesbl (KOHTPacTHOE BeLLECTBO BBOAAT MOOYEPESHO B racTpoAyofeHa b-
HYH, Ce/Ie3eHOYHY0 U BEPXHIOK GpbiXKeeuHy apTepun). Mocne BbIMO/THEHUST KaXK-
[0/ CeNeKTUBHOM aHrMorpamMmMbl B COOTBETCTBYHOLL Y0 apTEPUI0 BBOAAT CTUMYIATOP,
a 13 MeYvYeHOo4HOM BeHbl (B KOTOPYHO NMpeaBapuTesibHO OblT YCTAaHOB/IEH KaTeTep) vepes
onpefesieHHbIE MPOMEXYTKN BPEMEHU 3a6MpatoT Nopumm KpoBY A1 NOC/eAYOLLLENO
ornpefesieHNs B HAX KOHLEHTpauumM ropmoHa. UyBCTBUTE/IbHOCTb AaHHOW MeToAu-
KW, TaK >Xe KaK N YPecKOXKHO-YPecnuLLLeBOAHON KaTeTepu3aunn BOPOTHOW BeHHbI,
pocturaet 80-100%. OpgHaKo B OT/INUME OT YPECKOXHO-YPECMULLEBOAHON KaTeTe-
pu3aummn BOPOTHOM BEHbI OHA /IMLLIEHA OCMIOXKHEHWW, KOTOPble MOFYT BO3HUKHYTb
npu NYHKLUWW NeYeHn, HeobxoaAnMMOM AN KaTeTepmusaLlmm BeTBEN BOPOTHOM BEHbI, a
Tak>Xe N03BO/ISET CONOCTaBNATh AaHHbIE M0 MOBbILLIEHWNIO rpajMeHTa KOHLEeHTpaLumm
ropMoHa ¢ BapMaHTaMM aHrMoapXUTEKTOHUKN MOAXKenyAoUHol »Kenesbl, MnosyyeH-
HbIMW NPU aHrMorpagmu.

ApTepunasnbHO-CTUMY/IMPOBaHHbIN 3a60p KPOBU M3 MEYEeHOYHbIX BeH Hapsgy C
UYPECKOXKHO-4YPECNULLLEBOAHOM KaTeTepm3aumeil BOPOTHOM BeHbI (B HACTOsILLLEE BPEMS
NPUMEHSAIOT B €AUHUYHbIX CAy4YasaXx M Mo CTPOrMM MOKasaHWsM) — eJUHCTBEHHbIe
METOAbl ANArHOCTUKIN, NO3BOSAKOLLINE 06HAPYXXUTb 30HbI HE3NAMO06/1acTo3a N MUKPO-
afieHoMaTo3a Nnpu opraHMYyeckom rMNePUHCYINH U3Me.
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Pasgen 4. 3aboneBaHns NoAXenyao4vyHOW xenesbl

Mocne nposefeHUA foonepaLoHHON TOMUYECKOW ANArHOCTUKW OKOHYaTesIbHoe
pelleHne 0 MecCTe PacrosioKEHNA WMHCY/IMHOMbI U 06bemMe OnepaTMBHOrO JieYeHUs
XNpYypr MPUHUMAaeT TOIbKO BO Bpems onepauun. YyBCTBUTENLHOCTbL TPAAULMOHHO
NPUMeHSAeMON BU3yasIbHOW W MasibNaToOpHOM OLLEHKW COCTOSAHWSA MOAXKeNnyA0uHOM
Kenesbl Aadke B MUCMO/IHEHUW OMbITHOIO Xupypra He npesbiwaeT 80-90%, a npu
cuHgpoMe M3H 1-ro TMna cHwxaetcsa fo 50-60%. Ona ynydweHwid pe3ynbTaTtos
MHTpaonepaLloHHOM peBn3nK 06s3aTesIbHO NPUMEHSAIOT MHTPaonepaunoHHoe Y3U.
OTOT MeTo/, MO3BOMAET BbIABUTb MHCY/IMHOMY U ee MeTacTasbl B 95-100% cnyvaes.
Mpn He3ngmobnactose M MUKpoadeHOMarto3e B 60/bLUMHCTBE C/lyvyaeB MHTpaone-
pauroHHoe Y3 No3BoMsSeT UCKAIUYUTL COMMMTAPHYIO ONYX0sb B MOAXKENYAOYHOMN
»xenese. B 3ToW cnTyaumm TOMIbKO nanbnatopHas peBu3vs NpPUBOAUT 6onee 4YeMm B
NosoBUHe HabNAeHU K ANarHOCTUYECKMM olMb6KaM, TO eCTb 3a UHCY/TMHOMY Npu-
HMMAIOT /INGO YYacTOK YN/I0THEHHON TKaHW MOMXenyfo4HOi Xenesbl B pesynbrare
paHee NepeHeceHHOro NaHkpeaTuTa, 160 MM aTnyeckuin ysen. TosbKo 3TOT MeTof
nccnefoBaHMA NO3BOMIAET BO BpeMs onepauun y 8- 10% nauveHToB onpesennTb MHO-
YKeCTBEHHbIE OMyX0/1U.

Kpome o06Hapy>XeHus nokannsaunm MHCYIMHOMbI MHTpaonepayoHHoe ¥Y3W nos-
BOJISAET ornpefenUTb Tomnorpago-aHaTOMUYecKMe COOTHOLLEHUS HOBOO6pa3oBaHUsA C
naHKpeaTU4yecKMM NMPOTOKOM W Cefle3eHOYHbIMU N BPbI>)KeeYHbIMWU COCYAamMu.

B Tab6n. 4.1. npnBeAeHbl fJaHHble N0 YYBCTBUTEIBHOCTU METOL0B TOMNYECKON auna-
FTHOCTUKWN UHCY/TMHOM.

Tabnuuya 4.1.

UyBCTBUTENLHOCTL METOA0B TOMUYECKOW AMATHOCTUKA WHCY/IMHOM
NoAXXenynouHoW xenesbl

MBion

y3un 30-60

y3n 80-95

KT C BHYTPUBEHHbIM KOHTpPacTupoBaHWeM 50-80

MPT 45-75

CumnHTUrpama ¢ MeYeHHbLIMU aHanoraMm comartocTaTuHa 50-62

AHrnorpadus 62-85

ApTepunanbHO-CTUMYIMPOBaHHbI 3a60p KpoBU 90-100
UpeckoxHOo-4ypecneyeHoyHas katetepusalmsa BOPOTHON BeHbl 85-100
Kom6uHauua poonepauuMoHHbIX METOA40B ANArHOCTUKMW 80-100
MHTpaonepoynoHHaa nanabnauus 75-90

MHTpaonepaunoHHoe Y3W + aHpgockonuyeckas TpoHcunawomuHaums 95-100

UyBCTBUTENbHOCTb 60/IbLUMHCTBA COBPEMEHHbLIX METOL0B A00MNepaLMoHHON Tonu-
Ueckol amarHocTukm npesbiaT 50-60%, a pasnuyHble COYETAHMSA UX KOMOWU-
HUPOBAHHOI0 NMPUMEHEHUA MO3BOJIAT sIoKasin3oBaTtb 00 90-95% WMHCY/IMHOM U NX
OTAaneHHbIX MeTacTasoB. B cBA3M € 3TUM 1 C BbICOKO CTOMMOCTbIO MHOTUX MeTO0B
nuccnefoBaHUs, BCTaeT BOMPOC O Lesiecoobpa3HOCTM MPUMEHEHUSA BCero apceHasna
AVarHocTMYecKUX MeToAuK B Mosib3y pa3paboTKu 6osiee paymoHanbHOro n agdek-
TUBHOI0 ANAarHOCTUYECKOr0 a/iropnTMa B KaXK10M KOHKpPeTHOM ciyyae. [Npuv opraHu-
YECKOM TUNEPUHCYNVHU3ME A5 A00MNepaloHHON AUAarHOCTUKN, BEPOSTHO, Liefneco-
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o6pasHo ucnonb3loBatb Y3U (nHorga KT n MPT) n 3¥Y3W. MokasaHne K AC3K, Kak
Hanbonee CI0XKHOMY M TpaBMaTU4YHOMY crnocoby ncciefoBaHUSA, HYXXHO OFrpaHnunTb
TeMM cUTyauusmu, Korga nocse rnpoBefeHHbIX HEMHBA3UBHbIX MUCCNefoBaHWUI Ana-
rHO3 He SICEH UV BbIAB/IEHbI MHOXECTBEHHbIE OMYX0/NN, a TakKXe Mpu NoAo3peHnmn
Ha M3H nnn MmkpoageHoMaTo3 ¢ He31MAn06/1acTo30M. Hy>XHO MOMHUTL, YTO B /1H060M
cny4vae MOAO03PEHUST HA WMHCYNIMHOMY unn apyryto HOO nogykenynouyHon >kenesbl,
Heob6Xxo4MMOo nNpoBefeHMe MOSHOLLEHHOro 06¢cnefoBaHmsA, ONMCaHHOIo B NpeablayLLeM
pasfene, Ha npeaMeT WUCKAOYEHUS MHOXXECTBEHHOM 3HAOKPWHHOM Heonnasuu (Ha
puc. 4.7. npeactaBneH anroputM AMarHoCTUYECKOro novcka npu H30 nopykenypnou-
HOW >enesbl).

NleueHne

ELVHCTBEHHBIM paguKasbHbIM METOA0M JIeYeHNSA OPraHUYecKoro rmrnepuHCcyYIMHN3-
Ma 0CTaeTcs XUpypruveckuin. PesynbTaTbl onepaTuUBHbIX BMeLLATENbCTB Ha noaxe-
NyA0YHOM XXenese 1, 0c06eHHO, Npyn H3O ocTaBAAT XKenaTb NydLLEero NpakTu4eckm
BO BCEX Jle4YebHbIX yuypexkaeHusax mupa. MNpu 3aToMm 4yactoTa nocseonepauoHHbIX
0CNOXXHEHUI Konebnetca oT 25 go 70%, a netasnibHOCTb OT 1,9 go 12%. B cBsA3n ¢
3TMM HeobxoAMMma pa3paboTka KoMnsekca npefonepaLMoHHon NogroToBKW, METOA0B
NPonNaKTUKN MOC/IE0NEPALLMIOHHbBIX OCMIOXKHEHUI N BEAEHUsS NauVeHTOB B Mocrie-
onepaunoHHOM repuoge. Bo MHOrom pesynibTaTbl 6amKaiiLlero nocseonepawMoHHOro
nepmoga 3aBUCAT U OT Bblbopa MeToAa onepaumu.

XUpypruyeckoe BMeLIATE/IbCTBO BbIMOAHAKT M0L WMHTY6ALMOHHBLIM HapKOo-
30M. Haunbonee onTuMasnbHbIA onepaTUBHbLIA AOCTYN — CpeAVHHAas nanapoToMus,
M3 KOTOPOW MOXXHO MPOBECTU MOJIHOLLEHHYI0 PEBU3UID MOAXKENYAOUHON >Kenesbl.
PeBn3ni0 NOKeNyL04YHOW >Kenesbl OCYLLEeCTBASAIT Moc/e LWMPOKOro BCKPbITUA
YKeslyf04H0-060404HOM CBA3KU, MOOMAIM3ALMN TONIOBKU MOMKENYA0YHOM Xenesbl ¢
[ABEHaALAaTUNepCTHON KULL KoM no Koxepy v npu HE06X04MMOCTY Mobunnsaummn Tena
M XBOCTa NOLKesNyA0uHOM xenesbl. Kak y>ke 6b1/10 0TMeYeHo, 06893aTeflbHO BbIMos-
HAKT MHTpaonepaynoHHoe ¥3W, KOTOpPOe Mo3Bo/ISAeT NpaKTUYeCcKM BO BCeX CNydasax
BbISSBUTb UAN UCK/IIOUUTbL OMNYX0/b, a TakXXe NoModb onpenenntb Haubonee onTu-
ManbHY XUPYPrnyYecKyo TaKTUKY.

Onepaumeit Bbibopa Npu J06POKAYECTBEHHbIX MHCY/TMHOMAX CHUTAKOT ee 3HyK/ie-
aumo. AunctanbHoM pe3eKLMn NOAXKeTyA0UHOM Xeresbl NpeAnoyTeHne oTAalT npu
pacnosioKeHNM oNyxonu B rnybrvHe TKaHU Tena N XBocTa opraHa, a Tak»xe B Henoc-
peAcTBEeHHOM 6/1M30CTU OT MaHKpeaTMYecKoro NpoToKa U cesie3eHOYHbIX COCYAOB U
npu HAIMYUU MHOXKECTBEHHbIX UHCY/IMHOM. CuHApoM M3H 1-ro Tuna, npy KOTopom
[OBO/IbHO YacTo nopaXkaeTcs cpa3y HECKOJIbKO OTAENI0B XKesie3bl, a 0nyXosb MOXeT
coyeTatbcs € runepnaasmeil 3HAOKPUHHBLIX KMIeTOK U MUKPOaLeHOMaTo30M OCTpPOB-
KOB, CMY>XUT NoKa3aHMeM K 06LUMPHOWM ANCTaNbHOM pe3eKuun opraHa npu Heobxo-
ANMOCTWN B COYETaHUN C 3HYK/leaunen MHCYIMHOMBI U3 rof1I0BKU. Mpu nokanunsaumnm
HOB0O06pPa30BaHUA B r/1y6MHE TKaHW ro/1I0BKW U, 0CO6EHHO, KPHOYKOBUAHOI0 0TPOCTKA
MOXET ObITb PACCMOTPEH BOMPOC O BbIMNO/THEHUW NaHKPeaToAyoAeHaIbHOM pe3eKLuunm,
XOTS1 K 3TOMY orepaTuBHOMY BMeLLAaTesIbCTBY Mpu fobpokayecTBeHHbIX HOO HY>XHO
noAxo4nTb CTPOro UHAMBUAYAbHO, YUNTbIBAsA 60/1bLUYI0 ero TpaBMaTUYHOCTb.

CnoxkHee 06CTONT BOMPOC C /IeHebHOM TaKTUKOW B crlyvae 3/10Ka4eCTBEHHOM UHCY-
JINHOMbI, 0CO6EHHO C HaNM4YneM oTAasleHHbIX MeTacTa3oB. K coxkaneHuto, Kak npa-
BWJI0, A0 Onepaumn U Npu MHTpaonepauMoHHON PeBU3UN CYAUTb O 3/10Ka4eCTBEHHOM
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XapakTepe pocTta BO3MOXHO TO/IbKO NMPU MHBa3UM ONYX0/N B OKpYy>Kalolime TKaHU
WA N0 MeTacTasnpoBaHWIO B permoHapHble NuMpaTnyeckue y3nbl U MeyeHb, Tak
KaK CPOYHOE FMCTONOrMYECKoe nccnefoBaHne B OONbLUNMHCTBE C/yyaeB' OKa3blBaeT-
€A HeMHJgopMaTUBHbLIM. B ocTasibHbIX HabOAEHNAX 0 cTeneHn U depeHLNPOBKN
VIHCY/IMHOMBI, KaK 1 6o HOO cTaHOBUTCA M3BECTHO TOJILKO MOC/E M/IaHOBOIO
rMCTONIONMYECKOr0 UCCNe0BaHMA.

Hanuuune pokasaHHOW 3/10Ka4YeCTBEHHOW OMYyXO0/AM CNY>XUT MOKasaHWeM K
BbINOSIHEHUIO AVUCTAaNIbHOM pe3eKuMn NoAXKeNyA04HON Xenesbl AN NaHKpeaToay-
0fleHasIbHOM pe3eKunn. Xupypruyeckoe BMmeLLIaTeNbCTBO HEO6X0A4MMO U NPU Hann-
UMK OTAAsIEHHbLIX MeTacTa3oB B MeYeHb U pPernoHapHble NMM@paTnyeckme ysnbl.
B 3aToM cny4ae, Aaxke ec/iv BbIMNOJHUTbL pajuKaibHY onepauuio ¢ numMmgageHskK-
TOMWEN N UCCEUYEHMEM BCEX MeTacTa30B MeyeHW He NMpPeAcTaBIsAeTCsl BO3MOXKHbIM,
y NaumeHTOB HacTymnaeT 3HAYUTENIbHOe YNy4YlleHWe COCTOSHUSA Mocse yaaneHus
TO/IbKO MepBUYHOro OMyxosieBoro ovara. B nocsieonepaloHHOM nepuoje LUTope-
OYKTUBHOM onepauun HeobXxo4MMO MPOBECTU apTepruasibHYy XMMMUO3IMB0IM3aLnIo
neyeHOUYHbIX MeTacTasoB (puc, 4.4), HepeAKo B cOMETAHUU CO cKepoTepanuein 96%
cnupToMm nof KoHTponem Y3W. K faHHOMY KOMMJ/IEKCHOMY JIeUEHUO B HEKOTOPbIX
cnyyasx LenecoobpasHo MpuUCoeAuMHATL CUCTEMHYHO XMMUOTepanuio ¢ BKJOYe-
HMEM B Hee CTpenTo3ounHa®, MHTepepoHa, a TakXKe CUMHTEeTUYEeCKMX aHasoros
comMaTocTaTuHa.

Puc. 4.4. ApTepnanbHas XMMMO3M60NM3aLNA [ABYX MeTacTa3oB WHCY/IMHOMbI MPaBOil [ONWN MeveHu
y 6onbHoil C. A — meTacTasbl NpaBoil [ONM NevyeHu, KpoBOCHabXxawuwmecsa u3 BeTBell npaBoi
neyeHouHo’ apTepun. b — nocne ambonusaumm apTepuasbHOe KPOBOCHabXeHWe OTCYTCTBYeT,
XumuonpenapaTt C KOHTpaCTHbIM BeL,eCTBOM HakaniMeBaeTcs B meTacTasax.

OAVH 13 CAOXKHENLNX BOMNPOCOB — BbI6OP 06bema ornepaTMBHOIO BMeLUaTe bC-
TBa NPV A0Ka3aHHOM OpPraHWMYeckKoM xapakTepe 3abo/1eBaHMSA U He 06Hapy>XeHHOM
0NyX0/1 BO BPeMS MHTPaonepaLnoHHoON pesm3nn. «Crenas» AncTanbHas pe3ekLuus
NOLYKeNyA0UHOM >Kenesbl B TaKol CUTyauun y 3HaAUNTEsIbHOW 4YacTu 60MbHbIX He
NPMBOAUT K MOSIOXKUTENTIBHOMY 3(h(heKTY, TaK KakK ONyxoflb C 04MHaKOBOM 4acToTol
NoKannm3yeTca BO BCeX OTAenax opraHa. B nmonb3y runepnnasvn Mam MmUKpoameHo-
Maro3a OCTPOBKOB MOXXET CBUAETENbCTBOBATbL COveTaHWe pe3ysibTaToB CeNeKTUBHO-
ro 3abopa KpoBM M3 BEHO3HOWM CUCTEMbl MOMAXKENYLOYHON >Kesie3bl C MocneayLwmnum
onpegeneHnem B Heil KOHUeHTpauum VP n ncknyeHmne connTapHom onyxoan npu
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MHTpaonepaumoHHoM Y3W. INMpun BbICOKOM rpagmeHTe KoHueHTpauum VIP B KpoBu,
oTTeKawLe oT AUCTasIbHON YacTu Xere3bl, N HEBbISIBIEHUW MHCY/IMHOMbI MoKa3aHa
pe3ekuuna 60-70% TkaHW >enesbl. Mopdosornyeckn AoKasaHHbIN HE3UMAN061acTo3
CAY>XUT OCHOBaHMEM NS cybToTasibHOW ANCTanbHOM pe3ekuunm xenesbl (90-95%
opraHa). K coxxasieHnto, rnocsie Takoro o6LLMPHOro XMpypruyeckoro BMeLLiaTeibcTea
naumeHTbl B a6COMOTHOM 60/IbLLUMHCTBE C/lyyaeB 06peyeHbl Ha TAXe bl N10X0 Kop-
puUrnpyemblin caxapHsolii gmuadet.

B HacTosiwee BpeMs B 3apybeXKHbIX KAMHUKAaX 4719 yoaneHUsS WHCY/IMHOM Bce
yallle MCMosb3yT slanapockonnyeckne MeToAbl onepaTuBHbIX BMellaTesibCTs (414
BbIMNO/THEHMA TAKOro TUMna XMpypruyeckoro BMeLlaTebcTea 063aTteNlbHO NPUMeEHS-
0T TanapoCcKONUYecKnii ynibTPa3ByKOBOM AaTUmK).

Kak y>ke 6b1/10 0TMeUYeHo, nocsie XMpypruyeckmx BMeLlaTenbCTs No NoBogy opra-
HWYECKOro rmnepuHCy/IMHU3Ma [0BOJ/IbHO YacTo pa3BMUBaKTCA MocneonepauioHHbIe
OC/NIOXXHEHUSA, 0COBEHHO pa3/inyHble OPMbl AECTPYKTMBHOIO NaHkKpeartuta ¢ UCXOo-
oM B abeuecce, dh1erMoHy 3a0poLLMHHON KNeTyaTkn, Hapy>KHbIA NaHKpeaTuvecknii
M KULLEYHbIA CBULL U AaXKe pacnpocTPaHeHHbIN NepuToHNT. K CHUXKEHUI0 4acToTbl
nocneonepaymoHHbIX OCNOXXHEHUI U, KaK CreicTBUe, YNYUYLIEHUI0 HENOCpeACTBEH-
HbIX pe3ynbTaToB /IeYEHNSA AO/DKHbI NPUBOANTDL CriefytoLlmne nevyebHo-gnarHocTnyec-
Kve MeponpuaTus:

m npegornepaumoHHas NoAroToBka 60/1bHOr0 ¢ 0683aTe/IbHOM KOPPEKLMNENA KOH-

LeHTpaLmnn rnoKo3bl B KPOBU;

B TOYHasa goonepaumnoHHan Tonuyeckash AMarHoOCTUKa OMyxonun, BbIMO/IHEHUE
MHTpaonepaumoHHoro ¥3W. 3T0 3HaAuUUTeSIbHO CHWXXAeT TpaBMy MOoayKesny-
[OYHON >Kenesbl NPy UHTPaonepaLoHHOW PeBU3NN N NPUBOAUT K CHUXKEHUIO
YacToThbl NOC/IEONEPALMOHHbIX 0CNOXXHeHN B 1,5-2 pasa;

m BbI6Op Haubosiee ONTUMAsIBHOINO TUNA XUPYPruyeckoro BMellaTeNbC-
TBa. B cnyyae sHykneauuu WHCY/NMHOMBbI, pacnonarawLlenca B raybuHe
TKaHN MNoayKenyaouHOW >Kenesbl, 4acToTa MocseonepaymMoHHbIX OCN0XKHe-
HW Bblle B 2 pasa, YemM MNPU BbINOSHEHUW AUCTaNIbHOW pe3eKuuu opraHa.
MHTpaonepaunoHHoe ¥Y3W ¢ onpefeneHneM Hambonee onTMManbHOro goctyna
Npu sHyKeaunmu MHCYIMHOMbI, TOKaTN3YIOLWENCA B FONIOBKE NOAXKENYA0UHOM
»Xenesbl, MPUBOAUT K CHUXKEHMUIO YacToTbl AECTPYKTUBHOIO NaHkpeatuTa Ha
10-20%. Mpwn onyxonu 601bLWINX pa3MepoB, Npuaexallein K naHkpeaTuyec-
KOMY U1 >XXeflYHOMY MpOTOKY, 6onee uenecoobpasHa naHKpeaToayofeHa bHas
pesekuus;

B KOPPEeKLUUS KOHLEHTpauun rnoKosbl B KPOBU BO BpemMs onepauun u B noc-
neonepauynoHHOM repuoge. VHTpaonepauuvoHHO B pesysibTaTe U30bITOYHOro
BbIOpOCa MHCY/IMHA B KPOBb MOXKET Pa3BUTbLCA BblpaXKeHHasA rMnornkeMusa, a
B rocsieonepauoHHOM Mepunojae B TeveHue 2-7 CyT Yy 60/1bLIMHCTBA NauueHToB
pa3BMBaETCA TPaH3MTOpHas runeprankeMuns. llocnefHsas (MpU OTCYTCTBUM
[JOSKHOW ee KOPPEeKLMK) TakXe NPUBOAUT K YBETMYEHNIO NOC/1eonepaLvoHHbIX
ocnoXxHeHuii B 1,3-1,5 pasa;

B MOJIHOLEHHAA aHTUOMOTUKONPOUAAKTUKA U aHTU(EPMEHTHaA Tepanns BO
Bpemsa onepauymnn. C nepBbIX CYTOK MOC/E0NepauMoHHOro nepmoga 6osbHbIX
BeAyT, KaK MauneHToB C AeCTPYKTUBHbIM MaHKpeaTUToM, C 06s3aTeflbHbIM
BK/IIOYEHMEM B 3TOT KOMIMJIEKC aHTUMEPMEHTHbLIX MpenapatoB (OKTPeoTus,
5-thTopypaumnsa), aHTUCEeKPETOPHbIX MNpernapaToB, aHTUOWMOTUKOB LLUMPOKOro
CreKTpa AencTema u T.4.



Pazpen 4. 3a60neBOHUA NOAXENYLOUYHONW Xenesbl

Moka3aHWsA K NPoBeLeHUI0 KOHCEPBATUBHOM Tepanum opraHN4yeckKoro runepuH-
Cy/IMHU3Ma

m OTCyTCTBME BO3MOXXHOCTW JIOKa/IM30BaTb OMYyX0/lb B X04e A00MepauoHHOro n

MHTpaonepaLnoHHOro nccaegoBaHus.

m OTCYTCTBME BO3MOXXHOCTWU MOJSIHOCTBIO yAanuUTb HOBOOGpasoBaHue U ero meta-

cTasbl.

m TAXKesi0e comaTU4yecKoe COCTOAHME MNauMeHTa, KOTOPOoe CNYXXUT abCoMoTHbIM

NMpoTUBOMNOKasaHveM K ornepauun.

OcHoBaHWEM AN5 0TKa3a 0T pe3eKLuun noakenyao04Hom Xenesbl JOSTXKHO CITY>XXUTb
OTCYTCTBUeE ybeamTesibHbIX AaHHbIX 3a He3UAN061acT03 U MMKPOaLeHOMaTo3 Ha OCHO-
BaHUN J00NepauMoHHOro o6cnefoBaHmsa n MHTpaornepayMoHHOro Mopdos10rMyeckoro
nccnefoBaHmMsa 6monTaToB NoaXKenyao04HoM Xenesbl. Kpome 3T0ro, MeAnKaMeHTO3Hoe
NleyeHMe rnokasaHo BO BpeMs npegonepaumoHHOM NoAroTOBKM 60/1bHbIX.

KpaeyronbHbiM KaMHeM KOHCepBaTUBHOW Tepanuu runepuHcyInHuU3Ma ocTa-
eTca yactoe ApobHoe NUTaHWe U AMeTa ¢ 60/blWIMM cofepXKaHnem yrnesonos. 3
NeKapcTBEHHbIX MNpernapaTtoB HaubofbLlee pacnpocTpaHeHue MNosyuynmnu crepyto-
wme: anasokcna®, NpornpaHosion U rAlKOKOPTUKOUAbl. DP(PeKTUBHOCTL NpuMe-
HeHUs 3TUX NpenapaToB HeBesIMKa, XO0TA B OTAesIbHbIX C/lydasAX KOHcepBaTUBHas
Tepanusa No3BossieT 4OOUTLCA HEMOXOro KIMHNUYECKOro adhheKTa Ha NMPOTAXKEHUU
5 net n 6onee.

B nocnegHue rogbl Hanbosee NepcneKTUBHbIM CHUTAKOT SIeYeHVEe aHasnloroM coma-
TocTaTnHa — OKTpeoTuaoM. [elicTBMe npenaparta 0CHOBaHO Ha 3h(eKTMBHOM Noaas-
JNIeHN BbICBOBOXKAEHNS UHCY/TMHA Y 60/IbHBIX C MHCY/IMHOMOW, TakXKe 3TOT npenapar
OKa3blBaeT WU HenocpeLCcTBEHHOE NPOTMBOOMYX0/1EBOE AeNCTBUE, 3aMe1A TEMIbI ee
pocTa, a B HEKOTOPbIX CllyYyasX Bbl3blBaeT perpecc.

B cnyyae HepesekTabesibHOM 3/10KA4eCTBEHHON MHCYIMHOMbI U MOC/E BbIMO/IHE-
HUA LMTOPeaYKTMBHOW onepaumm He0bX04MMO NpoBeAeHNe XMMmMoTepanum, Kotopas
[O/KHA B cebs BK/OYATh BBEAEHME A/INTENbHO AeCTBYHOLMX aHa/I0roB coMmaTocTa-
TnHa (okTpeoTng JIAP, naHpeoTua), UHTepepoHa, a Takxxe CTpenTo3ounHa®, NHOr-
Ja B KOMOMHaumu ¢ 5-gptopypaumniom.

CTpenTo30unH® paspyLlaeT NnaHkpeaTnyeckne P-kneTku. Ero gelictBue oCHOBaHo
Ha TopmoXXeHuUn cmHTe3da AHK. lNMpumeHeHue npenapata, Hapsa[y C yCTpaHeHUeM
rmnornnkeMnun, y psga 60nbHbIX MPUBOAUT K YMEHbLUEHUIO pa3mMepoB OMyXO0su,
04HaKO0 NoJsIHas KJMHUYEeCKass peMUCCUA HacTynaeT MeHee yeMm y 50% naumneHTOB.
JaHHbIl npenapaT oka3blBaeT TOKCUYECKOe AeliCTBUE HA MOYKU, MeYeHb N yrHeTaeT
remonoss. 5-®Topypauynn ycuamBaeT LUTOTOKCMYECKOE AeWCcTBME CTPENTO30UNHA®
npumepHo B 1,5 pasa. XumuoTtepanusa aTUMK npenaparamm ¢ nogdéopamm 403MpoBOK
[O/DKHA NMpoBOANTLCA TOMLKO Mof HabnwgeHMeM Bpava-xmmMuoTepanesTa, ¢ 06a3a-
Te/IbHbIM KOHTPOJ1IEM aHa/IN30B KPOBU N MOYN.

MporHos

Xopownm pesysibTaToM XUPYPrMUYECKOro JIeYeHMs1 OPraHMyYecKoro rmnepuHcyIn-
HM3Ma CYUTAIOT UCUE3HOBEHME CUMMTOMOB FMMOrMKEMUN Ha (hoHE HOpMasibHOIA
KOHLLeHTpauum rnwkKosbl U VIPV B KpoBW. Y G0MbLUINHCTBA NaLWEHTOB HOpMau-
3yeTcsl Macca Tesia, NoBblaeTcs paboTocnoco6HOCTb M NamaTb. OgHaKo npuMep-
HO y 10% 60NbHbIX W MOCMe onepauun ocTalTcA NPOsB/eHUA 3HUedanonaTnm
TOW MAW MHOI CTeMeHU TSAXeCTU. ITO CBA3AHO C AIMTesIbHO CyLlecTBYOLEN A0
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onepauuMu rMNorKeMuern n 4acTto ¢ Heo6paTUMbIMU U3MEHEHUSMU B KJleTKax
KOpbl FO/IOBHOr0 Mo3ra. B cBA3M ¢ 3aTuMm, 04eBUAHO, UYTO YEM paHblUe yaaeTcs
AvarHocTmpoBatTb OPraHUYecKuUii TUMMNEePUHCY/IMHN3M, BbISBUTb €ro MNPUYUHY W”
MPOn3BeCTU OoMnepaTuBHOe BMeLLUATENIbCTBO, TEM Jlydlle OTAaNeHHble pe3ynbTaThbl
neveHus.

OTfanieHHble pe3y/ibTaTbl XUPYPruYeckoro fle4eHUsi opraHMyeckoro runepuH-
CYNIMHM3Ma HacTpamBalT Ha ONTUMMUCTMYECKUA nag. Mocne ypaneHuna pobpoka-
YECTBEHHbIX MHCY/IMHOM, YacToTa peumansa rmnorinkeMmm He npesbiwaeT 4-7%,
npuyeM KJMHWYeCKUe CUMNTOMbI 3ab0s1ieBaHUs Yy MauueHToB, Kak npaBwuio, MosiB-
nawTca 6onee yem yepes 5 et nocsie nepsoi onepaunun. 'MNOrANKEMUSA B AaHHbIX
HabnoaeHNAX He oKa3blBaeTCA NMPOosAABNIEHMEM UCTUHHOIO peungmBa UHCYIMHOMBI, a
cBAi3aHa C MOsIB/IEHMEM HOBOI OMyX0/u, MpUYeM Hepeako fioKanusylolelicsa B apy-
rom oThesnie NoyKenyaouHoOM >Kenesbl.

Pe3ynbTaTbl 0nepaTUBHOI0 fIeHYEHUS FTUNepnaasnmy 3HAOKPUHHOK TKaHW Noaxeny-
[OYHOI >Xenesbl 3HAUUTENIBHO XYXKe: KIIMHUYECKNI 3(pheKT JOCTUraeTcs B TOW WUan
VIHO CTeneHun y Bcex 60MbHbIX, 0AHAKO, MOYTW Yy MOMOBUHbI U3 HMX yepe3 1-3 roga
BO306HOBNSAKTCA TUMOrNMKEMUYECKME COCTOSAHUSA, MPUYMHON Heygad npu rede-
HUW, CKOpee BCero, CTaHOBUTCHA HeAO0CTaTOUYHbIN 00beM pe3eKuUn MomXKenyLo4Hol
»xenesbl. 3TO NNWHWIA pa3 NoATBepXKAaeT, YTO NpY MOPKONOrMYecKn A0Ka3aHHOM
He31Ano061acTo3e Nnepes XMpPyprom CTOUT Bbl6Op — NMB0 06peydb 60/1IbHOM0 C BbICOKOWA
CTENEHbI0 BEPOATHOCTU Ha peuunans 3aboneBaHus, IN60 BbINOSIHUTb TPABMAaTUUYHYIO
onepaumio no ygasieHnto 90-95% TKaHW xesesbl, 4TO B 60/1bLUNHCTBE C/lyYyaes Npu-
BOAMT K caxapHoOMy AnabeTty.

AHanornyHble NpobseMbl BO3HUKAKT NPU XUPYPrMYecKoM AeYeHUN NHCYTTMHOM
B paMKax cnmHapoma M3H, Tak Kak HepegKo MHOXXEeCTBEHHbIe ONYX0/1N coYeTarTCs
€ He3uanobnacto3oMm. B TeueHue 5 neT yactoTa Bo3BpaTa KJAMHUYECKUX CUMNTOMOB
6one3Hn B 3TOM cuTyaumm gocturaet 50%. MpaBaa, HEO6XOAVMMO OTMETUThL, UTO Kak
M B CUTyaLMu CO Cropagnyeckum He3namobs1acTo3oM, K/IMHUYECKME MPOABIEHUSA
npu peunamee, Kak rnpaBuio, BblpaXKeHbl B 3HAUMNTE/IbHO MEHbLLIEH CTeneHu.

Hennoxue pe3ynbTaTbl N0y4YeHbl MPU pagukKasibHOM fIeYeHUN 3/10KaYeCTBEHHbIX
VHCY/IMHOM — MNATU/IETHAA BbDKMBaeMocTb npesbiwaetr 70-80%. lMocne nannua-
TUBHbIX Onepauui No ygasneHnto ToSIbKO OCHOBHOM OMYX0/1M 1 COXPaHEeHUS OTAaseH-
HbIX MeTacTasoB, a TakKXXe MpPOoBefeHUs CENEKTUBHOM U CUCTEMHOM XUMUoTepanmu
MoYTM NO0BUHA BOMbHbBIX XXNBYT 60nee 5 neT, HO Ka4yecTBO UX XXU3HU 3HAYUTESbHO
nosblWwaeTca (NPOSABAEHUS TUMOMTMKEMUN Y HUX OTCYTCTBYIOT WUAN BbIpaKeHbl B
3HAaUYNTENIbHO MEHbLLIENH CTeNeHW, YeM A0 onepaummn).

CuctemMHaa xumuoTepanusa 6e3 NpoBefeHUA XUPYPTrMYeckoro BMeLLaTesbCTBa
rno3BonseT NPOASNTbL XXU3Hb NaumeHToB 6osnee YeMm Ha NATb sieT B 20-30% Habnto-
OEHNIA,

[lacTpyHOMa

FacTpHOMa — napasHAOKPUMHHAaA 0nyxoNnb, ucxogswiasa u3 G-KNeToK, KOoTopble
B (PM3M0MI0rMYECKMX YCNOBUSAX B MOMXKENYA0YHON >Kenese A1Mbo BoobLle He BCTpe-
yarTcHa, NMbo 0BHapy>XMBAKTCA B HEOO/bLUNX KOMIMYecTBax TOSIbKO B CAIN3UCTOM
060/104Ke KPYMHbIX BbIBOAHbIX MPOTOKOB. JaHHbI Tun H30 3aHMMaeT BTOPOe MeCTo
Mo yacToTe cpeAu BCeX FOPMOHa/IbHOAKTUBHbLIX HOBOOOGPA30BaHWA MOMXKeNy[04HOM
xenesbl (20-30%), ycTynas nepsoe /iUb UHCY/IMHOME.
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Posgen 4. 3aGoneBaHus NOAXENYAOYHON Xenesbl

anngemunonorusa

FacTPMHOMbI BCTPEYalTCA [0BO/IbHO PefKO: eXXerofHo BbIABMAAIT 2-4 HOBbIX CNYy-
yasa Ha 1 M/IH HaceneHusi. OgHaKo OHW HEPEeAKO CTAHOBATCA MPUUMHO S3Bbl XKenya-
Ka, 0CO6EHHO Y NUL, C peLnanBOM si3Bbl NMOC/IE NPOBEAEHHOI0 paHee XMPYpPruyeckoro
BMeLlaTe/IbCTBa MO MoBOAY racTpofyofeHalbHbIX A3B.

BrepBble couyeTaHMe OCTPOBKOBOK/IETOUYHOW (He-P-kneTtouHon) onyxonun rmnog-
XKEMYyAOUYHOW >Kesedbl C Ype3BblHaliHO arpeccUBHbIM TeYeHUeM SA3BEHHOM 60ne3-
HW [0BOJIBHO NOAPOOGHO onucann amepukaHckue xumpypru R.M. Zollinger un
E.C. Ellison B 1955 rogy. VIMeHHO c 3TOro MOMeHTa M Havasnacb 3rnoxa 3HAOKPWU-
HOMIOrMYECKOM racTPO3IHTEPONOrMU, a HECKO/IbKO MO03Xe covyeTaHWe OCTPOBKO-
BOK/IETOYHOW OMNYXO0NWU C PeuungnBUpPYOLLMMU MenTUYECKMMN si3BaMU U Bblpa-
YKEHHOW TnnepnpoayKuneri COMSHOW KWUCAOTbl MOYYMI0 Ha3BaHWE CUHApPOMA
3onnuvHrepa-anamncoHa.

Y 60nblUMHCTBA 60NbHbIX (0K0/10 60-70%) racTpMHOMbI J1I0KANN3YHTCA B NOA-
XKenyAo4vHOoM enese, Npnyem Hanbosiee 4acTo B 06/1aCTU rosI0BKKU. MNpn 3TOM MoyTH
Yy MOMIOBVHbI U3 HUX O0MYX0/IM 0Ka3blBATCA MY/IbTULEHTPUYHBLIMWU. TPUMEPHO Yy
20-30% naumeHTOB HabnwpaeTcs BHenmaHKpeaTuyeckas sokKanusayus ractpu-
HoM. B nogasnsawowem 60N1bLLINMHCTBE CllydyaeB UX 06Hapy>XuBatT B MOLACININCTOM
cfoe [BeHaAUaTUNEPCTHON KWULLIKWN, peXke — >XenyAKa WM HavasbHOro otgena
Towen KNWKN. ¥ 20-30% nauneHToOB CMHAPOM 30/IMHrepa-3n1/1nMcoHa BoO3HUKa-
eT Ha (hoHe cuHApoMa Bepmepa. MacTpyHoMa — Hawubosniee 4acTo BCTpevarLascs
ONyX0/lb NOAXKENYAO0UYHOW >Kenesbl Npu gaHHOM cuHApome. K 0co6eHHOCTAM faH-
HOV oNyxoaun nNpu cuHagpome M3OH 1-ro Tuna cnegyeTt OTHECTU ee MHOXKECTBEHHbI A
XapakTep, HepeAKO B CO4YeTaHMU C MMKPOaAeHOMAaTo30M U runepnsasveii ocTpoB-
KOBOV TKaHW MO KeNyA04YHOW Xese3bl U MPenMyLLecTBEHHO AyoAeHasIbHYI0 f10Ka-
Nn3aumvio racTpMHOMBI.

Pasmepbl ractpyHoM MOryT Kosie6atbcs oT 2-4 MM Ao 5c¢cm mn 6onee. B 60%
HabnoaeHN 3TN ONYX0NN 0Ka3bliBAOTCA 3/10Ka4eCcTBEHHbIMU, a Mpu A/INTE/TbHOM
TedyeHUM 3abosieBaHUA 4yacTtoTa ManurHusaumm pgocturaet 90%. Kak npaswuno,
racTpyHoMa MeTacTasupyeT B MeyeHb U pervoHasibHble AumMmpaTnyeckme ysnbl.
JAyoaeHasibHble TaCTPUHOMBbI, 0CO6EHHO MPU UX cCoOYeTaHUM C CMHAPOMOM Bepmepa,
3HAUYNTE/IbHO peXke 0Ka3blBalTCA 3/10KAYeCTBEHHbLIMU U PeKo AalT NevYeHOYHble
MeTtacTtasbl.

MaToreHes

B nartoreHese cuHApoma 30NMMHTepa-O/1/IMCOHA KJ/TH0YEBYHO PO/ib UrpaeT Bbipa-
KeHHas 3KTonuyeckas runepracTpuHemusa. B Hopme ropmoH racTtpuH Bblpa-
6aTbiBaeTca G-KNeTKamm aHTpasibHOro oTfesnia >enypka, CTUMynuMpys 4epes
racTpMHOBbIE peLenTopbl 00KAA4OYHbIX K/AETOK MOBbIWEHWE MNPOAYKLWUW XN10-
pUCTOBOAOPOAHOM KMCAOTbl, O4HOBPEMEHHO Bbi3blBas nponmngepaymnto aTux Ke-
TOK. Y 3[0pOBbIX NN, KOHLEHTPaLUs racTpuHa B KPOBW CTPOro peryaupyertcs
no NpuHUuny obpaTHo cBA3W. MNpu cHMXXeHUU pH cpedbl B NpocBeTe Xenyaka
HUXe 3,5 ero NocTynJsieHne B KPOBb PE3KO TOPMO3UTCA. Y 60/1bHbIX C CUHAPOMOM
3onnuHrepa-3namMcoHa 3T0T MHIMOUPYIOLW NI MeXaHU3M HapyLlleH U, HecMoTps
Ha nageHve pH B xenyake gaxke Ao 6o5ee HU3KUX NoKasaTtesieid, KOHUeHTpaLms
racTpuHa B KPOBU He YMeHbLUaeTcs. KpoMe KMC0TOCTUMY/IMPYHOLLETO AENCTBUSA,
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SHAOKPUHHAS XMPYpPrus

runepracTpuHeMus BbI3blBaeT YyBeNMYeHMe ymcna o06Kaf0UHbIX U 3IHTEPOXPO-
MadMUHHBbIX KAETOK U UX runepnsasuio, B pesysbTaTe Yero Ux Kosim4yecTBo npe-
BbiLlaeT HOpMY B 4-6 pas.

KnnHuyeckasa kapTuHa

Kak y>e oTMe4asiv Bbille, KNIMHNYeCcKasa KapTuHa cuHgpoma 30/1/IMHrepa-aaimcoHa
obycnoBsieHa BbIPaXXEHHOW rumnepcekpeLmein CoONSAHOM KUCIO0Tbl, 3HAYUTENbHbLIM
noBblLIeHNEM AebuTa KXenyLo4HON N NaHKpeaTUYyecKon ceKpeumn, a Ha 6onee nNo3a-
HUX CTagusx pasBUTUA 3abosieBaHNA — MeTacTaTUUYECKUM MOopadkeHWEM OTAaseH-
HbIX OpPraHoB.

Y 90% 60/1bHbIX BbIAABNAKT SA3BEHHOE MOpPaXKeHWe BEPXHWUX OTAEeNI0B NuLle-
BapuTeNbLHOro TpakTa, npuyem Hambosiee 4acTo A3Ba JI0KaNM3yeTca B ABeHaf-
LaTUNepCTHOM KULLIKe M ropasfo pexke B XXenyake, a Tak)Ke MOryT Habnwopatbcs
«HU3KNEe» NocTbybbapHble A3BblI ABEHAALATUNEPCTHON KNLWKN. Hapsaay ¢ 0OCHOB-
HbIM CUMMTOMOM — MENTUYECKOM 60Nbl0 B anuracTpum, 6osee 4em y NoOSIOBUHbI
60NbHbLIX 0TMeYalTCcA pas3/IMyHble gUcnenTUYeckKue paccTpoiictea, B TOM uyucne
pBOoTa 60MbLINM 06BLEMOM XXE/YyA0YHOro COAEPXXMMOro Ha BbicoTe 6oneit (gaxe
Npu OTCYTCTBUU CYXXEHUSA NUN0P0BYb6apHON 30HbI), BO3HMKAKLWasa B pe3ybTa-
Te BbIP@XXEHHOro yBe/In4eHUs MNPOAYKLUM XKeNyAo4YHOro coka. [0BO/IbHO 4acTo
TakXXe HabnwgaeTca >X>XKeHWe 3a rpyaunHon BceAcTBMe peditoKc-33odarvTa.
Hepeako s3BeHHOe MopaykeHne MaHupecTupyeT pa3BUTUEM FPO3HbIX XUPYPru-
YeCKUX OCNOXKHEHU — NPOY3HbIM XeNyao4HO-KULLIEYHbIM KPOBOTEHEHUEM NN
nepdopaunein a3Bbl. CnefyetT Tak)Ke NOAYEPKHYTb, YTO B peAKMX cAy4dasiX A3Ba
Xenyaka v ABeHaguaTtunepcTHOM KULWKKM MOXeT npoTekaTb 6eCCMMATOMHO Wn
C MUHMMaSIbHbIMU AUCAENTUYECKMMW paccTpoiicTBaMu Npu oTCyTCTBUU 60N1ei B
XNBOTE.

XapakTepHbIM MpU3HaAKOM [A19 cuHApoma 3o/IMHrepa-d//McoHa ABNAeTCH
Aviapes, kotopas Ha6bnwgaetca y 30-65% 60/bHbLIX, ay 10-20% nauneHToB Ava-
pes CTaHOBUTCA BeAyLWUM KAWHWUYECKUM CMMMTOMOM, MHOrAa coyetascb C yme-
PEHHO BblpaXXeHHbIMW ANCANENTUYECKUMUN PacCTPOMCTBaMK NMpu OTCYTCTBUU 6onei
B XXUBOTe. [Anapes MOXeT ObiTb KaK MOCTOSAHHOW, TaK U MHTEPMUTTUPYIOLLIENA.
B TsAXenbiX cnyvyasx oHa MOXKeT NPUBOAUTb K 6bICTPOMY MCTOLLEHWUIO 60/IBHOrO C
pa3BUTMEM BbipaXXeHHbIX BOAHO-31EKTPOSIUTHbBIX HAapPYLIEHUA N CYLLLeCTBEHHbIMU
cABMraMm KUCNOTHO-LLLENI0YHOI0 paBHOBeCUS opraHmama (rmnoBosieMusi, rmnoka-
nmemus, runoHaTpmemMus, metabonmyeckmii aumaos). BosHMKHOBEHME avapen npu
cnMHapome 30/IMHIepa-31McoHa 06yc/10B/1EHO MonagaHneM B MPOCBeT KULLEeYHN-
Ka 60/1bLLIOro 06bemMa XenyAouHOro coka ¢ BbICOKOW KOHUEeHTpaLuuneidl X/10pucToBo-
[OPOAHOM KUCMOThI, a TAKXe YCUSIEHWEM MepucTasibTUYecKo aKTUBHOCTU Xenya-
Ka N TOHKOW KULLKW.

Mpun 3710KaYeCTBEHHbIX OMYX0ASX C MeTacTazaMu B MeyYeHb, MOMUMO BblLLeyKa-
3aHHbIX CUMMATOMOB, A0BO/IbHO 4YacTo NauMeHToB 6ecrnoKoAT obLme CMMNTOMbI 3any-
LLLEHHOr0 OHKOJ10rMYecKoro npotecca — o6w,as cnabocTb, yTOMASAEMOCTb, CHUXKEHME
anneTuta, NporpeccupytloLLee noxyaaHue, a npyu MacCMBHOM MeTacTaTUYeCcKOM rnopa-
YKEHUW MeYeHN — MexaHUu4vecKas Xentyxa u acumT.

Bonee 4emM y MOAOBUHbLI MauMeHTOB Pa3BMBAIOTCA TSXKefble XUPYpruyeckme
OCNIOXKHEHUNST A3B BEPXHUX OTAEM0B MNULLEBAPUTENIbLHONO TpakKTa, Cpeau KOTopbIX
Hawnbonee 4acTo — /IPOQY3HOE XKEeyA0HHO-KMNLLEYHOEe KPOBOTeYeHWe 1 nepdopaymsi.
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Paspen 4, 3a6oneBaHna NOLXeNYAOYHOW Xenesbl

Tak>Ke HepeAKO BbISB/ASKT MeHeTpauuio si3Bbl B OKpy>Kawlue opraHbl U TKaHW,
pexxe hopmmpyeTcs py6L0BbIA CTEHO3 ABEHAALATUNEPCTHON KNLLIKN.

Ana cuHagpoma 30/1MHrepa-3aamMcoHa xapakrtepHa yctoiumBocTb fi nposogm-
MOMY CTaHAapTHOMY MPOTUBOSA3BEHHOMY NleYEHMIO. JIULWb MPUMEHEHUNE COBPEMEH-
HbIX MOLLHbIX aHTMCEKPETOPHbIX MpernapaToB B [0BO/IbHO BbICOKMX A03MpPOBKax
no3BoAseT KynupoBaTb 60/1€BOW CUHAPOM. BMecTe ¢ TeM HE0O6X04MMO OTMETUTL, UTO
nenTuyeckmne 607M fOBOJIbLHO 6bICTPO BO30GHOBAAKTCA MPU 0TMEHE MeANKaMEHTO3-
HOro fleYyeHus.

Elle 0AHOW Ba>KHOW 4YepTO KAMHUYECKOr0 TeYeHMs1 3abosieBaHMS MOXET ObiTb
ObICTPbIV peuname si3Bbl Mocsie onepaTMBHOINO /leYeHUsl, KOTOpoe, Kak npegnonara-
N10Cb paHee, BbIMOTHAAN M0 NOBOAY MCTUHHO A3BEHHOI 60/1e3HUN. PeyngnBHbIe S3Bbl
Hen3beXXHO NOABAAKTCA Nocse 160ro BUAa XMpyprn4eckoro BMeLlaTeNnbCTBa, byab
TO opraHocoxpaHsioLwme onepaynun ¢ pasINYHbLIMKU TUNaMnU BaroToMUmM UIN pesek-
uma xxenygka.

AvarHocTtuka
NabopaTopHasa puarHocTmka

Hapsagy ¢ TwaTtenbHbIM U3yYeHMeM XKasiob 1 aHamHe3a, KOTopble A0/IXKHbI 3aCTaBUTb
3anof03puTb FOPMOHaJTbHY Npupoay n3baseneHuin XXKT, Heobxoanmo getasibHoe
n3yyeHue XEeNyAouHOM cekpeumun, a TakxKe onpefeneHve HecrneunuUUecKnx map-
KepoB H3O, ropMoHasibHOro nNpouaa M B COMHUTESIbHbBIX CUTyaLUAX NposefeHMe
hYHKUMOHAIbHbIX TECTOB.

MpakTnyeckn y Bcex 60/bHbIX C CUHAPOMOM 30/I/IMHIepa-31/IMCcOHa OTMeYa-
eTCA BblpadKeHHasa >enyfoyHas rurepcekpeLms, ocobeHHO B HOYHble 4yacbl (40
2-3 nnuTpoB n 6onee). basanbHbI AEOUT CONSAHOM KWUCMOTbl HEPEeAKO MpeBbillaeT
15 MMonb/Y, a TakK)Xe He NMPOUCXOAUT CYLLLeCTBEHHOIO MOBbIWEHUA HN 06bema, HU
KOHLLeHTpaLnm XJ10pUCTOBOAOPOAHON KUCMOThI B OTBET Ha CTUMYIALUIO TUCTaMU-
HOM W/IN NeHTaracTpMHOM (3TO CBA3AHO C TeM, YTO 00K/1af0UHble KNETKU Xenyaka
HaxoAATcs Noj MOCTOSAHHOW 3HAOreHHOW CTUMYSiuMell racTPUHOM U He pearvpylT
Ha BBeeHMEe MeHee MOLLHbLIX CTUMYIATOPOB). Berieacteme aToro y 60/1bHbIX C racT-
pUHOMOI 6a3anbHas NPoAyKLUUSA CBOGOAHOWM COMSAHOM KUCNOTbl cocTaBnseT 60% u
6onee 0T MaKcUMasnbHOM KNCAOTONPOAYKLUMUN B OTBET HA CTUMYNSLUIO TUCTAMUHOM
WKW NeHTaracTpuHoOM.

B HacToslllee BpemMsi HeT HU O4HOro0 AOCTOBEPHOr0 CEKPEeTOPHOro Kputepus (a
BCEr0 MX NpessioKeHo 0Ko10 20), N03BONSAIOLLErN0 HA OCHOBAHUW rokasaTesieil KUcno-
TonpoAyumpyowein yHKLNM XXenyaka nocTaBuTb AUarHo3 cnHapoma 3onamHrepa-
nnucoHa. TeM He MeHee HeOObIYHO BbICOKME MOKasaTenu >XenyaoyHon cekpeLmu,
a Tem 60siee OTCYTCTBME BbIPa@XXEHHOI0 CEKPETOPHOro OTBeTa B OTBET Ha BBeAEHWE
MaKCUMasibHbIX 003 hapMaKo/iorMyeckux CTUMY/IATOPOB 3acTaB/A0T 3anofo3puUTh
y 60/1bHOr0 FOPMOHa/IbHYI0 NPUPOAY A3Bbl U UCMO/b30BaTb PAL cneynanbHbIX gna-
FHOCTUYECKMX TECTOB, HanpasB/IeHHbIX Ha YTOYHEHME AnarHosa.

OfHaKo Heo6Xo4MMO OTMETUTL, YTO MO Mepe Pas3BUTUA NabopaTopHO-ANArHOCTH-
yeckKoli 6a3bl, MoKa3aTeNsAM >XXenyA0UHOW CeKpeLun yaensioT BCe MeHbLLE 3HAYEHWS,
anpeanoyTeHme oTAalT onpefeneHunio KOHUeHTpauum ropMoHoB.

OcHOBHOM MeToAa /1abopaToOpHOM AWMArHOCTUKW cuHApoma 30//IMHrepa-
AnnucoHa — orpegesieHe KOHUEHTpauMu ractpuHa B nnasme KposBu. Y 3[0p0BbIX
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OHAOKPUHHAS XUPYprus

Ay oHa coctaBnsieT 50-100 nr/mn. Y naymeHToB C FacTPMHOMOW KOHLUeHTpauus
racTpyHa B KpoBW 06bl4HO MpeBbiwaet 500 nr/ma, gocturas y MHOIMX 60/bHbIX
OrPOMHbIX BENNUYMH — 2000-3000 nr/mn v 6onee.

[AunarHo3 cuHapoma 30//IMHrepa-3a/MCc0Ha He Bcerja BO3MOXHO YCTaHOBUTb
TO/IbKO MO MOBbILLEHUIO 6a3a/IbHOM KOHLEHTpaLMM racTpMHa B KpoBU, TaK KakK OHO
MOXeT HabnaaTscs NpU LesioM psige pasnyHbIX 3a60/1eBaHUA:

¢ runepnnasuvs G-K/1eTOK aHTPas/IbHOro 0TAe/Na XeNnyaKa;

¢ COCTOSAHME Moc/ie pe3eKuUn >Kenyaka Ha «BblK/AOYeHMe» C OCTaBfIEHMEM
Haf ABeHaAuaTUMNepCcTHOM KMLWKOW yYyacTKa aHTpPasibHOro otaena,

¢ CTeHo3MpyoLasn nunopobynsbapHasa A3Ba;

¢ XpoHMYecKas novyeyHass He4OCTATOYHOCTb;

¢ CUHAPOM «KOPOTKOr0 KULLUEYHWKa» Moc/ie O6LLIMPHON pe3eKLUnn Tollel
KULLKW;

¢ MepHULIMO3HAA aHeEMUS;

¢ COCTOSIHME Mnoc/e paHee MEPEeHEeCeHHOW Mo MoBoAY WCTUHHOMA SA3BEHHOWN
6051€3HM BaroToMum;

¢ XPOHWNYECKUI aTpoUYECKUI racTpuT.

JvarHoctnyeckn 3Ha4YMMOW KOHUEHTpauumen racTtpyHa npu  CUHAPOMe
30n1uHrepa-aanucoHa cuntaoT 500 nr/mn. B Tex cnTyaymsax, Korga cogep>xaHue
rOpMOHa HVXKe UK HeobXoAMMO NPOBECTU AnUdidhepeHLaNbHY AUAarHOCTUKY C ApY-
rMMmn 3a6oneBaHUAMMN, KOTOPbIEe COMPOBOXKAAKTCA A3BEHHbLIM MOPaXKeHMEM BEPXHUX
OTZAE/10B NULLEBAPUTE/ILHOIO TpaKTa U runepracTpuHemumen, Heo6xoanmMo nNpuberaTb
K cneyuranbHbIM TecTaM. Cpean Harpy3o4HbIX npob HambosbLlee pacnpocTpaHeHue
NoNy4YnInN CEKPETUHOBLIA TeCT, a TakXXe Mpobbl ¢ 6e/KOBOM HarpysKoi 1 OCTPOiA
runepkanbumemmneii. NMpoby ¢ 6e/IKOBOM Harpy3Kom NPUMEHSIOT ANs anddepeHLn-
/TbHOM ANArHOCTUKU FacTPMHOMBbI C runepnniasveil G-KNeToK aHTpasibHOro oTaena
Xenyaka.

Mpy Nofo3peHN Ha FTOPMOHaTbHYH MPUPOoAY NENTUYECKON s13Bbl BCE Yallle CTanm
onpefensTb KOHLEHTpauu Hecneungumnyecknx mapkepos H3O0 u, npexxae BCero,
XpomorpaHnHa A. Tlpy NOBbILWEHUN KOHLIEHTpaLuKn 3TOro Mapkepa NpoBOAAT YyyKe
JanbHenwmnin AnarHoCTUYECKUi Nouck.

Tonunyeckas guarHocTtumka

lMocne ycTaHOBNEHUA CUHAPOMAs/IbHOrO AuarHo3a racTpuHOMbI repes KAUHWUUUC-
TOM BCTaeT BTOpas, elle 60/iee CroXKHas, YemMm NPV UHCY/IMHOME 3ajadva (y4nTbiBas
pa3mMepbl, N0KanmM3aumio M HepeaKo MHOXXECTBEHHbIE MOPakeHMs) — MocTaHOBKa
TOMUYecKoro anarHosa.

Ana Tonnyeckoih AMarHOCTUKN racTPMHOM MPUMEHSIOT Te XKe camMble MHCTPY-
MeHTa/ibHble METOAbl UCCNEefOBAHUA, YUTO U NPU MHCY/IMHOMAX, a TakXXe ApYyrux
H30: ¥3U1, KT, MPT, cumHTUrpadgmsa c aHanoramy comartocTaTMHa MeYeHHbIMU

JY3W, cenekTuBHas aHrmorpagus, YpeckoXXHo-4ypecneyeHoYHas KaTeTe-
pu3aumnsi BOPOTHOW BEHbI, apTepmasibHO CTUMY/IMPOBaHHbI 3a60p KPoBM M3 MNeve-
HOYHbIX BEH.

Hanbonee WMPOKO NPMMEHSIEMbIE CMOCOObI TOMMYECcKoW AamarHocTuku (Y3W,
KT n MPT) He no3BonsA0T BbIABUTL 6onee 40-60% racTtpMHOM, a Npu nx pasmepax
MeHee 1CM YYBCTBUTEJIbBHOCTb AMArHOCTUYECKUX METOAMK CHUXKaeTca B 2-3 pasa
(puc. 4.5). Mpn ayoaeHanbHbIX FacTPMHOMax Aadke COYeTaHHOe MPUMEHEHME BCex
3TUX MEeTOA0B AaeT BO3MOXXHOCTb /lIoKanm3oBaTtb He 6onee 10-15% onyxonei.
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Puc. 3.2. TunepmobuNbLHOCTbL CyCcTaBOB Npu cemeliHoi hopme heoXpPoOMOLUTOMbI



Puc. 3.10. AapeHo-KOpTUKanbHbIA pak. A — onNyxonb nocne yganeHus;
B — onyxonb HO paspese



Puc. 5.2. KnuHuyeckne NposiBNEHUS akpomeranuum. A — KOXHble NMOKPOBbl rOMI0BbI NauueHTa ¢
akpomeranueii; B — pyka nauyueHTa ¢ akpomeranuei

Puc. 5.3. MayneHTka ¢ 60ne3Hb0 N eHKOo-
KywunHra

Puc. 5.16. HasanbHaa ¢asa TpoHccheHomn-
ponbHoro pgoctyna. HIM — HocoBasa nepe-
ropoaka; HHP — nesasa HuWXHAA HocoBas

pakoBMHA; CTPeNIKOW yKasaH WHCTPYMEHT,

BBEAEHHbIA B CpeAHWii HOCOBOW Xopg



Puc. 5.17. HasanbHas asa
TpaHcceHonaganbHOro goctyna.
HIM — HocoBasA neperopojka;

BP — BepxHAsAs HOCOBas pakoBUHA,
CP — cpefHAsA HOocoBas pakoBWHA;
* — WHCTPYMEHT, BBEAEHHbLI B
COyCTbe K/IWHOBUAHOW nasyxu

Puc. 5.18. HasanbHasa casa
TPOHCCEHONAONBHOMO AocTyna.
HIM - HocoBasA neperopojka;

BP - BepxHAs HOCOBas paKkoBUHA,
O - MOHOMONAPHbI/ LWapPUKOBbIi
3NEeKTPOA;

*  OoTBEpCTUEe B OCHOBHYIO nasyxy

Puc. 5.19. CcheHomaonbHoA hasa
TpaHcceHonaganbHOro AocTtyna.
BCA — 6yropok COHHOl apTepuu;
Ol — yacTM4yHO TpenaHupoBaH-
HOe [OHO Typeukoro cepno;

M — nnowasnka KNINHOBUAHOW KOCTU



Puc. 5.20. KpecTtoo6pasHblii pas-
pe3 TBEpAOV MO3roBOli 060MOYKN.
B npocBeTe BUAHO «poXxaatouias-
ca» onyxosieBas TKaHb.

H — MWUKpPOHOXHMUbI; O — ony-
XoNb; T — OTBEPHYTbI NUCT TBEP-
[0V MO3roBOi 060/104KKN

Puc. 5.21. OcHOBHas 4acTb OMyXoO-
M ypaaneHo, ocTaTku OMyxosieBoi
TKaHW HO Auadpparme Typeukoro
cefno. T — OTBEPHYTbI NUCT TBEP-
[OW MO3roBoii 060/104KK;

O — ocTaTku 0OMyxonum Ho Aua-
chparme TypewLkoro ceasno;

A — HaKOHeuYHWK acnupartopa

Puc. 5.22. PeBusus Typeukoro
cefsio Mpu MOMOLWM Yr0BON ONTH-
KA HO npejgMeT Halnuusi octaTou-
HOW OonyxoneBoOW TkaHW. T — KpoOW
TBEPAOA MO3roBoli 060104KY;

[0 — anadparma Typeukoro cegno;
A — HakOHe4YHUK acnupartopa,

O — ocTaTtku onyxonu B o6nactu
BEpXHell 4acTu neBoi NOMIOBUHbI
Typeukoro cegno



Puc. 5.23. MpoBucatwwasa yepes gedekrt B guadparme B NosOCTb TYPeLKOro ceasio OPOXHOU-
ponbHoa o6onoyka. AO — opoxHompaanbHOA 060104Yka; A — HaKOHEYHUK acnupartopa;
O — ocTaTku onyxonu Ho Auachparme cepno; T — TBépaas mo3roeas o6o0s04ka

Puc. 5.24. YwuTtaa TBepgas mo3roas o60s04ka nocse yganeHus onyxonu runodgpusa



Puc. 7.12. BonbHas mMopbuaHbiM OXupeHuem Ao nedenua (A); cnycta 24 mec nocne 6aHpoxuposoHusn xenyaka (b,B); yepes 12 mec nocne
onepauun AepMaTo/IMN3aKTOMUM Ha XWBOTe M yepe3 10 gHelt nocne gepmatonunakTomuyu Ha 6epgpax u dneb6aktomun (I0).



Puc. 8.1. MayuneHt C., 30 net (hoto). Ho hoHe oHApPOreHOTEPONUM OTMeYaeTCcsa yBesnvyeHue
MbILLIEYHON mocchl, POCT BOJIOC HO fMue, TYy/N0BULE, KOHEYHOCTAX, rmnepTpodusa kautopa,
rpyfHble xenesbl yaaneHbl (MOCT3KTOMUSA).

Puc. 8.2. MauuneHT C. 30 net (cpoto), Heodonoc Ho (hoHe oHApOoreHoTeponuu A0 6 CM.



Pasgen 4. 3a601eBOHUA NOAXENYLOYHOW Xenesbl

Puc. 4.5. MarHnTHo-pe3oHaHcHasa Tomorpadus 6onbHoro C. ¢ AMArHO30M CUHAPOMA MHOXECT-
BEHHbIX 3HAOKPUHHbLIX Heonnasuii | TMna. MHOXeCTBEHHble FacTPUHOMbI MOAXENYLOYHOW Xenesbl.
ApeHoma napalmToBUAMON Xenesbl. B Tene nogxenynoqyHon xenesbl onpefensTca Tpu ractpu-
HOMB!.

3HaunTeNbHO Ny4dllne MepcrneKTMBbl 0TKPbIBAKTCA € 60see LWMPOKUM BHegpe-
Huem JY3W. C ero nomoLlblo yaaeTca fiokanmsosatb Ao 60-75% Kak naHKpeaTu-
YECKUX, TaK U AyodeHasbHbIX racTpMHOM. QY 3W yacTo okasblBaeTcsl eANHCTBEHHON
MeTOAWKOM, MO3BOMIAKLWEN BbISBUTb JSIoOKanusayuto obpasoBaHuini Ao 5-6 mm, a
Tak>Ke racTpMHOMbl B ABeHaALATUMEPCTHOM KULLIKe, 3a4acTyl He mpeBblllaroLime
1cm B agnametpe {puc. 4.6).

Puc. 4.6. Hpockonuyeckass axorpamma 6o0nbHOW A TacTpuHoma, fokanusykuasacs B CTEHKe
ABeHaaLaTUNepCcTHON KULLKU.
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SHAOKPUHHAS XWpyprus

KpaliHe MH(opMaTUBHbLIM METO40M TOMMYECKOW AMArHOCTUKU racTpUHOM SIBASA-
eTca cumHTUrpadua ¢ aHanoramMm comaTtocTaTuHa, MeveHHbIMU M3BecCTHO,
yTo 60s1€€ 90% racTPUHOM MMEKT cOMaToCTaTUHOBbIE PeLenTopbl U1 UMEHHO C 3TUM
CBSA3aHbl BbICOKME ANArHOCTUYECKNE BO3MOXHOCTU CLUMHTUIpaduu npm atoi gopme
H30. C nomouwblo gaHHOro criocoba ygaeTcs fiokanm3oBaTb 4o 70-80% racTpuHOM.
OCc06eHHO yCNELHO NPUMEHSAIOT CLUMHTUIpauio B ANarHocTuKe AyoaeHasibHbIX rac-
TPUHOM W MOpPaXKeHHbIX NapanaHKpeaTuyeckux nMm@arnyeckux y3foB, a Takxe
MeTacTaTU4ecKoro nopakeHusl nevyeHu, KOCTer M APYrmMx opraHoB Mpu 3/0Kadvec-
TBEHHbIX FacTpuHoMax. B 3ToW cuTyaumun 4yBCTBUTE/IbHOCTb MeToda AOCTUTraeT
90-95%. KpaliHe Ba>XHO TO, YTO BO3MOXXHOCTU MeTofa NpaKTMYeCcKn He 3aBUCAT OT
pa3mMepoB onyxonun. LUMPoKOMY BHeAPEHMIO CUMHTUIpadn NpensaTcTByeT ee Kpaii-
He BbICOKasA CTOMMOCTb. OAHAKO M Mpu NPUMEHEHNN 3TOr0 MeToda ANarHoCTUKN [0
10- 20% racTpvHOM BMNOC/EACTBUN ONPefensanTca TO/IbKO Ha onepauun.

M3 MHBA3MBHbIX METOAUK TPAAVULMOHHO LUNPOKO NPUMEHSAIOT aHrmorpagumyeckoe
nuccnegosaHne. OgHaKo B OT/INYME OT UHCY/IMHOM, €ro 4yBCTBUTEJIbHOCTb B MJaHe
BbISIBNIEHMSA racTPUHOM He npeBbilaeT 50— 0%, 4TO cBSA3aHO YacTo ¢ ee HE6ONbLLUVUMM
pasMmepamu U fnoKanusaumein B ABEHaALATUNEPCTHON KMLLKE.

UyBCTBUTE/TbHOCTb YPECKOXKHO-YPECNEeUYEeHOUYHOl KaTeTepm3aLnm BOPOTHOW BEHbI
M apTepuasnibHO CTUMYJIMPOBAHHOI0 3abopa KPOBU M3 NEeYeHOYHbIX BEH TaKXe HUXe,
YeM NMpu MHCYZIMHOMaxX M He npesbiwaeT 60-80%, Kpome TOro, OHU HepeaKo He Mo3-
BOMAOT O0TAMGEPEHLNPOBATL FACTPUHOMY ABEHaALLATUMEPCTHOM KULWKWN OT OMYyXO0-
IV TOSTIOBKU NOAXKENYA04YHON Xenesbl.

ANropuTM MOCTPOEHUA AUArHOCTUYECKOro roucka y 60/1bHbIX C CUMHAPOMOM
30nnuHrepa-9//McoHa MOoXeT 6bITb MpeAcTaB/ieH cnegywowmum obpasom (cwm.
puc. 4.1).

B cnyyae nofo3peHua Ha cMHAPOM 30/1IMHrepa-3/1/1McoHa Ha NepBoM aTarne Heob-
XOAMMO OrnpeAesinTb KOHLEHTpaLuio XpoMorpaHvHa A B nepudepuyeckoii KpoBWu.
Janee npu NonoXKMTeNbLHOM 0TBETE WU/IN HEBO3MOXHOCTU MPOBEAEHUA 3TOr0 nccse-
[0BaHUA LienecoobpasHo ornpefesinTb KOHLEHTpaLmMio racTpMHa B Kposu. Ecnu oHa
Hwxe 500 nr/ma, BbIMO/HAKT NPO6bI C CEKPETUHOM WU KasibLiMeM, a npu Heobxoan-
MOCTW 1 ¢ 6eN1KOBOIA HarpysKoi. BTopoii aTan — cobCcTBEHHO TonMyeckas AnarHocTu-
Ka — HauymHaeTcs ¢ NPUMeHeHNs 04HOro U3 TpaanLUUoHHbIX MeToaoB (Y3WU, KT nnun
MPT) ona BbIABNIEHUA KPYMNHbIX raCTPMHOM U MeTacTasoB B neveHn. Ecnun nocnegHmne
obHapy>eHbl, TO NPU NOBbILLIEHUN KOHLLEHTpaLUW racTpuHa B KPOBU M Hecneungu-
yeckuUXx MapkepoB H3O oT BepndmKaumn guarHosa c NoMoLbi YPECKOXHOM UX NyH-
KLMU Nof, KOHTPos1ieM Y3 MOXHO 0TKa3aTbCA. Ha TpeTbeM 3Tane BbIMNOMHAKT 04NH
13 Hanbonee MHPOPMATUBHbLIX MeTOL0B — JY3U unn cumHTUrpaguio. ToNbKO ecin
M 3TN cnocobbl oKasasincb HEMHMOPMATUBHBLIMW, MOXXHO MPUMEHUTL aHrunorpagmio
apTepunasibHO CTUMYJ/INPOBaHHbLIM 3a60pOM KPOBU U3 NEYEHOYHbIX BEH.

Cnocobbl MHCTPYMEHTasIbHOM TOMMYECKON ANArHOCTUKU FracTPUHOM Yy 60/1bHbIX
C cMHApoMoM 3o0/1/IMHrepa-A/1/INCoHA, coveTaHHbIM ¢ MOH 1-ro Tuna, TOYHO Takue
e, KaK Uy 60/IbHbIX CO cCriopaguyeckMMmu ractpymHomamu. BmecTte ¢ Tem Heob6xo-
OUMO OTMETUTb, YTO B CBA3WN C NPEUMYLLECTBEHHbIM PacrnosioX)KeHUeM racTpUHOM B
ABeHaauaTMNEPCTHON KULLIKE U HEGObLLUVMMM pa3mMepamMu, YacToTa Nx 06Hapy>KeHus
B floonepaLnoHHOM Nepuoe CyLLLeCTBEHHO HUKeE.

OKoOHYaTeNbHO AMAarHo3 MOXXHO YCTaHOBUTb TO/IbKO MPU MHTpaonepauoHHOMN
pesusnun. MNMpasmna nposegeHUs MobUNM3aLnUM NOAXKeNYA0UHON Xefe3bl 1 Nanbna-
UMM Takue e, Kak 1 npu gpyrnx H30. MNMpn peBusnn 06a3aTeNbHO NPOBOAAT UHT-

194



Pasgen 4. 3060neBaHuA NOAXeNyLOYHOW Xenesbl

paonepaunoHHoe Y3W, KoTopoe B 60/1bLUNHCTBE ClyvaeB MoO3BONSET S1I0KANN30BaTh
BCE MaHKpeaTuyeckme racTpuHombl. OfHaKO 3Ta MeToAuKa He Mo3BOoNSeT BbIABUTH
00 20-30% pyofeHabHbIX raCTPUHOM, a MNPy MHOXXEeCTBEHHOM MOpaXkKeHUN guarHoc-
TUYECKME BO3MOXXHOCTM MeToAa CHMXKalTCs ele B 6onbLuei cTeneHn. Jns BbiABne-
HUSA oNyXosier 3ToN nokanusauuu LenecoobpasHo MCNosb3oBaTb 3HAOCKOMNMUYECKYO
TPaHCUNTOMUHALUIO ABEHAALATUNEPCTHOM KULLKW U AaXKe AYy0AeHOTOMUIO.

JleyeHune

JleyeHune 60/1bHbIX C CUHAPOMOM 30/I/IMHrepa-AN/InCcoHa Npec/egyeT ABe OCHOBHblEe
Lenn: nojasneHne KUCA0TonpoayLupyoLLer yHKLNW XXenyaKa AN NpefoTBpaLleHns
peumavBa A3Bbl U CBA3AHHbIX C Hel TAXe bIX 0CM0XKHEHWI 1 yaaneHne camoli onyxo-
nu, KoTopas y 60/bLUMHCTBA NaLMEeHTOB 0Ka3bIBAETCA 3/10KAYECTBEHHOM 1 NpeacTaBns-
eT peasibHyl0 Yrpo3y AN UX XXU3HU. PaHee Ansa AOCTUXKeHUSA MepBoi Lenn ncnonib3o-
Ba/I racTPIKTOMUIO, B CBA3WN C TEM, UYTO MOLLHbLIX 8HTUCEKPETOPHbLIX MpPernapaTos He
6b1/10, @ BbIABUTbL OMYX0/1b Ha Onepaumn B 60N1bLLUVMHCTBE CrlyvaeB He yaasanock. OgHaKo
rnocnegHve ABa OeCATUNETUA C BHEAPEHNEM B K/IMHNYECKYIO MPAaKTUKY PaHUTUAWHA,
hamoTnguHa n ocobeHHo oMenpasosa, B abco/IIOTHOM 60/IbLUMHCTBE CyvaeB yaaeTcs
CrpaBUTLCA C A3BEHHbIM AnaTte3oM 1 6e3 onepaTuBHOIO ie4eHUs (403bl MPUMEHSAEMbIX
npenapaTos A0/KHbI ObITb B 3-4 pasa Bbllle cpefHeTepaneBTUYecKnx).

PelwleHve TonbKo nepBoi 3afauun (NogaBneHUs KucaoTonpoayumpytowen gyHk-
LMW XKenyaka) Aaneko He Bcerfa NpuBOAUT K ANUTENbHOM pemuccnn 3aboneBaHus
TaK KakK y 3Ha4YMTeNlbHOro ymcna 60/1bHbIX MOAB/AIOTCA OTAAJIEHHbIe MeTacTasbl U
CMepTb MaLVEeHTOB HAaCTynaeT OT PaKoBOW MHTOKCMKaLUW. B cBA3U ¢ 3TUM KpaliHe
aKTyasnbHOl ocTaeTcs BTopasi 3ajada — yjasieHne caMmnx onyxosnei n3 noxenynou-
HOW >Xenesbl U ABeHaALaTUMEPCTHOM KULLIKK, a TakXKe X 0TAaNeHHbIX MeTacTasos,

B cnyuvae crnopajnyeckoi racTpMHOMbI BOMPOC TAKTUKWU B 60NbLUMHCTBE C/lyvaeB
O0fIHO3HAYHO peLLaeTcs B NOb3Y OMepaTUBHONO feveHus. NMpr HeboNbLINX 0NYX0/AX
ro/IOBKM MOMKeNYyL0YHOW >Kese3bl orepauynein Bblbopa cHMTaeTcs MX 3HyK/eauus.
OpfHako nNpu 60/1bLWIKMX HOBOOOPA30BaAHUAX, 3aHUMAKLWNX MPaKTUYEeCKU BCHO TOJILLY
TKaHMU >esesbl, ANCTaNIbHOM I0KaIM3aLmnum onyxoam n Npyu Nogo3peHnn Ha MasiurHu-
3aumio npegnovTeHvie crefyeTt oTAaBaTb Pe3eKUMOHHbIM MeTogaMm fieyeHus (B 3aBu-
CUMOCTW OT JsI0Kanu3aumm — AucTasibHas pe3eKuus NoaXKenyao4yHon >enesbl Uan
naHkpeaTtogyofeHanbHas pe3ekuns). Bo Bpems BbINOSIHEHUSA OrepaTUBHOIO BMeLla-
TesibCTBa 0653aTe/IbHO yAaNAaT BCe FPYNMbl PErMoHa bHbIX IMMMBAaTNUYECKNX Y3/10B,
Tak Kak 6onee yem B 50% criyyaeB OHWM MopadkeHbl MeTacTaszamu. [acTPUHOMBbI,
NIoKanusyLwmecs B CAN3NCTON ABEHaAUATUNEPCTHOM KULLIKW, clefyeT McceKaTb.
[ANnA KOHTPONSA 3a pajuKanbHOCTbO YAa/leHUS BCEX UCTOYHUKOB runepracTpuHemMmm
»KenartesibHO BbIMOJ/IHATL 3KCrpecc-onpefeneHne KoOHLUEHTpauuy ractpuHa B KpoBu
[0 1 nocsie onepaTtMBHOINO BMeLLlaTe/IbCTBa.

MeponpuAaTua, Hanpas/ieHHble Ha CHUXXEHMEe 4acToTbl Moc/ieornepaunoHHbIX
OCNOXXHEHMUI W NeTasibHOCTU, aHasI0rMYHbl TaKoBbIM MPU WHCY/IMHOME U APYTuX
H30 nomxenypao4vHoii xenesbl.

B oTnnuuve oT cnopafnyeckoil raCTpUHOMbI, TaKTMKa sledeHnss 60NbHbIX C racT-
PVH-NPOAYLMPYIOLLEH 0NYX0Nblo, coveTarouenca ¢ MOH 1-ro Tmna, YeTKOo He onpe-
peneHa, CyulliecTBYHOT cnegytoLime noaxoabl.

m Ecnv npyn pgoonepauyoHHOM UCCNefoBaHUM OMyXoslb He ob6Hapy»eHa, TO OT

ornepaTMBHOrO JieYeHUs 0TKa3blBalTCA. STO CBA3AHO C TeM, 4YTo Npn M3H 1-ro
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DHAOKPUHHAS XUPYpPrus

TUNa y nojasnstoLliero 60nbWMHCTBA 60/bHbLIX racTpUHOMa pPacrnosioKeHa B
[BeHaLaTUMNepCcTHON KULLIKE N NPaKTUYECKN BCerga MMeeT My ibTULLeHTpUYec-
KU pocT. B cBA3M ¢ 3TUM 06Hapy>KeHne 1 NosIHoe yaasieHe BceX MCTOUHUKOB
rmnepracTpMHeMmnmM cYMUTaKT HEBO3MOXXHbIM, a peungus 60M1e€3HM B TeyeHue
6nmxkaiiwero roga Hactynaet 6osee yem y 50% naymeHToB. [M03TOMy 3TUM
60/1bHbIM PEKOMEHAYIOT MOXXU3HEHHbIV MpYeM aHTUCEKPETOPHbIX NpenapaTos.

m [lpyrve BpaynM B 3TOW CMTyaLUM BbICTYNalT 3a aKTUBHYI XUPYPrUYECKYHO

TakTuUKy. OnepaTuBHOE NIeHYeHNE BK/IOHAET IHYK/1eaLnto onyxoei U3 rosioBKu
No>KeyL04HOM XKenesbl UM UCCeHeHne AyoaeHabHbIX raCTpMHOM, yaasleHne
MaKCUMasibHO BO3MOXHOIM0o 4mcsia napanaHkpeaTUdyecKnx mnmdaTnyeckux
Y3/10B N AUCTaNbHYIO pe3eKuuto Xesnesbl. B ciyyae Takoro nogxoga K ne4eHumto
npn cpoke HabnwaeHuns o 20 neT 0kono 2/3 60/1bHbIX UMENU HOPMasIbHYH
KOHLLEHTpauMIo racTpuHa B KPOBU M HU Y KOFO U3 HUX He 0TMeYeHO pa3BuTUSA
rneyeHoOYHbIX MeTacTa3os.

BeposATHO, N0 Mepe pasBUTUA MeTOAOB [0- U MHTpaornepaLnoHHOW Tonmyeckol
ANarHoCTUKM 1 cnocoboB onpefeneHns afeKBaTHOCTU yaasleHUA raCTpUHOM, XUpPYpP-
rmyeckoe BMelLlaTe/IbCTBO 3aiiMeT AOCTOMHOE MECTO B JIEYEHUUN 6O0NbHbIX C CUHAPO-
MOM 30/1/IMHrepa-3IncoHa, coyetaHHoro ¢ M3H 1-ro tuna.

TakTuka neyeHns 3/10Ka4eCTBEHHOW racCTPMHOMbI C MeTacTa3amu B MeYeHb U NINM-
thaTmyeckme y3nbl aHasloOrMyHa TakoBOM MPU MHCY/IMHOMAax: HeobXoaMmo yaanuTb
OCHOBHYIO OMYXO0/lb U MaKCUMasIbHO McCeYb MeTacTasbl B rnevyeHu. Npu oTCyTCTBUN
BO3MOXXHOCTU BbINO/IHEHNS paAMKasbHOW onepauunm npegnodTeHue cregyet oTaa-
BaTb LUUTOPeAYKTMBHOMY BMELLATENbLCTBY C MOCNEAYHOLEA CUCTEMHON U CENEKTUB-
HOW XMMMoTepanmnii n CKNepo3vpoBaHNEM METACTa30B MeYeH!.

CamOoCTOATENIbHYO CUCTEMHYIO XMMUOTEpPanuio (CTPeNTO30UUH®, 5-hTopypaumnn,
MHTEP(EPOH M aHasioru comatoctartuHa) NpPoBoAAT NpU HepeseKTabe/IlbHOCTU OCHOB-
HOWM OMyXO0/M WUAW OTCYTCTBUMU BO3MOXXHOCTU MPOBeAeHUS ornepauum mno Apyrum
npuynHam.

MporHos

Mcxodbl onepaTUBHONO fie4eHUsA 60/1bHbIX C CMHAPOMOM 30/1MHrepa-3amMcoHa,
06yC/10B/TIEHHOr0 CNOPaANYecKOo racTPMHOMOW Mpu OTCYTCTBMU MeTacTa3oB B Meye-
HW, BecbMa 61aronpuATHble — 10-1€THAA BbDKMBaAEMOCTb cOCTaBseT 0Kos10 90%.
Mpn MeTacTaTtnyeckoMm MNOPadKeHWU MeyvyeHU 5-/IeTHAA BbDKMBaAEMOCTb COCTaBnseT
0K0M10 40%, 10-netHAA— meHee 30%. lNpu coyeTtaHuUu racTpuHombl ¢ M3OH 1-ro
Tuna 10-NeTHAA BbDKMBAeMOCTb 6e3 MeTacTa3oB B MevyeHW gocturaeT rnoytn 100%,
npu HanMunuu oTganeHHbIX MeTacTa3oB — 0K0M0 60%. B uesiom »Ke, NpPorHo3 npu
crnopagnyeckon u cemeiiHon copme 3abosieBaHUA 3aBUCUT OT ABYX (PaKTOpPOB: pas-
MepOoB 0MYyX0/IN U HA/IMYUA OTHAA/IEHHbIX MeTacTasos.

Ecnn ocHOBHOW 0onyxoneBblli oyar yjainTb HEBO3MOXXHO W MPOBOAAT TO/IbKO
CENIEKTUBHY U CUCTEMHYIO XUMUOTepanuio, 5-neTHAA BbI>XXKMBAEMOCTb He NpeBblLula-
eT 20-30%.

Pefikve HelpO3HAOKPVHHbIE OMyX0sn

K peakum HOO0 nomkenyaovHon »esnesbl 06bIYHO OTHOCAT BUIM-oMbl 1 rioKaroHo-
Mbl, cocTaBnsowme no 5-8% ropmMoHasibHOAKTUBHbIX 06pa3oBaHnii 3TOro opraHa, a
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TaK>e comatocTaTUHOMbI N PP-KeToYHble 0NyX0nun, YactoTa BbiABJIEHUA KOTOPbIX
He npeBblWwaeT 1%.

BUIMM-oma

Jlo cux nop 60/1bLLUNMHCTBO cny4daes BUIM-om AMarHOCTUPYOT TO/IbKO NPU TUCTO0r -
YECKOM McCnefoBaHMM Ha ayToMCUAX, YTO 00yC/1I0B/IEHO HEAOCTATOYHOM OCBEAOMIIEH-
HOCTbIO Bpayei 0 KIIMHUYECKUX MPOSB/IEHUAX 3TOF0 3HAOKPUHHOIO CMHAPOMA.

Yaule Bcero B/TIM-ombl TOKaNn3yoTCcsa B MOAXKeNYA0UYHOM XKene3e 1 ObIBaOT COMN-
TapHbIMU. OgHako B 10-20% OHWM MOryT 6bITb MHOXXECTBEHHbLIMW, pPa3BMUBasAChb, Kak
npaswuno, B coctaBe cmHapoma MOH 1-ro tnna. 3nokadectseHHble BUT-ombl BCTpe-
yatloTcsa 6osiee yem B 50-60% cniyyaeB M Yallle BCero MetactasupytoT B rneyveHb (6onee
50%) n abgoMmnHanbHblie numgaTrndeckune ysnol (6onee 30%).

KnnHuyeckne nposiBneHns 3abonesaHwusi, MNONyYMBLUEro Has3BaHWe CUHApOMa
BepHepa-MoppucoHa, 06bACHAKTCA WM3ObITOYHOM CeKpeuuii OMyXxosbil Basoak-
TUBHOI0 MHTeCTMHanbHOro nonunentuga (BUM), B dwusnonornyecknx ycnoBuax
KNeTKu, BbipabaTtbiBaoLwme BUI, HaxogaTca no BceMy NULLLEBAPUTESIBHOMY TPAKTY
(cnusncTas >kenypka, TOHKOW M TOICTOM KULLIKK), B XXENYHOM Ny3blpe, MOYEN010BOM
CUCTEME, B C/IIOHHbIX XKene3ax, Nerknux, HagnodeuyHukKax, NoaykenynouHom xenese,
naayeHTe, a TakXke B LleHTpasibHOM (Kopa rosioBHOro mosra, runotasamyc, Lepebpo-
BaCKy/1sipHble HEPBbI) N aBTOHOMHOI HepBHOM cucTeMe (6n1y>aatlownii Heps, cMmna-
Tu4yeckume raHrnnm). OgHaKko KAnHMYeckas KapTmHa 3aboneBaHUs BblpaXkeHa TO/IbKO
Npu N36bITOYHOM NPOAYKLMM FTOPMOHA OMYXO0/1bio,

K OCHOBHbIM KJIMHNYECKUM MNPOSAB/IEHMNEM, CMHAPOMa BepHepa-MoppueobiaoTHO-
CUTCA NOCTOAHHAA UNU MHTEPMUTTUPYIOLWaA anapes, npusoasalLas K 06e3BoXkmBa-
HUI0 NauneHToB. CofeprkaHue Kasina B naasme KpoBU CHUXKaeTca A0 2,5 MMonb/n
N HWKe, KOHUeHTpauus 6ukapboHaToB B naasme KpoBM — HWe 15 mmonb/n.
Y 4yacTn 60/N1bHbIX 0TMEYaTCA «MPUNBbLI» B 06/1aCTU BEPXHEN YacTu Tena, NAT-
HUCTasd, apuTeMaTo3Has cbifb. Y 25-40% 60NbHbIX BbIABAAIOT rMnepKaabLnemMmumio
(Kanbumii B nna3me HaTowak 6osee 3 MMOb/A.), B OTAEMbHbIX CAyYasX BblpaXKeHbl
NPUCTYNbl TETAHUN.

[ns noctaHoBKM AnarHosa BUTM-ombl HE06X04MMO MOATBEPANTL HA/TNUME:

& ceKkpeTopHoi anapen (He meHee 0,7 1 B CYTKW, He MeHee 4yeM B TeyeHue
3-4 Hep);

4 MOBbILEHHOM KOHUeHTpauun BWI B nnasme KpoBM HaTowlak 6osiee
60 nmosib/n (Npy Hopme fo 20 nmonb/n);

¢ onyxonu.

Mpn aTOM Heo6XxoAMMO onpefeniATb KOHLEHTpauuio U ApYyrux ropMoHoB, cekpe-
TUPYEMbIX OCTPOBKOBbLIMMW KNETKaMM MOKETyA0UHOM XKenesbl, yUMTbiBas BO3MOXK-
HOCTb NMOJINTOPMOHA/IbHOM aKTUBHOCTU OMYX0/M (3TO MOXKET U3MEHATb KITMHUYECKNE
nposiBNieHnsa 3abosieBaHmSA).

[CnokaroHoma

CniokaroHoma (a-kseTouyHas, onyxosb MannncoHa) B N36bITOMHOM KO/IMYECTBE CeK-
peTupyeT I/Il0KaroH, KOTopbliA 1 onpejenseT KJIMHUYeCcKoe TeueHre 3a601eBaHuns.
3Tn onyxonu pacnonaralTcs 4Yalle BCero B Tesle WM XBOCTe MOAYKeNyA04HO
»Kenesbl N TOoNbKO 20% — B ronoBke opraHa. NepBUYHYIO TNOKaroHoMy rnpak-
TUYECKN HUKOrga He HaxoAAT BHe MOMKeNnyAo4yHOWM >Kefesbl. B pefkmx cnydasx
naHkpeaTu4yeckue rAlKaroHoMbl 6bIBal0OT MHOXXECTBEHHbIMU U, KaK MpaBuo, OHU
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0KasblBalTCA NpPosABAEHMAMMU cuHApoma Bepmepa (MOH 1-ro Tuna). ['l0oKaroHoMbl
3T0 06bIYHO COMMTAapHbIe, Yallle KpyrnHble onyxonn. Pazmepbl onyxonei KosebnoTes
B WUMpPOKMX npegenax — oT 0,2 pgo 35cm, B cpeagHem coctaBniaga 7,6 cm. B 10-14%
cny4aes passmBaeTca AUy3HOE NOPaXKeHMe BCel »Kenesbl.

Moutn 80% rnKaroHoM — 3/10Ka4YecTBEHHbIE, NpuUYeMm 2/3 U3 HUX HA MOMEHT
NOCTAHOBKW AMarHo3a y>ke UMelT MeTacTasbl B MeyeHb, napanaHKpeaTnyeckue
nnMmpartmyeckme y3snbl, MO3BOHOYHUK, YTO OTYACTU O06YC/I0BIEHO ANUTE/IbHbIM
CPOKOM MX pocTa OT MOABJSIEHUA MepPBbIX KAMHUYECKUX CUMMTOMOB [0 MOCTaHOB-
KV npasuabHOro guarHosa (5-15 ner), K TOMy >Ke 4YacTb ONyxo/ieri MOXKeT pacTu
6ecCMMMTOMHO.

KnnHuyeckn rawokKaroHoma nposisnserca cnmHAgpomoMm MannucoHa — npuo6-
PETEHHbIA AnabeT, AepmMaTUT, TPOMO603 TFAYyB60KUX BEH, AEMNPECCUBHLIA CUHAPOM.
B kapTunHe 60n1e3HM yaLle BCEro JOMUHUPYIOT KOXKHbIE NMPOABNEHNSA, NO3TOMY MoAaB-
nsawouee 60NbWMHCTBO 3TUX NaUMEHTOB BMepBble o6pallalnTcsa K AepMaTosioram.
K xXapaKTepHbIM MposaBfeHUAM, BcTpedawwmumes B 60-70% cnyyaeB, 0OTHOCUTCA
HEKPONUTUYECKAA MUTPUPYIOLLLAa apuTemMa — HenpaBubHOM (DOPMbI, C U3MEHSI0-
LWMMCA KPaem N ¢ TOKCUMYECKNM HEKPOJSIN30M 3anuaepmMmuca, YTo onpenenseTcs rucro-
NOrnYecKn. ITOT NPoLEect NPOTEKAET LUMKINYECKM B TedeHUe 7-14 aHeli. HaunHaeTcs
C NOABMEHUA eAVHMNYHOIO0 MATHA WKW TPYNNbl NATEH, 3aTEM Ha UX MeCTe NMoAB/ATCA
nanynbl, 3aTeM Be3uKy/bl, MpespallatLimecs B 3po3nn. lNocnefHre NokpbiBaloT-
CA 4YewlyMKaMu MM KOPKamu, Mocsie Yero ocTaeTcs y4yacToK rmnepnmrmeHtTauumm.
K 0c06eHHOCTAM BbICbIMAHUA OTHOCUTCA TEHAEHUUS K C/AUSHUIO, paspeLleHuto C
LeHTpa n nonmMmMmoptmn3M — ovarm rnopaxkeHnsa Haxo4AaTca Ha pasHbIX CTagnusax passu-
TNA, BCNEACTBME Yero nopadkeHHast MOBepXHOCTb UMeeT NecTpblii BuA. NHorga npu-
coefiMHAETCA BTOPUYHAasA UHMeKLMA. Yalle BbIiCbINaHUA JIOKaIN3YTCA Ha HUXKHUX
KOHEYHOCTSAX, B MaxX0BOW 06/1aCTN, MPOMEXHOCTU, NepuaHasibHOM 06/1acTh, HMKHEN
4yacTu »XXMBOTA.

YacTo Tak)Ke BCTpPeYalTCs aHrynspHbIA XelnuT, cToMaTuT, TMHIMBUT, F0CCUT
(A3bIK NpWY 3TOM 6O/bLUOA, MSACUCTBIA, KPaCHbIA, CO CrAaXKeHHbIMU COCOYKaMu).
Pexxe passmsatoTca 6anaHnT U BarHUT. MoryT nopaxartbCs HOITU (0TMeyaeTcs UX
AncTpodus), NCTOHYATbLCS BOOCHI.

Kpome KOXXHbIX MPOABAEHUI, BCTPeyaeTcs caxapHblii AnabeT cpefHeTs»Xenoro
TeyeHus. B 15-20% cny4yaeB oTMe4daeTcs guapes, yalle nepuoguyeckas, passinyHomn
CTeneHn TSXKecTu, pexke — cTeatopesd. Y 10-12% 607bHbIX pasBuMBaeTcs TPom603
rny6oKMX BEH, HepeKo OCNOXHAKLWMWACA TPOM603IM60NER NEeroYHbIX apTepuii.
Jl0BO/IbHO YaCTO MOXKET BO3HMKATb HOPMOXPOMHAaA HOPMOLIMTApHas aHemMus, pe3uc-
TEHTHasA K BUTaAMWHOTepanuu n fedeHNo npenapaTtamu xenesa. AHeMuns o6ycnos-
NleHa NPAMbIM B/IMAAHWEM [J/IlOKaroHa Ha 3puTporoas M Katabosim3m spuTpoLUnTOB.
Y HeKOTOopbIX 60/IbHbIX CHMXXaeTCcA Macca Tesia (He3aBUCMMO OT aHOPEKCUUN) U BO3HU-
KalT HEMPONCUXNYecKne paccTpomncTaa.

JnarHo3 raoKaroHoMbl CTaBAT Ha OCHOBAHMWN XapaKTepHOM KAMHWYECKol KapTu-
Hbl (XpPOHMYecKas HEKpPOSINTUYECKas MUTpUpylowas aputeMa, BO3HUKHOBEHME yMe-
peHHOro caxapHoro guabeta BO B3pOC/IOM Bo3pacTe 6e3 ceMeiHOro aHamHesa, CHuxe-
HVe Macchbl Tena, AernpeccuBHbIe COCTOAHNSA), MOBbILLEHUA KOHUEHTPaL UK I1loKaroHa B
naasme Kposu Bbiwe 500 nr/mn (B Hopme 50-200 nr/ma) v HANUYNA TUNEPTIKEMUN.
Oc06eHHO HE06X0AUMO OTMETUTb, UTO pasBUTME Yy NaumeHTa caxapHoro avabeta 6e3
cemMeliHOro aHamHe3a B Bo3pacTe cTaplue 50 fieT J0/MKHO CAY>XUTb OCHOBAHUEM A5
npoBeAeHNS COOTBETCTBYIOLLLMX 1abopaTOPHbIX U MHCTPYMEHTasIbHbIX UCCef0BaHWNA.
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JabopaTopHasi AMarHoCTMKa BKJ/IOYAeT onpejesieHMe KOHLEeHTpauum UMMYHO-
peakTMBHOIO F/1l0KaroHa B Mja3Me KpOBW, KOTOPbIA Tak)Xe MOXET MOoBbILAThCS
npu caxapHom Aauabete, PEOXpPOMOLIMUTOME, LIMPPO3e MeYeHW, 3K30FeHHOM runep-
KOpPTULM3MEe, MOYEYHOM HeAoCTaToMHOCTU, MaHKpeaTuTe, TpaBMe MOAXKENyA04HOMN
»Kesnesbl, ceMeHoN runeprarokaroHemMumn. OgHako MoBbILLEHWE ero KOHLUEHTpaLmn B
HECKO/IbKO pa3 Bbllle HOpPMbl BCTpeYaeTcs TOMbKO MPU FII0KAroH-CeKPeTUPYHLLNX
onyxonax. Kak n npu gpyrux H30, Heo6xoANMMO onpefenuTbh KOHLEeHTpaumMio Hecne-
LNPUNYECKMX MapKEPOB 3TUX OMyX0siel (XpoMorpaHuH A).

ComartoctatnHomMma u PP-kneToyHas onyxonb

JaHHble HOBOO6pa3oBaHMA BCTpPeYarTCs KpariHe peKo, NpakKTUYecKn Kasymctmyec-
Kn. B cBA3M € TeM, 4YTO 60NbLUNHCTBO U3 HUX NPOAYLMPYIOT MHOXECTBO FrOPMOHOB, U
B K/IMHNYECKO KapTUHE MOXXeT npeobniafatb AeACTBUE KAaKOro-To 0AHOro U3 Bcero
CEKPETUPYEMOro CNeKTpa, AuarHo3 3avyacTyl CTaBuUTCcA Npu MMMYHOTUCTOXUMMUYEC-
KOM mnccnefoBaHUN yaasieHHOro rnpenapara Ha onepauumn UM Ha ayToncum.

Pasmepbl 3TMX onyxoseii BapbUpylOT 0T 2 MM A0 8 CM, H2 MOMEHT MOCTAHOBKMU
pnarHo3sa ot 50 go 80% m3 HUX 0KAa3bIBAKTCA 3/I0KAYECTBEHHLIMU C OTAASIEHHBLIMU
MeTactasamu.

Cneumndinyeckasa KIMHMYECKasa KapTuUHa xapakKTepHa TO/IbKO A1 comaTocTaTu-
HOMbI U MPOABAETCA AMcnencueid, caxapHbiM AMabeToM Nerkoro TeHeHUs 1 Xonenm-
Tnasom. B ocTanbHbIX cnydasax atm H30 nnbo okasbiBaoTCA cny4daliHO Haxo4Kow,
NnBo NnoABMAAETCA KNIMHUYecKas KapTuHa, cBsA3aHHadA co caaBieHneM HoBoobpa3oBa-
HMEM COCeJHUX OPraHOB N PaKOBOW KaxeKCue.

JlabopaTopHaa AuarHocTMKa OCHOBaHa Ha onpejesieHnM KOHLUeHTpauum Xpomo-
rpaHnHa A (1 B HEKOTOPbIX Cllyvasax comaToctaTMHa U naHKpeaTUYecKoro nonvnen-
Tnaa), B TOM YuUC/e N Ha pasysibTarax CTUMYIALNOHHBIX TECTOB.

Tonuyeckass AMarHocTuka pegknx HEeMpo3HAOKPUHHbIX ONyX0nen nogxeny-
AOYHON Xenesbl

YuntbiBasa 60nblUve pa3mepbl Kak BUIM-om, Tak 1 rnikKaroHoMm, Tonuyeckas gua-
FHOCTMKA He NpeAcTaBnseT 60NbLWINX TPYAHOCTER. [NA 3TOM Lenn Ucnonb3yT Tpa-
AVNUMNOHHbIE MeToAbl AnarHocTnkn H30 nogykenyaovyHomn xxenesol — Y3, KT, MPT
n 3Y3U, no3sonsawwme BbisBUTbL A0 50-90% HoBoob6pa3oBaHWii. Bonee nepcneKkTmne-
HO, 4eM npu gpyrmnx HBO, BbINOSHEHME CUMHTUTpadunn c 3T0 nccneposaHue
Nno3BosseT onpeAesInTb He TOSIbKO OMYXO0/b, MNPUYeM MpU ee BHeNaHKpeaTU4ecKomn
nokanunsaumu, HO U oTAasNIeEHHble MeTacTasbl, B TOM YuC/e U B KOCTU (4yBCTBUTENb-
HoCcTb 90-96%). CynepceneKTUBHYK aHruorpaduio BeTBEW 4YPeBHOro cTBojla WU
BEpPXHel BpbDKEeUHOl apTepuu, a TakXXe apTepuasibHO CTUMYJ/IMPOBaHHbIM 3a6op
KPOBU c/iefyeT BbINO/IHATb TO/IbKO B TeX pefKUX caydasX, Korga onyxosb He yaaet-
CA NOKaNIM30BaTb HY OAHUM U3 MepeyncsieHHbIX MeTOA0B vccnenosaHusA. Bo Bpems
onepaunun 06s3aTesibHO BbINOAHSAKT MHTPaonepauymoHHoe Y3W. 3TOT MeTof 0cCo-
6eHHO ahhekTMBEH Y 60/IbHBLIX C cMHAPOMOM M3H 1-ro Tmna nNpu No4o3peHUN Ha
BHEMaHKpeaTU4eCcKyH SioKainmsaLumnio onyxonmn, a Tak>ke rnpum oTCyTcTBUM TONMMYec-
KOro AmarHosa go onepauuu. NpumMmeHeHWe MHTpaonepaLmoHHOro Y3 nossonser
nokanusosatb BUT-ombl n rnokaroHombl B 90-98% criyyaes.

ANropuT™M AMarHocTU4YecKoro rnovcka npu H30 nogykenyaoyHoON >kenesbl npeg-
cTaBfieH Hapac. 4.7.
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Mopo3pexne Ha HOO {knnHnYeckan KapTuHa
UNKN BbiSIBNIeHHas UALMHAEHTanoma)

Puc. 4.7. AnropnTMm AMarHOCTMYECKOT0 noucka nNpu HEMpPO3HAOKPUHHBLIX OMYyXONAX renatonaHkpea-
ToAayofeHanbHoW obnacTu.

leyeHne u NporHos

OCHOBHbIM 1 pagnKasibHbIM METOA0M /ledeHns peaknx H30 nomxenyao4Hon >xenesbl
ocTaeTcs Xmpypruyeckuin. K coxxaneHuto, B CBA3W ¢ No34Hel gnarHoCcTUKoOM 1 60b-
LIOW [0Mei 310KaYeCTBEHHbIX HOBO06PAa30BaHW, Ha MOMEHT orepalyn KoJn4vecTBo
pe3ekTabesibHbIX OMyxosieii He npesBbiwaeT 70-80%, a paguKasibHY onepayumio
BO3MOXXHO BbINO/IHUTL TOo/bKO 20-30% nauueHToB. lMpeanovTteHne HeobxoaMmo
oTAaBaTb pe3eKUMOHHbIM crocobam fiedeHns: NnaHKpeaToayoAeHaslbHOM pe3eKkumn um
ONCTasIbHOW pe3eKLunm Nog>KeNnya04HOM Xenesbl. 10 BO3MOXKHOCTU CnefyeT nccekaTb
BCE MeTacTasbl B MeYeHU U NPOBOAUTL NIMMAALEHIKTOMMUIO. B cny4dae BbINO/THEHUA
LNTOpesYKTMBHOM onepaLum nokasaHo KOMMAEKCHOe XMMMoTepaneBTMYecKoe sede-
H1e, KaK 1 npu gpyrux H20 nogykenyao4vHo >kenesbl. Heo6X04MM0 OTMETUTD, UTO B
CBA3U C 60/1bLUMM KO/IMYECTBOM B 3TUX 06pa3oBaHUAX PeLLEeNTOPOB K COMATOCTaTuUHY,
O0TMeYeHbl HeMnJsIoxXmne pesynbTaTbl JleHeHUA aHasoramu comatoctatuHa. Ha coHe npu-
MeHeHNs1 aHa/I0roB coMaTocTaTMHa He TOJ/IbKO YCTPaHAITCA K/IMHUYECKVE NposBIie-
HWA 3a60/1eBaHNA, HO B pAe C/lyvyaes 1 CTabunmsnpyeTcsa pocT ONyXosin.

OTpaneHHble pe3ynbTaTbl SIeHeHUs 3TUX OMyX0nel HECKOTbKO Xy>Ke, YeM MPU UHCY-
JINHOMax, HO B LLe/10M BMOJIHE YA0B/1IeTBOPUTESIbHbIE. ocne pagnKanbHbIX ornepaTuBHbIX
BMeLLaTe IbCTB NauMeHTbl XXUBYT 6oniee 7 neT. LinTopeAyKTUBHbIE onepauumn B coyeTa-
HUK C KOMIMJIEKCHOM XMMMoTepanuein NpoaaeBatloT XXM3Hb 60/bHbIX 40 2-3 neT CpegHss
MPOAOC/HKUTENIbHOCTL XXM3HW M0C/e NPOBeAeHUS TONIbKO XumuoTepanuu (C npuMeHeH -
emMm comartocTaTmHa, NHTepdepoHa 1 CTpenTo3oTaumHa) coctasnisgeT 15-18 mec.
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Paznen 5. AgeHombl r1nodmsa

. N'puropees A.1O.

AgeHoma runodgmsa {pituitary adenoma) — gobpokayectBeHHasi ONyxosb, NCXO0-
Aauan n3 KNeTok nepegHeinn gonu runodmsa (ageHormnogumsa).

Knaccudovkaums

KnaccupuumnpyoT ageHoMbl rmnogusa, Ncxoaa ms:
¢ natoreHesa — nepBUYHbIE, BTOPUYHbIE;
4 pa3MepoB — MUKPOaLeHOMbI (OMyX0Nn, He NpUBeALLINe K YBE/TMYEHNIO pas-
MEepoB TYpeLLKOro ceasna), MakpoageHombl (HebonbLine, cpegHue, 60nbLINE,
ruraHTcKume);
¢ HarnpasJ/ieHUI0 pocTa — cynpa-, UHgpa-, peTpo-, aHTe-, 1aTepocennsApHbIe;
rOPMOHasIbHOM aKTUBHOCTU — aKTUBHbIE N HEAKTUBHbIE;
¢ TMNa rOpPMOHaNIbHOW CeKpeLuun — MNpofaKTUHOMA, KOPTUKOTPOMMHOMA,
COMaTOTPONMHOMA, TUPEOTPONMNHOMA, FOHAA0TPONMMUbIOMA, ONMYX0/IN CO CMe-
LWaHHOW ropMoHasibHOM NpoayKUMEN;
¢ BeJIMUYMHBbI MHAEKca 3/10KavyecTBEHHOCTU (onpedenigseMoro rno rnokasaTesio
MeTOK Mapkepa nponugepaumn Ki-67 n Bblpa>XeHHOCTU MMMYHOPEaKTUB-
HOCTU Ha 6enoK p53) — TUNUYHbIE, aTUMNUYHbIE U KapLuHOMBI.

Mpu HanucaHn faHHOro PyKOBOACTBA 3a 0CHOBY 6bls1a B3ATa Kiaccudmkaums no
rOpMOHasfIbHOM aKTUBHOCTU, KakK B HanbonbLUel cTeneHn oTpaxkarwias saHAOKPUHHbIE
N3MEHEHUS, BO3HMKaOLLME B OPraHM3Me B CBA3M C FMNepnpoayKumer TponHbIX rop-
MOHOB runogusa. «opMOHasIbHO-HeaKTUBHbIe» afeHOMbl rnmrnogmsa oKasbiBalT BO3-
[JecTBME Ha opraHmM3M, B YACTHOCTWU Ha XMa3MasibHO-CeNIApHY 06nacTb, Kak npa-
BWJ10, TNLLb KaK 06beMHOe 06pa3oBaHue, B pe3y/ibTarte BO3AENCTBUSA KOTOPOro MOXKeT
pa3BmMBaTbCA KakK HEBPOIOTMYEecKas CUMNTOMaTMKa, TaK U pa3NINYHON cTerneHn Bbipa-
YKEHHOCTWN FOPMOHasIbHbIE HapyLLUeHNs (TMneprnposiakTUHEMUA U BTOPUYHbIA TMAONU-
TyuTapusm). F0pMOHa/IbHO aKTUBHbIE XK€ BO3AEACTBYIOT HE T0./IbKO MEXaHUYeCKN, HO
1, B NEPBYI0 o4epedb, 0KasblBaldT CUCTEMHOE BANSHWE MOCPEACTBOM BblpaboTKM rop-
MOHOB B K/TMHUYECKM 3HAUMMbIX KOHLEHTPaLMAX, Bbi3blBas TO MU MHOe 3abosieBaHme
(rmnepnponakTUHeMuUs, akpomeranus, 6onesHb MueHko-KywunHra v gp.).

*

anngemmonorusa

PacnpocTpaHeHHOCTb afieHOM runogusa y B3pocsibix cocTaBnseT oT 10 go 30% c¢
paBHOM 4aCTOTOM Y MY>XKUUH W XKEHWMWH. Y deTeii mnagwe 15 neT oHW BCTpeyarTcs
3HaUUTENbHO pexke. B ayToncuitHOM maTepuasne ageHoMbl rnnousa o6Hapy>XmsarT-
CA NpumMepHo B 25% cny4aes.

m Hawnb6osiee yacTo BCTpevawLWminica TMN ONyxoan — MponakTUHOMbI (Nponak-
TUH-CeKpeTupyoLw e ageHomsl). Kak npaswno, TeyeHne nponakTMHoOM fobpoka-
YeCTBEHHOE, Ma/INrHU3auMa 0TMeYaeTcs KpaliHe peako. PacnpocTpaHeHHOCTb
NPosiaKTUHOM cpefn afeHoM rurnodusa coctasnseT nopsgka 35-40%. B ayTo-
NcUMHOM MaTepuasie U3 BCeX afeHOM MpPOSaKTUHOMbI 06Hapy>XuBanucb Npu-
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Paspgen 5. AgeHombl runodumsa

MepHo B 45% cny4yaes, Npu 3TOM MUKPOMPONaKTMHOMbI BCTpeyalTca valle (40
60% HabnogeHnin). PacnpeaeneHne cpean XXeHLWNH U MY>KUYMH cocTaBNseT An4
MUKpornposiaktnHoMm 20:1, ansa makponponaktuHom — 1:1. MukpoageHoMbl B
95% cny4daeB He yBe/IMUMBAIOTCA B pasmMepax gake nNpu oTCyTCTBUWN NaToreHe-
TWUYECKOro Jie4eHNs aroHucTamm gopaMmmHa, To eCTb BEPOATHOCTb TpaHcopma-
LU MUKPOALEHOMbI B MaKpoajeHOMY cocTaBsieT He 6onee 5%.
ComaroTponnHoMa — BTOpasd Mo pacnpocTtpaHeHHocTu (25-30% Bcex afge-
HOM) ropMoOHaNbHO-aKTUBHAas afeHoma runocusa, npoayumpyrowas coma-
TOTPOMHbIA FOpMOH (ropmoH pocTa, CTI) n aBnawwanca APUYNHON 3HOOK-
PVHHOro 3aboneBaHns — akpomerasimm B 95% HabnwogeHuin. OHa ¢ paBHON
yacToTolM MopakaeT U MYXUYMH W >KEHLWWH, 06bIYHO B CpefHem BO3pacTe.
PacnpocTpaHeHHOCTb cocTaBnsieT 5-7 Ha 100 OO0, a 3aboneBaemMocTb — 3-
4 cnydad Ha 1 OO0 OO0 HaceneHud B rof. VIctTuHHasa pacnpocTpaHeHHOCTb aKpo-
Merasimm MoXkeT 6bITb U Bbllle, MOCKO/IbKY pacrno3HalT ee Aaneko He Bcerga u
BPEMSA OT MOSABJ/IEHUA MEPBbIX NMPU3HAKOB aKkpoMerasmy 0 YCTaHOB/IEHUA TOY-
HOro anarHo3sa Kosiebnetcsa ot 5 go 15 net u 6bosnee.

KopTukoTponnuHoma — onyxo.nb, npogyumpyrowas AKTI, obycnosnmsatoLwnii
K/IMHNYECKYID KapTuHy 6one3Hn WMueHko-KylwivHra. BcTpeyaemMocTb cpegm
ageHoM runogusa coctaBnseT nopsgka 7%. 3abosieBaHWe rnopaxkaeT B3poc-
NbIX 3HAUNTENIbHO Yalle, YeM AeTell: BO B3pOC/IOM Bo3pacTe 6051e3Hb M eHKo-
KyLlKnHra cTaHOBUTCA MPUYMHOA 3HAOFEHHOro runepkopTnumnama B 70-90%
c/y4daeB. Y XeHLWKH 3aboneBaHne BcTpevaeTcsa B 4-5 pas vawle. MNogasnsioLlee
60NbLWNHCTBO KOPTUKOTPOMMUHOM COCTaBNAT MUKPOAAEHOMbI, 3a4acTylo
OHWN MOTYT 6bITb MHOXeECTBEHHbIMU. PacrnpocTpaHEHHOCTb KOPTUKOTPOMUHOM
coctasnsgeT 39 Ha 1 OO0 OO0 yenosek. B rog Ha 1 000 OO0 HaceneHusa Poccuun
perucTtpupytot 1-2 HoBbIX cnyyasa 6onesHn NuyeHko-KywmnHra.
TVUPEOTPONMUHOMbBI OTHOCATCS K YNCY PeaKNX onyxosnen (He 6onee 1-2% Bcex
afieHoM rmnogun3sa).

«COpMOHanbHO-HeaKTUBHasA» OMNyxo/lb runodusa — HeogHopogHAA rpynna,
cocTosllass MPeUMyLLECTBEHHO M3 0MyXofel, MMeKLWMX roHagoTpoHoe Mnpo-
MNCXOXKAEHME, peXke KOPTUKOTPOMHOe, NPOoSiaKTOTPOYHOE WM COMATOTPOHOE
C CEKPETOPHbIM MOTEHLMANIOM, HEAOCTATOYHbLIM A1 BbIAB/IEHNA B KPOBU U3Me-
HEHUA KOHUEHTpaLunM COOTBETCTBYIOLMUX FOPMOHOB MNepeaHen Aonun runocmnsa
M pasBuUTuUA crneun@umyeckon KIMHUYECKON KapTUHbl. HeakKTMBHblE afeHOMbI
rmnogusa BcTpevaeTcs B 25-40% cpeau Bcex afeHom runocgpmsa. Yactota B
nonynsymum coctaBngeT npumMmepHo 10 HOBbIX criydaeB Ha 1 OO0 OO0 HaceneHus.

JTnonorma n natoreHes

MonekynsipHblii AedeKT, NPMBOASALWLNIA K 06pa3oBaHMi0 ageHoM runogusa, octaeTcs
HEen3BeCTHbIM. lpouecc pasBUTUSI camoli OMyXosiM MHOFOCTYMEHYaTblii U KpaTKo
BbIFNAANT cleaylowmnM o6pa3om: Ha CTaguu MHAYKUUW BO3HUKAET CMOHTaHHas,
WHAYUVPOBaHHAS WV Hac/1eaCTBEHHAs MyTaL s B NOSIMMOTEHTHOM CTBOMIOBOW KeT-
Ke WU/ B 3pesioil KNeTKe, Befylllas K akTUBaL MM TOro UK MHOTo MPOTOOHKOreHa uam
WHaKTUBaLMM reHa-cyrnpeccopa TyMoporeHesa. B pe3ynbTare MyTareHesa Bo3HMKaeT
K/IOH afeHOMaTOo3HbIX K/eTOK C 0cob6biMM CcBOWicTBaMW. [locnefytoliee ycuneHue
pocTa M K/ioHasibHas 3KcnaHcusa afeHoMaTo3HbIX KNeTOK MPOUCXOAST Mo BAUSHU-
eM runoTanammyecknux ropMoHOB, NMapakpPUHHbLIX POCTOBbIX (DAKTOPOB, HapyLLUEHUS
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6anaHca Mexay perynsatopHbiMu BAnsHuAMNU. KnvnHunyeckasa maHudectayumsa MoxeT
6bITb 06yc/10BNIEHA KaK 0C060 arpeccMBHbLIMW CBOMCTBaAMM K/IOHA afeHOMAaTO3HbIX
K/1eTOK U/IN 3HAYNTE/IbHOM CEKPETOPHOM aKTUBHOCTBIO, TaK U MOCTENEHHbIM CPbIBOM
perynaTopHbIX MEXaHU3MOB, KOHTPOAUPYOLWUX KIOHANbHYI0 3KCNaHCUIo, B pe3y/ib-
TaTe cTpecca, A/INTENIbHOr0 Npuema onpefesieHHbIX NeKapCTBEHHbIX Mpenapartos, a
Tak>XXe XPOHUYECKNX CUCTEMHbIX 3abonesaHnii u T. 4.

B ocHOBe NaToreHesa NePBUYHbIX ageHOM rmnodur3sa nexxar reHeTUYecKme HapyLle-
HWNA, XPOMOCOMHbIE MYyTaLMn, BTOPUYHbIX — MOPaXKEHUA NnepuctepmnyecKnx xenes
(TMpPeoTpPONMHOMBI Yalle pa3BuUBalTCA BCAEACTBUE O/INTENbHO HEKOMMEHCUPOBaH-
HOro rnunoTupeosa, roHagoTPONMHOMbI 06pa3ylTcAa NPU MNEPBUYHOM MOpPaXKeHUN
MoNOBbIX >Xene3 n T.4.). TakKe afeHOMbl MOFyT pa3BuBaTbCA MPU 3KTOMUYECKUX
oNyXxonfAX, NPoAYLUPYOLWUX PUMTNIUHT-TOPMOHbI.

CoBpeMeHHas Teopusa naToreHesa NPosiakTUHOM npegnonaraeT ABYXCTagUNHYO
MoZenb TyMOporeHesa:

¢ Ha VIHULWa/bHOW CTagMu MPOMCXOAUT CMOHTaHHas WM MHAYLMpOBaHas
MyTaLunsa NnakToTpodoB, Beaylias K (OPMUPOBAHUIO KOHA He3aBMCMMO
NponneprpyLLINX KNeToK;

¢ Ha cTaguuy NPoMOLLN NOA AecTBMEM BMOMIOrMYecKn aKTUBHbIX BELLLECTB, B
TOM Yuncne pUAN3NHI-TOPMOHOB U rMnogum3apHbIX (hakTopoB pocTa, Npoumc-
XOAUT pa3BUTUE OMYXOsIN.

MpuynHOM rMNepnponakTMHEMMN MOTYT BbiTb KaK MPOAaKTUH-CEKPeTUpYoLLLme
WA cMellaHHble afeHoMbl runogursa, Tak U nobble Apyrve MakpoageHOMbl. 3T0
CBSA3@aHO C HapylleHWeM TPaHCMOPTUPOBKM podamuHa (perynsatop cekpeuum npo-
NaKTUHa) K runousy BCNeACTBME MepefaB/IMBaHUS HOXKU runogusa onyxosbio
3HauYnTesIbHbIX Pa3MepoB, YTO MPUBOAUT K yTpaTe UHIUOGMPYIOLLEr0 BINAHUSA TUMO-
Tanamyca u nocneayoLein HEKOHTPOIMPYeMoii cekpeuueli nponakTuHa (MPJ1) ageHo-
rmnogunsom (Tak HasbiBaeMblil 3PDEKT «NepeceveHHOoM» HOXKKW runodusa). Mommmo
3TOro, NpUYNHaMU rMNeprnposiakTUHeMMU MOryT BbITb 3a6osieBaHNA runoTanamyca
(onyxoneBoii NpupoApbl, MHPUALTPATUBHbIE 3a60/1EBAHUS, apTEPMOBEHO3HbIE MOPOKU,
nocsieAcTBUSA 06/TyHEHUS U XUPYPTrUYecKo nepepe3ku HOXXKK rmnogusa); CUHAPOM
NycTOro TypeLKoro ceana, onyxonu runogmsa, NepBUYUHbIA TMMNoTUPeo3, CUHAPOM
MOSIMKMUCTO3HbIX SIMYHUKOB, XPOHWYECKWUIA MpOCTaTUT, LMPPO3 MeyeHW, HepocTa-
TOYHOCTb KOPbl HaAMOYeYHUKOB, MOBbILWEHHAA NPOAYKLMSA 3CTPOreHoB 0NyXonsMu
Apyroii nokanmsauun. Takxe BblAensiioT NAMONATUYECKYIO TUNEPNPONaKTUHEMUIO
n gp. MNposiBfieHUs1 TMNepPNpPosaKTUHEMUYECKOr0 FTMNoroHaan3Ma o6ycrioB/ieHbl Top-
MOXXEHNEM MPONAKTUHOM BbICBOOOXKAEHUSA TFOHALOTPOMUH-PUNIU3UHI-TOPMOHOB €3
rmnoTtasiamyca, YTo NPUBOAUT K CHUXKEHUIO ceKpeuuun nrTenHusnpywwero (JIN) n
donnnkynoctumynupytouwero (PCIr) ropMoHOB 1 NOAAB/IEHUIO AECTBUSA FTOHaA0TPo-
NMMHOB Ha MOJI0BbIE XKese3sbl.

Minepnpoaykuna CTI comaTtoTponMHOMamMu MNPUBOAUT K MOBbILEHHON Cek-
peunn pocToBbIX (PAKTOPOB (COMATOMEAWHOB), B OCHOBHOM WHCY/MHOMNOAOGHOrO
thakTopa pocta-1 (MPP-1) (comaTtomegmHa C), UTO NPUBOAUT K OT/IOXKEHUK MYKO-
nonncaxapmngoB (rlOKO3aMUHOMAMKabIbl, FMaslypoHoBast KUCA0Ta, XOHAPOUTUH-
cynbaTt) 1 NOBbIWEHNIO NPOAYKLMUN KossiareHa. 3T0 B KOHEYHOM mUTore npuBoauT
K POCTY U YTO/ILLLEHNIO MATKUX TKaHelh, XpsLien n Koctel — pasBUTMI0O OCHOBHbIX
KAWUHUYECKNUX CUMNTOMOB akpomeranmu. OfgHako NPSAMOR 3aBUCMMOCTU MeXAay
KOHUeHTpaymein B KpoBn CTIT 1 BbIpaXXEHHOCTbIO aKpoMeranmn Het. AKpomeranns
MOXKeT pasBMBaTbCA MPU MOBLILLEHMWN COAEPXKaHUA B KPoBU (haKTOpoB pocTa (coma-
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TOMEANHOB), CMTY>KaLnUX NPOMeXXYTOUYHbIM 3BeHOM Mexay CTI 1 TKaHeBbIMU peLen-
Topamun. CMHOPOM akpoMmeranmm MOXKeT 6biTb CBA3aH C MOBbILEHHOM cekpeLuen
comatonmbepmHa Npu pasIMYHOW NaToNorMn Ha ypoBHe runotanamyca,’ a Takxe
coMaToNMMBEPUH-NPOAYLNPYIOLLUMUN ONyXonamMn nerknx nnv XXKT, npusogawmmm
K aKTMBaLmn comaTtoTpooB runousa.

Mpn 60ne3HM MueHKo-KyLIMHra HapyllaeTcsl MeXaHW3M «00paTHOW CBA3U» B
pe3ysibTare CHMKEHUS YyBCTBUTENbHOCTU runoTanamo-rmnodmnsapHom obnactm K
KOpPTU301y nepudepuyeckoii KpoBu. ITOT fedeKT NPUBOAUT K HEKOHTPONMPYEMOIi
ceKpeuun KOPTUKOTPOMUHOMaMUN WAU TUMepniasupoBaHHbLIMU afeHOMaTo3HbIMU
kneTkamm AKTI 1 NoBblleHU0 (YHKLMOHANbHOW aKTUBHOCTY BCEX TPEX 30H KOpPbl
Haano4yeyHUKoOB. MommMMo aToro npu 6ose3Hn MueHko-KylimHra HapyllaeTcsa cek-
peuna noyTu Bcex TPOHHbIX ropMoHoB. Ecnu runepcekpeuna AKTI n IMNMPJ1 moxeT
MMeTb NEPBUYHBIN XapaKTep, TO CHXKeHne npoaykuuun CTI, JII n ®CI oka3sbiBa-
eTcsa BTOPUYHOM, 00YC/NOBNEHHOW rMNepceKkpeLlmer KopTnsona u ero BANAHMEM Ha
(pyHKUMOHaNBHYI0 aKTUBHOCTb rMnoTanamMyca.

TUpeoTPONMHOMbI — OJHU U3 CaMblX PeAKO BCTpeyvalLmxcsa agjeHoM runopumsa.
Ha nx gonto npuxoguntca -1-2% Bcex ageHoMm runocgumsa. CoBpeMeHHble MeToAbl
ONarHocTUKW Mo3BO/IAOT C BbICOKOW TOUYHOCTbIO OMNpeaennTb KOHUeHTpauunm TTI
B KpoBu. B 30-40% cnydaeB TMPEOTPONUHOMbI OKa3biBalOTCA CMeLlaHHbIMW U Mpo-
AyunpyloT AononHUTeNbHbId ropmoH (CTI, TPJ1, roHagoTponuvHbl). [epBUYHbIe
TUPEOTPONMHOMbI BCTPeYarTCsa KpaiHe pefKo. 3TN 0nyXosn pacno3HalT yxXKe rnocsie
ONNTENbHOM0 fleYeHNs rMNepyHKUUN WUTOBUAHOM >XKenesbl, YTO NpuUBOAUT K ee
(onyxonun) nporpeccnpytowemMy pasBuTmio No MexaHU3mMy o6paTHON CBA3N.

Mopdhonorusa

MponakTMHOMbI 06pa3yloTcsa U3 K/eTOK ajeHorunogmsa, npoayuupywowmnx MNP
(NponakToTpothbl, MAMMOTPOMbI) U 3aHMMatoLWMX oT 20 o 50% KAeTo4HOlM nonyns-
unu ageHornnodmsa. BapnabenibHOCTb KoiM4vecTBa KAETOK OnpeaensieTcd, B NEPBYHO
o4vepesb, NOSIOM U (PU3NOIOTNYECKNM COCTOSSHMEM OpraHm3ma.

BbloensoT pegko- 1 NJIOTHOrpaHy/IMpPoBaHHbIE BapUaHTbl MPO/TIAKTUHOM, aunio-
PUIbHO-K/IETOUYHbIE CTBOJIOBbIE K/IETKU U CMeLlaHHble eoMaTOTPOMNHO-/TaKTOTPOMHO
K/1IeTOYHble afileHOMbl. PefKorpaHy/nmMpoBaHHbIe afeHOMbl — Hanbonee pacrnpocTpa-
HeHHble HoBOO6OpasoBaHUA runogusa. VX ceKpeTtopHble rpaHy/ibl UMeKT chepunyec-
KYI WX HernpasuiibHY opmMy, padmepoMm 150-300 HM. noTHOrpaHy/iIMpoBaHHble
MPoSIaKTUHOMblI — 3TO BbICOKOAN((hEPEHLMPOBAHHbIE auUA0PUbHbIE OMYXO0/1N,
BCTpeyarwllmecs A0CTaTOYHO peAko. Hawbonee xapakTepHblii NpyM3HaK NposakTu-
HOM MpPWU 3MEKTPOHHOM MUKPOCKONMUU — HanMumMe KPYMHbIX CEKPETOPHbIX FpaHyn
anameTpom a0 600 HM.

MoMnMO KnaccMyeckux opraHoB-MuleHeit ans MPJ1 — mMono4vHol »xenesbl U ANY-
HVKOB, PeLenTopbl FOPMOHa LLUMPOKO MpeAcTaB/ieHbl B pa3/IMYHbIX CTPYKTYypax rosos-
HOro mosra (cocygmucTble crnjieTeHUs, Tanamyc, runotasamyc, runogms, Kopa v 06o-
HATesNbHbIe NIyKoBuLUbl). Kpome Toro, peuenTopbl MPJ1 akcnpeccmpyoTcss BO MHOIMX
nepugepmnyecknx opraHax: B cepaue, Nerknx, TUMyce, cesie3eHKe, NeyveHn, nomxeny-
[IOYHOWM >Kenese, HaAMNoYeYHNKax, MaTKke, MPocTaTe, CKeIeTHbIX MbILULLAX U KOXeE.

ComaToTponuHOMbI 06pa3yroTca M3 KNeToK afeHorunodmsa, NpoayLmpyoLLmx
CTIr. FopmoHanbHO-HeaKTUBHble CTI-MMMYHOMO3UTMBHbLIE afeHOMbl BCTpeyaroT-
CA O4YeHb pefKo. BbIAenswT NOTHO- U pefKorpaHy/iMpoBaHHble COMATOTPOMHbIE
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afileHOMbl, MaMMOCOMAaTOTPOMUHOMBI, CMeLlaHHble afeHOMbl U3 COMaTOTPOPHLIX U
NaKTOTPOMHbLIX KNeToK, aunaodusibHble cTebeNbHO-KIeTOYHbIE afeHOMbI, MIPU-
ropMoHaJsibHble afeHOMbI, ageHoKapunHombl. MpoayunposaTtb ogHoBpeMeHHO CTI un
MPJ1 cnocobHbI onyxonu, passusatowmeca U3 aungousibHbIX KJ1eTOK, MammMmocoma-
TOTPO(PHbIE N CMeLLlaHHble COMATOMPONaKTOTPOMHbIE aleHOMbI.

AfleHOMbl U3 aungouIbHbIX CTBOJTOBbIX K/IETOK MPOUCXOAAT U3 MOSIUMNOTEHT-
HOW KMeTKM-NpeaLlecTBEHHULbI NaKTOTPooB U comatoTpodoB. KneTku ageHoMbI
AndhepeHUMpoBaHbl /MWL YacTUYHO, CEKPeTOpPHble CNOCOBHOCTU OrpaHuUYeHbl:
OTMeYaeTCa yMepeHHas runepnposiakTMHEMUA B COYETAHUM C HeboNbNM yBe-
nnyeHneMm KoHueHTpauuu CTI, npu 3TOM K/IMHWYECKMEe MPU3HaAKU akKpoMerasinm
HabnogalTca peako. Tem He MeHee, ONMYX0M arpeccuBHbI, HepPeAKO CMOCO6HbI pacTu
WHBa3MBHO. IMMYHOrMCTOXMMUYECKU onpegensaioT Hanuume NP1 n CTI B ogHOM 1
TOl e KneTke. BeTpevatotcsa peako (0,2% cny4yaes).

MaMMOoCOMaTOTPONMHOMbI COCTOAT M3 aungoUNbHbIX KNETOK, MOXOXUX Ha
K/1IeTKU TycTorpaHynmpoBaHHol ageHombl. Onyxosib obpasyeTcs M3 Mammocoma-
TOTPOHbIX K/IETOK, BO3HUKLUNX Ha 60/iee paHHE 3BOTOLUMOHHON cTagum u cro-
CO6GHbIX OJHOBPEMEHHO MpoAyLMpoBaTb 06a ropmMmoHa. OTNNYAKTCA BblpaXkeHHOMN
MMMYHopeaKTuUBHOCTb CTI 1 cnabon — MPJ1. BcTpeyatoTea TakxKe A0CTaTouyHO
penko (MeHee 2%).

CMellaHHble coMaToNposIaKTUHOMbI MPeacTaBAAanT coboin 6umopdHble, 6urop-
MoHanbHble CTI/MPJ1-cekpeTupytowme ageHombl. ONyxosb COCTOUT M3 COMATO- W
MponaKkToTPodoB, CMOCO6GHbIX K codeTaHHoW cekpeuun CTE m MPJ1. OTtnnyaoTcs
MHBa3MBHbLIM POCTOM U PE3UCTEHTHOCTLIO K NnedeHmto. CocTaBiAT nopsagka 5% Bcex
afileHoM runodusa.

B OCHOBHOM KOPTUKOTPOMMHOMbI UMEKT 6a30UAbHYI0 OKpAacKy. D/1eKTpOHHas
MUKPOCKOMNA KOPTUKOTPOMUHOM BbIAB/IAET CEKPETOPHbIe rpaHy/bl pas/inyHbIX
pa3smepos (0T 100 go 700 HM) n o6bema. VHorga HefoCTaTOMHOCTL FpaHyn B KieTKax
NPUBOANT K UX XPOMOPO6HON oKpacke. OYeHb pefKo MOXXHO BCTPETUTb U CMeLlaH-
Hble ageHoMbl, npoayuupytowie AKTE n MPJ1. OnucaHbl 60/1bHblE C ONYX0NSAMN,
cekpeTmposasLLMU Tpu ropmoHa — AKTI, CTI n MNP/1.

Mpn ynbTpacTPyKTYPHOM UCCNEf0BaAHUN «TOPMOHa/IbHO-HEeaKTMBHbIE» OMYX0aun
rmnogmnsa NpeacTaBNAOT HEOQHOPOAHYIO FPYNMY OMyXosiei:

¢ MpeacTaB/IeHHbIX KNeTKaMun, CXO04HbIMU C N3BECTHOMO TUNa KeTkamu aje-
Horunodmsa — 25% cny4aes;

4 COCTOSILLLNX U3 KNETOK, He UMeLNX cneymnprnyecknx MapKepoB 1 CXoa4cTBa
C N3BECTHbLIMU afeHornnousapHbIMm Kretkamm — 75% cny4daes.

Mpw aTOM, HECMOTPSA Ha TO, YTO OMNYXOJIN, CXO4HbIe C K/eTKamMn ageHornnogumsa,
CMoco6HbI CEKPETUPOBATbL FOPMOHLI MepeaHel Aonm runogmsa in vitro, ata cnoco6-
HOCTb HejocTaTtoyHa AN pasBUTUSA TUMNYHON KAWHUYECKOA CMMNTOMaTMKK. Yaule
BCEro B OMYX0N1X MepBOro Tvna obHapy>XMBatT FOPMOHbI FOPTaA0TPODHbLIX K/IETOK
((3-@CrI, p-JII' n a-su rUKONPOTENHOB). YunTbiBasg MOP{O/IOrMYecKyd pasHopoa-
HOCTb HeaKTMBHbIX afeHOM runogusa, B 1998 rogy 6bina npeasioXkeHa nx cnegyto-
was knaccugpukaums.

Knaccugmkaumsa «ropMoHasibHO HEaAKTUBHbIX» 0MyXosei rmnogusa no S. Asa:

HO/1b-K/1eTOYHASH;
¢ OHKOUMTOMA;
¢ Hemasi roHagoTpodHas;
¢ Hemasi NponakKToTpodHas;



Pasgen 5. AgeHonnbl runodgumsa

¢ Hemas comaTtoTpodHas;
¢ aKTUBHas roHafoTpodHas;
¢ Hemas onyxonb nogtuna lll.
B03MOX>XHO, YTO aKTUBHOE pa3BUTUE UMMYHOTUCTOXUMUYECKNX MEeTOA0B uccneno-
BaHW HECKO/IbKO M3MEHUT NPUHSATYIO B HACTOSLLLEE BPEMS K/1acCUPUKaLLMIO «FOPMO-
HasIbHO HEaKTUBHbIX» 0MyX0nen runogusa.

KnnHnyeckasa kapTuHa

KnnHunyeckas KkapTuHa afjeHoOM rurnodusa cknagblBaetca U3 3HA0KPUHHbIX HapylLue-
HWA B pe3ynbTaTe TMAEPNPOAYKLMN AN, HA0B0POT, CHUXKEHNS BbIPaboTKM FoOpMo-
HOB (akpomeranus, 6onesHb MueHkKo-KylwmnHra, cMHAPOM runepnponakTUHeEMUn,
rmnepTMpeos, rMNOroHagn3m u T.4.), HeBPOSIOTMUYECKMX U APYTUX HapYyLUeHW, BO3-
HUKaKLWKMX B pe3ysibTaTe MeXaHW4YecKoro BO3JeNCTBUS OMyX0/M Ha OKpyXKakLliue
CTPYKTYpHbI.

OpHa 13 Haubonee yao6HbIX B KAMHUYECKON NpakTuKe — Kaaccuumkauyms,
XapakTepusywlwias afeHoMy runogusa Kak o6beMHbIA npouecc. Knaccndpukaumns
YUYNTbIBAET MOJIOXKEHWE OMyX0/IM OTHOCUTEsSIbHO TypeuKoro cegna (3HAO- U 3HAO-
3aKCTpacesiNIApHble), CTerneHb MHBa3WW OMyxosiM B CTPYKTYpPbl OCHOBaHUA 4epe-
na n pacnosioxkeHMe WHTpakpaHuanbHOM 4vacTu onyxonu. OHa paspa6oTaHa B
HNWM Hehpoxupyprum nmenn H.H. BypaeHKo n npeactaBneHa HUXXe, NPonICT-
pvpoBaHHas KInMHNYecKnMun npmmepamu (puc. 5.1).

Tonorpado-anarommuyeckasi Knaccugmkaunsa ageHom runogmsa

B DHOOoCENIAPHbIE aleHOMbI.

= MukpoageHoMbI.
= MakpoageHOMbI.
® OHA03KCTpace/IspHble afeHOMbI.
= JHAocynpacenisgpHbIe.
= Onyxonn, nHBasnpyoLwme CTPYKTYpPbl OCHOBaHUSA Yepena:
e C MHQpacennspHbIM pPoCcTOM (B Mas3yxXy OCHOBHOWM KOCTW, B HOCO- U pOTO-
rNoTKY);
¢ C natepocennsapHbIM pocToM (B MOMOCTb MELLEPUCTOro CMHYyca 1 nog Teep-
OYH0 M03roByto 060/104KY AHa cpeaHeln YepenHo AMKK);
¢ C aHTeCceNNAPHbIM POCTOM (B peLleTyaTblil TabUPUHT, 0pouUTY);
¢ C peTpocennApHbIM POCTOM (3KCTpagypasibHOe pacnpocTpaHeHue Nnog TBep-
Oyl MO3roByl0 060/104KYy cKaTa uav (opMuUpoBaHMUe WHTPasypasibHOro
y3/a, UcxogsaLLero n3 obnactu ckara).

Heobxo4nMo yuunTbIBaTb, YTO 3a4acTylo afeHOMbl UMEeIT coueTaHHOe Hanpas/ie-
HWS 3KCTpacesiIIPHOro pocTa, YTo U co34aeT MHOroobpasne KIAMHUYECKOA CUMATO-
MaTuKWU.

Knaccugmkauma ageHom runodusa rno pasMepy npeacrabrieHa pasIMyHbIMU cxe-
MaMu. B oTeyecTBEHHOM MpaKTUKe 4alle UCNOob3YT Kaaccupumkaunio Ha 0CHoBe
paspabotok HNW Henpoxmpyprun nmedn H.H. BypaeHko:

¢ MUKpoazeHOoMbl runogmsa — fo 10 mm;
HeboNbLIMe MaKpoageHOMbl — OT 11 o 25 mMm;
cpefiHMe MaKpoaeHOMbl — 0T 26 A0 35 MM;
6onbLIVEe MaKpoageHOMbl — OT 36 40 59 MM;
rmraHTcKme mMakpoageHombl — 60 MM 1 60s1ee.

L 2R 2R 2R 2
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SHAOKPUHHAS XUpyprusa

Puc. 5.1. Knaccudnkauyms ageHom runocgusa HUWM Helipoxupyprum mmenn H.H. BypaeHko;
A — aHpocennapHas MuKpoageHoma;

b — aHpocennapHas Hebonbwasa mMakpoajeHoma;

B — aHpo-cynpacennsapHas ageHoma runodusa;
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Puc. 5.1. okoHuyaHue. Knaccudukauyma ageHom runogusa HWNWN  Helipoxupyprum umeHun

H.H. BypaeHko.
XX — ruraHTckas aHgo-cynpa-nHdpa-natepo(0,$)cennapHas ageHoma runogusa.

CumnTaloT, YTO «TUraHTCKUMW» criefyeT HasbiBaTb afeHOMbl runodumsa, y KoTo-
pbIX X0TH 6bl 0AUH pa3mep cocTaBnseT 60 MM 1 60n1ee. KMHMYECKNIA ONbIT NOKas3bl-
BaeT, UTO Mpu TaKoi BeNVYMHE 3HA0CYMNpaceISIPHOA 0NyXosinm 06bIYHO BO3HMKAeT
okknto3ua Il xxenypouka, 60n1e3Hb NpnobpeTaeT HOBOE KayecTBO, afeHOMIKTOMUA
6os1ee TpaBMaTMyHa, HEXEeNnM Npu ONyxXoaM MEeHbLUEro pasmepa, a XMpyprmyeckoe
NneyeHne B psAfde CyyaeB CTaHOBUTCA 60/1ee CNOXKHbIM B BUAY HE0O6X0A4MMOCTU Mpu-
MeHeHUss KOMOUHMPOBaHHbIX A0CTYMNoB. Ec/in ageHoMa TaKoro e pasmepa He UMeeT
BbIpa>KeHHOro CyrnpacesiIapHOro pocra, a JIeXXNT B 0CHOBaAHWM Yepena, To ee yaane-
HVe BecbMa TpaBMaTUYHO 1 NpeAcTaBAseT 0C06YI0 CIOXKHOCTb. YKa3aHHbIN nNoaxos K
onpefesieHNI0 «TMraHTcKas» ageHomMa UMeeT N CTaTUCTUYECKOe MOATBEPXKAEHNE — B
OCHOBHOM, C 3TOr0 npegena HauMHaeT yBe/IMuMBaTbLCA YacToTa rnocseornepaumoHHbIX
OCNIOXXHEHWU N NeTanibHOCTW.

YuunTbiBasi pazHoobpasvie KNMHNYECKON KapTuHbI NpU ajeHoMax runodmsa Lese-
coobpa3sHee MpeacTaBUTb pasfesibHO COBCTBEHHO 3HAOKPUHHOE B/INAAHWE OMYX0/U Ha
OpraHusMm, BbIABNSIEMOE MPU FOPMOHa/IbHO aKTUBHbLIX afleHoOMax Y>e Ha 3HAoces1-
NAPHON. cTaAnm pasBmUTUSA, U coMeTaHHOe BO3AeNCTBUE OMYX0aun, rae NoOMUMO 3HAOK-
PUHHOIO BAVSAAHUA Ha OpraHW3M MNposiBAsieTca AelCTBME ee pa3Mepa M mMacchbl npu
3KCTpacesINAPHOM pacrnpocTpaHeHUn.

210



Pasgen 5. AgeHoMbl rMnodunso

KnuHuyeckass kapTuHa 3HAOCEN/ISIPHbLIX afeHoM runodgusa

Mpu NponakTMHoMax Bo3gencTeue M3bbiTKa MPJ1 (Npyn onyxonesoii .oopme 3abose-
BaHWA, Kak npaBuio, KoHUeHTpauma MPJ1 Beiwe 2000-2500 mKEA/MAN), B NepBYIO
oyepenb MPUBOAUT K HapyLUeHU pPenpoayKTUBHOW CUCTEMbl OpraHmamMa, Kak y
MY>XUYNH, TaK N Y XXeHLWMH- Yallle BCero BCTpeyaeTcs NoHas KJAMHMYecKas KapTu-
Ha 3aboneBaHuA: ameHopes, 6ecnnoane, ranakropes (rMNeprnposiakKTUHEMUS APYTOA
3TUOMONNN Yallle CONPOBOXKAAETCA HAPYLUEHUAMW NO TUMY ONCOMEHOpPen, oTMevaeT-
ca 06nnue Xkanob BereTaTtUBHOINo Xxapaktepa). VIHorga y >XeHLW H ¢ nposiakTuHOMamMu
COXPaHATCA CNOHTaHHbIe MEHCTPyauuu, HO 0O6bIYHO MMeeT MecTo 6ecniogme uam
YKOpOUeHMe NTEMHOBOW (ha3bl MEHCTPYasnbHOro LUKAa. Y MY>XXUUH pa3BuBaeTcs
3peKTUNbHasA AUCHPYHKLUMNA, CHUXKaeTcAa Nnubuao, BoO3HUKaeT becnsogue BCneacTeve
0NMrocnepMun, NPorpeccmpyeT rmHeKomacTums. ManakTopes y My>KUMUH HabnwogaeT-
€Sl peAKO, BEPOSATHO, NMOTOMY, YTO MYXXCKME FPYyAHbIe XXene3bl paHee He 6bin «MoAro-
TOBMIEHHbLIMWU» 3HAOrEeHHbIMU 3cTporeHamMmn. MoXKeT pa3BMBaTbCA 0CTEOMNOpPOo3.

Mo cpaBHEHWIO C XXEHLWMHaMU, Y KOTOPbIX Yalle BCTPevatTCA MUKPOMPONaKTu-
HOMbI (60siee yem 60%), y My>K4UnH B 80% criyyaeB BbISABNAT MakKpoageHoMbl. OgHa
M3 MPUYUH COCTOUT B TOM, YTO Y >XEHLIMH PernpogyKTMBHOIO BO3pacTta pasBuTue
rmnoroHagmM3ama MaHugecTupyeT HapyLlleHMeM MeHCTpyasibHOro LuKia, Torga Kak
BO3HUKAIOLME Y MY>XUNH CHUXKEHWUE NTNBUAO0 U 3peKTU/IbHasA ANCHYHKLUNUA MOTYT BbITb
pacueHeHbl KaK (OyHKLUMOHa/bHbIE HapyLLUeHUA U caMUM 60/IbHbIM, W flevallimm Bpa-
YyoMm. HepfooLleHKa cTeneHn 3Ha4YMMOCTU CUMMTOMOB NPUBOAUT K MO34HEN AnarHocTmKe
ONYX0/IN Y MY>XUNH — KOrja rnposiakTMHoMa y>ke AoCTUraeT foCTaTOUYHbIX pa3mMepos,
YTOObI BbI3BATb MPOrPeCCUPYOLLNIA TUNEPTEH3UOHHbINA CUHAPOM WUAW TUMOroHaam3Mm,

CoMaToTpPONMHOMbI BbI3blBAOT MOBbILLIEHHYO cekpeuuto CTI, 4To NpMBOAUT K
pasBUTUI0 aKpoMerasimy nocse 3asepLUueHUsa PU3NO0N0TMYECKOro pocta n rmraHTM3ma
Y UL, C HE3aKOHYEHHbIM (PM3N0I0rMYECKUM POCTOM. AKPOMErasimsa xapakrepusyeTtcs
NaTonorM4ecKMM AMUCMPONOpPLNOHasIbHLIM MEPMOCTalIbHBIM POCTOM KOCTEl, XpsLuei,
rmnepTpovenn MArKUX TKaHel, yBenMyeHMEM B pasmepax BHYTPEHHWX OpPraHoB, a
TakK)Ke HapylleHneM (YHKLMOHa/IbHOrO COCTOSIHUSI cepAeYvyHO-CocyAnCTon (pa3BuBa-
eTca apTepnanibHasd rMNepTeH3us, KapanoMmonaTtus, HapyLLleHUA MO3roBOro KpoBo-
obpallleHMs, nwemMmnyeckas 60/1e3Hb cepaua), AblXaTeslbHOM cnucteM, Nepmtepunyeckmx
3HAOKPUHHBIX Xenes, pasfIMyHbIMU MeTab0/IMUYECKUMU paccTpoicTBaMu. B oTinune ot
aKpomerannu, rMraHTU3M NposiBASIETCA NMPOMOPLMOHabHLIM POCTOM KOCTel cKeneTa
B A/INHY, NPUBOAALLUM K 3HAUUTENIbHOMY YBENTMYEHUIO pocTa CyObeKTa C OTKPbITbIMU
POCTKOBbIMU 30HaMW, Yallle BCEro'y feTeli 1 Tloaeil MosIoforo Bo3pacTta. PassuBatoumecs
OC/TOXXHEHUSA NPUBOAAT K MHBAJIMAHOCTU, COKPAaLLEHUNIO NMPOAO/IHKUTENTBHOCTU XU3HMN.
CMepTHOCTb NauuneHToB 6e3 aaeKBaTHOMo siedeHns yesenuumeaetcd B 10 pas.

3MeHeHNA BHELLIHOCTU MPOSABAAITCA YKPYNHEHNEM Hoca, ryb, A3blka, yTosue-
HMEM KOXXW, HaA6POBHbIX Ayr, YBE/IMYEHMEM pa3MepoB KOHEYHOCTeM — KUCTEN, cTon
{puc. 5.2, cm. UB. BK/IelKY). BO3HMKaET 0TEYHOCTb MATKUX TKaHel, NoBbILLIeHHas MnoT-
NINBOCTb, MOABNAITCA 6011 B cycTaBax M CrnHe, napecresnu, orpybneHme rosoca.
Bo3HMKalOT HOYHbIE anHo3, 6011 B 061acTu cepaua, ogblika. CHMXKaeTca Tpyocro-
CO6HOCTb. XXeHLWNHbI 0TMeYalT HapyLeHUA MEHCTPYa/IbHOr0 LUK/a, MY>XUUHbI —
CHWXXeHMe NnMbnao v noteHUMn. MoxeT pa3BuBaTbcs akTopes. [oBosibHO YacTo (40
78% cny4daeB) yBenMumMBaeTCcsa LWUTOBUAHAA Xesesa (Kak ¢ y3n1o006pasoBaHUEM, TakK
M 6€3), UTO 06BACHAETCA CTUMYNUPYIOLWNUM gericTBuem UNDP-1 Ha TKaHb >Xenesbl.
Kak npaBnno, Nnpu ructoNorM4eckoM 1UccsiefoBaHnm BbISBASAKT MPU3HaKWU KOAMOUA-
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HOro 306a, 0AHAKO MOXKET MMETb MECTO M ayTOMMMYHHbIW TUPEOUAUT, NanuinsapHas
umMcTageHoma, MMKpPooNInKynspHas ageHoma. Bo3pacTaeT BepoATHOCTL pasBuUTUSA
afeHOMaTOo3HbIX NMO/INTMOB N paKa TOSICTOM KULLIKW.

AKpomeranmsi MoXeT 6bITb aKTUBHOW UM HAXOAUTbCS B CTaAuM PEMUCCUN, MO
XapaKTepy TeYeHUs1 — NPOrpeccupyroLLeil uam TOpnmuaHON, NO CTEMEHU TSXKECTU:

¢ /Ierko — NposiBNSEeTCcA YKPYMHEHVWEM KOHEeYHOCTelr, MoT/INBOCTbI0, U3Me-
HEHWEM BHELUHOCTU, ANacTeMON, MPOrHaTU3MOM;

¢ CpefHeTsDKeNo — K UVMeLLerics cumMnToMaTuKe MPUCOeUHSIIOTCS
uedanrumn, ymepeHHasi aptTepmanibHas rmnepTeH3ns, rMnoTupeos, octeoap-
TPUT, YMEPEeHHbIW 60/1eBO/ CUHAPOM;

& TSDHKENo — rnpucoefmnHsaeTcs KapauMoMmonatusi, uiemMmmnyeckass 60/1e3Hb
cepAla, HOYHble anHO03, HapyLleHMA MO3r0BOro KpoBoobpalleHuns, Hedpo-
nnTunas, xonenutuas, caxapHolii gnabert.

KopTUKOTPONMHOMBI, KaK NpaBuio, ANarHOCTUPYHOT Ha CTaAnM 3HA0CENTAPHbIX
afieHoOM BBUAY CMeunpUUHOCTN K/IMHUYECKO CMMNTOMAaTUKKW, BO3HUKAKWLLEN Mpu
runepkoptTuymame. KnnmHuuveckas KapTuHa CKNagblBaeTcsl M3 AUCMAIACTUYECKOro
0XXMPEHUS, TPOPUYECKNX HAPYLLIEHUI KOXKHbIX NMOKPOBOB, CTEPOMAHOI0 OCTEOMOPO-
3a, caxapHoro guabeTta, NOBbILWEHUS apTepuasnbHOro AasreHus. Mpu ocMoTpe oTMe-
yalT: OKMpeHue TyNoBuLLa, XXNPOBOK ropbmnkK Ha Liee, NOSTHOKPOBHOE /IyHOO6pasHoe
nuo, yrpu, 6arposble CTPUM Ha >XXWUBOTe, BUpUAu3auunto (rMpcyTnsm, asoreuus),
aTpomio KOXXN, 0TEKN, TpubKoBble NHDeKUUN {puc. 5.3, cM. UB. BKNEKY). Y aeten
4acTo pa3BMBalOTCS OXKUPEHME N 3afeprKKa pocTa.

Mpu o6cnenoBaHUM  BbISBASAIOT apTepuasibHyH
rMNepTeH3nI0 C MOBbILLIEHWUEM CUCTOSIMYECKOrO U Ana-
CTONIMYECKOro AaBneHus. HapywaeTca mMeTabosm3m
cepAeyHo MbilULbl, MPMBOASALLNIA COBMECTHO C MOBbI-
LLIeHMEM apTepuanbHOro AaBAeHNs K HeJoCTaTOUHOCTH
KpoBoobpaLLeHns. CTeponaHbIA 0cTeonopo3 — Hambo-
Jlee yacToe N HepeaKo TAXKE10e NPosiB/eHMEe FTMNepKop-
Tnum3ma. B nepByto ouvepesib OH pa3BUBAETCS B KOCTAX
CBOJa Yepena, NO3BOHOYHMKA, Ta3a, B pebpax, 4To npu-
BOAMT K PasBUTMI0O KOMMPECCMOHHbIX MepesioMoB Tes
rMo3BOHKOB U nepenomam pebep {puc.5.4). Mo3xe B
npouecc BOB/ieKaloTCA nepudepnyeckme oTaenbl cKe-
NeTa, NoOSBNSETCA MbllleyHas cnabocTb BCMEACTBUE
aTpohmum nornepeyHonosiocaTor MycKynatypbl 1 rmno-
Ka/IMeMmnyeckoro asikasiosa. PasBuBaeTcs MnouveyHas
HEeL0CTaTOYHOCTb, HedhpoIMTHa3.

Puc. 5.4. OcTeonopo3 rpyAHOro otgesia NO3BOHOYHMKA Mpu
60ne3nn MNueHko-KywuHra {cTpenkomu nokasaHbl Kommnpec-
CMOHHbIE NepesioMbl MO3BOHKOB).

MonoBble paccTpoiicTBa MPOSIBASOTCS B BMAE OMNCO- M amMeHOpen, BTOPUYHOIO
6ecnoAmnsa y YKeHLUH U CHUXKeHUS NOTEHUUN Y MY>XUUH, TMNeprnponakTUHEMUEA.
Pa3BnBaeTCcst BTOPUYHbLIA UMMYHOAE(ULMT B BUAE THOMHUUYKOBBLIX UM FTPUGKOBbLIX
NMOPa>KEHN KOXU U HOFTEBbIX MIACTUMH, TPOMUUECKUX 3B TOSIEHU, THOMHbLIX CBU-
e, peunamBupylowero 6necapuTta, NUenoHePpuUTa, CEMNTUYECKUX COCTOSIHUIA,
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MUNMapHoro Tybepkynesa, HabnwogaeTcsa ANUTeNbHOE 3a0KMBMEHME TpaBM U Moc/eo-
nepaymnoHHbIX paH.

MMNepKopTULM3M NPUBOAUT K PA3/IMYHOW CTENEHU TSHKECTU HapyLUEHUSAM yriie-
BOAHOIo 06MeHa: 0T HapyLLeHWUA TosIepaHTHOCTU K I/110K03e [0 ABHOI0 caxapHoro gma-
6eTa ¢ BbIpaXKeHHOW NHCY/TMHOPE3UCTEHTHOCTLIO (KeToaLnao3 BCTpeyaeTcs pefko).

BnvsiHMe rnoKOKOPTUKOMAOB Ha noBejeHWe, HAacTpoeHUe, ypoBeHb 604pcTBOBa-
HUSA N Ha 60NbLUNHCTBO CNELNPUNUYECKNX BUOXUMNYECKNX NPOLECCOB B LLeHTPasIbHOMN
HepBHoW cuctemMe (LJHC) moxkeT NposiBAATLCA HapyLUeHUAMU NCUXUKU B BUAE pas-
BUTUSA OEeNpeccuin, TPEBOXHbIX COCTOSAHUI, MaHWi, KOTHUTUBHOIO feduunTta, oTMe-
yalTca cymumnianbHble TEHAEHUNN.

Mo TsXKecTM pasgensalT Tpu cTeneHW 60ne3Hn  UueHko-KywunHra (no
E.N. MapoBoit):

¢ Npu Nerkon opme CUMNTOMbI 3ab0N1eBaHNA YMEPEHHO BblpaXXeHbl, HEKO-
TOpble MOTYT OTCYTCTBOBAaTb;

¢ Npu cpefHeTsHKeso opme BCe CMMNTOMbI [0BOJSIbHO BbIPaXKeHbl, HO
OTCYTCTBYIOT OC/TIOXKHEHUS,

& TsKenas popma XxapakTepusyeTcs Hapsay € BblIpaXXeHHOCTbIO CUMMTOMOB
HaMumeM passiIuYHbIX OC/0XKHEHNA.

TeueHMe 3ab60/1eBaHMNA MOXKET 6bITb MPOrpeccUpyrLwnum (pasBuTne SPKOn KANHU-
YECKOM KapTUHbI MPOUCXOAUT B TEYEHNE HECKOIbKUX MECSLIEB) U TOPNUAHBLIM (Korga
CMMMNTOMbI 3a60/1eBaHNA Pa3BMBaKOTCA B TeHeHME HECKOTbKUX NET).

Mpu cnHpgpome HenbcoHa NoOSABASETCA 0YEHb BbipadkeHHas (Mopoii Ao YepHo-gumo-
NeToBOro LBeTa) runepnurMmeHTaumsa KoXXmn 1 cNmM3ncTbiX 060104eK, HaANOYeYHMKO-
BasA HefocTaTouHOCTL (cf1abocTb, COHMIMBOCTL, apTepuasnibHasd rmnoTeH3ns), KotTopas
MOXET CMEHATbCA KIMHUYECKOM KapTUHOM afaucoHMYecknx Kpusos. lMocnegHwe
NpoTeKakT C Pe3KoM cNaboCcTblo, TOLIHOTOM, 601AMWN B XKUBOTE, XXUAKUM CTY/I0M,
pPe3KUM CHUXKEHMEM apTepuasibHOro AaBfEHUS U NOBbILLEHMEM TemMepaTypbl Tena.

MNepBUYHbIE TMPEOTPONMHOMbI MNPOSABAATCA KIMHNUYECKOW KapTUHOW runeptn-
peo3a: TaxukKapgus, nosblleHNe MHTEHCUBHOCTM OCHOBHOIo 06MeHa, MoBblLLEeHHasA
pa3gpaXkuTenbHOCTb, HapyLUeHWe CHa, TPeMop NasibLes, MoBbILWEHHAA NOT/IMBOCTD,
NPUCTYNbl MepuaTesibHOM apuTMun. MNpu 3TOM OTCYTCTBYIOT ayTOMMMYHHbIe nopa-
XKeHUs, BcTpeyaroLwmecs npu anddysHoM TOKCMYecKoM 306e: ohTasibMonaTus, npe-
TnbnasnbHaa MMKcegema, akponaTtums.

Mpy BTOPUUYHBLIX TUPEOTPONMHOMAX HabNAaeTca KIMHUYECKas KapTuHa runo-
Tnpeosa B Buae 06LLeli cnabocTn, 3aTOPMOXKEHHOCTU, CHVDKEHUS MaMATu, YBesn-
YeHUs Maccbl Tena 3a cyeT AN dy3HOM 0TEHHOCTN MATKUX TKaHel, CyXoCcTU KOXW,
356KOCTW, TMNOTEPMUMN, apTePUAsIbHON TMMOTEH3NN.

MoMnMo 3TOro, NpY AOCTUXKEHUNM ONYXO0/1bI0 pa3MepoB, Bbi3blBAOLWNX CAABNEHNE
TKaHW rmnogusa, MoryT pasBUTbCA CUMNTOMbI TMNONUTYUTapuiMa, runepnposiak-
TuHemus (obycnoBneHHasi cgaBrieHneM cTebns rmnogunsa).

«OpMOHa/IbHO-HEaKTUBHbIE» afeHOMbl rmnousa peako ANATHOCTUPYHOT Ha
3HOO0CENNAPHOM cTaanm BBUAY CTEPTOCTU KAMHUYECKOW KapTWHbI B 3TOT nepuog
3a60neBaHUsA, YTO NPUBOAUT K MO34HEN AMArHOCTUKe onyxonu. Kak npaswusio, oHU
HauynmHaloT ceba NPOoSABMATbL MO AOCTMDKEHUU 3HAYUTENbHbIX Pa3MepoB, Bbl3biBas
CUMMTOMbI 06bEMHOI0 NpoLecca B Xna3mMasbHO-CeNnasapHor obnactu. Ha atovi ctagum
nauneHToB MOXKET 6eCNOKOUTbL Pa3/fINYHOM CTENEHN BblpaXKeHHOCTU runodursapHas
HeJoCTaToOYHOCTb BCNEACTBME CAABMEHUS ONYXO0/blo afgeHornnogmsa, a Takxe cumMn-
TOMbl YMEPEHHOW rmnepnponakTUHeMuu.



JHAOMUHHASA XUpyprus

KnuHnuyeckas kapTuHa 3HAO0-3KCTPacCessApHbIX afeHoM rnnogusa

Mo mepe pocTa afeHOMbl 3HAOKPUHONOrMYecKas cMMnToMmaTmka fononHseTcs apy-
rMmm cumntTomMamum. OANH N3 TUNNYHbBIX N PaHHUX CUMOTOMOB YBEIMYEHUS pa3me-
pa onyxonun — rosoBHas 60/b, NPEUMYLLECTBEHHO TO6HO-BMCOYHOA NN 3aTbI/10Y-
HOM nokKanusaumun, Bo3HUKalLWasa BCNeACTBMe pas3fpadkeHNs yBenmnymBatoLLencs
ONyX0/bl0 peLenTopoB TBEPAOA MO3roBoi 060104ku. OfgHaKo pasHoobpasve Ku-
HNYECKOM KapTUHbI 3HA0-3KCTPaceIApPHbIX afeHoM runodunsa B 6onbLueli cTeneHn
3aBUCUT OT Hanpas/fieHUsa pocta onyxonu. Mpu cynpacennsapHoOM pacnpocTpaHe-
HUN K TOMI0BHOM 6011 [06aBNSAKOTCA 3pUTENbHbIE HAPYLIEHUS B BUAE CHVDKEHUS
OCTPOTbl 3peHns, 6UTEMMNOPasIbHON FeMMAHOMNCUN N NEPBUYHON aTpoum AUCKOB
3pUTENbHbIX HEPBOB. 3puUTefibHble HapyLUEHWSA MpU cynpacensispHoM pocTe ony-
X0/ MOTYT MPUCYTCTBOBATb KaK MOJSIHOCTbIO, TaK M YacTUYHO (TOMOHUMHAas reMu-
aHorncus), uan BoBce OTCYTCTBOBATb B CUTY aHATOMUYeCKMX 0CO6eHHOCTen pacno-
NOXXEHUSA XMa3Mbl 3pUTebHbIX HEPBOB. CyLLLeCTBYET TPU BapuaHTa pacnosioXeHusi
XrMa3Mbl: MepegHU i NpyU KOPOTKUX 3PUTENbHbIX HEPBaxX U AJIVIHHbIX 3pUTENbHbIX
TpakTax, HOpMasibHbI MPY MPOMEXXYTOHYHOM PAacMofioXKeHUN U 3aiHWI, Korga 3pu-
Te/lbHble HepBbl «A/INHHbIe». [pn NepegHeM BapMaHTe 0MyX0sb pacrnpocTpaHseTcs
K3aAu 0T Xma3Mbl B MEXIpaKTyCHOM MPOMEXYTKe, a npu 3ajHeM — Knepeau B
Me>XHeBpanbHOM. Takne BapuMaHTbl PacnooXKeHUsa Xrua3mbl 4OCTaTOYHO pefKn, He
6onee 10% cnyuvaes (puc. 5.5).

Puc. 5.5. BapuaHTbl pacnosioXeHus Xxua3Mmbl 3pUTENIbHbIX HEPBOB; 0) NepefHWin BapuaHT; b) HOp-
MasibHblli BapuMaHT pacnofloXXeHWs XuasMmbl; C) 3aAHUIA BapuaHT pacnosioXeHus.

Mo Mepe yBenu4yeHUs cynpacesiIspHOM YacTm 0NyXosam NPOUCXO4NT NocTeneHHas
komnpeccusa 11 xenyaovka BNoTb A0 CAABMEHNA MEXOKETYA0YKOBbIX OTBEPCTUN U
NosiBNIEHUSA, 06bIYHO CUMMETPUYHON, ruapouedanm 60KOBbIX XenyaoyukoB. C 3Toro
MOMEHTa MOryT MOSABUTbLCA 3aCTOM Ha rNa3HOM AHe U TUNNYHbIE «TUAEPTEH3NOHHbIE»
»Kasio0bbl — XapakTepHas rosioBHas 60/b, TOLWWHOTA, pBOTa U Ap.

Mpun acMmMMeTpUYHOM cynpacennsspHoOM pacrnpocTpaHeHUM onyxoan B 3aBUCUMOC-
TN OT HaNpaB/IEHNSA ee pocTa BOZHUKAKT T€ UAN UHblE AONOAHNTENbHbIE CAMNTOMbI.

m PocT ageHoMbl Knepeawm oT cefsia MoXKeT CONnpoBOXAAaTbCA BO3HUKHOBEHMEM

BK/IMHNYECKOW KapTUHbI MOPaXXeHUs1 NO6HbIX Aonel (3mMouMoHanbHas n1abusb-
HOCTb, CHWXXEHMe MNaMATU, HapyLleHUS CHa, yXyAleHue WUAn OTCYTCTBUE
060HAHNA).
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Pasgen 5. AgeHombl innodusa

m PacnpocTpaHeHue 0nyXosu K3aanm 0T CMUHKN TYPeLLKOro cegsia U B/ANSIHUE ee
Ha CTBOJ1 MO3ra NposBAsAeTcsa AMUaHLUedasibHO-CTBOMOBLIMU CUMMITOMaMU (NosAB-
NleHne CMOHTaHHOr0 N HapyLleHMe 3KCNepnMeHTa/IbHOro HUCTarma i ap.).

m JlaTepasibHOe pacnpocTpaHeHue Onyxosin € KOMMpeccueil BUCOYHbIX [0NeN
MOXXeT MPOSABUTbLCA HEeAO0CTATOYHOCTbIO ras3ofBuratesibHbIX HEpPBOB, J10Kasb-
HblX O3 -NPU3HAKOB, acUMMETPUN pedpneKcoB, 060HATENIbHbLIX Tas/iloLnHa-
LW, aNnnencumn.

MH(pacennapHbIi pocT B CTOPOHY OCHOBHOM Ma3syXxu N BEPXHUX OTAEN0B HOCO- U
POTOrNOTKMN MNPOSABSAETCA YXKe MPU 3HaYNTEeNbHbIX pasmepax afeHOMbl rmnogusa
B BUAE HapyLUEeHW HOCOBOr0 AbIXaHUSA WUAW FN0TaHUA. XapaKTepHbIM CUMATOMOM
3TOro HanpaB/eHMS pocTa oNyxosin ABMSETCA HasasibHasa NMKBopes.

Mpwy peTpocennapHOM pocTe ONYX0aN ¢ AeCTPYKLUMEN KOCTel ckaTa MOryT nos-
BUTbCA 6y/ibbapHble HapyLLUEeHUS.

Mpn aHTeeennApHOM pacnpocTpaHeHUU OMNyXosu, B 3aBUCMMOCTM OT TOro, B
Kakoe aHaToMu4eckoe obpa3oBaHme OHa pacTeT:

¢ pelleTyaTtblii NA6BUPUHT — CMMMATOMAaTMKa YPe3BblHAHO CKYAHA,;

¢ 0pbuTy — passuBalTCA rpybble HapyLLUEHUS 3peHUs Ha CTOPOHe nopaxke-
HUA B BUZe 3K3ohTasibMa, HapyLweHUsa yHKLUU NPOXoAALMX B 04HOCTO-
POHHEM MeLLepucTOM CUHYCe YepenHbIX HEPBOB.

JaTepocenNsipHbIA pOCT aieHOMbI B MO/10CTh MELLEPUCTOro CMHYCa MOXET BbI3BaTb
HapyLeHNs MYyHKUUN rnasoasmratesibHbIX HepPBOB, 04HOCTOPOHHME ro/10BHble 6011,
XapaKTepHO CHUXKeHWE 3PeHNs Ha COOTBETCTBYOLW NI na3. MoxeT 6biTb cnesoTeve-
HVe, CBETO60A3Hb.

YuntbiBasg Med/lIeHHOe pas3BUTME CUMMTOMOB, CBA3aHHbIX C 3KCTpacenspHbIM
pPOCTOM OMYXO0/IN, a TakXe NX BapmabenbHOCTb, NauneHTbl MOTYT A/INTe/IbHOe BPeEMS
obpalaTbcsa K APYrUM crieyuasinctam, UTo MOXKeT NMPUBOAUTbL K MO3AHEN AMarHoc-
TUKe 3abonieBaHUsA. Hambosiee yacto 60/nbHbIE NlevaTca y ortasnbmosiora, cekcona-
Tosiora, ruMHekosiora, Hesponarvosiora. Cpeau OWMOBOYHBLIX ANArHO30B Y 60/1bHbIX
BCTpevalTCs paHHU KNMMaKC, MMMOTEHUWS, NepBuYHas aTtpodmsa 3pUTesbHOro
HepBa, peTpobybbapHbIi HEBPUT, XOPUOPETUHUT, ONTOXMA3MasIbHbIA apaxHOUAnT,
XPOHUYECKUA PUHUT, XPOHNYECKU 3TMONANT.

B0O3MOXXHbI cuTyaunm, Korga y 60/1bHOro pe3ko pa3BmMBaeTcs yxylleHue ocT-
pOTbl 3peHNs U/Mnun NoABMAAKTCA rnasofsuraTefnibHble HapyLeHUs B BUAe ABoe-
HUS, NT03a, N0ABNAETCA rosioBHas 60/1b ¢ AW 6e3 TOWHOTbLI U PBOThI. MNpUUYNHOA
MX CTAHOBUTCSA KPOBOU3MIUAHUE B OMYXO0/EBYI0 TKaHb (anonaekcus), 4To NpuBo-
OVUT K pe3KoMYy YBe/IMYEHUO pa3MepoB OMyXonum, MOXKeT MNPou30iTWN paspbiB ee
Kancy/sibl ¢ BHYTPMMO3roBbIM KPOBOM3/IMAHMEM. Yalle BCEro aTo NpPoOUCXOAUT Y
nponaktnHom (B 15-20%) Ha hoHe MeLMKAMEHTO3HOr0 SleYeHUs, HO MOXKeT pas-
BMBATbLCA W cpeau APYrux BUAOB afeHoM runodusa. B nogobHbIX cnyyaax Heob-
X0AVMa CPOYHAas KOHCY/bTaLUsa HEMPOXMPYPra ¢ peLleHeM BoMNpoca o0 Lesecoob-
pa3HoCTK onepauun B 3aBUCMMOCTU OT THAXKECTU COCTOAHUA nauueHTa. OfHaKo
nojasnswLLas YacTb KPOBOU3NUSAHUM B 0NYX0Nb rmnogmsa NpoxoanT mMasno- Uim
6eccCMMMTOMHO.

AwnarHoctuka

JwnarHoctka afeHoM rmnogmsa — KOMMIeKCHasi 3agava, Tpebytolas yuactums pas-
HbIX CMeLManncToB.
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SHAOKPUHHAA XUpPYyprus

Mpn Nofo3peHnn Ha rmnepceKpeLmio Toro UaM MHOro ropMoHa rnpoBoAAT AMarHoc-
TUKY rOpMOHasIbHOro (hoHa, BbIMOIHAKT Harpy304Hble NPo6bl, NO3BOASAIOLME BbISBUTD
Te WM WHble HapyLleHWs runoTanamo-rmnomnsapHoi cnuctemMbl U nepudepmnyeckmnx
3HAOKPUHHbIX enes. MNpeacTaBnieHne 0 FTOPMOHaSIbHOM aKTUBHOCTU ONYXO0/N BAUSET
Ha AnddepeHUVanbHYO ANArHOCTMKY U Ha BblI6op MeToda nedveHus. Mo gnHamuke
M3MEHEHWUSA KOHLEHTpaLUmM ropMoHOB A0 M Moc/ie JIeYEHUSA MOXKHO CYAUTb 0 pajnKasb-
HOCTW onepauumn nin apdPeKTUBHOCTY 06/1yHEHUSA, YYBCTBUTE/IbHOCTU OMYX0IN K NPO-
BOAMMOMY fleyeHno. OueHKa CTeneHn AUCHYHKUNU Mepnudepmnyeckmux aHA0KPUHHbBIX
>Kesie3 rno3BoJIfeT peLlaTb BOMPOCkl MOATOTOBKM 60/IbHOMO K NSIaHUPYEMOMY SIEYEHUIO U
06BbEKTMBHO CpaBHUBaTb 3PPEKTUBHOCTb M OC/IOXKHEHNSA Pa3/INYHbIX METOAOB.

MoMnMO ropMoHasbHbIX UccnefoBaHU ANS MOCTaAHOBKW AMarHosa Heobxogmma
Tonuyeckas AuMarHoctTMmka afeHoMbl C UCMNOJ/1Ib30BaHMEM JIy4YeBbIX MeTo40B — 60KO-
BOV KpaHuorpacguu, KT n MPT rosioBHOro mosra.

Ocob6eHHOCTHU ANarHOCTUKMN NpoOJIaKTUHOM

Mpn Nogo3peHNN Ha FTMNEPNPOSIaKTUHEMMIO, MPOSABSAIOLLYIOCS, KaK 6bl/10 CKasa-
HO BblLle, pasNIMYHbIMN HapyLLUeHNUSAMU B MOSI0BOM U PenpoayKTUBHOWM cepe, onpe-
LensitoT KoHueHTpauyuio MNPJ1 B kpoBu. Ero ncxogHas KOHUEHTpaLUS yXXe B KaKol-To
CTerneHn MOXKeT CBMAETe/IbCTBOBATbL 0 TOW UMM MHOM NPUYMHe 3ab6oneBaHus. Tak, npu
HaIM4YnUM 0NyXosIn B XMasmasbHO-CeNIAPHOA ob6nactn KoHueHTpaumsa MPJ1 06bI4HO
[oCTaTO4YHO BbiCOKas, KakK npaswuso, 6onee 4000 MEA/n. OgHako He pefKu cry4vau
NMpoakKTMHOM C 60/1ee HMU3KOM KoHUgHTpaumeli MPJ1 (nopsgka 2000 MEA/N — Kak
npaBwuso, B 3TUX CriydasX ANarHoCTUPYT MUKpoadeHoMy). MOHATHO, YTO OKOHYa-
TeNbHbIA AUarHo3 MOXXHO 6yAeT yCTaHOBUTb TO/IbKO MOC/e MaToMopdo0rnmyecKoro
nccnefoBaHUsA, TeM He MeHee, KOMMJ/IEKCHasa AMarHoCTUKa MOXKeT B 3HaYUTEeSIbHOMN
cTeneHW NOATBEPANTL 3TOT AMarHo3 Ha ctaaum obenefoBaHus.

Mpun KoHueHTpauuwn MPJ1 meHee 4000 MEA/N npnynHamun 3abonieBaHUA MOryT
6bITb HapylweHUA (yHKUMK runotanamyca npu Apyrux onyxonsax XxuasmasbHo-
CeNNSAPHON 06n1acTn (KpaHmoapmHrmoma, gepMongHas Kucta u ap.), rmnoTupeos,
npvemM f1eKapcTBEHHbIX MpenapaTos.

OfHaKo 04YeHb BbiCOKasa KoHUeHTpaumsa MNMPJ1 MoXeT BCTpevaTbCs U B OTCYTCTBUE
NPONaKTUHOMbI, MPU Ha/IM4YMK ABYX W 60s1ee NPOBOLUPYIOLWNX (DAKTOPOB, Bbi3bl-
BalOLWMUX rMNepnposiakTUHEMUNIO, Hanpumep, MNpuem seKapcTBEHHbIX MpenapaTos
npyv Ha/IM4MK MNOYEYHOM HefocTaTOYHOCTU M T.M. [locnie MoATBEPXAEHUSA runep-
NPoTaKTUHEMNN HEOBXOANUMO UCKAKYNTL (U3N0N0TNYECKME MAPUYUHBI FTUNEpPnpo-
aykuun MPJ1, Takue, KakK NOCNeACTBUA MeAULMHCKUX MaHUNynsaunii, coctossiHUe
nocsne (U3NYECKOM Harpysku, cHa, FUMOrIMKEMNU, PasINYHbIX NCUX0A0TNYECKUX
CTpeccoB, KOpMJlieHWe rpyabto 1 ap. MNMommMmo 3Toro HeobxoAmMo cobpaTb aHamMHes
Ha npegMeT rpueMa pasNyHbIX (apMakoaormMyecknx mnpenapatos, CrocoBHbIX
MoBbIlWaTb KOHLUEHTpaUU MNpofakTMHa U UCKNK4YUTL MNaTtosiornyeckme MpuYmnHebl
rmnepnponakTMHEMNN, He CBA3aHHble C MOPadKeHMEM TFunoTasiamo-rmnotn3apHoi
cucTeMbl (NEPBUYHBIA TMNOTUPEOD3, CUHAPOM MOAUKUCTO3HbIX SANYHUKOB, XPOHWU-
YECKMWI NpocTaTuUT, MoYvevyHas M neyeHoUHas HeAOCTATOYHOCTb, ANCHYHKLUS KOpbl
HaAMno4YeyYHUKOB U Ap.).

OnpegeneHvie MOsIeKYNsipHOM reTeporeHHocTn MPJ1 meTogom renb-hunibTpaumm
NpoBOAAT NaumeHTam ¢ HETUMMYHOM KIAMHNYECKO KapTUHOWM, BbICOKOWM KOHLEeHTpa-
ument MPJ1 6e3 KNMHUYECKUX NPOSABAEHUIA TMNEPNPONAKTUHEMUN. Y TaKUX NalneH-
TOB B KpoBM npeobnagaeT (o 90%) chopma nposiakTUHA C BbICOKOW MOIEKY/ISAPHOM
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Pasgen 5. AgeHombl runodmsa

Maccoi — 100 K[, KOTOopblii He 06/1afaeT BblpaXKeHHO 6M0A0rMYEeCcKo aKTUBHOC-
Tbl0, B OT/IMHME OT BOSIbHbIX C K/1aCCUYECKUMU MPU3HaKaMn rMneprnpoaakTMHeMun-
YecKoro cMHapoma, Korga npeobnagatouwe opmoii ropmoHa okasbiBaetcsa MPJ1 ¢
MOJIEKYIAPHOI Maccoii 23 K[, v ropa3go 60s1ee Bblpa>XXeHHOM 610/10rMYeCcKor aKTUB-
HOCTbt0. MOBbILIEHME JO0IN MEHEe aKTUBHOWM BbICOKOMOIEKYNAPHOM dopmbl MPJ1 B
obuem nysne MMMYHOPEaKTUBHOIO rOpMOHa KPOBM M MOXKET JieXKaTb B OCHOBE «CUH-
ApoMa BbICOKOMOIEKYASAPHOro MPJ1» ¢ xapaKTepHOW A/11 HEro HETUMMNYHOMA K/INHWN-
YeCKOW KapTUHOM Ha (hoHe BbICOKOM KOHLLEHTpaLMm MMMYHOPEaKTUBHOIO ropMoHa.

MomMnMo 3TOro Heo6XoAMMO OUEHUTbL FUMOU3apHbI pe3epB A1 HasHauyeHus
(Npy HE06X0AMMOCTU) 3aMeCTUTE/IbHOW Tepanun FAKOKOPTUKOMAAMU WU TUPEO-
WMAHLIMU FOPMOHaMMU.

O6cnepoBaHne xvasmMasabHO-CENNSAPHOM 06/1acTM C MOMOLbIO 1y4YeBbIX METO-
[0B — CcrefyloWmni aTan AUarHoCTUKN afeHoM runodmsa, B 4acTHOCTU, Mposiak-
TUHOM. [lepBbIM U Hanbosiee [OCTYMHbIM MeTOL4OM ocTaeTcs 0630pHas 6okoBasd
peHTreHorpaua yepena. 3T0 CBA3aHO C TEM, YTO U3MEHEHNA KOCTHbIX CTPYKTYP

TYPeLKoro cegsia MOXXHO OBHapy>XuUTb
paHbLUe, HeXXenun onyxonb byaet ybeam-
TenbHO BMAHa Ha KT. Tak, nosiBfieHue
OBYXKOHTYPHOCTU AHA WU MOPO3HOCTU
CTPYKTYp TypeuKoro cegsia cyutawT
04HUM 13 Hanbosiee paHHUX NMPU3IHAKOB
afieHoMbl runodusa {puc. 5.6).
KpaHunorpacgusa no3sonser cygutb
0 CTereHW MopaeHUs KOCTeA OCHO-
BaHUA 4epena, COCTOAHUWU MNpuUaaTod-
HbIX Na3yx Hoca (Npyv Hann4Ynm oCcTPOro
BOCMaNNTesIbHOIO MpoLecca B BepxHe-
YesIICTHbLIX Masyxax TpaHCHas3aslbHYo
onepauyuto cnegyeT OT/IOKWUTbL [0 CTU-
Puc. 5.6. IByXKOHTYypHOe cegno Ho 6GOKOBOW XaHuna BoOCNa/INTE/IbHOTO npouecca)
peHTreHorpamme Yepena. {puc. 5.7).

Puc. 5.7. OgHoCTOpOHHEE 3aTeMHeHWe ralMopoBOi nasyxu (ralimopuT): A) KpaHuorpamma pfo
neyeHus; B) kpcumorpamma nocsie fieYeHus.
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DHAOKPUHHASA XNUpYyprus

MonyunTb n306paxkeHme TypeLKoro cefla MoOXXHO Tak>Ke ¢ MOMOLLLbI0 MoANMNOo3Nn-
LLMOHHOW ToMorpadum, NHEBMO-LMCTepHOTOMOr pamn. OgHako Npyv HaAnuYnMm MUK-
poafieHoMbl runogun3sa 3avyacTyto 60KoBas KpaHMorpaMmmMa HefocTaTouHO MHGopMa-
TUBHA U B HaCTOSILLLee BPEMSI OCHOBHbIMM METOAaMM1 Sly4eBOM AUArHOCTUKU afeHOM
runocgumnsa ctanim KT n MPT. Kaxabli MeTog MMeeT CBOWM MOKasaHus, npenmytiec-
TBa U HeOCTaTKW.

MPT ob6nagaeT 6onbLUel paspeluaroLlein crnocobHOCTbIO, YTO MO3BOMISAET YBUAETD
MWUKPOaJeHOMbl ANAMETPOM BCEF0 HECKO/IbKO MWUINMMETPOB (KOCBEHHbIM MpU3Ha-
KOM Ha/nyms MUKPoafeHOMbl MOXET C/AY>XWUTb CMelleHue cTebns runogmsa Ha
(ppoHTaNIbHbIX CHUMKaxX B CTOPOHY, MPOTMBOMOIOXHY PacrnosioXKEHUIO OrMyxXosin).
K pononHutenbHbIM npenmyuiecteam MPT 0THOCUTCA OTCYTCTBUE apTed)akToB OT
KOCTHbIX CTPYKTYP U Sly4eBOM HArpy3Ku, UMeeTcs BO3MOXXHOCTb No/y4HeHUs nlobpa-
YXEHUSA B carnTTasibHOM NI0CKOCTU. B COMHUTENbHbIX cay4dasx (Mpy ageHoMaTo3HOM
rmnepnnasnun, HEKPOTUYECKN U3MEHEHHbIX OMYXO/IAX, MYJIbTUMOKaIbHbIX afeHo-
Max) NPUMeHSAIT KoHTpacTHoe MPT ¢ npenapaTtamu ragoninHua. OH Hakan/anBaeTcs
B TKaHU rmnogmsa bbicTpee, HEXXENM B ONYX0/IN, YTO NO3BOJISET BbIABUTbL afeHOMY,
Hepas/IM4YNUMY0 C MOMOLLbI APYTMX METOA0B B BUAE 30HbI MOHUXKEHHOM MAOTHOCTW.
OhekTMBHOCTL MeToga npesbiwaeT 90% (puc. 5.8,5.9).

Puc. 5.8. MarHnTHo-pe3oHaHCcHasa Tomorpadusa nauneHTa ¢ MUKPOKOPTUKOTPONUHOMON 6e3 KOH-
TPacTHOrO yCuneHus.

Puc, 5.9. MarHMTHO-pe3oHOoHCHas ToMorpadusa TOro Xe nauyuMeHtTa C KOHTpacTupoBaHueMm npena-
paTtom rafonuHus.
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Pasgen 5. AgeHombl runodusa

KT mcnonb3yT He TO/IbKO AN MNepBUYHON AMArHOCTUKMW OMyXosie runogusa,
HO N ANa HabnwaeHUs 3a AUHAMWUKOM OMYX0Q1eBOro npouecca U pasMepoB afgeHoOM
B pesynbrare siedeHus. Vcnonb3oBaHne faHHbIX KT npy gnHammnyeckmnx Habnwge-
HUAX B cCOMETAHUN C TOPMOHa/IbHbIMW UCCNEA0BAHNSAMU AaeT YPe3BblHaHO LLeHHY0
MHgopmaynio 06 3hheKTUBHOCTN Tepanun N genaet NPorHo3 TedeHUs 3aboseBaHns
6onee HageXHbIM. K HegocTaTKaM MeTofa OTHOCATCS /lydeBasi Harpyska Ha Bpaya 1
nauneHTa npu ero nposeaeHNN. Paspewlatowiasa cnocobHOCThL annapaTtoB TakXXe Bn-
SeT Ha KavyecTBO AMArHOCTMKU, W 0N HEBbISABAEHHbLIX MUKPOaAEeHOM, N0 AaHHbIM
nnTepaTtypbl, MOXeT KonebaTbest oT 10 go 35%.

Mpy NOAO3PEHMNAX WUAM MOMAYHEHUU MNOATBEPXKAEHUS MPU NYYEBbLIX McCnefoBa-
HUAX 3KCTPAcCesI/IAPHOro pocta onyxonm runomsa HeobxogMm OCMOTP Helpood-
TanbMosiora 4N OLEHKW COCTOSAHWUA [N1a3HOro AHa, OCTPOTbl 3peHus, NpoBefeHUs
nepumeTpuu FonbamaHa.

OCOo6EHHOCTM ANArHOCTUKN coMaToTponnHOM

JlabopaTopHas AunarHocTMka COMaTOTPOMUHOM BK/OYaeT onpefesieHne KOH-
ueHTpauynm CTI n VPP-1, namepeHme konebaHuini KoHueHTpaumm CTI B TeyeHue
AByx4dacosoro OI'TT ¢ 75r rnwoKo3bl.[1pn akpomeranmu BbIABAAIOT MOBbILLIEHNE
KoHueHTpauun CTI Ha ¢doHe O TT n N®P-1, npuyem nocnegHnii Mapkep cumMtaloT
60s1€e TOUHbIM. NDP-1 He NofBep>KeH 3HAYUTENbHbLIM CYTOYHbIM KosiebaHmnamM 6naro-
Japsa ANUTenbHOMY Nepuogy Moy>KU3HU U oTpakaeT cpefHee cofepyxkaHue CTI 3a
npegLwecTeyoLWnii AeHb. OCO6EHHO BaXKHO, UYTO Aake He3HauMTes/IbHOE MOBbILLEHWE
KOHUeHTpauun CTI MoXeT NpMBOANTL K 3HAYUTENIbHOMY MOBbLILLIEHUIO CoAep>KaHuA
N®P-1 B KpoBn. OfgHako cnefyet NOMHUTL, YTO KOHUeHTpauna N®P-1 3aBucuTt ot
BO3pacTa 1 Xapakrtepa nuTaHus.

OpuvieHTMpoBaTbCA Ha rnosbliWweHne cogep>kaHnsa CTI B nocTaHOBKe AguarHosa He
cnepyeT, NOCKOMbKY 6a3anbHas ero KoHueHTpauua y 30-50% MoxkeT 6bITb He3Ha-
YMTESIbHO MOBbILWEHA, & Moyt Yy 17% 60NbHbIX MOXKET 6bITb B Mpegesnax HopMbl.
Kpome TOro, KoHueHTpaumsa CTI noaBep>KeHa 3HauUUTeNbHbIM KonebaHUsaM B Teue-
HVe CYTOK, MO3TOMY AN ee onpefeneHUss KpoBb crieayeT 6paTb yacTo (Kaxable 10-
20 MUVH B TedyeHMe 24 4), 4TO AOBOJILHO NMPo6aeMaTUYHO U, KakK NpaBuio, HeAO0CTYMHO
B PYTUHHOI NpakTuke. KpomMe Toro, psifi COCTOSSHUIA Unun 3a60s1eBaHMn MOXET COnpo-
BOXKAATbCA MOBbILLEHNEM KOHLUeHTpauun CTI HaTowak: cTpecc, 60/b, caxapHblii
AnabeT Ha MHCYIMHOTepanumn, XpoHuU4veckasa noyevyHas HegoCTaToOuHOCTb U Ap.

Takum 06pa3om, B oT/iMumMe OT KoHueHTpaumm CTI, ogHOKpaTHoe onpeaeneHune
KoHUeHTpauum NPP-1 MoXXHO ¢ 60/bLUEA AOCTOBEPHOCTLIO MCMO/b30BaTh A And-
hepeHUMaNbHOM ANArHOCTUKM UL, C HOPMasibHOM W MaTosIorM4veckoi cekpeuuen
CTI. Tpu 3TOM HY>XHO Yy4uUTbiBaTb B3aMMHO norapyMMmyecknii xapaktep CBA3U
Mexxay KoHueHTpaumeii CTI n M®OP-1, a Tak)Xe 3aBUCUMOCTb KOHLeHTpauun NoP-1
0T Nosia, Bo3pacTa, Xxapakrtepa NUTaHns N Hannu4mns TsHKenbiX 3aboneBaHni NeyeHn.

K anarHocTmyecknm TecTaM OTHOCUTCS onpeaeneHue cogep>kaHmsa CTI B HOYHOM
WM CYTOYHOM MoYe. [laHHbIli NoKasaTeNb CUIbHO 3aBUCUT OT KOHUeHTpauuu u CTI
n NOP-1 B KpoBu.

KpuTtepuu gnarHosa akpomeranmm

m basanbHada KoHueHTpauua CTI >0,4 Hr/mA,

m [oBblWeHVEe KOHUeHTpauun PP-1 no 0THOLEHMIO K MOy U BO3PacTy naumeHTa.

® MuHuManbHasa KoHueHTpauma CTI Ha doHe O TT >1 Hr/mn (2,7 MEA/N).

m CpefHsAs UHTerpmpoBaHHas KoHueHTpauua CTI 3a cyTkn >2,5 Hr/mn.
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Tak >Xe KaK 1 NpyY MaKpornposiakTUHOMAax, K OCHOBHbIM PEHTreHorpajuyecknm
npM3HaKamMm coMaTOTPOMMHOMbI OTHOCATCS YBE/IMUEHWE pa3MepoB TypeLKoro ceana,
€ro ABYXKOHTYPHOCTb, JIOKa/IbHbI MW TOTasIbHbI/A 0CTEONOPO3 CTEHOK WU/U/N CMNH-
KW cefna, ee NOKaslbHOE UCTOHYEHWE, UCTOHYEHME NepefHUX N 3afHUX KITMHOBUAHbIX
OTPOCTKOB, HEPOBHOCTU y4acTKa BHYTPEHHEr0 KOHTYpa KOCTHOM CTEHKN TypeuKoro
cefna. YTosLEeHWe KocTeli Yepena, 3HA0KPaHWo3, BbipaXKeHHas NHeBMaTU3aLLMA Koc-
Tel NMUEeBOro Yepena v NMpamMng BUCOYHbIX KOCTel, rmnepTpodnyeckunin ocTeonopos
KOCTel yepena — XapaKTepHble KpaHuorpaguyeckme npusHakyu coMaToOTPOMUHOM.
PeHTreHorpagu1si No3BOHOYHMKA, KUCTEM M CTOM NO3BOJISET BbISIBUTb UX OCTEOMOPO3
(puc. 5.10, 5.11, 5.12).

Puc. 5,10. 'mnepnHeBmaTn3ounss no6HON nasy- Puc. 5.11. NIcTOHYeHNe CNUHKW Typeukoro
XW. cefna n nepefHnx KANHOBUAHbIX OTPOCTKOB.

K peHTreHorpadunyeckumMm npmsHakam
aKpoMerasimmn Tak>xe OTHOCUTCA YBesn-
YeHWe TONLWUHBLI MATKUX TKaHel CTonbl
6narogaps yTO/ILWLEHUIO COeAUHUTENbHO-
TKaHHbIX MeperopofoK M paclwmpeHunto
XKNPOBbIX MPOC/I0EK. ITOT noKasartesib
CUNIbHO CBfI3aH C KOHUeHTpauuen CTI
B KpoBW. B oT/An4yuve 0T 340pOBbIX /UL,
JaHHbI nokasaTtesib NPU akpomeranaum
He 3aBMCUT OT Maccbl Tesa, Bo3pacTta u
ANVUTeNbHOCTU 3a60/1€BaHMA; B HOpME OH
[ONKeH 6bITb He 6onee 20 MM Y YKEHLLWH
M 21 MM Y MY>XXYUH.

MpoeegeHHasa KT nnn MPT no3sonsa-
eT 6osiee geTasibHO BbISABUTbH pa3mMepbl U
CTereHb pacnpocTpaHeHMsd comMaToTpo-
nuHom. llonynauma KNeTtok, Npoayuu-
pyowmnx CTI, HaxoguTca NpenMyLLecTBEHHO B flaTepalibHbIX 0TAenax afeHoruno-
dm3a; 3T0 MeCTO — «n3N11061EeHHOE» A1 COMATOTPONMHOM. COMaTOTPONMHOMbI HYacTo
pocTuratoT 60/bLLINX Pa3MepoB M PacnpocTpPaHATCA B OCHOBHOM /1aTepo- U UHpa-
cennapHo v nuwb B 20% criydaeB X AMArHOCTUPYIOT Ha aTane MUKpoaZeHOMbI.

Puc. 5.12. TunepnHeBmaTunsouma nasyxu Kau-
HOBWAHOW KOCTW.
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Mpn Hannuunu nNpuU3HaKoB aKpoMerasiuu, OTCYTCTBUM [aHHbIX 3a afeHOMY
Ha MPT n Hannuun o6bemMHoro o6pasoBaHnsA B rpyaHOM UM GPHOLWLHOM NOM0CTHU
MOXXHO 3ano0f03puUTb aKToNU4yeckyto npogykunio CTI. Ona Bepudmkauuu onpe-
[enaT KOHLUEHTpauuio comaTonmbeprHa B CbIBOPOTKE — MNPU 3KTOMUYECKOMN
cekpeuuun CTI oHa npesbiwaet 300 nr/mn, Torga Kak BO BCeX OCTaslbHbIX C/Yy-
Yyaax, BK/KOYAA M ero rmnotasiaMuyeckyto rmneprnpoaykLumnio, KoOHUeHTpaunsa He
npesbiwaeT 50 nr/mn. TakxXe, NPy OTCYTCTBUN NPU3HAKOB ajeHOMbl rmnomsa Ha
MPT, BO3MOXXHO namepeHue cogep>xaHnsa CTI B KPOBW, OTTEKAKLW ;e U3 HUXKHUX
neLwepmncTbiX CUMHYCOB. DTOT METOA Nydlle coyeTaTb C BHYTPUBEHHbLIM BBeAeHUEM
comaTtonmbepuHa.

[MOMMMO OCHOBHbIX METOL0B AMATHOCTMKW COMATOTPOMMHOM MPOBOAATCA L0MON-
HUTE/NbHbIE UCCNeLOBaHUA: ONpefensanT KoHueHTpauuto TTE m ceBobogHoro T4 B
KPOBM, KOPTM30/1a B CyTOYHOM MOYe, BbIMOMHAT Y3 opraHoB Masioro Tasa, peHTre-
Horpadmo opraHoB rpygHoii knetku, 9KI, 3XO-KIT, KonoHocKonuto.

OCo6EeHHOCTU ANArHOCTUKN KOPTUKOTPOMUHOM

Mocne cbopa aHamMHe3a M oCMOTpa MauueHTa ¢ NOA03PEeHUEM Ha rMnepKopTU-
LM3M, a TaKXe UCK/TIYeHUS 3K30reHHOro Bo34eNCTBMSA opasibHbIX, NapeHTepasb-
HbIX, MHTFa/TALNOHHbIX UM MEeCTHbIX (h0pPM KOPTUKOCTEpoMaoB, He06XoANMMO Npo-
BECTWN Cepuio TecToB A5 ero (rMnepkopTuymnsma) NoaTBEPXKAEHUSA, a TakXKe Ans
AngdhepeHLMPOBKM 04HOI0 BUAa OT Apyroro. Ecnv npm nogo3peHnn Ha rmnepkKop-
TULM3M pe3y/ibTaTbl TECTOB OKaXyTCA HOpMasibHbIMW, HEO6X0AMMO MOBTOPUTH
MX yepe3 HeKoTopoe BpeMs. B uenom npobnema gnarHOCTUKN TMAEPKOPTULU3IMA
MOSTHOCTbIO He pelleHa, TEM He MeHee CyLLIeCTBYIOT CEPUM TECTOB, CMOCOOHBLIX C
[0OCTATOYHO BbICOKOM BEPOATHOCTbIO MOCTaBUTb AMArHo3 runepkopTvuusMa u
yKasaTb ero qopmy.

Hawnb6onee pacnpocTpaHeHHbIN Ha CerogHAWHNA AeHb TeCT A/ NOATBEPXKAEHUS
AnarHosa rurnepkopTmumM3amMa — onpegeneHne KoOHUeHTpaLuum cBobogHOro Koptmsona
B Mo4e, CO6paHHOI 3a CyTKW. DTOT TeCT AaeT NpeAcTaB/ieHMe 0 CYyTOUHOM 3KCKpeuumn
cBOOOAHOr0 KOPTM30/1a, KOTOPbIA LMPKY/MPYeT BO BPEMSA 3TOro nepuoja B KPOBW.
M3-3a NOCTOSAHHbIX KOMiebaHMi KOHLUEHTPaLUM KopTM3o/a (ecnu pesysbTaT NepBoro
TecTa COOTBETCTBYET HOPME, HO K/IMHUYECKasaA KapTuHa — FMnepKopTuLn3my), cne-
AyeT cobmpaTtb A0 Tpex npob cyTo4yHo Mouun. Ecnm npm TpexkpaTHOM cbope Moun
KOHLlEHTpaumMa KopTu3o/a ocTaeTCcsd HOpMasibHOW, TO BEPOATHOCTb 3HAOFEHHOro
rmnepkopTUUmM3Ma oYeHb HU3Ka, NPU YCA0BUN, YTO He HapylleHa (PyHKLUUA MOYeK,
NS Yero Heo6XxoANMMO U3MepPUThb COAEPXKaHMe KpeaTuHUHa B Move. Ecnn rnomepynsp-
Has hunbTpaumns meHee 30 MA/MUH, SKCKpPeLUs KOPTM30/1a C MOYOM CHUDKEHA, U OH
MOXXET ObITb HOPMasibHbIM, HECMOTPSA Ha ero (KopTm3ona) n3bbITOYHYIO NPOAYKLMIO.
Y peTeil nokasaTesb 3KCKpeLun KopTm3ona ¢ MOYOA HEOOX0AMMO CKOPPEKTUPOBATb
no chopmyrie:

naowaib NoBepxHocTn Tenal/l, 72 m™
Mpu oLeHKe KOHLLeHTpaun cBO60AHOI0 KOPTM30/1a B CYyTOUHOM MOoYe HEOHXO0AMMO
NPUHMMaTb BO BHUMaHME, YTO aTUMUYHble KJIMHUYECKME MPOosBeHNA (YMEPEHHbIN

rMNepKoOpPTULM3M, BO/THOOGPA3HbI TMMepKOPTULN3M, CYOKNMHUYECKNI TunepKop-
TULU3M) WU (OPMbl (PYHKLIMOHAMILHOTO FUnepkopTuumuama (Aenpeccusi, asikoro-
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N13Mm), a TakKe 6epeMeHHOCTb 3aTPYAHST MHTepnpeTauuio pesysbTaTtos, No3TOMY
NPUMEHSIOT Apyrue TecTbl NS Bepudurkaumm guarHosa: Manyto npoby c gekcameTa-
30HOM UM onpejeneHne KOHLUEeHTpaLunum KopTmnsona B CAoHe.

MpoBegeHne mManoli Npobbl ¢ AeKcamMeTa3oHOM M03BONSET NOATBEPAUTbL Hanmuue
rmnepkopTULM3Ma. 3To NPOCTol N HefopPOroi TeCT, YTO YA06HO ANs aMbynaTopHbIX
nauwveHToB. Nocne nprvema HakaHyHe Be4yepoMm 1 Mr gekcametasoHa mexxay 23:00 m
24:00 Ha cnegytoulee yTpom mexay 08:00 n 09:00 npoBoaAaT 3a6op KpoBW ANnsi onpe-
JeneHnsa KoHueHTpauun KopTmsona. B Hopme Ha3HadeHMe gekcameTasoHa npuBoanT
K NoJaBfieHUI0 CEKPeLmn KopTu3ona 6osiee Yem B 2 pa3a UM CHUXKEHUIO ero KOH-
ueHTpaumn Hwxe 50 HMonb/n. Cofep>kaHue KOpTU30/1a B CbIBOPOTKE KPOBU HWXKE
50 HMO/b/N NCKAOYAET HaIMYMe aKTUBHOMO FTMNEPKOPTULLM3MA B 3TOT MPOMEXYTOK
BpemeHW. Mpu 3TOM Heo6Xo4MMO NMOMHWUTL, YTO BO3MOXHO UCKaXKeHWNe pe3y/ibTaToB
TecTa Npu TaKuX COCTOSAHUAX, KaK NMOHMXKEHHOEe BCacblBaHMe AeKcameTas3oHa, npu
npueme fieKapcTs, YCKOPAKLWUX MeTaboiM3m gekcaMmeTasoHa B neveHn (6apbutypa-
Tbl, (PEHUTOUH, KapbamasenuH, pudamMnuuuH, mMeripodbamar, aMUHOIIIOTETUMUL®,
MEeTaKBa/I0H®), yBe/IMYEHME KOHUEHTpauum KOpTU30/1-CBA3bIBaOWNX 6e1KoB (Npuv
neyeHUU acTporeHamm wan 6epemMeHHOCTU) M MNCeBAO-KYLUWHIOUAHOM COCTOSAHUU
(aenpeccusa, anKoronmsm).

MOXXHO onpefennTb KOHLEHTPaLMo KOPTU30s1a B BEYEPHUX Npobax C/IOHbI.
KoHLUeHTpaLuma KopTmn3osia B C/IlOHe XOPOLLO KOPPEeNUpPYeT ¢ cogep>KaHnem cBobos-
HOF0 KOpPTU30Ma B njla3me, He 3aBUCUT OT CKOPOCTU CAOHOOTAENEHUSA 1 ocTaeTcs
CTabuUNbHOM NpW KOMHAaTHOM TemnepaType B TedeHUe Hefenn. DTOT MeTog npocT
B MCMOMb30BaHUWN, UMEET BbICOKY AMArHOCTUYECKY YYBCTBUTE/IbHOCTb U che-
undnyHoctb. Ero cregyet npumeHATb 0co6eHHO npuv obcniefoBaHUM MaLmMeHToB ¢
BOJTHOO6Pa3HbIM TMMeEPKOPTULN3MOM C MOBTOPAKLWLMMUCA BEYEPHUMU N3IMEPEHU-
AMN.

Mpn COMHUTENBHBLIX pe3ysbTaTax cepun TecToB (onpegesieHne KOHUeHTpauum
cB06OAHOr0 KOPTM30/1a B MOYE M B C/IIOHE, Masias npoba ¢ geKcamMeTa3oHOM) MOXHO
NCcNosb3oBaTh Apyrue uccriefoBaHUa (CKPUHWHIOBbIE TeCcTbl BTOPOW JIMHUN),
HanpaB/ieHHble Ha NOATBEPXAeHMEe runepkopTUuM3aMa U auddepeHLUPOBKN ero
OT MNCEBAO-KYLUMHIONAHOIO COCTOAHNSA, K TaKUM McCNeaoBaHUAM OTHOCUTCS onpe-
JeneHve CyTOHYHOro pUuTMa ceKpeLmn KopTn3sosia no ero KOHUeHTpauum B naasme n
npoBeAeHMe Masio NpPobbl ¢ AeKcaMeTa3oHOM B coudeTaHuUu co ctumynsayuneii KPI,
CyTb TecTa COCTOUT B TOM, UYTO NaLMUEHTbl C NCEBAO-KYLUIMHIOUAHbLIM paccTpolic-
TBOM MOCTOSAHHO MoABeprawTcsa XpoHu4deckon ctumynaumm KPIT n KOHUeHTpauus
KOpTM30/7a B OTBET NMpuem gekcameTasoHa Ha (poHe BBefeHNA KPIT n3BHe MeHseTcA
KpaliHe He3Ha4YNTEeNbHO.

OC06GEeHHOCTU ANATHOCTUKU TUPEOTPONUHOM

JunarHoctmka TMpeoTPoONMHOM OCHOBaHa Ha pe3ynbTaTtax n1abopaTopHbIX TeCTOB [y
nauneHToB 06HapPY>XMBaKT MOBbILLEHHOE NN HOpMasibHOe cogep>kaHume TTI B couve-
TaHUW C BbICOKOM KOHUEHTpaLumueli ropMOHOB LLUTOBUAHOM >Xenesbl (CBO60AHbIN T3,
CBO60AHbLIN T4) B KPOBU, a TaKXXe IyyYeBbIX AMarHOCTUYECKNX METOAO0B (XapaKTepHas
peHTreHoMornyeckass KapTuHa TypeLKoro cefsa, Halnuuve ornyxosan XmasmasibHo-
cennsipHoi o6nactu Ha KT unu MPT).

B CNOXHbIX AMArHOCTUYECKUX caiyvasx, Npu CTepTO CMMNTOMATUKE U HEBbI-
COKOW 6a3asibHO KOHUEHTpauuu ropMOoHOB MPOBOAAT (PYHKLMOHAas/IbHbie MNpPOo6bI
C TUPEOTPONUH-PUAU3UNHT-TOPMOHOM (TPI, Npy TUPEOTPONUHOME, KakK Mnpasusio,
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cogep>xaHue TTI B oTBeT Ha BBefeHUe TPIM He nsmeHsieTcs). Takxke NpoBogAT rnpoby
c BBegeHnemM T3 1 T4 — y 60/1bHbIX C TUPEOTPOMNMHOMOW KOHUeHTpauua TTI B oTBeT
Ha BBefeHue T3 nnu T4 He cHUXKaeTcA. PAg aBTopoB peKOMEHAYIOT N3MEPATL coaep-
YXaHne a-cyobeANHULbI, NOBbILLEHWE KOHLLEHTPaL UM KOTopo onpegensetcsay 60%
nayMeHToB C TUPEOTPONMHOMaMMN.

OcobeHHOCTH ANarHOCTUKM ToOpMOHa/lbHO-HEaKTUBHbIX onyxone|7| FI/II'IOd)I/I3a

Mpn ropMoHasibHO HEaKTUBHbLIX OMYXO/IAX K/MHUYECKME MPOAB/IEHUA, KakK
npaswnao, BO3HMKAIT Ha CTaAuM 3KCTpacessIAPHOro pacnpocTpaHeHus. Nepsoin,
[0 3pUTENbHBIX N APYTUX HEBPONOrMYECKNX HapyLUeHUM, MOXKeT pa3BuUTbCcsa yme-
peHHaa rmMneprnposiakKTUHEMUSA C COOTBETCTBYOLWUMU KJIMHUYECKUMUY MpU3HaKa-
MW TUMNEPNPOaKTUHEMNYECKOr0 FUMNOroHagM3Ma: rasiakTopeen, onuro/ameHo-
peeii y XKeHLUMH U CeKCYyabHON ANCHYHKLMEN Y MYXKUUH (3TO MOXKET oKalaTbcs
MPUYNHON TUNEPANArHOCTUKN MPOSIaKTUHOM). B Mogo6HbIX cnydyasx NpoBOAAT
Harpys3ouHble Npo6bl.

Tak>xe BbINOMHAWT KpaHuorpadgwuio, KT n/mnn MPT, npoBogsAT KOHCyNbTauuun
HeWpoogTanbmosiora, 0TOHeBPOIOra, HeBposiora N Apyrux crneymanmcros.

OudbdepeHumanbHass gnarHocTuka

OuddepeHymanbHas gMarHocTUKa afeHoMm ¢ ApYrMMU COCTOSIHUSIMU, Bbl3blBa-
OWMUMU TUNEePNPOAYKLUI0 TPOMHbLIX FTOPMOHOB TFMMO(M3a, YacTUUYHO U3MOXKeHa B
pasfene «aMarHocTukar». B gaHHOM paszesie nepeuncsieHbl OCHOBHbIE COCTOSIHUS, NP
KOTOPbIX MOBbILLIEHA BbIpaboTKa TEX U/IN UHbIX FTOPMOHOB, a TaKXXe AntdepeHLUarb-
Has gMarHocTMKa HeaKTUBHbIX Onyxosei runogusa.

OndpdhepeHunanbHas guarHoctvka nposiakTUHOM

WcecnepoBaHue xvasMasibHO-CENAAPHONM 061acT NyyYeBbIMU MeToAamMn B COBO-
KYNHOCTW ¢ onpedenieHneM KoHueHTpayum MNMPJ1 no3BoNseT ¢ 4ocTaToOuHOM cTene-
Hbl0 BEPOATHOCTU anddepeHUMpoBaTb NPUPOLY ONYX0s1eBOro obpasoBaHusa (npu
ero Hanmunu). Hanuuduve onyxonun runogusa Ha oHe BbICOKOW KOHLEHTpauum
MPA (Bbiwe 4000 MEL/N) B coyeTaHMU C XapaKTEPHOW K/IMHWUYECKOW KapTUHON
Nno3BosiIAeT MNpPefnosioKNTL MPonakTMHOMY. B cnyvyae ymMepeHHOro nosblleHUA
KOHUeHTpauun MPJ1 n Hannuma obpasoBaHUSA B XxmMa3maslbHO-CEMNAPHON obnac-
TV, 0CO6EHHO NpK 60NbLUMX ee pa3Mepax (MakpoajeHoMa), cynpacennspHoOM pac-
NOSIOXKEHMMN, MOXHO 3an0A03pUTb APYTYH NpUpoAYy OMYyXOoan: KpaHUopapuHrn-
OMY, HEAKTUBHYIO 0MNyX0/b rmnodusa, MHTPaceNNApHYI0 MEHUHIMOMY, ONYyX0/lb
rmnoTanamyca, raMomy, repMMHOMY, MeTacTas, apTepuMOBEHO3HbI MOPOK U Ap.
MaTtonornyeckue npoLecchl, Bbi3blBaeMble MOLOOHBIMN 06bEMHBIMW 06pa3oBaHn-
AMUW B XMa3MabHO-CeMApPHOM 06nacTu, NPUBOAAT K CUMHAPOMY KOMMPeccuu nam
rnepepesKu HOXKK runogusa. MofobHbIN 3hheKT MOXKeT pa3BUTLCA U NPU HaNU-
YUK BOCMAIMTENbHbIX MPOLLECCOB B XMa3MasibHOW obnactu (rmctuoumnTos, Tybep-
Ky/ie3, capKkompaos), a Takxxe nNpu «nyctoMm» Typeukom cegse. Cnefyet NOMHUTD,
4TO KOHUeHTpauua MPJT MmoXXeT nosbllWAaTbCad M NpU ageHoMmax runogusa npu
OOCTVMXKEHUN VMW pa3Mepa MaKpoafeHOM, a TakXe Npu HaJIMunm CMellaHHbIX
thopm onyxonei runoguaa.

Mpn oTCYTCTBUN 06bEMHOr0 06pa3oBaHUA B XMasMaslbHO-CENIAPHON o6nacTu
HeobX0AMMO UCK/IUNTL TaKmMe COCTOSHUS, KaK MepBUYHbIA TMNOTUPEO3, CUHAPOM
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MY TVK/CTCBHL X AVMHH/KOB 1 XpoHMYeckume 3abosieBaHUst OpraHoB Masioro Tasa, Xpo-
HUYECKUI NpocTaTUT, XPOHMUYECKasi NovyeyHas HeaoCcTaTouHOCTb, CMCTEMHas Kpac-
Hasa BoNYaHKa, LMppo3 rneyeHn, a TakxKe nauonatuyeckasa runeprnponaktmHeMusa v
3KTOMMYecKas cekpeLusa nponakTuHa.

AndepeHymansHas gnarHocTmka COMaToOTPOMNMHOM

Kak npasusio, B NoAaB/SAOLLIEM NPOLEHTE C/yvyaeB NPUYNHOA aKpomeraium cta-
HOBATCA COMATOTPOMMHOMBI. JKTonmyeckasa cekpeumsa CTI BcTpedaeTcs pegko u
MOXKET ObITb 3HAOKPaHWaAbHON (NPU 0MYX0/IN FI0TOYHOI0 U K/IMHOBUAHOMO CUHYCA)
M 3KCTpaKpaHuasbHoM (0Nyxosib NOAXKeNyA0HHOW Xesesbl, 0nyXosib IEFKNX, AUYHN-
KOB, afeHoKapLumMHoMma). MprUnHON aKkpoMeraanvyeckKnx U3MeHeHnm MoryT 6bITb ony-
X0Nnu, npoayuuvpylouime comatonméepuH. OHM MOTYT MMeTb KaK 3HAOKpaHuasibHoe
(ramapToma, raHrnMoumToma), Tak 1 aKCTpakpaHuanbHoe (KapumHoua Noa>xenynou-
HOI >Kenesbl, 0Myxo0J/lb OCTPOBKOB JlaHrepraHca, 6poHxoB, YXKT, MeNKoKNeTOYHbIN
pak nerkmx) rnpoucxoxxaeHue.

AKpomeranms mMoXeT 6bITb accouumpoBaHa C HacneACTBEHHbIMU CUHAPOMAaMW:
cuHagpom MakKbioHa-OnbpainTta, ceMeiiHOW akpomerasuven, cUHApPoOMOM KapHw,
M3H 1-ro Tuna. Ona nocnegHero, NOMUMO MPU3HAKOB akKpoMerasimm, XapakKTepHo
Ha/IMume ropMOHa/IbHO-aKTUBHbIX OMYyXO0Jsiel OKOOLWMTOBUAHbBIX YKesie3, 0OCTPOBKOB
noapKeslyouHOM XKenesbl, a Horga onyxonu nerkux. CemenHble criydanm akpomMera-
SN Tak>Ke MOryT yKasblBaTb Ha Ha/inume y nagmeHta cuHgpoma M3OH.

m CuHgpom MakKbloHa-Onbpailita xapakTepnsyetcad K/AMHUYECKOW KapTUHOMN
akpomeranmu, nNosIMOCTOTUYECKON (DUOPO3HOM Auchnniasveli, npexxaeBpemMeH-
HbIM TMO0JI0BbIM CO3peBaHWEM W CreundPuyecKUMM MNUTMEeHTHbIMW MNATHaMU
6,11eAHO-KOheliHOr 0 LBeTa.

MposBieHNs akpoMmeraanm Bo3MOXHbI Npu 60ne3Hu MNegkeTa, naxmaepmonepu-

0CTO3€e, rMnoTuUpeose.

m [pn 6onesHu [MemkeTa NPoOMCXOA4UT YTOJLWEHUE MPOKCMMAasbHbIX OTAES0B
ONVIHHBIX TpybuaTbiX KOCTel, WX AyroobpasHoe WCKPUB/IEHME, YBeNnYeHue
yepena Bpe3ynbTaTte yTO/ILLEHUS KOCTel cBoAa 1 ocHoBaHUs. OAHaKo B 0Tn4Ymne
0T aKpoMerasinm, y Takux 60/1bHbIX OTCYTCTBYIOT U3MEHEHUSA MATKUX TKaHEW,
HeT KpaHmorpagpuieckmx NpM3HaKkoB aleHOMbI, B KPOBW OnpeaensioT HopMasib-
HYH KOoHUeHTpauyuto CTT.

m [MaxmugepmorneprocTo3 — peaKoe ceMeriHoe 3abofieBaHue, XapakTepusyeTtcs
rpyobiMU YepTamm nua, yTosieHeM KOXXN U rnnepTporyecKon ocTeoapTpo-
natuen. B KpoBU Y 3TUX BOMbHbIX 00HAPY>XMBAKT HOPMasibHY KOHLUEHTpaLuio
CTrI (kak 6a3asibHylo, Tak 1 Npu npoBefeHNN PYHKLMOHAIbHbIX TECTOB), U MO
JaHHbIM 1y4YeBOl ANAarHOCTUKN He HaxoasaT NpM3HaKoB afeHoMbl runogusa.

m MNpy rmnoTMpeose BO3MOXHbI CXOAHbIE C aKpoMeranvei M3MEHeHUs1 4vepT
nvua, KoXku, rosioca. 3TOT AMArHO3 MOXHO MOCTaBUTb MPW coYeTaHUU Hop-
MasibHOM KoHUeHTpauum CTI B KPoBM Ha (POHE CHUMXKEHUS (PYHKUUK WUTO-
BUAHOI >Kenesbl.

BcTpeyaetca HesHauynTeslbHOE YUCA0 SUL, C BHELUHUMUW CXOA4HbIMU NpU3HaKamu

aKpoMeraainm Ha hoHe HOpMaslbHOM KOHUeHTpauun CTI. 3To COCTOSIHME Ha3biBalT
aKpomMeranonan3Mom U ie4eHUe He MpoBOaAT.

OndpepeHymanbHas gnarHoctTuka KOpTUKOTPONMUHOM

PaccmaTpuBaeTcsl B COOTBETCTBYIOLLE/ FNaBe PyKOBOACTBA.
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Pasgen 5. AgeHombl runodumsa

OndppepeHymanbHas guarHoctTuka ropMoHasibHO-HEAKTUBHbIX OMyXonei runodgusa

B nepBylo oyepedb OHa MMEET 3HayYeHWe MpPU MNOJO3PEHUN HA MNPOSAKTUHOMY.
Hanuuune ymepeHHOM rmnepnponakTMHEMUN C BEPOATHOCTLIO 70-80% cBuaeTesnbC-
TBYeT B N0J1b3y FOPMOHa/IbHO-HEAKTUBHOWM afjeHOMbI.

Momnmo aToro, AngepeHuNanbHY ANAarHOCTUKY HY>XXHO NPOBOAUTbL C KpaHU-
ohapuHrmoMamm, MYKOUAHbIMW KUCTaMU, MEeHWHrMoMamm, pakoMm (MepBUYHBLIM
UM MetactaTuyeckum), numdpomMamu, repMmMHaTUBHO-KNETOYHBIMU OMYXONAMU,
rMraHTCKUMN aHeBpM3MaMu rnepegHUX 0TAEN0B BUMTN3MNEBONO Kpyra. bosblLnHCTBO
3TUX 06pa3oBaHUin UMEIKOT CBOM peHTreHosnoruvyeckme n MPT npu3Haku, HEKOTOpble
N3 HUX MOXXHO 3anofo3puTb N0 KJMHMKO-/1abopaTopHbIM NpU3Hakam nam rnpm nomo-
LM CTEPEeOTaKCMYECKOW NN OTKPbLITOA BMONCUM oNyxonu ¢ nocreayowmnm onpege-
NeHneM TaKTUKWN Nie4eHUss HOBOO6pa3oBaHMUS.

Taknm o6pa3oMm, gnddepeHLanbHY ANarHoCTUKY afeHoM rmnogunsa Heobxo-
AVNMO MPOBOAUTL C MHOXXECTBOM ApYrunx 3aboneBaHnii n cocTossHWA. icnonb3oBaHue
BCEX AMArHOCTUYECKMX MeTOAWK MO03BOJIAeT YCTAHOBUTb AMArHo3 Toro Uau WUHOro
BMAa afeHoMbl rmnoursa B nogasnstoLlieM 60/1bLLNHCTBE CNyYaes.

JleyeHune

K OCHOBHbIM MeTOAaM Jied4eHnda aaeHom r|/|no¢w|3a OTHOCATCA XUpyprmyeckoe
yhasnieHve onyxosin, iyyesasd U MegMKamMeHTO3Hada Tepanma. AJITOPUTM JfiedeHUsa npu
TON AN NHOWN afieHomMe FI/II'IOd)I/ISa CBOW, KakK u nocsieaoBatesibHOCTb NMPUMEHAEMbIX
npun neyeHnm MmeToaos.

NleyeHne nponakTMHoOM

Llenb neyeHnsa npu nponakTMHomMax — HopManmsauusa KoHueHTpauuwu TPJ1 B
KpPOBW, BOCCTAHOBMEHME (HEPTUNLHOCTU, YMEHbLUEHNE Pa3MEPOB afeHOMbl, cTabu-
nusaunsa pocta Nn6o yganeHme onyxonu, nogasneHune ranakTopen, HopMaansayms
MEHCTPYasibHOr0 UMKAa, ycTpaHeHme CoCYANCTbIX, SIHAOKPUHHO-00MEHHbIX U 3MOLLU-
OHa/1IbHO-NTIMYHOCTHbIX HapYLLUEeHWA.

B oTniMumne oT ocTasibHbIX BMAOB afeHOM rnnodusa, rnpu neYyeHnmn rnposiakTUuHOM
B Ka4yecTBe MnepsBoHayasibHOro M 0CHOBHOI0 MeToAa SleHeHUs NPUMEHAIOT MeANKaMeH-
TO3HYI0 Tepanuio, 3aTem B c/iyvyae HeapMEKTUBHOCTN — XNUPYPIrnYecKoe SieHeHne N B
rnocnefHIo oyepenb /1yveBoe.

MegnkameHTO3HaaA Tepanusa MNPOSIAKTMHOM BKJ/IlOYAeT Has3HayeHue aroHuc-
ToB JohamumHa. Mo CTpPYKType npenapartbl MOXXHO pa3feninTb Ha [Be OCHOBHbIe
rpynnbl: ankanoubl CrnopbiHbWN (3ProSINHOBbLIE) U Mpenapartbl, He OTHOcALWMecH
K NMPOMN3BOAHbIM a/ikasiongoB CropbiHbW (HE3Pro/iInHOBbIE). K MepBbiM OTHOCATCA
Takue npenapaTbl, KaK 6POMOKPUNTUH (abepruH*) n KabeprosMH (LOCTUHEKC®).
Ko BTOpbIM — XuHaronug (Hopnponak*). MexaHuU3M AeNCTBUS 3TUX NpenapaToB
OCHOBaH Ha aKTMBauuu creynpuyeckux peLenTopoB K godaMuHy 2 Tuna, pac-
MOJIOXKEHHbIX Ha NposiakToTpodax, YTo NPUBOANT K NOAAB/IEHMIO TPAHCKPUNLUN
reHa MNP/l

MpenapaTbl 6POMOKPUNTMHA 061a4at0T XOPOLLEN BCACbIBAEMOCTbIO NMoc/ie npuemMa
BHYTpPb, CHUXKeHMe KoHUeHTpauuu MPJ1 HaunHaeTcAa y)xe vepe3 1-2 4 rocsie npnema
M gocturaeT makcmmyma 6osiee yem Ha 80% uepe3 5-10 4, coxpaHAeTCcA B TeyeHue
8-12 4 Ha ypoBHe, 6/IN3KOM K MakKcMMasibHOMY. K HeratuBHbIM acrnekram Jie4eHus
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DepodnHHan xupyprus

6POMOKPUNTUHOM OTHOCATCSA KOPOTKUI NEepuog nosyBbiBeAeHUS, YTO ANKTYeT Heob-
XO0AUMOCTb ABYX-TPEXKPATHOro npuema npenapaTa B CyTKW, BbICOKasi yactoTa u
LWWMPOKNIA cneKTp No6o4YHbIX 3hheKTOB (6POMOKPUNTUH BO3AENCTBYET He TO/IbKO Ha
[-2-peuenTopbl NPOAaKTOTPOMOB, HO N Ha PAA APYTUX PeuLenTopoB K AodaMuHy),
6-15% nauneHTOB pPe3nUCTeHTHbl K NPOBOAMMONM Tepanun. Hambonee yacto 0CN0XK-
HEHNAMU NeYeHNs CTaHOBATCSA TOLIHOTA, ro/10BHbIe 60711, FO/IOBOKPYXKEHMe, 06LLas
cnabocTb, 3anopsbl.

AbGEpPruH* — efMHCTBEHHDbI 0TEYECTBEHHbIV Npenapart, CTUMYNNpyLWmnn goda-
MWHOBbIE peLlenTopbl B runotanamyce. OH NogaB/isieT CeKpeLnto ropMoHOB NepegHei
fonun runotusa, npexxae scero MPJ1, He BNNAS Ha KOHLLEHTpaUNio 4pYrmx ropMoHOB.
Ob6napaet 60nee MpPoAO/HKUTENbHBIM WHIMOMPYIOLWUM AeACTBMEM MO CPaBHEHWUIO
c npenapatamy 6pomMoKpuUNTUHA. Mo60UYHbIE 3PPheKTbI CXOXKU C TaKoBbIMU Yy 6pO-
MOKPUMNTUHA, 04HAKO ero rmnoTeH3nBHOE AeliCTBME MEeHee BblpaXkeHo.

K ceneKTUBHbIM MnpenaparaMm 0THOCUTCA HeaproTcofep>kalnii aroHUcT goamm-
Ha KBMHaronng (Hoprnponak*). bnosornyeckas akTUBHOCTb KBUHarosnga B 35 pas
BblLLe 6POMOKpUNTMHA. B CBA3K ¢ 3TUM npenapart aeKTUBEH Yy 60/1bLLUMHCTBA 60/1b-
HbIX C PE3UCTEHTHOCTbLI0 K AENCTBUI0 6poMoKpunTMHaA. Obpasylolmecs B pesynbrare
6uoTpaHcopmaunum mMeTaboanTbl 06/1a4alT (hapMakoormM4ecko akTUBHOCTbIO
OCHOBHOIO COeAVHEHUNS, YBe/IMUMBasa NPOAO/IKUTEIbHOCTL AeACTBUS KBUHAronuaa
00 24 4 (npenapaT Ha3HavawT 1 pa3 B CyTKM). B HacTosLLee Bpems B Poccun npakTu-
YecKWn OTCYTCTBYeT.

K MpeuMyLLLecTBaM AelCTBUSA Ce/IEKTUBHOIO AohaMMHOMUMETUKA KabeprosimHa
O0THOCUTCS MPOAO/IKUTEBHOCTb, MPEBbILIAaKLAan ANUTENbHOCTE 3PHEKTOB APYTUX
£0haMMHOMUMETUKOB. Tak, ecnuv nocse 04HOKPATHOro Nprema 6poMOKpUNTUHA NPo-
NaKTUH-MHIMe6MpYyLWNin addekT anmtca Ao 94, a nocse npvemMa KBmHaronunga —
CYTKW, TO OAHOKpaTHbIN NpreM KabeproinHa nogaep>xusaeT HOPMOMPOSIaKTUHEMUIO
B TeueHue Hegenun. o nabopaTopHbIM U KAWHUYECKUM 3pheKTam KabeproanH npe-
BOCX0OAMT 6POMOKPUNTUH. Ha oHe fieyeHnsi, Kak nNpaBuso, 0TMeYaeTcsl 3Ha4YNTe b-
HOe yMeHbLUeHWe pasMepoB OMyX0su, B TOM 4ucie Yy 60/1bHbIX C Pe3UCTEHTHOCTbIO
K 6pOMOKPUNTUHY U KBUHaronugy. NpeanonoXXutesibHO, NpeososieHne pe3ncTeHT-
HOCTWM B TaKUX c/y4vasix 06ycnoBsieHO 60/1ee MPOYHON M NPOAC/IKUTENBHON CBA3bIO
npenapaTta ¢ [-2-peuentopamMmmn, a Takxxe 3aMeaNeHHON aiMMUHaLnen U3 KpoBoToKa.
OnnTenbHbI NpUeM KabeprosimHa He B/INSIET Ha PYHKLUIO MOYEK U MEYEHN, a TaKxke
He HapyLUaeT 0CHOBHbIe MOKa3aTeM CoCTaBa KPOBU U reMoANHaMUKN.

OhheKTUBHOCTb JleHeHUs aroHMcTamu goammHa gocturaet 80%, korga yga-
eTCs HOpMann30BaTb MEHCTPYasibHbIi LMK U KOHUeHTpauuto MPJ1, BocCTaHOBUTh
penpofyKTUBHY (BYyHKLMIO opraHn3ma. MosiHasa pe3opbunsi ageHoMbl HabgaeTcs
peaKo, B CBSA3M C 3TUM BOMPOC 0 L,eN1ecoobpa3HoCTU AasibHerLEero eveHus (yaaneHme
OMNyX0/1) 0CTaeTcs OTKPbITbIM A0 HACcTOALWEero BpemeHu. NMoMmMmMo HeobXoAnUMOCTHU
NOCTOAHHOrO NpMemMa Npenaparos, NayMeHTam ¢ NPOSIAaKTUHOMAaMU HY>XHO MOMHUTb
0 BO3MOXXHOCTM aKTuBaLMu pocTa ageHoMbl rmnodursa Bo BpeMs 6epeMeHHOCTU, UTO
MOXXeT noTpeboBaTb NMpoBeAeHUSA onepauuun elle A0 pPofoB. TakXe K HeratmBHbIM
acnekTam MefMKaMeHTO3HOWM Tepanunu OTHOCUTCS OTHOCUTESTIbHO BbICOKWUIA (MO cpaB-
HEHUIO C APYTMMUY afleHOMaMK rnonsa) pUucK KpoBOU3NUSAHUS B OMYX0/1b, KOTOPOE
MOXXeT MPUBECTU K FPy6bIM HEBPO/IOTMUYECKMM HapYLUEHUAM 1 NOTPeboBaTb 3KCTPEH-
HOro XMPYpPru4eckoro BMeLLaTeNbLCcTaa.

Xupyprumyeckoe siedeHMe MNposiakKTUHOM MPUMEHSAT A0CTAaTOYHO peaKo BBUAY
3(hheKTMBHOCTU CyLLLECTBYIOLWNX NpenapaToB. NMoMuUmo cuTyaumii, Korga ahekT oT
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Pasgen 5. AgeHombl runodgusa

NleyeHNs aroHUcTamy gopaMrHa OTCYyTCTBYeT M NepeHOCUMOCTb Npenapartos Mnsaoxa,
NoKasaHNAMKN K HERPOXMPYPTNYECKOMY NIEHEHMIO MOXKET CAYXKUTb:
m pasBuTUE (BO3MOXHOCTb Pa3BMUTUS) Ha3as/lbHOW NIMKBOPEN Ha (hoHe nnu 6e3
MeAVKaMeHTO3HOro f1Ie4eHUs Npu nHpaceNIAPHOM PoCcTe OMyXosun;
B HanMume 3pUTEeNbHbIX UM APYTUX FPY6bIX HEBPOMOrMYECKUX HapyLUeHni npu
ApYrux BapuaHTax ee aKcTpaces/l/IAPHOro pacnpocTtpaHeHus.

B uenom, a(pdheKTUBHOCTb XMPYPrnUYecKoro nevyeHna JocturaeTt nopsapgka 75%,
0HAaKO B Cc/lyvasix HEBbICOKOM KOHUeHTpauum MPJ1, HeboMbLLINX pa3MepoB OMyxoaun
M KOPOTKOro aHamHe3sa 3abosieBaHUA oTMevaloT U 60/bly0 3hheKTUBHOCTL age-
HOM3KTOMUU. XOTHA Y MHOMMX 60NbHbIX C MUKpoaAeHOMaMW YAaeTCa BbIMOHUTL
ceNleKTUBHOE yaasieHue onyxosun, Y 3Ha4YnTesIbHOro ymcsia nauneHToB (0T 20 o 50%)
B TeyeHue 5 NeT pa3BMBaeTCAa peungms rmrneprposiakTMHeEMun, ay 60NbHbIX C MaK-
poageHoMamun apdeKT fiedeHus passuBaeTcsa nAvwb B 30% cnydaes. be3ycnosHo,
3 heKTUBHOCTb ONnepaumn 3aBUCUT He TOJSIbKO OT pasmepa NposiaKTUHOMbI, HO U OT
onblTa Helpoxmpypra.

K HepocTaTKaM XUPYPruyeckoro fie4eHnss OTHOCAT OC/IOXKHEeHUS, Hanbosee 4acTo
NPoSABAAIOLW;NECH MO3aU4YHbIM WAN TOTallbHbIM BbiNaAeHUEM CEeKpeuun TPOMHbIX
ropMoOHOB runogmsa, 4To TpebyeT NMpoBefeHUSA 3amMecTUTesIbHOM Tepanuu. B cny-
Yae 4YacTUYHOro yaaneHusi onyxosin MpoBOAAT KOMOUHMPOBAHHOE sfiedeHue nunbo
aroHuctamu gopammHa, AM60 NyyveByro Tepanuio (B UCKAKUYUTENbHLIX Caydasx).
MokazaHMAMWN K MOCAeAHER CAYXUT 0TKa3 NauMeHTOB OT ONepaTUBHOrO JfieHeHMns
WM HanmM4une NpoTUBOMNOKAa3aHU K HEMY, aTakXXe peunauns 3abonesaHus nocse one-
paunmn. OgHaKo, Kak y><e 6bl/10 cKaszaHo, MPUMEHSIIOT ee KpariHe peiKo, NOCKO/bKY,
KakK npaBwno, 0OCHOBHON Lie/iv Nie4eHNs1 — BOCCTAHOB/IEHUS PEMPOAYKTUBHON (PyHK-
UMM — NpU ee NCMNOoJIb30BaHNU He JOCTUTaloT.

JleyeHne comaToTPONUHOM

naBHble Lenn fie4eHNss COMaToTPONMMHOM — YCTPaHeHNe K/IMHUYECKMX CUMIMTO-
MOB 3aboneBaHnsA, HopMmanmsaumsa cekpeynm CTI n MOP-1, nnkemngaumsa NcTouHUKa
n36bITOYHOM Npoaykumn CTI, npornakTnka peungmBoB U CMATYEHNE KITMHUYECKN
3HAUYNMbIX OC/TOXKHEHUA.

PaHHAA 1 cBoeBpeMeHHas AMarHoCTMKa akpomerasium v afekBaTHOe JiedeHue
Mo3BO/IAKT COKPATUTb CMEPTHOCTb MauMeHToB B 2-5 pa3 1 3Ha4YNTe/IbHO YTyULLNTb
KayecTBO XXU3HW 60/1bHbIX. B aNnnaemMmnonornyecknx nuccnefoBaHmax 6b1/10 nokasaHo,
4YTO NPW AOCTUIXKEHUM 6e30MacHbIX 3Ha4YeHWi ropmoHa pocta (<2,5 MKr/n) cmepT-
HOCTb CHW)KaeTCs A0 00bI4YHOM B MONYNSALMN BHE 3aBUCMMOCTU OT TepaneBTUYECKOro
rnoaxoza.

CoBpemeHHas Tepanus akpoMerasimy BK/IKYaeT:

B XVpYpPruvyeckoe BMeLLATENbCTBO (TpaHCKpaHuanbHas, TpaHcceHongansHas

afleHOM3KTOMUA);

® ly4YeBYl0 Tepanuio (MpMMeHeHWe MPOTOHHOIr0 Ny4Ka, INHEeRHbIA YyCKopuTenb,

ramma-HoX u ap.);

B MeJMKaMeHTO3Hoe JiedyeHue (aroHuUcTbl JodamMmHa, aHaslory comaTtocTaTuHa,

aHTaroHMCTbl FOPMOHA pocTa).

Bbl6op mMeToAa fleyeHMss 3aBUCUT OT BbIPa>KEHHOCTU HEBPOJSIOTMYECKOW U ApYroii
CMMNTOMATUKKN, pasMepa U XapaKTepa pocTa afeHoMbl, KoHuUeHTpauun CTI, BO3-
pacta 6011bHOr0, HaNM4YMSA CONYTCTBYIOLLNUX COMATUUYECKUX HApPYLUEHUA U, HAKOHeL,
»XeslaHUs 60/1bHOro.
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DHAOKPUHHAS XMpyprus

Helipoxnpypruyeckas onepauus — MeTOA Bblbopa ANSA NeYeHUs comaToTpo-
nMHOM. Kak npaswso, BbIMOMHAKT TpaHCCEHOUAANbHYIO Pe3eKuuio Onyxosnu,
TpaHCcKpablvasibHble OCTYMbl MPUMEHSAIOT KpaHe pegKo, B OCHOBHOM MpW 60/1bLLINX
pasmepax OMyxo/in, BbIPaXKEHHOM acMMMEeTPUYHOM cynpacensIApHOM dparmeHTe,
HaIM4nUnM BTOPUYHBIX Y3M10B. OCHOBHOE MPENMYLLLECTBO XUPYPTrUYECKOro sieyeHns
3aKJ/1l04aeTCA B CKOPOM HacTyrsieHun adeKTra.

Ha vncxop onepaTMBHOro BMeLLaTeIbCTBa BAUSET CTEMNEHb TEXHUYECKOro Helipo-
XMPYPruyeckoro ocHalleHns (MMKPOCKOM, 3HAOCKOMNUYECKUA KOHTPOb, UHTpaomne-
pPaLVOHHbIA FOPMOHasIbHbLIA aHann3, MHTpaonepaunoHHbli MPT-KOHTPOb, OMbIT
N KBanuukaumsa Helpoxumpypra), a TakXke pasmep M xapaktep pacnpocTpaHeHus
OnyXxosnu.

Ycnex onepauun onpefesnsaoT:

® Heb60/1bLLON pa3mep ONyXonu;

W OTCYTCTBUE NPU3HAKOB MHBa3nn (MHPUNbTPaLKUA Ui nepdopauns anagparmol

TYpeLKOoro ceana, TBepAoi Mo3roBoii 060/104KM, cKaTa, NeLLepUCTbIX CUHYCOB);

m OTCYTCTBME MOPOSIONMYECKUX MPU3HAKOB arpeccmm onyxosn (aTunusa KeTok,

MUTO3bl);
B KBa/inmkauma Herpoxmpypra (onbiT He meHee 100 onepaumii, a TakXxe He
MeHee 25 eXXerofHo BbINO/IHAEMbIX aeHOMIKTOMUIA).

MogasnswLLee 60NbWIMNHCTBO a€HOMIKTOMUA BbIMO/THAKT B M/1aHOBOM MOPSAKE.
BbI60p HEMPOXMPYPIrMYECKOro 4ocTyna 3aBUCUT B 60/bLLEN CTEeNEHV OT HanpasieHns
pocTa onyXosin, HeXKenu oT pasmepa U rOpMOHasIbHOM aKTUBHOCTU, MNO3TOMY Ha Npu-
Mepe COMaToTPONMHOM ByAeT M3/10KeH OCHOBHOW anropuTM Bblbopa Henpoxmpypru-
yeckoro goctyna. B ganbHenwem 6yayT onucaHbl TOSIbKO 0CO6EHHOCTU B 3aBUCUMOC-
TN OT FOPMOHAsIbHOM aKTUBHOCTU afeHOMbI.

Heobx0AMMOCTb NMpefonepauyoHHON NOAr0TOBKM 60/IbHbIX C aKpoMerannein ouk-
TYEeTCA He TO/IbKO BO3pacTHbIMW COMATUYECKUMMWU OC/IOKHEHUAMW, HO U CUCTEM-
HbIMW MPOABMEHUAMW aKpomeraanm, TakKMMu Kak Kapaumomuonatus, cTolikas
apTepuanbHas rMnepTeH3us, HEKOHTPONMPYeMbIA caxapHblii guabeT. B kauecTse
npejonepaumMoHHOM MOArOTOBKM MOXHO MPUMEHATb MeAUKaMEHTO3HYH Tepanuio
aHanoramu comaTtocTaTvHa W aroHucTamm goammHa. OCHOBHas Lenb 3TOW noa-
rOTOBKM — CHU3NTb aKTUBHOCTb aKpOMerasinv, YMeHbLUNTb BbIPa)XEHHOCTb ee
NPOosIB/IEHUI, a TaKXXe B psfe C/lyvyaeB YMeHbLUNTb 06beM OMyX0/n, YTO M03BONSET
npomn3BecTn 6osee WAaAAWNA XUPYPrMUYecKnini octyn (TpaHcceHomaanbHyt, a He
TpaHCKpaHuanbHy aleHOM3KTOMUIO), NOBbICUTb paguKasibHOCTb onepaLuum, cokpa-
TUTb YMC/I0 NOC/IE0NEPALMOHHbIX OC/TOKHEHUA. Tak)Ke N03B0O/SeT NPOBEPUTh YyBC-
TBUTENbHOCTb afeHOMbI FMnoursa K MeguKaMeHTO3HON Tepanuun. 3T0 HYXKHO A/1F
peLLeHns Bonpoca 0 LenecoobpasHocTy ee NPoBeAeHMA B NocneonepayMoHHOM nepu-
ofle Npy YaCTUYHOM YAafIEHMN ONYX0IN U COXPAHHOM aKTUBHOCTU aKpoMerasinu.

[Ans neyeHns NauneHToOB C MMKPoageHOMamMu Nnpu akpomMeranmm npuMeHsoT 48a
KOHKYPEeHTHbIX MeToAa — afeHOM3KTOMMUIO U 06/1ydeHMe MPOTOHHbIM NMYyYKOM. 3JTa
rpynna 60/bHbIX cocTaBnsfeT nuwb 30%, y oCTasibHbIX 0NYX0/M UMET pas/inyHoe
pacnpocTpaHeHue 3a npegesnbl TYPELKOro cegsia v siedeHe MakpocomMaToTPONUHOM
cnefyeT HauMHaTb C onepaTuBHOroO BMellaTesibcTBa. MNpu peunanse 3aboneBaHUsA
BO3MOX>XHO MpoBefeHWe MOBTOPHOIN0 XUPYPrmyeckoro BmellaTensCcTBa € npegulec-
TBYIOLLEA eMy MegMKaMeHTO3HOlM Tepanuen. JlyyeByl Tepanuio MNpPoBOAAT, Kak
npaswso, nocrie onepaumn rnpu HeaWeKTUBHOCTN MEANKAMEHTO3HOMO JIeYEHNA UK
COBMECTHO C HMM. OG6sy4yeHMe orpaHU4YeHO 06BEMOM W PaCMosIoXKEeHUEM OMyX0su,
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Pasgen 5. AgeHombl runodusa

CbOKyCI/IpOBaHHaFI Tepanna Bo3MOXXHa TOJIbKO MPU pacCToOAHNN MexXXay ap,eHomof/'l n

Xnasmoii 6onee 5 mm (puc. 5.13).

Puc. 5.13. YMeHblUeHVe BepTUKaNbHOro pasMepa afeHoMbl yepe3 6 Mec nocne obnyvyeHus npo-

TOHHbIM MNy4ykoM Ao (A) n nocne (B) npoToHa.

Mpw aKcTpacenIAPHOM pacnpocTpaHeHU M ONYX0/IN HeMPOXMpypruyeckoe BMmeLLla-
TeNIbCTBO MPOBOAAT TpaHcCPeHoUJasIbHbIM M TPAHCKPaHMaibHbIM focTynamMm n ux
Moanukauymammn. Ha puc. 5.14 cxemaTmnyeckun rnpencraB/ieHoO Hanpas/ieHWe aoctyna
npu TpaHcKkpaHuasibHOM (A) 1 TpaHcHasanbHoM (B) gocTynax.

Puc. 5.14. HanpaBneHne TpaHCKpaHWasibHOTIO
(A) u TpaHcHa3anbHoro (B) gocTyne (cxema).

B cnyyae acMmMeTpuU4YHOro pacnpo-
CTpPaHeHUs cynpacesIAPHOA vacTu ony-
X0nn, O0cobeHHO ¢ BpacTaHnem B
111 >xenygoyek u/vunu nobHble [o0An, ¢
HasMumeM BTOPUYHbIX Y3/10B — MpuMe-
HSAIOT TpaHCKpaHuaneHbln goctyn. K ero
pa3HOBUAHOCTSIM OTHOCATCS O4HOCTOPOH-
HWUIA cybpPOHTasIbHbIA KN, peXke, SI06HO-
BUCOYHbIA MW NepuaHasbHbIA AOCTYMbI
W, eELE peXxe — BUPOHTaNbHbIV foCTynN
K Xna3masibHO-CeNAApHOM obnactu.

B cnyuae BpacTaHusi OMyxosuM Furo-
(hmsa B MewepucTbliii CUHYC, 0COGEHHO
npu obpactaHUM ero BHYTPUCUHYCHbIX
COCYAMUCTbIX U HepBHbIX 06pa3oBaHUiA,
NpUMeHsieTc TpaHCKpaHWasbHbIA 3KC-
TpagypanbHbli goctyn. W3 Hero ogHo-
MOMEHTHO MOXXHO YJanuTb OMyX0/b W3
MeLLepucToro CMHyca, a Takxke 3HAo-cyn-
pacennapHbIi U MHGpacennapHbIn dpar-

MeHTbl. Bo3moXkHa KOM6I/IHaLI|I/IFI TPaHCKpaHMa/ibHOro 3KCTpa- M UHTpagypasibHOro

[O0CTYOB.

Mpn 3HAYMTE/ILHOM PacrpOCTPaHEHUM OMYX0sM B MOSIOCTb MU OCHOBaHMe 4epena
NMPUMEHSIIOT ABYXaTamnHble onepaumn. Mo aToli MeToAMKe, KaK MpaBwsio, MepBbiM
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SHAOKPUHHAsS Xupyprus

3TanoM NpoBOANTCA TPaHCKpaHWasibHoe yaasieHne cynpacessIapHoOM YacTu afeHoMbI
rmnousa, a 3atem, Yepes 3-4 mec (CPOK, HEO6X0AUMbI ANA POPMUPOBAHUS HadeX-
HOro pybua — ay6bnmkaTta paspylleHHoW amadparmMbl TypeuKoro cegsa) TpaHcHa-
3a/IbHbIM JOCTYMNOM yAansioT 6a3anbHy0 4acTb OMyXosIn.

Haunbonee 4acTbIMM OCMTOXKHEHUAMW MOC/Ne TPaHCHA3a/IbHbIX BMeLLIATE/IbCTB CTa-
HOBSITCS1 3HAOKPWUHHbIE HapyLLUeHNs B BUAe Pa3BUTMSA Noc/eonepaLMoHHOro YacTumu-
HOM0 NNV MaHTUMNONUTYNTapuU3Ma, JIMKBOPEN, MEHUHTUTbI. MOXXET TaKXXe Pa3BUTbCS
BTOPMYHO CMHAPOM MYCTOro TypeuKoro ceana.

lMocne TpaHCKpaHuasibHbIX BMeLlAaTeNIbCTB 3HAUYUTENIbHO 4Yallle pa3BMBalTCS
3HOOKPWUHHbIE HAPYLLEHUS, HapYLLUEHWS 3pUTENbHbIX (YHKLWI, rnasogsuratesibHble
HapyLleHUs, ULLIEMMYECKME OCMOXHEHUA. B nutepaType onyb6/aMKoBaHbl faHHbIe O
eANHUYHBIX CyYyasx pPasBUTUA TAXKEsbIX 0CI0XHEHWIA B BU/E MOBPEXAEHUS BHYT-
peHHeWN COHHOM apTepuu C pa3BUTUEM remMatoMbl, cnasma, Tpom6o3a, obpasoBaHUSA
NOXXHOI aHeBpU3Mbl UIU KapOTUAHO-KaBEPHO3HOIo coycTbsl. OaHAKO B 60/IbLUNHC-
TBe c/lyyaeB 6osibluas yacTtoTa pa3BMTUA MOcNeonepaLnoHHbIX OCMTOXKHEHWI nocne
TpaHCKpaHMasibHbIX BMeLlaTebCTB 00bACHSAETCA 60/1bLLINM pasMepoM U BblpaXkeH-
HbIM MHTPaKpaHuasbHbIM pacnpocTpaHeHWeM OMYX0sIM U, COOTBETCTBEHHO, 60/1b-
LLIel CMIOXKHOCTbI0 U TPaBMaTUYHOCTbIO onepauumu.

MokazaHNAMUM K TpaHccheHonAalbHOMY YAa/TIEHNIO CNYyXKaT UHBa3us ONyxonun B
OoCHoBaHWMe yepena (KMMHOBMUAHYO Na3yxy, HOCOTNMOTKY, a TakXXe B pelleTyaTblii n1abu-
PVHT), PeTPOCENAAPHbIA POCT, CUMMETPUUHBI/ CcynpacennspHblii pocT, oTCyTCTBUE
BTOPUYHbLIX Y3/10B 0Nyxonu. TpaHccheHomganbHble onepaumm ¢ MCcnosib30BaHUEM
MWUKPOCKOMa NPOoBOAAT B NMOSIOXKEHNM 60/IbHOM0 NONYCUASA UAN NeXXa, Kak npasusio,
TpaHcHa3aNbHbIM UK cybnabranbHbIM NOAX0A0M NO4 KOHTPOSIEM 3/1EKTPOHHO-0NTH-
yecKoro npeobpasoBaTens. BonbHbIM Nepes onepauyvien NPoBOAAT HOMOaNIbHYO NYH-
KUMWI0O UK ycTaHaBAMBalOT NOMOasbHbIA HapY>KHbIM KaTeTep ANs BU3yanunsauunmn
Ha 3/71eKTPOHHO-ONTUYECKOM npeobpa3oBaTtesie CynpacensIApHOro otaena onyxonm
nyTeM MHTpaonepalnoHHOW MHeBMoUUCTepHorpadun. Y psga 60/bHbIX 1S HU3-
BeJeHUSA cynpaceIApHOM 4acTu ONyxXo/au B Mofie 3peHUs Xupypra Mcnosib3yrT
MeTOAMKY YyNpaBAsSeMo BHYTPUUEPENHOA rnnepTeH3nn. PagnkanbHOCTb yaasieHns
OMYX0J/IN MOXXHO KOHTPO/IMPOBATh MHTPaonepaLMoHHbIM NPUMeHeHMeM 3HAO0CKoMNa.

MpoBefeHMe TpaHcceHoMaaIbHbIX onepayui ¢ UCMosib30BaHUEM 3HAO0CKOMA Kak
OCHOBHOI0 OMTWMYECKOro npuéopa Mno3BossseT MUHUMU3UPOBATb TPaBMaTU4YHOCTb
camMoro goctyna, A0CTMYb 6osbluel pagMKanbHOCTU onepauum N yMeHbLUIUTb A/n-
TeNbHOCTb NpebbIBaHUS NaLMeHTa B cTalMoHape B NocneonepayMoHHOM Nepuoge.

DHAoHa3asibHasa 3HAocKonu4yeckas ageHOM3IKTOMUSA — MUHUMasIbHO MHBa3VBHast
npoueaypa ¢ HN3KOM 4acToTol 0CNOXKHEHWA, KOTopasi B Lies/IoM XOPOLLIO NEePEeHOCUTCSA
nauveHTamn. OHa NMeeT psA NPEUMYLLLECTB nepes PYTUHHOA MeTOANKOWM TpaHccde-
HoMpasnbHe afgeHOM3KTOMUM C UCMO/b30BaHMEM MUKPOCKOMA, TaKne Kak xopoLlasi
OCBELLLEHHOCTb OMepaLNOHHOA paHbl, BO3MOXHOCTb YBE/IMYEHUS U MAHOPAMHOI0
0630pa MPaKTUYECKU BCE MOBEPXHOCTM OMEpaLMOHHON paHbl. VMewwmecs Hepo-
cTaTKu B BUAE OTCYTCTBUS GUHOKY/ISPHOIO 3peHns U, BCNeACTBME 3TOr0, HEKOTOpPbIe
CNOXXHOCTW B ONpeAesieHNN rNy6uHbI paHbl MOXXHO MCMPaBUTL MyTEM NOSTyYEHUS 3pU-
TeNIbHOM N TaKTU/IbHOM 06paTHOW CBS3M MOCPEeACTBOM MPUMEHEHUS KosiebaTesbHbIX
OBVXKEHWIA 3HAO0CKOMA Brnybb U Hapy)Xy W nasbnaunein aHaToMUYecKUX CTPYKTYp
MNPy MOMOLLLM XUPYPTUYECKNX MHCTPYMEHTOB M0A, SHAOCKOMUYECKMM MOHUTOPUHIOM.

YuntbiBast 10, YTO 3HAOCKOMMYECKYH afeHOM3KTOMMIO BCE Yalle M vaue npu-
MEHSIIOT AN NpoBeAeHUs TpaHccheHOMAasbHbIX Oonepauuii, U B CKOPOM BpeMeHU
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Pa3gen 5. AgeHombl runodusa

OHa CTaHeT PYTMHHOIM onepauuei, HUXKe Mbl ONMWCbIBAEM OCHOBHblE MOMEHTbI 3TOF0
XMpypruyeckoro BmelwatesnbcTBa-
Oco6eHHOCTU TpaHcHa3aslbHOro TpaHccheHONAanbHOro 3HA0CKOMUYECKOro
XNPYPrnyeckoro BMeLlaTenscTea
Mepen NaHMpPoOBaHMEM 3HAOCKOMWYECKOW, Kak, BMpoYeMm, J060oi TpaHc-
ctheHOMZanbHOM onepaunm HeobX04MMO OLEHUTb COCTOSAHME Ma3yx Hoca U npu
Heob6XoANMOCTU MPOBECTU MX caHauwmi. locne 3Toro UaAn Npu oTCYyTCTBUU BOC-
nannTenbHbIX U3MEHEHWIA MOS0OCTb HOca U pTa 3a 3-4 AHA A0 onepauun opolua-
I0T aHTuUbaKTepmanbHbIM npenapatoMm (Buonapokc). TakXe BO BpeMs onepayum
06s13aTeNbHO MPUMEHEHWEe aHTMOMOTUKOB LUMPOKOr0 CrekTpa AencTBUS, UTO
cTasio y>xe pyTUHHOMN npouenypoii NpakTUYeCcKM BO BCEX BUAAX XUPYPTUUECKUX
BMELLATENbCTB.
Ana cobnogeHnsa pugMyeckmx HoOpM, nepes onepaumer ¢ naumeHToM Heobxo-
ANMO 06CyANTb caMy XMPYPruyveckyto npoueaypy, a Takxke asibTepHaTuBHbIE NYTU
NneyeHUs, aeTanbHO pa3obpaTb NpegnonaraemMbie NOCNeACTBUA N MOSYHYUTb NMUCbMEH-
HOe corsacue Ha orepauuio.
Ana npoeBegeHns TpaHccheHoOMZasibHbIX 3HAOCKOMUYECKUX MaHUNynsayui
Heo6Xo0A4MMO Hasmuune onpeaeneHHoOro NHCTPYMeHTapmsa u 060pyfoBaHUsA, Takoro
KaK Habop purnaHbix 4-MmnAANMETPOBbLIX 3HAOCKOMOB C Pas/IMYHbLIMWU yriamu
3peHns — oT O go 180°, UCTOYHUK OCBeLleHUs, Npubop Ans nepegadn nsobpaxe-
HUA (ynpoBas BUAeOKamepa), MOHUTOP ANA BblBeAeHUA N306padkeHUsA. Takxke,
NOMMMO KOMMJ/EKTa cneynanbHbIX NPAMbIX UHCTPYMEHTOB, HEO6X0AMMO Hanmnyune
MOHO- 1 6UN0NSAPHOIM AnaTtepMmnm, acnuparTopa, >XenatesibHO HasMune BbICOKO060-
POTHOM Apenn c 6opamMu pasINnYHOM TOALWWHbBI 1 MUKPoAebpuaopa 4149 0b6seryeHms
XNPYPrnyeckoro goctyna.
MauneHT NeXUT Ha CrMHe C He3Ha4yuTesllbHO MPUMOAHATLIM FO/I0BHbIM KOH-
yom (15-30°) n cnerka NOBEPHYTOW FO/I0BOM B CTOPOHY HEMpPOXMPYpPra, KOTOpbIi
pacnonaraeTca cnpaBa OT naymeHTa (He60/bLUIO NoAbeM ro/1I0Bbl 0becneymBaeT
CHVKEHNE BHYTPUYEPENHOro AaBNEHUSA N YMEHbLUEHUSA NHTEHCUBHOCTM BEHO3HOIO
KpOBOTEUYEeHUs BO BpeMsi onepauumn). Cnesa oT 60/1bHOr0, HanNnpoTuB, pacnosnaraeTcs
acCUCTEHT. DHAOCKOMMYECKasi CToMiKa ¢ MOHUTOPOM, PacrofioXKeHHbIM Ha YPOBHE
rnas xmpypra u accucTeHTa, HaxoauTcs B FO/IOBHOM KOHLe cTona. MNpasee, psgom ¢
acCUCTEHTOM, pacnofaraeTcsa onepaumMoHHas cectpa U CTOMIMKN C UHCTpyMeHTapu-
eM. AHecTe3nosiormyeckas bpmraga HaxoamMTcsa B HOXXKHOM KOHLe cTona. Onepaumio
NpoBoAAT Noj cobaniaHCMPoOBaHHOW MHOFOKOMMOHEHTHOM aHecTe3nel ¢ UCKYCCTBEH-
HOl BEHTUNSILMEN flerkmux. BuaeogokymeHTaumsa xona onepawuum ocyuLecTBAsieTcs
nocpeacTBOM BuAeoKamepbl, HA KOTOPOM KPenuTcsa cam 3HAO0CKOM, a curHan nepe-
[aeTcsa Ha UBEeTHOM MOHUTOP C BbICOKUM paspeLleHneM U 3anucbiBatoLlee yCTponc-
T80 (punc. 5.15).
CyLecTBYIOT pasHble METOAMKU YMEHbLLUEHUSA 60/1€3HEHHOCTN N KPOBOTOUMBOCTU
BO BpeMsi XMpypruyeckoro goctyna. K obuemy 06e36011MBaHNI0 MOXXHO 406aBMATb
pervoHapHylo 1 MeCTHYI0 aHecTe3uto B pas/fIMYHbIX BapnaHTax:
m 6/710Kaja BeTBe TPOMHMYHOIO HepBa,
® yKnaAblBaHWE B HOCOBble X0Abl TYPYH[, CMOYEHHbIX PacTBOPOM KOKamHa, Kcu-
NOMeTa30/nHa,;

B VHQUNbTPaALUMA CTEHOK CheHoMAanbHOW Mos0CTU, BKAKYAsA KpblIOHEGHOE
0TBEPCTME, U 3afHEN CTEHKM HOCOBOW Meperopofkn 1% pacTBOpoOM NMAoKanHa
1 1:80000 snnHedpurHa.
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DHAOKPUHHAA Xnpyprus

B 3aBMCMMOCTM OT HaBbIKOB XMpypra oH MOXeT AepykaTb 3H/A0CKOM CamMocTosi-
TeNbHO M MaHUNYMPOBaTb 0HOI PYKOI Npu Noaaep>KKe accucTeHTa, 160 NepefaTtb
9HJO0CKOM acCUCTEeHTY, a caM MaHuMynupoBaTb ABYMsl pykamu. Ham npeactasnis-

1

\ BAVBOVOHAIRN
+o6opyapeaHne

-20/1

Puc. 5,15, PacnonoxeHne nepcoHana u 060-
pygoBaHMa B 3HAOCKOMMWYECKOW onepayunoH-
HOW (cxema). DO — 3/1EKTPOHHO-ONTUYECKNIA
npeobpasoBaTtesnb; OBOPYAOBAHWE — koa-

eTca 6onee yao6HbIM MepBblli BapuaHT,
NMOCKO/IbKY 3TO AaeT XMpypry 60nbLuyto
cBoboay B 0630pe onepaLyioHHOMN paHbl,
XOTSl, BO3MOXHO, 3TO [Ae/10 NPUBbLIYKN U
XUPYpruyeckoro onbitTa. Takum obpa-
30M, 3HAO0CKOM pacronaraeTtcs B Heao-
MWHAaHTHO pyKe xupypra (B /1eBoii npu
pacnosioKeHUn ero crnpasa oT nauueHTa),
a B NpaBol pyKe HaxoAATcA MaHUNyns-
LMOHHbIE UHCTPYMEHTBI.

Becb xop, onepauun [enuTca Ha Tpu
aTana: HasasbHbI (JOCTYN K KJAWHOBUA-
HOM Masyxe M0 HOCOBOMY Xogy), cde-
HOMAasbHbIA (TpenaHauus gHa OCHOB-
HOM Nasyxm v MaHUnNynsauuun B Her) 1
cennsApHbIA (TpenaHauusa gHa TypeLKoro
cefna, yaaneHue onyxonm c nocnepyto-
e NNacTMKON gHa TypeuKoro cegna).

Mocne apekBaTHOW aHemu3auuu
MoslocTU Hoca ee 0CMaTpuBalT C MOMO-
wbto On 30-rpagycHoi onTmkm (puc. 5.16,
CM. Lie. BKJIEIKY).

rynaTop, BbICOKOOGOpPOTHAA Apenb, MUKPO- VlAeHTMd)I/ILLI/IpyeTCFI 0TBEPCTME OCHOB-
ABOPUAOP, UA(POBAA Kamepa,  oceeTuTent, HOW KOCTM B CheHO3TMOMAasibHOM yrny6-
3anucbiBatlee ycTpoicTteo; HX — Heiipoxu- A yrny

NneHun. Bblbop HocoBoro xoga (npasoro
WA NeBOro) onpeaenseTcs B X04e caMom
ornepauum Mo CTOpoHe 60/bLUEro nate-
panbHOro pocta ONyXonu, BblpaXeHHOoC-
TN NCKPUBEHMSA HOCOBOI Neperopogkn. Kak npasmio, UCNONb3yT NpaBblii HOCOBOMN
xoA. Hepenko mcnonb3yloT 06a HOCOBbIX X0Aa A1 YBE/IMUYEHUS KOTMYECTBa UHCTPY-
MEHTapUsi B paHe B 3aBUCKMMOCTU OT C/IOXKHOCTM 3Tana ornepaunn (BblpakeHHast Kpo-
BOTOUYMBOCTb OMYXO/IN, Ha/IMUME KPOBOTeUeHUS U ap.). Mukpogebpunaep ¢ 4-Munan-
METPOBbIM KOMbEM C 3a3yO6pPeHHbIMU KpasiMy MCMOMb3YT A8 yaaneHns CAn3ucToi
B C(heHO3ITMOMAa/IbHOM KapMaHe BOKPYr OTBEPCTUS KIMHOBMAHOW nasyxu (puc. 5.17,
CM. LB. BKNEVKY).

3Ta npoueaypa TpebyeT BHUMaHUSA 1 aKKypaTHOCTU, YT06bl HE MOPaHUTb C/IN3UC-
TYI0 BEPXHEN HOCOBOM paKoBUHbI. [ 3TOro 1e3sne MMKpogebpugepa HanpasnseTcs
MefManbHO, a 3almMTHasa CTeHKa yTnspa narepasbHo. B cnyvae HeBbIpaXXeHHOCTU
CMTN3UCTOM 060/104KN B 06/1aCTU COYCTbS, €6 MOXXHO MPMXKeYb MOHOMOMSIPHOM Koary-
naumen (puc. 5.18, cM. UB. BK/EKY).

OTBepcTMe Nasyxu KJANHOBUAHOM KOCTW pacLlnpsaoT KHU3Y U MeAUanibHO BHU3 K
OHY KNMHOBUAHOM Na3yxu. B cnyyae BO3HMKHOBEHMS KPOBOTEYEHUSA N3 HOCO-HeOHO
BETBW KPbISIOHEOHOM apTepuun, ero octaHaBNMBalT 6U- MM MOHONONSPHOM Koaryns-
umen. Benu KocTb KOBa OCHOBHOM KOCTU MMEET BbIPAXKEHHYIO TO/LLMHY, TO NPOBO-
[OAT BbIKyCblBaHMe OTBEPCTUS BBEPX W BHU3 HampasfeHHbIMW 2-MUAJTMMETPOBLIMU

pypr; ACC — accucTteHT; A — aHecTe3unosior;
HA — HapkosHblli annapat; [1 — ronoBHOW
KOoHel cTona.
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Pasgen 5. AgeHombl runocusa

Kycaukamu KeppucoHa nm ncnonb3yoT BbICOKOOOOPOTHYO Apenb. 3aTtem yaansaioT
C/IN3UCTYI0 N3 3a[Hei 4acTu COLWHMKA W KNBa OCHOBHOM KOCTW M 3aHIOI0 4YacTb
COLIHMKA CMeLlalT faTepasibHO C MOMOLLbK 3neBaTopa. [locne vero npogosmKawT
paclimpeHne TpenaHaLnoHHOIo 0TBEPCTMSA, NPU 3TOM ybuparT oCTaTKU pocTpyMma.
MpaHULaMun TpenaHaLMOHHOIO0 OKHA CUMTAIOT:

m CBepxy — njowanKy KJAMHOBUAHOM KOCTH;

B CHU3Y — AHO K/TMHOBUAHOW Nas3yXxu;

B flaTepasibHO — BepXHMEe HOCOBblE PaKOBUHbI C 06ENX CTOPOH.

Mpwn HeobxoaMMoCTK paboTaTb Yepe3 06a HOCOBbLIX X04a, 3a4HI0H0 YacTb COLLUHUKA
YyAANA0T 3arHyTbiIMU KycaukaMuy NpubnmsnTensHo Ha 1 cm gnsa obneryeHus 6ecnpe-
NATCTBEHHOr0 BBEAEHUSA MHCTPYMEHTapUS.

CriegytouiMm 3TanoM NpoBOoASiT OCMOTP K/AVHOBUAHOW Na3yXm M 0TMeYarT BCe
Ba)KHeNLne aHaToMu4yeckue o6pa3oBaHus, 0COBEHHO Ha /aTepasibHbIX ee CTeH-
Kax, Takue, KakK BbICTYMbl COHHbIX apTepuii U 3puUTebHbIX HEPBOB, AHO TypeL Ko-
ro cefna, oNTUKO-KapoTUAHbIEe KapMaHbl, NaowaaKy KJAWMHOBUAHOM KOCTU U cKaT
(puc. 5.19, cM. UB. BKNEKY).

OTMeyaloT pPacrnosioXKeHne U KONIMYeCTBO MEXMa3yLHbIX MeperopooK, Npu Heob-
XOAUMOCTU UX cnepyeT yaanutb. Mpy 3TOM HY>XHO MPOSIB/IATb OCTOPOXXHOCThb, MOC-
KO/IbKY NMEpPeropoAKn 4acTo 0KasbiBaloTCA YacTbi KaHas10B 3pUTENIbHOIO HepBa Uamn
COHHOW apTepuun. Bnarogaps Kycadykam C pexywmumum KpoMkKamu, Tvna Bnaskcnwm,
3Ta npoueaypa ctaHoBUTCA 6e3onacHoii. HeakKypaTHOe BblflaMblBaHMe MexXnasyLu-
HbIX MEepPeropoAok 6e3 NPUMEHEHNS PeXKYLLLe-BbIKYCbIBAKLUX NHCTPYMEHTOB MOXET
NnoBpeauTb TOHKME KOCTUW, NpuserawLimne K newepucTomy CUHycy Unv 3puTeibHOMY
HEpBY, B pe3ysibTaTe 4Yero MOXKeT pas3BUTbCA rematoma, TpygHOOCTaHaB/MBaeMoe
KPOBOTEUYEHME UK fJaxKe crienoTa.

Oco60e BHMMaHWE HYXXHO YAENTb CAIN3UCTOM KIIMHOBUAHOM nasyxu. Ee pekomeH-
[0BaHO yAansaTb TO/IbKO B MecTe TpenaHauMoHHOro 0TBEPCTMSA Ha nepefHel CTeHke
TypeLKoro cefna, nockKosibKy B C/lydae ee BbIpa)XEHHOCTU, a TakXKe Haanyumm 60nb-
WX KapMaHOB B K/IMHOBUAHOM Nasyxe Mpu OTAENEeHUW CAN3UCTOM OT KOCTU MOXKeT
BO3HMKHYTb TPYAHO OCTaHaBfiMBaeMoe BEHO3HOEe KpoBOTeveHWe, uHorga Tpebyto-
Lee 3Ha4YMTesIbHOW TaMnoHagbl KAWHOBUAHOM MasyXm KpOBOOCTaHaB/IMBaKLMMMU
cpeactBamu. Mocne naHoOpamMHOro 063opa KAWHOBUAHOM Masyxu M YTOUHEHUS BCEX
Ba>XHbIX aHaTOMW4YEeCKUX OPMEHTMPOB, MyroBYaTbiM 30HAOM OLEHMBAKOT TOALUHY
rnepegHein CTEHKN OCHOBHOM KOCTW M aKKypaTHO MposiambiBaloT CTEHKY B Hamboree
TOHKO/ ee yacTn. TakxKe 3Ty MaHMNYNALNI0 MOXXHO NPOBECTU KOCTHLIMU KycayKamu
C LWapoobpasHbIMU YalleyKamMn 1AM Npu noMoLLLM BbICOKOOHGOPOTHOM Apenu, B criyvae
ee (CTEHKM) BblpaXKeHHOCTU. pn 3TOM HYXKHO C061H04aTh KpaliHo 0CTOPOXKHOCTD,
UTO6bI He MPOBaNINTLCA B TypeLKoe ceA/10 U He MOPaHUThL TBEPAY MO3r0BYH 060/104-
Ky. 3ateM Kycaukamu KeppucoHa nnn Ctammbeprepa TpenaHUpYOT MepeiHIo CTeH-
Ky TYpeuKoro ceasia, obHaxxas TBepAyt0 MO3roByt 060/104KY U Kancysy Onyxoau
(pwnc. 5.19, cM. UB. BK/IENKY).

HenocpeacTBeHHO B MecTe paspe3a TBepAyl MO3roBYH 060/10UKY MpUKUrarT
6unonsipHoM Koarynsuuen. 3aTeM NYHKTUPYKT MNO/0CTb Typeukoro ceana AfIViH-
HOM W10/ (MOXKHO ANS 3TOr0 MCMOob30BaTh O4HOPA30BYO MOMbaNbHY UIy) ANs
NAeHTU(MUKaALNM MECTOMO0XEHNSA OTHOCUTENIbHO MELLepucToro cuHyca. B criyvae
CMeLleHns MecTa npegnonaraeMoro paspesa B TY WAN UHYK CTOPOHY NpU NYHKLUN
B LUNPMLE NOABUTCH KPOBb, B TaKOM C/lyvae Heob6Xxo4Mmo elle pa3 yTOYHUTb aHaTto-
MUYECKNE OPUEHTUPBI M CMECTUTbL MECTO pa3pe3a. 3aTeM BbIMOTHAT BepPTUKa/bHbIN
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WW KpecToobpasHblii paspes TBepAoi Mo3roBoi 060/104Kkn (puc. 5.20, cM. UB. BKJeli-
Ky). Mpn pa3pese BBEPX HY>XXHO CTapaTbCsA He MonacTb B cybapaxHomgasibHoe Mpo-
CTPaHCTBO U BEPXHUI MEXMNELLEPUCTbI CUHYC, MPWU HanpaBfeHUN BHU3 HY>KHO Noc-
TapaTbCs M36exkaTb paHeHUs HDKHEro MeXXMNELLLePUCTOro CMHyca, a B slaTepasibHOM
Hanpas/ieHUU — He TPaBMUPOBaThb NeLLepPUcTbie CUHYCbI. B Lenom, pasmep oTBepcTus
[JO/KeH 6bITh AocTaToueH A/19 BBeAeHMS 3HA0CKONa WUan UHCTpPyMeHTapusa. UHoraa,
NPy BbIPa>XEHHOCTN MeXMELLEPUCTbIX CUHYCOB U HAIMUYMN CAIMLLIKOM Y3KOl ANns BBe-
AEeHNSA MHCTPYMEeHTapus NosI0CKM TBEPA0IA MO3ToBOM 060/104KU MeXAY HUMWN, MOXHO
Npu>Keyub 0AVH U3 HUX BUNONAPHOI Koarynsaumeii onsa yBesiIMdeHUs paspesa.

«Temn yganeHus» OMyxoseBor TKaHW 3aBUCUT OT €e KOHCUCTeHUMU. KUCTo3HbIe
oNyXonn yaansT 6bICTPO Npu nomowm acnupartopa. bonblune cTygeHUCTbie Nn
MArK1e onyxonm 06bI4HO «poXKaatoTcsa» nog gasneHunem (puc. 5.20, cM. UB. BKJeMKY)
rnocne pacceyeHMs ONyX0SeBOM Karncysibl U TaKXXe /1Ierko yaansTca acnupaTopoM r
TyNbIMU KIOPETKaMUu U JIo)KKaMu. B cnydae MAOTHbIX N TSAXKUCTbIX afeHOM, Bbipa-
YKEeHHOP KPOBOTOUMBOCTU TKaHM OMyX0/M MOryT noTpeboBaThbCs OCTPble KIOPETKM
M oNyxoneBble KyCayku, a TakXXe BTopasl pykKa accucTeHTa A1 O0AHOBPEMEHHOr0
3axBaTbIBaHUS OMYX0/IM U e 0TCEYEHMS OT CTEHOK TypeLKoro ceasia, a Takxxe 04HO-
MOMEHTHO acnupaunn nanearwLleiica Kposm. ONyxoneByt TKaHb OTNPaBAAOT Ha
MOpPOSIOrMUEecKoe nccrieoBaHume.

OnyxosieByl0 TKaHb yaassloT M03TanHO: HauMHAaT C HMDKHEN 4acTu OMnyXosiu,
3aTeM MepPexoaaT K faTepasibHbIM ee YacTsM M B KOHLe yAaNsT cynpacenisipHbIi
KOMTMOHEHT (MpW Hanu4mMmn Takosoro) (puc. 5.21, cMm. UB. BKNelKy). YacTo onyxonb yaa-
nseTca 6bICTPO B Tex oTAeNnax, rae UMeeTcst KUCTO3HbIM UM MATKOTKaHHbIA KOMMO-
HeHT. Jnadparma MoXKeT 6bICTPO 0NYCTUTLCA B 3Ty 061acTh, co3AaBasi BnevaT/ieHne o
TOTa/IbHOM YAasleHUM OMyX0/in, O4HAKO B AeCTBUTE/IbHOCTM OCTaTKU 0NyXosun 6onee
MJI0THOM M TAXXUCTOM KOHCUCTEHLUW MOryT JIOKasinm3oBaTbCcA B 06pa3oBaBLUMXCA
KapMaHax, 0C06eHHO B 3agHel YyacTun gnadparmbl. NMo3ToMy HEOOXOANUMO PErynsipHO
KOHTPONIMPOBaTb HN3BEAEHME gnadparmMbl BO BPEMSA yaaSIEHUS ONYX0/1€BOM TKaHW.

Mpu yganeHnn natepasibHbIX y4acTKOB OMYX0AM HeobxoAnMMo cobnwgaTtb Kpaii-
HIOK OCTOPOXKHOCTb, MOCKOMbKY MefuasibHas CTeHKa MeLepucToro CUHyca O4YeHb
TOHKa 1 ee Nerko MoXXHo NoBpPeanTb.

MocnegHuM 3Tanom yaanswT cynpacenNsipHyl 4acTb onyxonu. [pu aTom
MCNOMb3YyIT TYNYH KIOPETKY, MOCKOMbKY apaxHouganbHas 060/104Ka 3a4acTyio
6bIBaeT 04eHb TOHKA M MOXKeT pa3BUTbCA JIMKBOPes Aadke Mpu 0YeHb AeMKaTHbIX
MaHunynsumax. Ecnu gnadparma onyckaeTcs HEPaBHOMEPHO, KapMaH C OCTaBLUEN-
CA TaM OMyXO0J/ibl0 MOXKeT pacnosiaraTbCs Mo3aju OonycTMBLUErocs Kyrnona. B aTton
CUTyauMmn HY>XHO Ae/IMKaTHO NpUNogHATL AnadparMy Ans 0603peHUst ocTaBLUencs
onyxonu. lNMocne Toro, Kak onyxosb yaaseHa, 4-MUAIMMeTPOBbIMU YT10BbIMU 3HA,0C-
konamu 30, 45 n 70° 06cnenytoT niatepasibHble U cynpacennspHblie 06/1acTy noXxa
0NyX0/un AN BbISIB/IEHNS 0CTaTOYHOM TKaHW, AeheKToB Kancy/ibl 0NyXosau, Hannyums
NVKBOpen Nnn aedeKToB TBEPAOA MO3roBOi 060/104KN (pUC. 5.22, CM. UB. BKNENKY).
ManeHbKnli aeekT Karncy/sibl 0nyxosn 6e3 Npu3HaKoB JIMKBOPEN MOXHO 3aK/1euTb
KyCOYKOM nnactuHbl Tachocomb, Surgicel n pmnbpnHoBbiM Kneem.

NcTeueHne uLepebpoCnMHaNbHOM >XXUAKOCTU BCTpPeYaeTcss [OBOSIbHO perynsipHo
npn TpaHccheHomFannbHbIX onepaumax. OgHako Heobxoaumo AudepeHLMpoBaTh,
Korga aTo CTOMT CUMTaTb OC/MIOXXHEHUEM, & Korja 0co6eHHOCTbIO orepaumnn. 3To 0Co-
6eHHO aKTyasibHO B TexX criydasix, Korja MMeeTcsl BPOXKAEHHbIM AedheKT B Anadparve
TYypeuKoro cefi/ia uam onyxosib npopacraeTt CBOK TBEPA0060/104eUHYI0 Kancyny v npu
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ee (onyxosin) yaaneHnn NUKBOP HaYMHAET NOCTyNaThb B paHy Yepes 3ToT AedekT. B Tex
Ke cnyydasx, Korga onyxosib He60/1bLLMX pa3mMepoB UKW He NpopacTaeT oKpy>Katlme
TKaHW, U3/INLLHAS XUPYPruyeckas akTMBHOCTb MOXKET NMPUBECTU K Pa3BUTUIO UHTPa-
onepauMoHHOW nnkBopen. O6bIYHOM NMPUYMHOM 3TOr0 CTAaHOBUTCS TpaBma Auacdpar-
Mbl cefia XUPYPruyecKUMNU MHCTPYMeHTaMu (KIOPETKOM, OMyXoneBbIMU LWUMLAMMN
nnun otcocom). Auacparma 3ayacTyto 6biBaeT 04eHb TOHKasi M Nerko TpaBmupyeTcs.
Heobxoanumo cobnogaTb Ype3BblHaHY 0CTOPOXXHOCTb, KOrga npoucxoanT oTaerne-
HMe OMyX0J1EBOV TKAHW OT 3TOW Ae/IMKATHOM CTPYKTYpbI {puc. 5.23, cM. LB. BiC/elKy).
He cnepyet 3a6biBaTb, 4TO Bnepean 0T BOPOHKM BEPXHSAS 4acTb >Kese3bl Hernocpeac-
TBEHHO CBsi3aHa C apaxHOMAa/IbHOM MU MATKOM MO3roBOW 060/104KOM K cy6apaxHou-
JasibHOe MPOCTPAHCTBO MOXKET pacnpoCTPaHATLCA HVDKE YPOBHSA Auvadparmbl, U ero
MO>XHO MOBPEAMTL MO HEOCTOPOXKHOCTY BO BPEMS YA&/TIEHUST OMYXOJIN.

Mpu pasBUTUM WMHTPAONEPALMOHHOW NIMKBOPEU >XesaTesibHO UAEHTURULMPOBATD
VMHTpacennsapHbIv AeeKT, yepe3 KOTOPbI UCTeKaeT CMMHHOMO3roBasi >XUAKOCTb.
Heobxognmo cobntogaTth YpesBblivaiHy 0CTOPOXKHOCTb, YTOObI HE caenaTb ero 60ibLue
M He yXYALUNTb CUTYaL Mo N NPeKPaTUTb XMPYPruvyeckme MaHUNynsumMmn BOKpYr HEro.
B 3aBUCUMOCTM OT BbIPa@XKeHHOCTU AedieKTa, ero MOXKHO 3aK/1eNTb KYCOUKOM KJ1esiLLei-
€A NnacTUHbl UK ayToXKmpa (Hanpumep, B Tex cay4vasnx, Korga gedekt obpasoBasics
B pe3y/ibTaTre C/IMLIKOM BbICOKO CAEMAaHHOI0 BePTMKa/IbHOro paspesa) Uan yAoXKUTh B
NosocTb ceaia ayToXxmnp 1 3anTb QUOPUHOBBLIM KeeM. ocne 3Toro Heo6xo4MmMo npo-
BECTM MAcTUKY AHA TYpPeLKoro ceasa, no BO3MOXXHOCTU CLUMB Kpas TBEPA0/ MO3roBoii
060/104KM1 Y310BbIMM LLIBamMU (pUc. 5.24, cM. UB. BK/EKY) 1 CBEPXY HAJIOKUTb 3aniarty
13 ayTo/I0rMUMHbIX (Pacumsi, KycoueK MbILLEYHOW WU XXMPOBOK TKaHW) N/ CUHTe-
TUYECKNX MaTepuasioB, CKPeNuB Bce UBPUHOBBLIM KieeM. [/15 pa3rpy3Ku IMKBOPHOIO
pycna nocne onepawum MoXKHO YyCTaHOBUTL /IIOM6aNbHbIA gpeHaXK CPOKOM Ha 5-7 AHei.
Bnarogaps aTomy co3gatoTcs 6naronpuaTHbIE NPeAnockbIIKU AN 3apacTaHus fedekra
TBEpAo MO3roBoii 060/104KM B 06/1aCTV AHA TYPELLKOro ceasa.

lMocne OKOHYaHNA XNPYPIrUUYECKUX MaHUNYAALMn Heobxoanmo obecnevynTb TLa-
TefNbHbIM remocta3. HebonbLloe NpocaymMBaHne UM KPOBOTEHEHWE N3 BETBU K/IMHO-
BNAHO-HEBGHOW apTepun ocTaHaBAMBAKT OM- UM MOHOMOMAPHONM Koarynauuein. Ons
Ny4LIero 3aXKMBMEHUS CIM3UCTON 060/104KM MOIOCTU HOCA HEO6X0AVMMO MPOKOHTPO-
NIMpoBaTb, YTOObl POCTPYM K/IMHOBUAHOWM KOCTU Obl/1 aileKBATHO 3aKpbIT ocTaTKamMu
cNn3ncToi. CBepxy MOXKHO Y/I0XKNTb CreymanbHy HasasnbHy ryoky, Tuna Merocel,
KoTopyt opowatT 0,9% pactsopom NaCl n yganstoT cnycta 24-48 u.

B TeueHMe MepBbIX CYTOK MaUWEHT AO/MHKEH HAX0AUTbLCA B Nasiate MHTEHCUBHOM
Tepanuu Ans ctabuamsaunun CoCTOSIHUS, OLEHKWM reMOAVWHAMUKU U BbISIBJIEHUS U
KyNMpoBaHMS paHHMUX NocneonepaLnoHHbIX 0C/10KHeHUA. Kak npaBnio, naymeHThbl
NIErKo MepeHocAT 3HAO0CKOMUYEcKMe onepauumm, nocreonepauyoHHble 0C/T0XKHEHUS
pa3BmMBalOTCA pesfKo 1 B SIerkoi ghopme. Be3ycnoBHO, 3TO 3aBMCUT OT pasmMepoB ony-
X011, BbIPaXXEHHOCTU 3KCTPACE//IAPHOr0 pocTa 1 CTeNneHn J00nepayMoHHbIX 06MEeH-
HbIX HapylleHuiA. EcTecTBEHHO, BO3MOXHO pa3BuTue 60s1ee rPO3HbIX OCNOXKHEHUIA,
KaK 3HAOKPUHOOrMYEeCKUX, TaK U XUPYPruveckmx, BKIOYas nocneonepaLvoHHyo
NIVKBOPEH, KpPOBOTeYeHMe, 06pasoBaHMe remaToMbl B J10XKe yAasieHHOW onyXosin U
Aadke neTaibHbIA NCXOA,

MpumepHo Yepes 1 Heg Nocne onepaunum HeEO6X0ANMO OLLEHUTbL FTOPMOHaJ1bHbIN cTa-
TYC M Ha3Ha4YNTb 3aMecTUTeNbHYI0 Tepanuio. Nocsie 3Toro NnaymeHTa BbINUCbIBAKOT U3
cTaumoHapa 1 B AaslbHellleM B TedeHMe TOro WM UHOro neprvoga eMy HeobxoaMmo
KOHTPO/INPOBaTh FOPMOHasIbHbIA CTaTyC C ero Koppekumein npm Heob6Xo4NMOCTH.
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OcnoxkHeHnA

K OAHMM M3 Hambosiee 4acTo BCTPEYAEMbIX XMPYPrUYECKMUX OCMOXKHEHUIM OTHO-
cUTCA nocneonepayuoHHas nukeopes. Mo AaHHbIM NTepaTypbl, OHa BO3HMKAET B
1-5% cnyyaeB. Npwn ee pasBUTUM HEOGXOAVUMO NMPOBECTU KOMMJIEKC KOHCEPBATUBHbIX
npoweayp, BKAKYas AernapatalnioHHbIA PeXXUM U YCTaHOBKY NIOM6anbHOro ApeHa-
Xa. Ecnn oHM 0KaXKyTCs HeyaauyHbIMW, HEO6XO0AVMO MPOBECTU PEBU3MIO ONEPAaLINOH-
HOM paHbl C N1ACTUKON PUCTYNbI N AHA TYpPeLLKOoro ceana.

Haunb6onee 4yacTbiM 3HAOKPUMHOIOTMYECKUM OC/TIOKHEHWEM CTAHOBUTCS Hecaxap-
Hbli AnabeT, KOTOPbIA, MO AaHHbLIM Pa3HbIX aBTOPOB, pa3BMBAETCS € YacToToi oT 0,4
[0 17%. OH MOXKeT 6bITb KaK TPaH3UTOPHbIM, TakK U MepMaHeHTHbIM. Ero cMATOMBbI
KYNMpYT HasHavyeHneM gecmornpeccrHa (MUHUPUH*). TepMaHeHTHbIA HecaxapHbIi
AnabeT, o4eBUAHO, pa3BMBaETCA B pe3ysbTaTe rpy6bix NoBpexXxaeHWi ctebnsa runo-
(hm3a BO BpeMsA XUPYPrmyecknx MaHunynaunii. TpaH3utopHasa opma MoXKeT 6bITb
obycnoBsieHa 0TEKOM Kak cTebns, Tak MU 3agHel Aonu runogusa, pasBUBLLUMMCS B
pe3ynbTaTe TpaBMbl B MpoLEecce XNPYPrnuyYeCcKNX MaHunynsaumia.

MEHUVHINT B HacTosiLlee BpeMsi He OTHOCUTCA K PALOBbIM OC/0XHEHUSIM Mocne
TpaHccheHoOMAanbHbIX onepaunii, HoO MOXeT MnpumBecTU K aTanbHOMY uCXoay.
Hawn6onee yacto MEHVHIUT BbI3bIBAOT TakMe MMKpPoopraHmnambl, kak Staphylococcus
aureus. Streptococcus pneumoniae 1 3HTepobakTepuu. JleyeHMe MEHNHIUTA AO/KHO
BK/IIOYaTb aHTMOMOTUKOTEPanuio NpenapaTtamMmu LUIMPOKOro CAeKTpa AeNCTBUSA, a TakxKe
yCTaHOB/IEHWE NCTUHHO NPUPOAbI BO36YAUTENS — MOCEB CMMHHOMO3I0BOM YXXUAKOCTHU
(c nocnegytowlei 6osiee LEeNeBO aHTUONOTUKOTEPANUER NPU HEOOXOANMOCTHI).

MHTpaonepaLUnoHHOe KpOBOTEUEHME MOXET pas3BUTbCA B pe3ysibTare Heajek-
BaTHOWM aHemMm3auun C/AAN3NCTOM HOCOBOM MOMOCTU MNepen ornepauuven, HebpeXHown
npenapoBKoli ee (CNVU3UCTON) B 061aCTV KJIMHOBUAHOM KOCTU, TPaBMbl MELLLEPUCTOro
CMHYCa, MOBPEXAEHUSA MEXKMELEePUCTbIX CUHYCOB MU TPaBMbl MELLEPUCTOr0 CErMEeH-
Ta BHYTpeHHel CoOHHoM apTepun. IMNMpegonepaunoHHas 06paboTka cNm3ncTol nosocTu
HOoca pacTBOPOM KOKamHa W anuHedpuHa, UCnosib3oBaHWe 6UNOASPHON M MOHOMO-
NSAPHOM AnaTtepMun Mepes paspe3oM Karcysibl 0nyxonuv 1 wagsiiee Bo3aencTemne Ha
C/TN3NCTYI0 OCHOBHOWM Ma3yxum — KJ4UeBble (haKTopbl, YMeHbLUAKLWMe UHTpaone-
paunoHHoe KpoBoTedeHMe. OnyxosieBas TKaHb 3a4acTyld KpoBOTouuMBa. BbicTpoe
yaasieHre onyxonun obecnevymBaeT ObICTPbIA remocTa3. Ecnv kpoBoTeueHue npogon-
YKaeTcs 13 MosocTu ceasla, ¢ MoMOLLbIO yrioBoi (Hanpumep, 30 °) ONTUKN MOXHO Moc-
TapaTbCs UAEHTUMMLMPOBATbL MECTO KPOBOTEUEHMS UAN OCTATKU 0NYyXonn. ToueuHoe
KpOBOTeUeHMEe MOXXHO 0CTaHOBUTb NyTeM TamMnoHazbl, 6MNOAAPHON Koarynsaummn nam
HaNIOXKEHNEM KyCOYKa remoctatnyeckon ryokm (Cyp>xxuuenb, TaxoKomob).

3anofo3puTbh KPOBOTEYEHME W3 MELLEPUCTOro0 CUMHYCa MOXXHO Mpu 06UbHOM
3arno/IHEHUM BEHO3HOM KPOBbK XMPYPrMyeckoro nossa. Ero MoXHoO ocTaHOBUTb TaM-
MoHaAoM remocTaTuYecKor Mapriei, MbllLER 1N (NOPUHOBBLIM K/1eeM.

OueBMAHO, 4YTO Hambonee oracHa TpaBMa BHYTPEHHEW COHHOM apTepuelr, oHa
pa3BMBaeTCA B C/lydae XMPYpPruyeckux MaHUnynsuuii B natepanbHoOn Yactu cepna.
BbicTpas TamnoHajga nosiocTy CMHyca M Hoca A0/MKHa 6biTb MepBUYHLIM MEpPONpUs-
TMem A5 0OCTAHOBKW KpoBOTeudeHus. ocne 3Toro oLeHnBalT COCTOSAHUE NaumeHTa.
Ecnn kpoBonoTepsi 6blna BbipaXXeHHON, 06beM LMPKYINPYIOLWENA KPOBU criegyet
BOCMOMIHUTb. ApTepuasibHOe AaBfieHWe A0/DKHO ObiTb MOBbLIWEHO ANS1 COXPAHEHUS
nepdysnn ronoBHoro mosra. OAHOBPEMEHHO HE06X0AVMO MPeAnpUHATbL Mepbl A1
npoBeAeHNsA aHrnorpaunm N OKKI3MOHHOro TecTa 6as1I0HOM-KaTeTepoM A5 OLeH-
K1 KonatepasibHoro Kpootoka. Ecnv TamnoHaga HageXHa v nayyeHT HOpMasibHO
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nepeHec OKK/A3MOHHbIA TECT, TO MOXKET 6bITb BbIMNO/IHEHA 04HOMOMEHTHAS YCTaHOB-
Ka NoCTossHHOro 6annoHa—kaTtetepa. OAHAKO ec/in NnaumMeHT NI0oX0 NepeHec OKKK-
3MOHHDbIN TeCT, HEOOXO0AMMO NPOBECTU WYHTUPYIOLLYIO ONepaLuio nepes ycTaHoOBKoOM
6as1110Ha B M0/10CTb BHYTPEHHEN COHHOM apTepun. Ecnv TamnoHaga He B COCTOSSHUN
O0CTaHOBUTb KPOBOTEYEHME, HEOOXO0AMMO NPeANnPUHATL CPOUYHbIE Mepbl — MNepeBA3aTb
BHYTPEHHIOIO COHHYI0 apTepuIo Ha LWee UKW BbINOSHUTb KPaHNOTOMMUIO.

MocneonepayoHHOE KPOBOTEUEHME MOXKET pPa3BUTbCA B C/lyyae HedoCcTaTOYHOMN
TaMnoHajbl UV Koarynsiunu npyv Ha/iMunMm KpPOBOTEYEHUSI U3 KIMHOBUAHO-HEOHOM
apTepumn, TakXe BO3MOXXHO MNpocavymBaHue KpPoBM M3 OCTaTKOB pocTpyma. MogobHas
KPOBOTOUMBOCTb MOXET ObITb OCTAHOB/IEHA MPU MOMOLLMW 6U- NI MOHOMOISIPHONM Koa-
rynaumun. IMNpu passButnm TPYLHOKOHTPOIMPYEMOro nNpod)y3HOro KpoBOTEHEHUS cneay-
eT 3anofo3puTh TPaBMY MHTPaKpaHWasibHOro cocya U NPoBeCcTM aHrmorpaguio.

B pe3ynbTaTe 06pa3oBaHUSA MHTPACEN/IAPHON reMaToMbl MOXET pa3BUTbLCA TpaH-
3UTOPHOE UMW NEPMaHeHTHOe HapyLlleHWe 3puTenibHbIX PYHKUWA. [py nosieBneHumn
y nayymeHTa Xanob Ha yxyjlueHue 3puTesibHbIX PyHKUWIA nocne onepaumm Heobxo-
Anmo nposecTn cpodHoe KT ronosbl. Mpy HanMunum remaTombl, KOMOPUMUPYOLLEen
3puTeNbHbIe HEPBbI, HEO0OX0AMMA HEMe/lIeHHAasA 3BaKyauna reMaToMbl U BbINO/THEHWE
TwaresibHOro remoctasa. B paHHem nocneonepalyMoHHOM nepuoge Npu npojosKa-
IOLWKWXCA pasBUBLLUMXCA Mocne onepauumm 3pUTeNbHbIX HapyleHUAX Heobxoammo
Ha3Ha4YMTb COOTBETCTBYIOLL Y0 KOHCEPBATMBHYH Tepanuio, HanpaB/ieHHYH Ha yyu-
LeHne KPOBOCHAaGXEHNS U MHHepPBaL MK 3pUTesIbHbIX HEPBOB.

MpnynHamn neTasibHOro Ucxoaa Npu 3HA0CKOMNUYECKOM YAasleHUW afeHOM runo-
hnsza MoXKeT 6bITb:

B KPOBOU3NUSAHWE B HEyAas/IeHHYI 4acTb OMyX0/au U cocefHUE CTPYKTYPbl, UX

remMopparmyeckoe rnponuTbiBaHMe ¢ NocNeayoLWwmMmMm pasBuTNeM crnas3ma cocyos
M 0TeKa Mo3ra;

B HapylleHne KpoBoobpallleHUs B runotasamyce ¢ pa3sBUTUEM OTeKa MO3ra;

B MEHUHIUT;

m conyTCcTBYlOULMEe 3abosieBaHUA, Tak>ke NpuBefLIve B rocsieonepayMoHHOM
rnepuoge K sieTasibHoOMy mcxogy (Tpom60ambonms, cepheyHo-cocyanucTble Hapy-
LeHnA 1 ap.).

OTcyTcTBME 3hheKTa OT ONepaTUBHONO BMeLLATe /IbCTBA MOXET ObITb 00yc/oB/ie-

HO HEMOJIHbIM yJa/leHUEM afieHOMbl JIN60 MHBa3Welr B TBEPAYH MO3roByH 060/104Ky
ckonneHunii CTI-npogyumnpyrowmx ageHoMaTo3HbIX K/1eToK. YacTtoTa nofobHbIX cny-
YyaeB cocTaB/isieT 0Kosio 40%, B NOCNeAYIOLLEM, KaK NPaBu/io, BO3HUKAET UCTUHHbIN
peunaus. NMoBTOPHaA onepauns HY>KHa /INLb B TOM C/ly4ae, ec/inm oHa byaeTt peasib-
HbIM LLIAHCOM TOTas/IbHOro AN Cy6TOTa/IbHOr0 yaaneHUs afeHoMbl, a TakXXe B ciyvyae
6bICTPOro ee pocTa A1 yMeHbLUeHUs o6bema nepes npeactosileil MegnKaMeHTO3HOMN
n/vunn ny4yeBoi Tepanuen.

B nocneonepaunoHHOM nepuofe Bce 00/bHbIe HYXXAalTcs B AOMNOSHUTENIbHOM
06cnefoBaHUN € Lesiblo UCKIKYEHUSA TUNONUTYUTapu3Ma 1 npu HeobXxoammMocTu B
afleKBaTHOM 1 CBOEBPEMEHHOM €ro KOppeKLnn, 4To KpaiHe HeobxoAnuMo Ansa Aasb-
HeWwel ycnewHon peabunutaunm. ANroputm obcnefoBaHMs NauMeHTOB C coMa-
TOTPONMUHOMAaMWN BK/OYaeT KOHTPO/SIbHOe onpejesieHne KOHLeHTpauum ropMoHOB B
KpoBW, 06s13aTesIbHbI KOHTPOb 3HAOKPUHOMAora n JIOP-Bpaya (B criydae TpaHccge-
HOMZanbHOM onepauun) 1, NpyM HeobxXoAMMOCTU, oTasibMosiora M HeBponaTosiora.
MocnenyoWnMin KOHTPOb Hag MauneHTOM OCYLLeCcTBAAT NpUbAn3nTesibHO yepes
6 Mec, Korga K y>ke nepedymciieHHbIM 06cniefoBaHUSAM Heobxoaumo gobasute MPT
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OHAOKPUHHAA XUpYprus

WM KT ana KOHTpoNnd paguKanbHOCTU yaasleHUs onyxonu. 3atemM, MOMUMO KOHT-
posis ropMOHasIbHOro poHa, peKoMeHAYIT nosTopHYy MPT nnn KT nposBogAaT vepes
12 mec n 1.4.

OcHOBY MegMKaMEHTO3HOro JileYeHUs aKpoMerasmm CcoCcTaB/IAT [Ba Kacca
npenapaTroB — aroHWCTbl Aod)aMuHa M aHanorm comartocTatuHa: OKTpeoTupi (caH-
JocTaTuH*), ero rposIoOHrMpoBaHHble (opMbl — NaHpeoTus (comaTysiMH*) N OKT-
peotng-geno (caHgoctatuH-JTAP*). ToMuMMO 3TOro cyuwlecTByeT eule OAWH Knacc
npenapaToB — aHTaroHUCcTbl peyentopoB CTI. OAnH N3 Ux npeactaBmTeneii — npe-
napar nersmcoMaHT# . Ero npumeHsAT NPemmMyLLLecTBEHHO AN J/IeYEHUA NauMeHToB
C Pe3NCTEHTHOCTbLIO K aHasioraMm comartoctatuHa. lNpegsapuTensbHble JaHHble YKasbl-
BalT Ha BbICOKY 3h(heKTMBHOCTb. OAHAKO Ha CerogHAWHNA geHb 3TOT npenapat
opuuManbHO He 3aperncTpmpoBaH B Poccum v Moka HaxoAuTcA Ha uccnegoBsaTteslb-
CKOWi cTagun.

® AroHUCTbI gopaMmnHa oKasbiBalOT 3PMEKT, B 60bLUNHCTBE C/1y4YaeB, B KayecT-

BE AOMOSTHUTENbHOM Tepanum K XMPYpPruvyeckomy 1 nyyeBomy siedyeHuto. B Buge
MOHOTepanMu Nin NepBUYHOro MeTofa NevyeHns X NPUMEHSAIOT, NPEenMyLLLecT-
BEHHO, Y MOXW/bIX 0cnabneHHbIX 60/1bHbIX C HEBbICOKOW CEKPETOPHOW aKTUB-
HOCTbIO afleHOMbl U NPV HaM4YMM abCcoMTHLIX MPOTMBOMOKAa3aHU K onepa-
TUBHOMY W /Iy4eBOMY Jle4eHU. ATOHUCTbI JohamuMHa MO3BONAIT A0OCTUYb
KNMHUYeckoro ynyyuweHunsa y 50-70% nauvieHToB, aB 20-30% cny4yaeB — HOp-
Masim3oBaTb KoHUeHTpauuio CTI B KpoBu.

m AHanorm comatoctaTMHa — camble 3PPEKTUBHbIE MegMKaMeHTO3Hble Cpeac-
TBa NevyeHnss akpomeranun. NMPUMEHSIOT NX B C/lyyae HeygayHoro Xxmpyprmyec-
KOro BMeLlaTesbCTBa, JIy4eBOi Tepanuu 1 Kak AornosHUTebHble K HAM cpefc-
TBa, 0CO6EHHO, €c/IM 60MIbHOW HeuyBCTBUTESIEH K aroHMcTam godamuHa, méo
OHN abCoMOTHO NPOTMBOMOKAa3aHbl. B oTiMumMe oT aroHUCTOB AohamMuHa, OHU
[0CTaTOUHO 3(hPeKTUBHbLI B Ka4eCcTBe MepBUYHOr0 MeToAa SieHeHUs, 0COBEHHO Y
MOXXWU/bIX, ocnabneHHbIX 60MbHbIX. HakoHel, aHanoru comatoctaTtuHa crnoco6-
Hbl BbI3blBaTb YMEHbLLEHWE pa3mepa onyxosin rmnodusa, a Takxke USMEHATL ee
CTPYKTYpPY, UTO AenaeT ux Becbma 3(h(heKTUBHbIMU B KayecTBe npegonepaLuoH-
HOW MoAroToBKW. JleueHne aHasioramum comaTtoctaTMHa Bbl3blBaeT 3HAUNTETIbHOE
CHMXXeHne KoHueHTpauun VPP-1 o HopMmbl y 40-70% nauwveHToB. EcTb gaH-
Hble, YTO BBefeHMe caHgocTatuHa-JTIAP* 04HOKpPaTHO eXXeMeCAYHO 3Ha4yuTesb-
HO 60nee apPeKTUBHO B OTHOLLEHUN CHUXKEHUSA KoHueHTpauun CTI u NPP-1
, YeM naHpeoTuga 2-3 pasa B Mecsl. OHM XOpOLWIO MepeHOCcATCs, M06oYHble
ahdeKTbl pegkn, MOryT MPoSABNATLCA B BUAE 60/1eli B XXMBOTe, Anapen. Y psaja
60/1bHbIX B MpoLecce Ne4YeHNA MOTYT NOABMATLCA 6ECCUMMTOMHbIE KOHKPEMEH-
Tbl B XXENTYHOM Ny3blpe.

lNMoka3saHnAa K NpoBeAeHUI0 Sly4eBOW Tepanmu Npu coMaToTPONMHOMAax orpaHu-
YeHbl. NMPUMEHSAIOT Takne BUAbI NTYYEeBOro JieHeHUs, KaK raMmma-tepanus, rnpoToHo-
Tepanus, raMmMa-HoX.

®m [lnCcTaHUMOHHYI0 ramMma-Tepanuio, Kak MepBUYHbI METOA Jle4eHUsl, Mnpu-

MEHSII0T TO/IbKO MPWU OTCYTCTBUM BO3MOXHOCTM MNPOBeAeHUSA afeHOMIKTOMUIA
(BBUAY OTCYTCTBUS CMELMANIM3NPOBAHHOA HEMpOXMPYPrUYECKOn CnyXxo6bl),
TOTa/IbHOr0 yaasIeHUs1 0NyxXonn B C/lydae MHBA3UBHOIO U/MNN UHPUNbLTPATUB-
HOro pocTa, /IN6o Npu KaTeropnyeckom oTkase 6011bHOro. O6syyeHme rmnoTana-
MO-rnrnomn3apHoii 061acTn NPOBOASAT MHOFOMO/IbHO-KOHBEPreHTHbIM MeTOA0M
B fo3e 180-200 Papg (1,8-2 I'p) exkegHEBHO C ABYXAHEBHbLIM MEPepPbIBOM B Teue-



Pasgen 5. AgeHombl runogusa

Hune 30-45 gHeil B cymmapHoii gose 4500-5000 Pag (45-50 Mp). Kypc obnyye-
HUA NMPOBOAAT OfHOKpaTHO. Pemuccna 3abonesaHus passumaeTtcs B 20-50%
cnyyaeB B CpokuM oT 5 go 10 net. OCNOXKHEHNSA AUCTAHLMOHHOK ramMa-Tepanmm
pefku, okono 1-3%. Kak npaBwvno 3T0: BbiNajeHWe BOJIOC Ha rosioBe, Hapylue-
HNA PYHKLMU YepenHbIX HEPBOB, HEKPO3 OMYX0/M C KPOBOU3NUSAHUEM, Hapy-
LeHUs 3pUTenbHbIX PYHKUWA BCNeAcTBUE MOBPEXAEHUS 3pUTEeSIbHbIX HEPBOB
WUJTN KPOBOU3JIUAHUSA B ONYX0/1b. MOXET yXYALUNTLCA NamMAThb.
MpoToHOTEpPaNMIO MPUMEHSAIOT KaK NEPBUYHbIA MeTOof fIe4eHUS Mpu afeHo-
Me runocmsa go 1,5 cm B gnameTpe ¢ OTHOCUTENIbHO HEBbLICOKOM aKTUBHOC-
Tbto (KOHUeHTpauusa CTI He 6onee 20 Hr/mn) y nuy, go 50 neT npu oTkKase
OT OMepaTuMBHOrO fne4vyeHUs. BBmay OTCPOUEHHOCTU adhekTa OT Ny4yeBoii
Tepanuun, cpasy nocne 06nyvyeHUs Bce 60/1bHble HY>XXAAKTCA B Ha3Ha4vyeHUU
Ha O/INTeNbHbIA CPOK MeAVKaMeHTO3HOW Tepanuwn. O6nyyYeHue MNpoBOAAT
OAHOMOMEHTHO, MOTOKOM TSXKesiblX MPOTOHHbLIX YacTuy B go3e 50-70 Ip.
JleyeHne No3BOMISAET J0CTUYb peMuccuun 3abonesaHnsa y 39-46% 60/bHbLIX B
CPOKM OoT 1 ao 5 ner.

FamMma-HOX — OAMH M3 COBPEMEHHbIX M Pa3BMBAKLLUXCA METOAOB J1y4YeBoi
Tepanuu. Y4uTbiBas ero rnpakTnyecku cpaBHUMYO 3PHEeKTUBHOCTb C MPOTO-
HoTepanueii, HO NPU 3TOM MeHbLUYI0 CTOMMOCTb, OLLYTUMYH KOMMAaKTHOCTb U
Heo6X04AUMOCTb 06CNY>XMBAHUA HEOONbLIMM KO/IMYECTBOM CMeLManmncToB, OH
nosly4ymna 3HauuTesibHO 60NbLUYI0 pacnpocTpaHeHHoCTb. K ero npemmytect-
BaM (KaK My NpoTOHOTepanumn) 0THOCATCA JIOKanbHOe BO34elicTBME pagnaLmnm
Ha Heb0/bLUOK y4YacTOK TKaHM C A0CTAaTOYHO HW3KOWM Sy4eBOW Harpyskow Ha
OKpy>kawLime TKaHN. BaxxHaa 0c06eHHOCTb — BO3MOXXHOCTb MPUMEHEHUA NPU
BpacTaHUM ONyX0au B MeLepucTbin cuHyc. MpoTuBonokasaHWemM K nprvMmeHe-
HUIO0 3TOr0 MeToAa CNY>XXUT cyrnpacesnsIApHoe pacnpocTpaHeHne onyxonm mns-3a
0MacHOCTUN MoBpeXAeHUNA 3pUTesIbHbIX HePBOB. DN(PEKTNBHOCTL €ro focTaroyHa
BbiCOKa. Ha paHHMX cpokax (4epe3 12 mec) ygaeTca f0OUTLCA CHUXKEHUSA KOH-
ueHTpaummn CTI y 40% 60MbHbIX, Yepe3 24 mec — Yy 96%. YMeHbLUeHVE pa3me-
pa onyxonin (No gaHHbIM 3apy6eXXHbIX aBTOPOB) 0OTMevatoT B 52-87% criy4yaes.
B Poccun aTOT MeTof eLe CpaBHUTEIbHO «MO100M» N AfINTe/IbHble pe3ybTaTbl
NeYvyeHns NnokKa He roJslyyeHsbl.

JlyueBble MeTOAbl /ledyeHMs 06nagaloT psALOM onpefesieHHbIX HegocTatkos, C
OAHOM CTOPOHbI — 3TO OCMOXXHEHUS, K KOTOPbIM OTHOCUTCS BbICOKAs yacToTa pas-
BUTMA runonutyntapmsma (0o 50% cny4daeB), runepnposiakTUHEMUK, MNOCT/Iyde-
BOW 3HUehasionaTnm, MHAYKUUA pa3BuTua onyxonen LIHC, BucoyHasn anwunencus,
nopa>keHUs 3pUTesbHbIX HEPBOB, & C APYrO — OTCPOYEHHOCTb MPOM3BOANMOr0 MU
ahhekTa BO BPpEMEHM.

JleyeHne KOPTUKOTPOMUHOM

Bbl60p MeToaa nevYeHA KOPTUKOTPOMMHOMbBbI 3aBUCUT OT:

A
A
A

pasmMepa 1 XxapaKTepa pocTa;

TSXKECTU KIMHUYECKUX MPosiB/IEHNI 3a60n1eBaHms;

BO3pacTa nauuneHTa;

HaIMUUNA TAXKENbIX CONYTCTBYHOLLIMX 3a60/1eBaHNI N OCMIOXKHEHWNIA TMHEPKOP-
TULUN3MA;

»KenaHnst 60M1bHOr0 0THOCUTE/TIbHO MPUMEHEHMS TOFO WU MHOFO MeToAa nedve-
HUS.
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Liesib neyeHNA COCTOUT B 06paTHOM PasBUTUN KIIMHUYECKUX CUMIMTOMOB 3abose-
BaHWA, HOpManm3auum KoHueHTpauum koptmnsona n AKTI B nnasme KpoBu € BOC-
CTaHOBJIEHMEM MX CYTOYHOro0 pUMTMa U HopManusauuMm KOHLEeHTpauunm KopTusona B
CYTOYHOI MoYe.

JleyeHune 60ne3Hn NueHko-KywmHra BaXKHO HayaTb KakK MOXHO CKopee Ans
NpefoTBpaLLEHUST NN CHDKEHUS CKOPOCTU PasBUTUS OCNOXKHEHWI. MNpeanovteHve
0TAaKT HeMpPOXUPYPrnMUYecKoMY UM NyYeBOMY NledeHno. X NPUMEeHSI0T Kak camo-
CTOATENIbHbIE MeTOoAbl JleYeHUA. ALPEHaN3KTOMUIO BbIMOMHAKT B KOMOUHaUUW C
NyyeBON Tepanuven. MegnKaMeHTO3HY Tepanuio NPUMEHST /NLb Kak A0rMosiHe-
HVe K OCHOBHbIM MeToaM JleHeHUs.

Mpy NOATBEPXKAEHUU LEHTPasIbHOr0 TUMNepKopTULM3IMA N Ha/IMYUU  OMYXO0un
runodursa (coBpeMeHHble ToMorpadbl 06/1a4at0T BbICOKOW paspeluatoller cnocobHoc-
Tbi0 N MO3BONAKT BbIABAATL 0MNYyX0Au A0 2-3 MM B AuaMeTpe) BbINOSHAKT TpaHc-
ctheHoMganbHoe yfasieHne KOPTUKOTPOMMHOMbI. YUUTbIBAA SAPKYH KIMHUYECKYIO
KapTuHy 3aboneBaHns, COOTBETCTBEHHO, OTHOCUTE/IbHO PaHHIOK ANAarHOCTUKY, Kop-
TUKOTPOMNMHOMBbI He YCMeBalT A0CTUYb 60/1bLLINX Pa3MepoB, YTO 1 onpegenseT Bbibop
XNPYpruyeckoro gocryna.

MpegonepaymoHHas NOAroToBKa npu 60ne3Hn MueHkKo-KyLmnHra BKA4YaeT CUM-
TOMaTUYEeCKOe SleHeHne — KOMIMEeHCcaLnio N KOPPEKLMI0 6eNKOBOro, 3N1eKTPOSTMTHOrO,
yrnesBogHoOro 06MeHoB, Nogaep>KaHne HoOpMasibHOro apTepuasibHOro fgasneHus n gap-
MakoTepanuil CTEPOMAHOr0 0CTeonopo3a. ATOo sledeHe HeO6X0AMMO Ha3HayaTb Kak
npu maHugectaumun 3aboneBaHusi, Tak N B peabunutauMoHHOM nepuoge, ecsim aTo
Heo6xo0AnMO.

Helpoxmnpyprmnyeckoe ie4eHne MUMeeT BbICOKYH0 3pheKTUBHOCTb. BONbLINHCTBO
nccnefoBaHuMi, NPoBeAeHHbIX B KPYMHbIX LLeHTpaX, MokKasblBaeT 4acToTy pemuc-
cun 70-80% (KpUTEPUAMU PEMUCCUN CUYNTAOT YMEHbLUEHUE BbipaXeHHOCTU
K/IMHNYECKUX MPOSIBIEHUA Ha (hoHe HOpMasibHbIX Pe3y/bTaToB /1abopaTopHbIX
nuccnefoBaHMiA B MocneonepaumMoHHOM MEepuoge: KOHLUEHTpaLuio KopTusona B
KpOBM B TeyeHue AHA B npegenax 150-300 HMOMb/A U HOPMas/IbHY KOHLUEHTpa-
Luo cBO6OAHOr0 KOpTM30/a1a B Mode). OfHAKO [O/ITOCPOYHbIe HabNOAEHUA TaKnx
naymeHToOB MOKa3bliBalT BbICOKYK 4acToTy pas3BuUTUSA peuuauBoB .3aboneBaHus
(okono 25% 3a 10 ner).

CyL,ecTBYHOT HECKO/IbKO OCHOBHbIX BUAOB /Ty4YEBOr0 SIEHEHUS KOPTUKOTPOMUHOM:
3T0 raMma-Tepanus, NPoToHOTepanus U raMma-HoX.

Mamma-Tepanuio B nocregHee BpeMs MPUMEHSIOT pefKo B CUAY HU3KOW addek-
TUBHOCTU (pemuccnsa 3aboneBaHUs NMPoOUCXoAUT NpUbIN3nTenbHO B 60% cny4yaeB)
U ONNTENbHOCTU HacTyn/ieHnA adekTa OT fled4eHns, Hamymem 60/bLIOT0 KONU-
yecTBa PaHHUX M NO34HUX NYUYEBbIX OC/I0OXKHEHUN, a TakXKe A/INTEeNbHOCTbI0 cCaMoii
MeToaMKN (B TedeHue 1-1,5 mec). MNMoaTomy ramma-tepanmio ciefyeT peKkoMeH40BaTb
TONIbKO MPU HaNMYUM KAETOYHOro NoamMmopmuaMa u MMUTO30B B FMCTONIOTMYECKOM
mMaTepuasne, nocne afeHoOM3IKTOMUM U MpX 0TKa3e 60/1bHOro 0T HEMPOXMPYPIUYECKON
onepauun Npu 60NbLLINX pasmepax afeHOoMbl runogmsa.

MpoToHHOE 06/1yYEHME CTaNM aKTUBHO MCMNOMb30BaTh B CBA3U C HU3KOM addek-
TUBHOCTbIO raMma-tepanuu. Npu 3aToM MCNOMb3YIOT Y3KME MYUKU TAXKEesbIX 3aps-
XKEHHbIX YacTuL, BbICOKUX 3HEPruii, a UMEHHO, MPOTOHHble Ny4ykn. Myukn dop-
MUPYHOTCA CreumanbHo A0S MeAULUHCKUX Lene Ha YCKOpUTENAX 3/1eMeHTapHbIX
yacTuvy,. OTOT MeTof AaeT BO3MOXXHOCTb MPUMEHATb AOCTATOYHble ANS 06/1yYeHus
KOPTUKOTPONMHOM f03bl — 70-90 IMp.
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O6nyueHre runogmsa Ny4YKoOM fMpoToOHOB, KakK NpasBuo, NPUMEHSIOT NP HEBbISB-
JNIleHHOM afieHoOMe UNW OTCYTCTBUM BO3MOXXHOCTU BbIMO/IHEHWS ONEPaTUBHOIO BMeLLa-
TeNbCTBa, B HAaCTHOCTW, MPWN HANTMYMN NPOTUBOMOKa3aHWM NNW HeXenaHM NaumneHTa
noageprarbcsi onepaTtMBHOMY fiedeHU0. Kak camocToATeNbHbIV METOf SleUeHUsl, ero
NPUMEHSIOT MpKW NErKoi 1 cpegHeTsKeNo opme 3abonesaHus. MNpu cpegHETS>KEN0M
N TSXKeNOoM TeueHUn 60se3Hn NueHko-KyLnHra, ans noebleHUs 3(peKTUBHOCTH,
€ro Ha0 KOM6VHMpPOBATL C OAHOCTOPOHHE U ABYCTOPOHHEWN afpeHasI3KTOMUEN.

OfHO M3 OCHOBHbIX [AOCTOMHCTB HEMpPOXMPYPruyeckoi onepaumum — 6bICTpoe
yNydlleHne CoOCTOAHNA naumeHTa. ekt 061yHeHUA XKe CKa3blBaeTca MefsieHHee
(ot 6 fo 18 mec), ogHAaKO, NpPU ero UCrosIb30BaHUN HET COOTBETCTBYHOLLNX XUPYPrU-
YECKUX PUCKOB, XOTS M 60/bLUE BEPOSITHOCTb pa3BUTUSA runonmtymntapusmMa (B Buge
rmnoTupeosa, runoroHagmama, CTI-HegocTatouHOCTU), DPPEKTUBHOCTL JleHEHUS
6one3Hn NueHKo-KylrHra npy npMMeHeHUM 060MX METOA0B A0CTATOYHO BbICOKA U
rno pa3HbIM AaHHbIM cocTaBnseT 85-87%.

K npenmyuiecteaM NpoTOHOTEpPaANUK MO CPaBHEHUIO C raMma-Tepanmnein 0THOCAT-
CS: OHOKpAaTHOCTb ceaHca 06/1y4eHUsl, 6o/ee paHHee HacTyrnJeHne KIANHUYECKOro
yny4dweHuns (¢ 6-8 mec) Bbicokast aphpeKTuBHOCTL (Nopsgka 80-90% B 3aBUCUMMOCTU
OT TSDKEcTU 3aboneBaHUs)) NMpU OTCYTCTBUWM MOBPEXAEHUS OKPY>XXAKLWMX TKaHEew,
HU3KUIA MPOLEHT Pa3BUTUS JTyUeBbIX peakunii (06WMUX N MECTHbIX) U OC/TOXKHEHWIA
B OTAa/IEHHbIE CPOKK HabnwaeHUs. A TakXKe BO3MOXXHOCTb MOBTOPHOro 061y4veHUs
npu HegoCTaToOuHOM 3hheKTe OT NpeablAyLLero ceaHca 061yyYeHUS.

CHMXKEHMe KOHLUeHTpauunm KopTusona nepes obnyyeHUeM MO3BOASET MOBbICUTb
YYBCTBUTE/IbHOCTb FMNOTa/1aMO-TUNON3aPHON CUCTEMbI K 06/TyHEHMIO U COKpaLLaeT
CPOK HacTyMNJ/IeHUs1 peMunccUmn 3a601eBaHUs. STOF0 MOXKHO A06UTLCA NyTEM O4HOCTO-
POHHEWN afpeHan3KTOMNMU NN NPUMEHEHMEM NpenapaToB, 6/I0KNPYOLLLMX CTEPOUAO-
reHes B HaAno4Ye4yHnKax,

K npoTuBonokasaHuUsAM K NpoBeAeHMI0 NPOTOHOTeEPanumM 0THOCATCA pasmep aje-
HOMbI rmnodusa 6onee 15 MM B ArameTpe, 6/1M30CTb PACMOI0XKEHUS OMyX0/u K nepe-
KPECTY 3pUTe/IbHbIX HEPBOB, MPU3HAKU «MYCTOro» TYpPeLKoro ceania UM KUCTO3HOA
afeHoMbl. OTHOCUTE/IbHBIM MPOTMBOMOKa3aHMEM K 3TOMY BUAY JIeUEHUS cUUTalT
BO3pacT 60/1bHbIX: MOsI0XKe 8 unu ctaplie 60 neT.

Mpn OTCYTCTBUN NN HEAOCTATOUHON 3h(PEKTUBHOCTU NPOTOHOTEPANUN €€ HY)KHO
KOMOWHMPOBAaTb C aApeHaNIaKTOMUEN NN MegUKaMeHTO3HOM Tepanueii. Mpn Komoun-
HWPOBAHHOM fle4eHUN afpeHaN3IKTOMUIO crefyeT NPOBOAUTL KakK MepBbli 3Tan, Tak
KakK 3T0 Cnoco6CcTBYeT COKPAaLLeHU0 CPpoKa HacTynIeHUs peMnccun.

Taknm 06pa3om, NPOTOHOTepanuUsa Kak camocTosTesIbHbI MeToA fieveHus 6ones-
HN NueHkKo-KylwinHra mmeeTr npeumyuiectsa y 60/bHbIX MOI040r0 BoO3pacta ¢
MWUKPOaAEHOMON rnnocmnsa n NerknmMm TeyeHneM 3aboneBaHunsi. C NPOTOHHOro 06y-
yYeHUA criefyeT HauYMHaTb JledeHMe NPy YCTaHOB/IEHHOM AnarHose 6one3Hn MueHko-
KywuHra, Ho npy oTcyTcTBUKN YeTKUX MPT (nn KT) — gaHHbIX 3a Hasimuume ony-
X0/n runogm3sa.

B cnyvae Heah(heKTMBHOCTU MPOBOAMMOr0 KakK HelpoXMpypruyeckoro, Tak
MU Ny4eBOro JfleYeHUsi Tepanuer BTOPOA JIMHUW CTAHOBUTCHA afpeHasIaKTOMUS.
CoueTaHue OLHOCTOPOHHEN afpeHan3KTOMUKU ¢ 0byYyeHeM runodursa npu cpegHe-
TSXKEsoM 1 Tshxenoi dhopme 3abo/1eBaHNA — A0CTATOUYHO 3PPEKTUBHbBIA METO eve-
HUA. MNpn TAXKENOM TeYeHUU U NPOrpeccupoBaHUN FTUMNepPKoOpTMLM3MA KaK MepBbii
3Tan flevyeHns nokasaHa ABYCTOPOHHSASA ToTaslbHas afpeHasakToMus, 3aTeM slyyeBas
Tepanus gnsa npopuiakTUKM pasBuTna cuHapoma HenbcoHa. [NpoToHOTepanuio
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SHAOKPUHHAA XUPYpPrus

LenecoobpasHo NMpoBoAMTbL NPU MUKPoadeHOMe rmnopmsa, a ramma-repanunio — rnpu
MakpoazeHome (ecnun 60/1bHOM 0TKasascsa oT onepayun).

MegnkaMeHTO3HYI0 Tepanmio UCMNOoMb3YI0T KakK J0M0/IHEHME K OCHOBHbLIM METOAaM
NeyveHus. C Hee Heuesnecoobpa3Ho HauMHaTb fledyeHne 60ne3HN NueHKo-KylwnHra.
Ee ncnonb3yloT Auvllb KaK MOArOTOBKY K OCHOBHbIM MeToAam WAW focne HUx,
ONA COKpalleHUA CPOKOB HacTYM/IEHUA PeMUCCUU. YUUTbIiBad, YTo 3ahPEKTUBHOIO
naTtoreHeTUYeCKOro MeAMKaMEeHTO3HOro siedyeHuss 6onesHn WMueHko-KywmHra He
CyLlecTByeT, M3 dapmMaKo/I0rM4yecknx npenapartoB ¢ HambobLUen aPPeKTUBHOCTLIO
NPUMeHSAIOT 6/10KaTopbl 6MOCMHTE3a cTepouaoB (MUTOTaH, aMUHOMAYTETUMUA®,
KeTOKOHa30/1 1 ap.).

K 0COGEHHOCTAM MeAMKaMeHTO3HOW Tepanuu 60ne3Hn NuyeHKo-KywmnHra cne-
[yeT OTHeCTU BbISIB/IEeHWE MEePeHOCUMMOCTM MNpenapaToB, MNpoBedeHWe JleYeHUA Mak-
CUMa/IbHbIMW [03aMU C CaMOro Havana, HeobX04MMOCTb KOHTPOMA KOHLeHTpaunu
KopTu3ona b KpoBM M CYTOUHOW MOYe He pexke, Yem oauH pa3 B 10-14 aHeid, n, B
3aBUCMMOCTU OT CTEMEHU €e CHWXXEHWS, UHAUBUAYa bHbIA Nogbop noafepiKuBato-
wen ao3bl. CunTalT, YTO KOMOUHMPOBaHHAA Tepanumsa KeTOKOHA30/10M U aMUHOTN10-
TeTUMNAOM® MPUBOANT K 3HAUUTESIBHOMY CHUXKEHUIO DYHKUUWN HAAMNOYEYHUKOB Y
60/1bHbIX € 60ne3Hblo NueHKo-KyLlinHra. JleyeHne 6rokatopamm cTeponoreHesa B
HaanoyeyHMKax 4acTo CoYeTalwT C Has3HavyeHMeM rpenapaToB LEeHTPasIbHOro Aewnc-
TBUA, Nnojgasnawwmnx cekpeuunto AKTT .

ANnTenbHOCTb MeAMKaMeHTO3HOM Tepanuum 3aBUCUT OT MOCTaB/IEHHbIX Lenei:
Nn6o NoAroToBKa K OCHOBHOMY JledeHMI0 U obecneveHne 6osiee Nerkoro nocrieone-
pauMoHHOro nepmoga, NM60 Kak AOMNOSIHeHMEe K NIy4eBOW Tepanuun Ans JoCTUXKEeHUS
60nee 6bLICTPOM KOMMeHcauu 06MeHHbIX HapyLUeHWIA.

NleyeHune rTOpMOHa/IbHO-HEAKTUBHbLIX afEeHOM rmnocp|/|3a

JleyeHne HeaKTUBHbIX afeHOM ruMnocmnsa, Kak npasuno, xmpyprudeckoe. Llenb
ero CoCTouUT B yAaNleHUN KaK MOXXHO 60/bLIe MacCbl ONYX0/u, YCTPpaHEHUN KOMM-
peccuu npunexxawmux cocyamcTbiX U HEPBHbIX 06pa3oBaHWU, MOMYYEHUUN TOYHOIO
rMCTON0rMYECcKOro guarHosa.

m Ha aHpocennsapHo cTagmMmn pasBuTus fiedeHne HeaKTUBHbIX afleHoM rmnodgumsa
MO>XHO MPOBOAMTL aroHMcTamm gogaMmHa v npenaparamMmm nos0BbIX FOPMOHOB,
yUnTbiBas MX BO3MOXXHOE BTOPUYHOE MPOUCXOXKAEHNE MPU PAHHEM CHUDKEHNU
hyHKLMN MonoBbIX Xenes. OfHaKo NMpu pasBUTUM Ledanarnyeckoro cMHgpoma
MOXEeT BCTaTb BOMPOC 0 XUPYPIrUYECKOM YAasIeHUN.

m [py 3KCTpaces/IAPHOM pacnpocTpaHeHUX onyxonu (B 3aBUCUMOCTU OT
TOro, KakKnx pasmepoB OHa JOCTUT/1a N B KAKOM Harnpas/ieHUn pacTeT) Bbi6op
MOXKET 6bITb MeXY TpaHccheHoMAanbHbIM U TPAHCKpaHWasibHbIM yaaneHun-
eM. MNpwn aTom npeanoyTeHue B nocaefHme rogbl Bce 60nbLle 1 6onblue oTaa-
I0T MepBOMY, MPMMeHeHUe TpaHccPeHOMAaNnbLHOro AocTyna Ans yaaneHus
ONyX0NW NOj 3HAOCKOMMYECKMM KOHTPOJIEM MO3BOMSET YBE/IMUUTb paju-
KasibHOCTb oOnepauumn, a 3HAO0CKOMMYEcKoe yhaneHWe afeHOMbl BA06ABOK
No3BO/ISET YMEHbLUNTL TPABMATUYHOCTb XUPYPrn4yecKoro AocTyna u cokpa-
TUTb NocneonepauuoHHbIN Nepuos. B HeKOTopbIX criyyasx, Korga onyxose-
BasA TKaHb YyBCTBUTE/IbHA K TEM WX UHbLIM MpenapaTam, MOXXHO NPOBOAUTb
MeAVWKaAMEHTO3HYI0 Tepanuio (aroHUcTbl goaMuHa, aHanorn caHgocratnHa
n ap.). OgHako, Kak npaBuo, aheKT 60 He3HAUYNTENbHBbIN, NGO OTCYTC-
TBYeT BOBCE.
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K BaXkHbIM acnekTtam B peabunmraummn 60/bHbIX C HEAKTUBHOM OMYyXO0/1bi0 F1UMno-
(husa, Kak B [0-, TaK 1 B NMocseonepaLMoHHOM Nepuoae 0OTHOCUTCA KOPPeKLUUa rmno-
nntyutapusma. Kpome HegoctatouHoctn AKTI, TTI, JIF/®CI 3Tn 60/1bHble MOTYyT
MCMbITbIBaTb CUMMMTOMbI Aehmnumta CTI, UTO 3aMeTHO CHMXKAET KayeCcTBO UX XXU3HN.
HasHaueHune npenapartos CTI, Hapsay ¢ TPagMLMNOHHOA 3aMeCTUTENbHOM Tepanueni
rTIOKOKOPTUKONAaMU, TUPEOUAHBIMU U MOSI0BLIMU TOPMOHaMK, NMO3BOJIAET, B MePBYIO
oyepenpb, YNYULWNTb Ka4ecTBO XXN3HU 60/1bHOr0 HEaKTUBHOM 0NyX0sbio rmnousa, a
KpoMe TOro, cnoco6CcTByeT YMeHbLUEHUIO 3arnacoB TKaHEeBOro XXupa N yBennYeHUo
MbILLEYHOM Macchl.

Takum 06pa3omM, B nporpaMmy Jfie4eHUs afeHOM runogusa BXOAUT KOMIIEKC
MeponpUATUIA KaK XMPYPruyeckoro, Tak MeANKamMeHTO3HOro U pagmoniormyeckoro
xapakTtepa. Ona Bbl6opa oNTUMa/IbHON TaKTUKWU /IeHEHUS B KaXKAOM KOHKPETHOM
criyyae Heob6Xxo4MMO MPUHUMaTL BO BHUMaHMe He TOIbKO MeAULIMHCKME, HO TakXKe
coumasnbHble acnekTbl, B TOM YMC/E U XKeJlaHe nauueHTa.

[MporHos

MporHo3 npu ageHome runoursa 3aBUCUT OT CBOEBPEMEHHOCTU BbISBMIEHUSA, ee
rMCTOMOrNYECKUX 0COBEHHOCTEN, HanpaBneHNs pocTa U pagnKasibHOCTU JIeYEHUS.
Ecnn nponakTuHoMa 4yBCTBUTENbHA K MeAVKaMEHTO3HOW Tepanuu, NevyeHune
MOXET NMpodosmKaTbes rogamu. MNpu aTom Ha hoHe npuema rnpenapaToB y NaLeHToB
BO3MOXHO MOJIHOE BOCCTAHOB/IEHUE PEMNPOAYKTUBHOW (DYHKLIMKM, a TakXKe HacTyn-
neHve bepemeHHOCTU. Bonpoc 0 LenecoobpasHOCTU fasibHENLLEr0 XUPYPrMyYecKoro
JleYeHUss B KaxK[OM c/lydyae pellarnT nHaMBnayasibHo. HecCoMHEeHHO, Npu pe3ncTeH-
THOCTM K MPOBOAMMOW Tepanuu, HernepeHoCMMOCTU KOMMOHEHTOB MpenapaToB wUan
npuv peunanBee KNMHNYECKON KapTUHbI 3a60N1eBaHUSA, NPOAO/IKEHHOM POCTE ONYXO0/N
BOMpoC 06 onepawuun Nnu Ny4veso Tepanun nepecMmaTpmsaloT.
lMocne yaaneHna coMaToTPONMHOM Y>Ke B paHHeM nocsieonepaloHHOM nepuoje
(Ha oOCHOBaHUM CHWXKEHUS Kak 6a3anbHol, Tak 1 nogasrisiemMol Ha oHe O TT KOH-
ueHTpaunu CTI) MOXKHO CYAUTb 0 peMUccMU 3a60n1eBaHUSA.
m Pemunccna 3aboneBaHns Hanbonee BeposaTHA, a PUCK ee peLnanBa NpakTUYecku
MUWHUMa/IbHBINA, €CNn y)>Ke B paHHeM Mnoc/ieonepaLmoHHOM Nepuoae codepxa-
HMe NPP-1 1 6aszanbHas KoHueHTpauusa CTI ctanm HuxKe HopMmbl (<5 MEA/N
[<2 mKr/n]) v Ha coHe OI'TT HabngaeTcs yYBEPEHHOE CHUMXKEHWE MOCeaHEN
(<2 mEA/N [<1 MmKr/N]).

m Ecnin y nauneHTa B paHHeM nocsieornepaymoHHOM rnepuoge He oTMeyaeTcs CHU-
>KeHune KoHueHTpauuu CTI n M®OP-1 HMXKe HOpMbI, HO NPY 3TOM KOHLLEHTpaLma
CTI cHM3UNack A0 HOPMasbHbIX 3HAYeHWI, Yepe3 12 Mec nocne onepaumn npu-
MepHO B 50% cnyvaes cnefyeT 0XXuaaTb NOHYH0 PEMUCCUIO 3a60M1eBaHUS.

m Ecnn 6asanbHan KoHueHTpauma CTI He cHM3mnack B paHHMeE CPOKKM nocsie one-

pauumn, Kak rnpasuo, pemmccnsa 3abonesaHsa He HacTynaer.

Takmm o6pas3om, Tex 60/1bHbIX, Y KOTOPbIX KOHUeHTpauusa CTIT cHu3mnnacb nocne
ornepauun To/bKO A0 HOPMasibHbIX 3HAUYEHWA, B paHHEM Moc/1eonepayyioHHOM nepu-
ofe cnefyeT Habnoaate C LeNbl0 CBOEBPEMEHHOro Ha3HaueHWs Tepanum BTOPOW
NuHUU. Bcem 60/1bHBIM MPU COXpaHEHUU BbICOKOW 6a3asibHoM KoHueHTpauun CTI
yepe3 5-7 gHel nocne onepauuM MokasaHo paHHee Has3HauyeHVe MeLUKaMeHTO3HOM
Tepanuu (aHanornm comatoctaTuHa, aroHUCTbl goamMmHa v Ap.) ¢ nocnegyowmm
peLLeHVem BOMpoca 0 TaKTUKe fiedeHns vepes 6 Mec.



DHAOKPUHHAS XUpYprus

MporHo3 neyeHus 6onesHn NueHkKo-KyLInHra 3aBUCKT 0T A/INTENBHOCTU, TSXKec-
TN 3aboneBaHUA N BbIPAXXEHHOCTU MNPOSABAEHUNM runepkopTuumsma. PaHHAS ana-
rHOCTUKa 3aboneBaHMA ynydwlaeT NporHo3. PaseuTme B nepsble AHW MOC/e ornepa-
LN KTMHUKO-NabopaTopHOM KapTUHbI TMMOKOPTULLM3MA CriefyeT pacLeHMBaTbh Kak
Npu3HakK pagmMKasnbHOCTU yaaneHuUs ageHoMbl rmnounsa, Ho OKOHYaTeNbHYI0 OLEHKY
3 heKTUBHOCTM afeHOMIKTOMUW MPOBOAAT He paHbLUe, YeM Yepe3 6 Mec rocne one-
pauun. CToiKas 1 nosHasa pemuccua 3aboneBaHMsa HacTynaeT yaule y Tex 60/bHbIX,
Yy KOTOpPbIX B PaHHWI nocsieonepaunoHHbIi nepuog, (7-10 gHeid) pasBmiack KNMHUKO-
nabopaTopHas KapTuHa rMnokKopTuLM3Ma, Tpebyiolias 3amMecTUTenbHOM Tepanuu
rNKO- N KOPTUKOMZaMKN cpasy nocse onepaunm n B fasbHelleM B pasHble CPOKU
rnocsie Hee (0T 6 go 12 mec).

Y naymneHToB ¢ 60/1€3HbI0 N eHKO-KyLmHra B akTUBHOM CTaaun rMnepKopTULLmM3-
Ma CHUYKaeTcs YyBCTBUTENbHOCTb FMNOTanamo-runogursapHoi cucTemMmbl K KOPTUKO-
cTepongam nNpu NpoBefeHVM Masioil Npobbl ¢ fekcaMeTaszoHoM. Kak npaBusio, B ciyyae
YCNELLUHO NPOBeAEHHOM HelpoXnpyprnyeckon onepaLmmn y 601bHOI0, HaxXoasALLLerocs
B pemuccumn 3abonieBaHns, pe3ysbTaTbl Masiol Npobbl C AeKCaMeTa30HOM TaKue e,
KaK 1y 340p0BbIX /1L, VIHaye roBopsi, pe3ynbTaTbl Masion Npobbl ¢ feKCAMETa30HOM
MOTYT CAY>XXUTb MPOrHOCTUYECKUM MapKepoM AN OUEHKN 3(PEeKTUBHOCTU afeHOM-
3KTOMMW W CM0OCO6CTBOBATbL CBOEBPEMEHHOMY BbISIB/IEHUIO 60/IbHbIX C HayaslbHOW
cTaguei peunansa 3aboneBaHus.

Mpn nevyeHN ropMoOHaIbHO-HEAKTUBHbBIX ONYyXonel runodusa B cnyyae nx
TOTa/bHOIO UNM Cy6TOTANIBHOIO yAaneHNa NpPorHo3, B LesioM, 61aronpusaTHbIN.
Peungms nnu NpoAo/KEeHHbIA POCT ONyX0/AM MOXXeT noTpeboBaTb MOBTOPHOWN
onepauuu, a nocrne (MM B c/iydae HEBO3MOXXHOCTU ee NpPoBefeHUs) — fy4eBoii
Tepanuu. PeunavBbl HeaKTUBHbLIX afjeHoOM runogusa passmBalwTca Npubaun-
3nTenibHO B 10-12% cnyyaes. MMOBTOpPHble onepauun nNepeHoOcATcs 60/IbHbIMMU
TAXKesiee N OCMOXXHEHUA Mocse HUX pa3sBmBalTca B 2-3 pasa vauwe. KoHTposib
TeyeHNs 3aboneBaHWs MNPOBOAAT MO CAeAylolWeMy asropuTMy: KOHTPOJIbHOE
obcnefoBaHMe yepes 6 mec nocne onepaunu, Bkawvawwee MPT n KT, onpege-
NeHve napameTpoB CEKPeTOpHOU (MyHKUUKU runodursa ¢ Koppekumen 3amectu-
TenbHOW Tepanuu. Mocnegytouwee obcnegosaHme (eC/IM He HY)KHO paHee) NPoOBO-
OAT yepe3 12 mec U T.A4.
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Paspgen 6. CMHOPOM MHOXECTBEHHbIX
SHAOKPUHHBLIX HEeomniasnia

Benbuesuy A.I.

CUHOPOM MHOXECTBEHHbIX 3HAOKPUHHbLIX Heonasni
1 tTna (cuHgpom Bepwmepa)

CUHOPOM MHOXXECTBEHHbIX 3HAOKPUHHLIX Heonnasui lTtuna (MOH 1 TmMna) —
HacneacTBeHHoe 3abonesaHuve, rnepegaroLLeecs rno ayTocoMHO-AOMUHAHTHOMY TUMY C
pas3fiInyHoli neHeTpaHTHOCTbIO, 06yCcnoBAMBalLLee BOSHUKHOBEHVE [06pOKAYECTBEH-
HbIX WAW 3/10KAYeCTBEHHbIX OCTPOBKOBbIX 3HTeponaHKpeaTU4YecKux OMyXosiei,
runepnnasuio nmbo onyxonesoe nopaxeHue OLLK, nobpokayecTBEHHbIX OMYyXO0siei
rmnogmnsa, TUMNYECKNX U BPOHXUAsIbHbIX KapuMHOMAOB, Pa3fIMYHbIX U3MEHEHW B
HajnoyeyHUKax, onyxonen Koxm v ap.

Ha HauyanbHbIX 3Tanax passuTua 3abonesaHnsa ¢ cuHgpomom M3H 1 Tuna ctan-
KMBAKTCA Bpayn cambliX pasHbIX CreumanbHOCTen. B OCHOBHOM, K/IMHMYECKMe
NposABNEHNA 00yC/10B/IEHbI CUMNTOMaMU TUNEPNPoOAYKLUN rOPMOHOB OMYyX01EBbIMU
KNneTKamu, pexke 1 B 6onee No3gHen dase 3abonesaHNA Ha NepBblii NNaH MOryT BbIATH
CUMMTOMbI, CBA3aHHbIe C MeTacTaTUYeCKUM MOPadKEHUEM U CUHAPOMOM CAAB/EeHUS
(npun onyxonax runousa). PasHoobpasune TUMOB 0Myxonen, KOTOPbIMU NPOoSABASeTCA
cuHapoMm M3H 1 Tvna, 06yc/ioBAVBAET 3HAUUTENbHYIO CIOXKHOCTb AMAarHOCTUKN Ha
paHHeM 3Tarie 3abosieBaHuUA.

anngemmosiornsa

MpuynHbl N36MpaTesnlbHOro 0MNyxosieBOro MNopakeHUs pas/InYHbIX OpraHos Mnpwu
M3H 1 Tuna [0 cux Nop HEN3BECTHbI.

MepBuYyHbIA TIT — Haunbosniee yactaa aHAOKpMHoNaTma npym M3OH 1 Tuna, u
neHetpauusa npusHaka K 50-netHemy Bo3pacTy fgocturaet nodytm 100%. Tem He
MeHee, cmHapomoM M3H 1 Tuna obyc/noBneHbl TONbKO 2-4% Bcex c/ydyaeB nep-
BMYyHoro IMMIT.

PacnpocTpaHeHHOCTb K/IMHUYECKUX MPOSIBAIEHUI OCTPOBKOBbIX 3HTEpPOMaHK-
peaTnyeckux onyxone sapbupyet oT 30 fo 75%, npm aytoncum gocturaet 80%.
Cpeau hyHKLVOHUPYOLW WX 0NYX0ei onnucaHbl raCTPUHOMbI, UHCYTMHOMBI, F/10-
KarobloMbl, BWT-ombl, PP-KfeTOYHbIE OMYyX0/M, KapuuHOMUAbl MNOAXKEey[0uYHOM
Xenesbl.

Ha [0/110 MHCYMHOM NPUX0ANTCS A0 75% Bcex Onyxosieil OCTPOBKOBOI0 annapara
NMoMA>KeNyA0YHON >Kesesbl, A0 5% BCeEX WHCY/IMHOM BbISBASAKT Mpu cuHapome M3H
1 T1una. Mpwu cuHapome Bepmepa MHCYIMHOMbI BCTpeYvatoTca B 23-29% HabiiogeHuii.

FacTpyHOMbI BbISBAAKT Y 40% 60NbHbIX ¢ cMHAPOoMOM M3H 1 Tuna. B pamkax
M3H 1 Tuna onucaHbl Ao 25% Bcex HabnwaeHU racTPUHOMBI.

Onyxonu runocmsa npy M3H 1 Tuna scTpevatoTcs B 10-60% cnyyaes (LLIMPOKNIA
pasbpoc AaHHbIX 00YyC/0B/EH Pas3/INYUAMU NauUeHTOB N MEeTOL4O0B WUCC/Ief0BaHUSA).
[Be TpeTn onyxonen — MUKpPoageHOMbI MeHee 1cM. J1060i TN onyxonn nepeg-
Hel fonu runogusa MoxeT ObITb accoummposaH ¢ M3OH 1 Tvna, 3a UCK/KOYEHNEM

247



OHAOKPUHHAA XUpyprus

VCTVHHOA roHagoTponuHoMbl. MponakTuHoma BcTpevaetca B 20% Hab/0AeHWIA.
CoueTaHne coMaTOTPONMMHOMBI C NPOAAKTUHOMOW, N30/IMPOBAHHAsA cCOMaTOTPONMMUHO-
Ma, FOPMOHa/IbHO-HeaKTMBHbIe 0MYyX0/n runodmsa BcTpevatTcs B 5% HabnwoaeHUi
(kaxpas). KopTuKoTponnHoma BCTpeyaeTcs B 2% c/iy4vyaes, TUPEOTPONMHOMA B pam-
Kax MOH 1 Tnna BCcTpeyaeTcsa Ka3ynCcTUYeCcKn peako.

Mpn M3H 1 Tuna BbIABNAKT KapuuHouabl TUMyca U 6pPOHX0B (0KO0 2% KaxK-
Abin). Y 10% 60nbHbIX BCTpedaeTcsa |l Tmn aHTepoxpomadMHHONOA0OHOI0 Kapuu-
HouZa >Kenypaka.

Mpn M3H 1 tnna go 20-40% 60/bHbIX UMET U3MEHEHUSA KOPbI HAAMOYEHYHNKOB
(ropmMOHas/IbHO-HeaKTMBHbIE ONYX0/N, ANdy3Haa runepniasns, agpeHoKopTUKasb-
HbI pak, rmnepasbfocTepoHN3M).

Kak KOXXHble, TakK 1 BUCLepasibHble NIMNOMbl BCTPEYATCA Y TPETU 60/IbHbIX C
M3H 1 tmna. Kak Hebonblune, TaKk U pacnpocTpaHeHHble 0nyXoan 06bIYHO MY/ib-
TULEHTPUYHbI N MPUBOAAT K KOCMeTU4YecKoMy fAedeKTy. MHOrouucrieHHble fnLe-
Bble aHrMonbpomMbl Bo3HMKaT ¥y 40-80% nauuneHToB ¢ M3H 1 Tuna, B NosoBUHE
HabnaeHNNr oTmevaeTcs 6onee 5onyxonen. Tak)Ke BCTpevatoTCs KoslareHoMbl.

3Tnonoruns

[eH, OTBETCTBEHHbI 3a BOSHWKHOBEHME cMHApPOMa M3H 1 Tuna, pacnosio)KeH B
xpomocome 11q13 v cocTonT 13 10 3k30HOB. OH KOAMPYET PErNOH, KOTOPbIA 0TBeYaeT
3a NPoOM3BOACTBO NeNTUAa, cocTosALlLero 13 610 aMMHOKUCAIOT. DTOT NENTUA NOMyYnn
Ha3BaHWe MeHWH (nrenin). MeHWH NPUCYTCTBYET F/1aBHbIM 06pa3oM B S4pe KAETKW.
B npegenax ofHol ceMbU BbISABASAITCA 04HOTUMHbIE M0 /IOKANM3aumMn U xapakrepy
MyTauum.

MyTauun, accoymmpoBaHHble ¢ M3OH 1 Tuna, pasbpocaHbl BHYTPU U BOKPYr
yyactka JHK, ¢ KoToporo nponcxognT OTKPbITOE CYUUTbIBAHNE MEHUHA; UX MPUHATO
0606LLaTb B HECKO/IbKO TUIMOB:

B Npuonn3nTenbHo 25% — HOHCEHC-MyTaunu;
0K0/10 45% — HebosblLVe geneunn;
npn6ansnTesibHO 15% — HebonbLMe UHCEPLUN;

MeHee yeM 5% — [OHOP-CNMANCUHT MyTauuu;
npnénusnTensHo 10% — MUCCEHC-MYyTaumm ¢ U3MeHeHueM oT 110 3 aMUHOKUC-
10T B MEHMHe.

M3H 1 Tmna 06bl4HO 06yC/I0B/IEH NCYE3HOBEHUEM W/IN BUAOU3MEHEHMEM Geska
MeHuHa (first hit, unn «nepBbli ygap»). MpeanonoXXnTesnibHO, 00WNIA MEXaHU3M
BO3HMKHOBEHUSA onyxoner npy M3H 1 Tuna cocTOUT B CHMXXKEHUU (hYHKLMOHAaNb-
HOWM aKTUBHOCTU 6e/iKa MEHMHA B TeX K/eTKax, B KOTOPbIX 3TOT 6eN0K nposBasieT
CBOK MPOTMBOOMNYXO0/1EBYH aKTUBHOCTb. «First hit» Hacnegyetca v npucyTcTByeT
B KaXKAOoW KNneTkKe; NMPOSBASeTCS >Xe Npu Havane YHKLUWOHUPOBAHUS OMYXOSu.
OT0 06bACHAETCA ayTOCOMHO-AOMWHAHTHbLIM TUMOM MNPeLPacrnoNoXXeHHOCTU K
JaHHOMY 3ab60/1eBaHMI0 OnpedesieHHbIX TKaHeld. B Tom cnaydae, Korga Hanu4iue
first hit coueTaeTcs ¢ notepei A4pYyro KoNMuM reHa MeHMHa B COMATUYECKNX KeT-
Kax (second hit, nnu BTOpoOi yaap), KoTopas o6ycrioBneHa noTepeil 601bLUONO
cerMeHTa mMnu Bcel 11 XxpoMOCOMbI, peasnin3yeTcs HeonnacTuyeckoe (ONyxosieBoe)
pasBuTMEe 3TUX KIETOK. DTOT NaToreHeTUYECKUii MexaHu3M 6uannenbHOM MHak-
TuBaumn mytauymm npym MOH 1 Tmna oTpa)kaeT PeHOMeH OMyx0/ieBOM Cynpeccum
B OHKoreHesze M3H 1 Tuna. AHanornyHas noteps QPyHKUUM 06enX KOMUA reHoB

248



Pasgen 6. CMHAPOM MHOXECTBEHHbIX 3HJOKPWHHbIX Heonnaswuii

npy MOH 1 Tvna HaxoguT oTpaXkeHue B YeTBEPTM cropagnyeckmux HabnogeHui.
B aTux HabnogeHnax kak first hit, Tak n second hit nponcxogat B comaTUyecKnx
KfeTKax. AHanornyHble MHaKTUBUPYIOLLME MEXaHN3Mbl, XapaKTepHble'as 060mnx
cnHapomoB M3H, o6Hapy>keHbl BO BceX onyxonsax M3H 1 tmna n B 601bLLIMHCTBE
cnopagnyecknx onyxosieii. B otnnume ot mytauum RET npm M3OH 2 Tmna, ot
XapakTtepa MyTauuu B reHe MeHMHa K/NHUYEecKas arpecCMBHOCTL OMYXO0sn Mpu
ceMeliHOM 1 cropajmyeckom BapmaHTax M3H 1 Tuna He 3aBUCUT.

OkonowmnToBUAHbIE Xenesbl

KnuHuyeckne nposABfieHnNs

MT — o06bIYHO NepBoe K/IMHUYecKoe npossfieHve M3H 1 Tuna. Hawnbonee
4yacTo OH aebTmpyeT B Bo3pacTte 20-25 neT, uto Ha 30 NeT paHblUe cpefHEero Bo3-
pacta 3abosieBaHUA criopagnyeckoin gopmoii MITIT. KocTHas macca y >XeHLWMUH ¢
T npn M3H 1 Tnna 3HaunTeNbHO yMeHbLuaeTcs K 35-nerHemy Bo3pacTty. Y 60b-
HbiX ¢ T1T 06bIYHO BbIABAAKT 3a60/1€BAHUS MOYEBbLIBOAALLEN CUCTEMbI — KaMHU
B MOYKax, MOYETOYHNKE N CBSA3aHHbIE C 3TUM 0CNO0XKHEHUSA. OCO6EHHOCTb TeUYEHUS
runepnapartmpeosa npn MOH 1 TMna coCcTOUT B OTHOCUTE/IbHO MEHEEe BblpaKeH-
HOM MOpa)keHUWN cKesieTa, NPOABEHNA (PUOPO3HO-KMCTO3HOIO OCTEUTA [0BOJIbHO
peakun. MpumepHo B 60% HabnwgeHM rnnepnapatnpeos npn M3H 1 Tuna npoTe-
KaeT 6eCCMMNTOMHO, MO3TOMY KpalHe BaKHa ero nabopatopHas gunarHocTmka.

NabopaTtopHas AguarHoctuka

Mpy nopa)keHn OKOJIOLWNTOBUAHBLIX >Xefie3 pa3BuBaeTCcAa runepkanbumemus,
NoBbIlaeTcs KoHUeHTpauma MTE. Mpy KNMHNYECKO KapTuHe rmnepyHKLnU gpy-
rMx 3HOOKPUHHbLIX >Xenes, xapakTepHoi ana M3H 1 Tuna, gnarHocTuka runepna-
paTunpeosa He A0/KHA BbI3blBaTb 3aTpyAHeHWUN. VccnegoBaHue KoHUeHTpaummn MNTE
npun F'MT y 60nbHbIX ¢ MOH 1 TKna — Hanbonee BaXXHOe Ucc/iegoBaHne aasa gmarHoc-
TUKKM onyxosnei OLLK, BaxHa posb 3TOro UccaefoBaHnsA U B BbISBNIEHUN HOCUTENEN
cmHgpoma M3H 1 Tuna B ceEMbAX.

Tonnyeckaa gmarHocTtuka

MepBuYHan foonepaLmMoHHAaa TOMMYecKas AMarHoOCTUKa Onyxosiei 0KoaoWwmuTo-
BUAHbIX Xese3 npy MOH 1 Tuna He MeeT 60/1bLLION0 3HaUYeHUs 13-3a HE06X04MMOCTH
WHTpaonepaumoHHOM peBM3nN BCeX YeTbipeXx Xenes. JoonepaymoHHasa guarHoctuka
Haub6onee akTyasibHa U HeobxogMma npu MOBTOPHbLIX orepauyusax. B aTux cnyyasx
BbIMOHAKT cumHTUrpadumio e "®¥Ic (OCHOBHOIM MeTof), OcTasibHble MCC/ef0BaHUS
MOXHO UCMN0Mb30BaTh B KOM6UHauuu ¢ Helt (Y3W, KT n 1.4.).

JleyeHune

MayneHTbl ¢ MOH 1TMna 06bIYHO MMEIKT 0NYX0M Tpex unu Bcex Yetblipex OLLK.
3TN oNyXxo/In HECUMMETPUYHBI MO BE/INYMHE U UX CrefyeT cunTaTb He3aBUCUMbIMU
ageHoMamu. TMcTonornyeckm Haubosiee 4acTo BbISBAAKT rMNepnaasuio rnasBHbIX
K/1ETOK OKOIOLWUTOBUAHBIX XKesies.



OHAO0KPUHHAA XMpyprus

O6bem onepauun auckyTupyetca. He cregyeT nNpoBoAUTbL MUHUMasIbHO MHBA-
3MBHbIe onepaunmn, Tak KaK npu 3Tom Tune AocTyrna HeBO3MOXXHO OCYLLEeCTBUTL
NOIHOLIEHHYI0 PEBU3MI0 BCEX 4eTbipex >enes. Cyb6ToTanbHas napaTupeongakTo-
MUS C NMpefenbHO-Cy6TOTaslbHOM TUM3KTOMMEN U3 LUEMNHOro AocTyna — MNepBUYHbIN
MWHMMa/IbHO HEO0OX0AMMbIV 06bEM omepauun U3 LWEeAHOro AocTyna y NauueHToB ¢
MO3H 1 tuna. MNMokasaHWeM K NPEBEHTUBHOK TUM3KTOMUMK Npn MOH 1 Tnna Bo Bpems
nepBMYHOM onepaummn Ha OLLK cny>XnT 6obluasa BEPOATHOCTbL peumanea IMMT npu
atunM4yHo pacnonoXeHHbIX OLLK, a TakXXe BO3MOXXHOCTb BO3HUKHOBEHUA Kapuu-
Homaa Tumyca. >KM3HecnocobHbIN 0CTaTOK TKaHW 0AHOM OKOMOWMUTOBUAHOM XKeesbl
MO>XHO COXPaHUTb 04HUM U3 HECKOJIbKUX METO0B:

® Ha MecTe onepauum — 0Kosio 50 Mr HanmeHee U3MEHEHHON XKese3bl ¢ un 6e3

rMCTONOrMYECKOro MOATBEPXKAEHUA NapaTUPEOUAHOW Npupoabl yAaseHHbIX
obpasoBaHuii;

® B MbillLe nApeanaedybs — MNyTeM ayToTpaHcnnaHTauum parmeHTa ogHoOA 13

»Kesnes npu ToTaslbHOW NapaTupeongsKTOMUN.

OnbITHbIE cneynanncTbl B Xupyprumn OLXK gokniagbiBaloT 0 XOPOLUX pesy/bTa-
Tax (-95% asynapaTmpeosa) Npu N060M 13 BapuaHTOB 3TUX onepaunii. MocKonbKy
Jaxke rocne coxpaHeHus TKaHuM OLLLK cyuiecTByeT HemMasibli pUCK Moc/sieonepauu-
OHHOro rmunonapatmpeosa (5-10%), MOXXHO BbIMOMIHUTL KPUOKOHCEPBALIUIO TKaHMU
ofHol 13 OLWK a.ns npoBefgeHUA NOBTOPHOM ayToTpaHcnnaHTauum, Yepes 8-12 net
rnocsie yCMneLwHoW cybToTanbHOM nNapatupeomasktommn npu M3H 1 Tuna peunams
T oTmeuvaeTcs B 50% aynapaTtupeongHblix ciyvaes. Monogon Bo3pacT naymeHTa
K MOMEHTY MnpoBefeHMsa onepauum Ha OLLK accouymmpoBaH ¢ 60/bLUEN YaCTOTOMN
MOBTOPHbLIX onepauuii, 4to Nnpu M3H 1 Tnna o6ycnoBfieHO, BEPOATHO, ANUTEbHbIM
TeueHneM 60/1e3HMN.

Ansa npefoTspalleHna peunansa MOXKHO rnpegHamMepeHHo BbIMOSIHUTL TOTasIbHYHO
napaTnpeongsKTOMUIO C MOXKU3HEHHOW 3aMecTUTEeIbHOM Tepanuein aHanoramm sBuTta-
MunHa D. MauyeHTa npun aTtoM Heob6xoAuMO 3apaHee MNpefynpeanTb 0 3HAUYUTENBbHO
60nee BbLICOKOVM BEpPOSATHOCTM MocneonepalyoHHOro runonaparmpeosa B pesynbraTe
TakKoro neveHus. OnpegeneHne KoHueHTpauun MNTI B 4nanoroBom peXxxrmMe B0 BPeMS
N060ro BapmaHTa XMpyprnyeckoro neveHusi (NepBUUYHONo NN NOBTOPHOro) — Hambo-
lee NeperneKTMBHbIA MeToA A1 BbiAB/IEHUS 0CTaTOYHOM onyXosieBoii TkaHn OLLK.

ATOHUCTbl Ka/lbLMi-4yBCTBUTENbHbIX pPeLenTopoB (KalbLUUAMUMETUKN) —
HOBbIA UCTOPUYECKNI Kacc NeKapcTB, HenocpeAcTBEHHO CHMXKAILWMUX CEKPeuunto
MNTr 1, N0 HEKOTOPbIM AaHHbIM, YMeHbLUaKLWmMX pocT onyxoneit OLLK. MpenapaTsl
aKTUBHO MCCNeayT W, BO3MOXHO, UX MPUMEHeHVEe OyAeT UMETb BadKHYI0 pofb B
nedveHuun I'TIT, B TOoM uncne n npu M3H 1 tuna.

MomkenynoyHasa xenesa

KnuHnyeckasa kaptuvHa

[acTpuHoma

CnHgpom 30/IMHrepa-OnancoHa xapakTepusyeTca arpeccMBHbIM Te4yeHWU-
eM SI3BEeHHOI 60Me3HN, sBNsAOLWLelica cregcTBMEM TUMeEPCEKpeLun racTpuHa.
OTmeyaeTcss BbiCOKas 4acToTa pPeLuavMBOB MOC/Ae [AeHEPBUPYOLLNX >KenyaoK
onepauuni. OTANUYMNTENBHON YEpTO MOXKET CAYXXUTb SIOKanmsaums 3Bbl B gUC-
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TanbHOM 0TAeNe ABeHaAuaTUMNepCTHOM KULLIKW WN B Ha4YaslbHOM OTAesie TOLLEW
Knwku. Okoso 30% 60MbHbLIX CTpagalT guapeeii, 00yCNOBAEHHOW 60/bLLIVM
KO/INYEeCTBOM COMIAHOW KWCNOTbI, nonajawleid B HavanbHble OTAesbl' TOHKOWN
Knwku. B 20-40% npwu ractpuHome B pamkax M3H 1 Tuna oTMeyeHO coyeTaHue
3aboneBaHns ¢ MT. M'mnepkanbuMemMnsa yBesiMUYMBaET BbICBOOOXKAeHME cONs-
HOM KWC/OTbl MapueTanbHbIMU KAETKAMW, YTO YTSDKeNseT TeyeHue cMHApoma
3o1iMHrepa-9nnuncoHa.

B 80% Habnwo4eHW racTpMHOMbI MMEIOT MHTpanaHkKpeaTnyeckoe pacronoXxeHue,
B 20% N0Kann3ylTcsa B CTeHKe ABEHaALATUMNEepPCTHOM KNLWKW. [lyofaeHanbHble ract-
pVYHOMbI B NofaBnswLem 60/bLLINHCTBE A06pPOKayvecTBEHHbIE. YacToTa 3/10KavecT-
BEHHbIX MOPa>XeHWU’ MPU OCTPOBOK/IETOUHbIX OMYX0MAAX MOAXKENYAOYHON >Keresbl
npwv cropagnyecknx racTpuHoMax coctasrisieT okosio 50%, nNpun ceMeiHOM BapuaHTe
3aboneBaHusa goctmraet 90%. MonoBMHa NauMeHTOB HA MOMEHT YCTaHOBNEHUA ana-
rHo3a umerT metactasbl. [1o 1/3 nauneHToB ¢ CUHAPOMOM 30A/AMHrepa-3/INCoHA,
cBA3aHHbIM ¢ MOH 1 Tna, B KOHEYHOM CYeTe yMUpPaKT BC/eACTBME MeTacTaTnyec-
KOl 6one3Hun. K chakTopam naoxoro nporHo3a 0THOCATCS:

E naHKpeaTnyeckas fioKanmsauma onyxonu,

m MeTacTasbl B AMM@aTUYecKue y3bl, nedeHb, KOCTH;

® CMHAPOM 3KTONMpoBaHHOM npoaykunm AKTT;

B BbICOKash KOHLEHTpaLuus racTpmHa.

Mpn M3H 1 Tuna 4vawe, Y4em Npu criopagmyecknx opmax BbIABAAKT MyNbTU-
LEeHTPMYHOCTb FacTPMHOM MOAXKeNyAouHOol >enesbl. py HaAn4Mun CoIMTapHON
Onyxosin B APYIrMX OCTPOBKaX MOXHO 06Hapy>XuTb AUMADY3HYIO ruUnepnaasuto,
He3nAM06/1acTO3HYI0 MUKPO- U MaKpoy3esIKOBYH0 runepnnasuio. Npu ceMeriHbIX rac-
TPUHOMaXx 4alle, 4em Mpu cnopajmyeckmux 3abosieBaHUAX 0TMeYaeTcs ConyTCTBYIO-
Wwas rmneprpoayKuns ropMoHOB — TaKMX KakK WMHCY/IVIH, TI0KaroH, comartocTaTtuH,
BWIM, naHkpeaTnyecknini nonunentug, CTI n gp.

WHcynnHoma

[0 90% MHCYNMHOM MMEKT gnameTp MeHee 2 cM. Mpu ceMeriHo hopme MybTuU-
ropMoHasibHas CekKpeuus BCTpedyaeTcs uvalle, yeM MpuU cnopagnyecknx dopmax
3abonesaHna — -50% cnydaeB. K/iMHMYeckas KapTvHa npu MHCY/IMHOME ornpegens-
eTCcsA rMNepUHCYIMHN3MOM U HE MMEET OT/IMYNIA MeX Ay Crnopaanyeckoi n cemenHom
dhopmamu.

Mopaspgo pexke, YeM raCTpUHOMbI U UHCYNIMHOMBI, Npyu M3H 1 Tuna BcTpeyvatoTes
rniKaroHomel, BUTM-oMbl, KapUUHOUAHBbIE OMYXO0/IN.

['nokaroHoma

CNIOKaroHOMbl KJIMHWYECKU xXapakTepusylTca 6onbwinMu pasmepamu (0T 3 A0
6 cm), caxapHbIM gMabeToM, CHMXKEHMEM MacChl Tena, MUTPUPYIOLLLEN HEKPOIUTUYeC-
KO 3puUTEMOI, rnoccnTom, ctomaTnutom. OT 1/2 go 2/3 rnawKaroHoM oKasblBalTcA
3/10KaYeCTBEHHbLIMW, N K MOMEHTY MOCTAaHOBKW MPaBW/IbHOI0 AuarHo3a y>e MOoXXHO
06Hapy>XNTb MeTacTasbl B NeYeHb.

BUIM-oma

Mpu BUI-omax oTmevaeTcsi MOCTOSIHHAS WM WUHTEPMUTTMpYloWas auapes.
TakXe NaunmeHToB MOryT 6ecnoKOUTb KULLEeUHble KOIMKK, MoTeps Macchbl Tena,
Heo6bsACHUMAs OfHOM NNLLL Anapeel, rMnoKanMeMns, rmMno- UAn axaopruapus.
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Opyrne onyxonu

BbISABAAKTCA TakKXXe 0Nyxonu, Npogyuupylowme naHKpeaTUyeckuUin noaunen-
T™ma. KAnHUYecKnx NposiBNEHUN, CBA3AHHbLIX C FMMepnpoayKLumeil aToro ropmMoHa,
He onucaHo. MNoBbIWEeHHAA KOHLUEHTPaLWA NaHKpeaTU4ecKoro nonnenTunaa conyTce-
TBYeT noutu nw6oii onyxonn APUD-cucTeMbl M MNO3TOMY CUMUTAETCs YHMBepcasb-
HbIM Mapkepom APUD-OM.

Na6opaTopHas guarHocTtuka

KonnyecTBo ropMoHasibHbIX WUCCAeA0BaHUNA, MCMOAb3yeMbIX A5 OUArHOCTUKU
aMTeponaHKpeaTMYecKUX OMyxosei, pas/InyHo faXke B cpefe OMbITHbIX 3HAOKPUHO-
noro. OCHOBHOWM 6MOXUMMNYECKU CKPUHUHT Ha Hasimune MOH 1 Tmna n accoummnpo-
BaHHbIX C HAM OMyXx0fei BKAOYaET onpenesieHe KOHLEHTpaLunn rnoKosbl B KPOBY,
racTpmHa, WHCY/MHa, MPOMHCY/NINHA, [/lloKaroHa v xpomorpaHuHa A. HekoTopbiM
rpynnam nauueHTOB onpefenstoT KoHuUeHTpauuio BUI, cogeprkaHue ractpyHa Ha
hoHEe CTUMYNALUN N NMaHKpeaTUdeckoro nonvnentuga. J10XKHOMO/I0OXKNTESbHblE
pe3ynbTaTbl 0OTMeYaloT Y 60/1bHbIX:

B C BbICOKMM COOTHOLUEHMEM MPOUHCYNNH/UHCYNNH, KOTOPOE MOXET 6bITb criefc-

TBUEM WUHCYIMHOPE3UCTEHTHOCTMU;

® Npy runepracTpMHemMmu, pasBuBLLelicsa BCNeACTBME TMMNOXI0Pruapun.

Bonee petasibHoe wuccnefoBaHWe BK/IOYAET OMpefesieHne KUCA0TOMPOAYKLUN,
cogep>XaHuns racTtpyHa Ha poHe CTUMYIALLMM Y NaLnNeHTOB C NOL03PEHMEM Ha racTpu-
HOMY; 72-4acoBy Npoby c rosiogaHmMemM ANs NHCY/IMHOMbI U T.4.

Tonnyeckasa gmarHocTtuka

K ogHUM 13 Hambosiee [OCTOBEPHbIX MeTOA0B BbISBIEHUS HEMPO3HAOKPUHHBIX
onyxonel sHTeponaHKpeaTUYeCcKon 30Hbl OTHOCUTCA CUMHTUrpagma ¢ YN '”-gnatum-
NEHTPNAMUH-OKTPEOTUAOM /1 BbIABMEHUSA PELEnToOpoB comaTocTaTtuHa, TeM He
MeHee, 3TOT YyBCTBUTESbHbI MeTOoA, HefocTaToueH B OLleHKe 0MyX0eBoro rnpotecca
npn M3H 1 Tnna. O6ocHoBaHMe NeYebHO (B TOM YMCNEe XUPYPTUYECKOW TaKTMKK)
OCHOBaHO Ha MOATBEPXAEHUWN TOMWYECKOro AmarHosa Apyrumu metogamu (apte-
puanbHO-CTUMYNMPOBaHHbIA 3a6op kpoBu, KT, MCKT, MPT). 3Haockonunyeckoe
Y3 — Hamnbonee 4yBCTBUTENbHbIA METOA TOMMYECKOW ANMArHOCTUKW OCTPOBKOBO-
KNETOYHbIX ONYX0seil, 0AHAKO HEO6XOANMbI JalibHelLune nccnegoBaHna o4 yTou-
HEHUWA ero MecTa B AUAarHOCTUYeCcKoOM Kommnsekce npu M3H 1 tuna.

JleyeHne

3a UCKMHYEHNEM MHCYIMHOMbI, BCE OCTaslbHble OMyX0/M OCTPOBKOBOr0o anna-
pata oT/M4YaloTCcA XOpOLWMVM OTBETOM Ha MeAMKaMEeHTO3Hoe fiedyeHue. IHrmbuTopsl
MPOTOHHOIro Hacoca W 65i0kaTopbl HA-peuenTopos (NP racTpuUHOME), U aHasiorn
comaTocTatuHa (418 opyrux BapnmaHToB ropMoHasibHOM runepcekpeLnm) aheKTus-
HO CHMXXAKT BbIP@XKXEHHOCTb KAMHUYECKUX MPOSB/IEHUA anTeponaHKpeaTuveckux
onyxonei npy M3H 1 Tuna.

Mpn MHCYNIMHOME OCHOBHbLIM OCTaeTCs XUPypruyveckoe redeHue. [Jaxke mnpu
3aTpyAHEHUSIX B MOCTAHOBKE MpeaonepauyoHHOro TONMYecKoro AnarHosa, VHCyu-
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HOMa [,0CTaTOYHO XOPOLLO BbISABAAETCS NPU MHTPaonepayoHHOM peBU3NN C NCMNOSb-
30BaHMEM MHTpaonepaunoHHoro ¥Y3W. OTCyTCTBYET KOHCEHCYC 0 MYJIbTULEHTPUY-
HOCTU WHCY/IMHOMBbI Npy M3H 1 Tuna. JucKyccusa cBsi3aHa C TeM, YTO BO3MOXXHO
BbIsIB/IEHNE HECKOIbKMX acCoLMUPOBAHHbIX ONYX0/e ¢ COMHUTE/IbHON, HeYTOouUbleH-
HOW rOPMOHa/IbHOWM aKTUBHOCTbHO.

MpegnoyTUTENbHLIM BapMaHTOM JleYeHUS MNpU Cropajuyeckoii, ConmTapHOM
(hopme racTpmHOMbI TaKXXe oCTaeTcsa XMpyprumyeckoe yganeHue onyxonu. OgHako
npy M3H 1 Tyna racTpuHOMbl MY/NIbTULEHTPUYHbBI U/MNN NPOABAAKTCA MeTacTa-
TUYeCKOWM 60/1e3HbI0, MO3TOMY POJiIb XMPYPrUYECKOro fle4eHUs MpoTMBOpeYmnBa.
B wnccnepoBaHuAx ¢ yvactmem 60/bWINX FPynn naumeHToB MoslyyYeHbl AaHHble
0 16% ycnewHbIX XMPYPrnyeckux onepauunini no NnoBogy ractpuHomsl npyn M3H 1
Tuna (HemocpeACTBEHHO Mocne onepauumn). Yepes 5neT fons Takux 60/bHbIX
yMeHbLUaeTcs o 6%. B To ke Bpemsa npu cnopajmyeckoM BapuaHTe racTpMHOMbI
aHanornyHble nokasartesin coctaBnAaAwT 45 1 40% COOTBETCTBEHHO. BONbLUNHCTBO
TepaneBTOB NpeAnovYuUTalNT MeAUKaMeHTO3Hoe siedeHne 60/1IbHbIX C racTpMHOMON
npu M3H 1 Tuna, B TO BPeEMA KaK 4acTb XMPYProB HacTtamsBalwT Ha MPoBeAEeHUNU
ornepaTuBHOIO JIe4YeHUSA.

MeTactaTnyecky 60M1e3Hb BbIABAAKT Yy 3HAYUTEIbHOM YacTW 60/1bHbIX FacT-
pvHOMOW ¢ M3H 1 Tuna, onepupoBaHHbIX AaXke Ha AOKAMHWUYecKol ase 6ones-
HM 6e3 YeTKUX TOMMYECKUX AaHHbIX. CTaHAapTHbIM 06BEMOM XUPYPrmMyeckoro
BMeLLaTeNbCTBa MNpU ractpMHoMme Ha toHe M3H 1 Tuna cumTaloT 06s3aTe/ibHYI0
OVCTaNIbHYO Pe3eKLUMio MoaxKenyAo4YHOW >Kenesbl He3aBMCUMO OT TOMMYECKMX
JaHHbIX, AOMOSTHEHHYH MHTpPaonepaynoHHbiM Y3W 1 nansnaymnen mobunnsoBaH-
HOWM roNoBKWM M Tena MNogKenyao4yHOM >efnesbl U nanbnayunei MobnamnsoBaHHOMN
[BEeHafLaTUNEepCTHOM KUWKW. BmecTe ¢ cOBepLUEHCTBOBaHMEM WHTpaonepauu-
OHHOro Y3/ MHOrnme XuMpypru orpaHm4msalT 06bemM onepaTUBHOr0 BMelUaTesb-
CTBa 3HYyKNeaumein onyxonei. YpaneHvue nuMmpaTnyeckux y3a0B B 30He YUPEBHOI0
CTBO/1IA W MeYEeHOYHO-ABEeHaALaTUMNEPCTHOM CBA3KM 0CTaeTca 06s3aTesibHbIM.
PacwmnpeHHass naHkpeaTtoayofeHanbHasaA pe3eKuns conps>eHa C BbICOKUM puUc-
KOM OCMOXHEeHUN. B KaXAO0M KOHKPETHOM criydyae [O/DKHbl ObiTb B3BELLEHbI;
rnokasaHusa K onepauuun, BEPOATHOCTb ycnexa M ONbIT KOHKPETHOro xumpypra B
aTol obnactn. BansHue pesekunUn nevyeHM 1 Ne4YeHOUYHOW /1063KTOMUN NpU MeTa-
cTasax racTpuHOMbl Ha BbDKMBAEMOCTb MauMeHTOB HaxoAuTCcA B CTaAuu mU3y4ye-
HUsA. TakK >Xe M3y4daeTcs B/USIHME CUCTEMHOM MPOTMBOOMYXONEBOM U /y4eBoOl
Tepannun rnpu oCTPOBKOBOKJ/IETOUYHbIX OMYXO0/AX.

Tak >ke NPoTUBOPEYNBLI NOAX0AbI K XMPYPrnyecKoMy fie4eHNo 6eCCUMNTOMHbIX
OCTPOBKOBO-K/1IETOUHbIX onyxoner npy M3H 1 Tnna. Bo3amMo)xHa TaKTUKa NpeBeHTUB-
HOW XMPYPrum ToNIbKO 0Nyxosnei 6osee 3 cM MM aKTUBHO pacTyLwnux obpasoBaHUiA.
BonblWINMHCTBO aBTOPOB MpeasaralT orepaTuUBHOE fiedeHre npm obpasoBaHUAX 6onee
1lcm. Tak KakK OCHOBHOW Liefbio fiedeHnss sABMsieTcA npefoTBpaLleHne BO3HUKHOBe-
HWA MeTacTasoB, XUPYPruyeckoe nevyeHne B 6eCCUMNTOMHbIX HabMIOAEHNAX MOXHO
cymTaTb 060CHOBAHHbIM.

Onyxonu runodusa

C cnHgpomom M3H 1 Tuna accoummpoBaHbl onyxonuv, npoayuuvpytouwme MNP,
CTr, AKTT. MNpwn nponakTUHOME Y XXeHLVUH pa3BMBaeTCHa CMHAPOM aMeHopeun-ranak-
Topen, y MY>XXYMH — runoroHagnsm. Mpu KoOpTUKOTPONMHOME HabnwgaeTcs Ku-
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HMKa 6onesHn NueHko-KywnHra, MopdosiorMyeckn e oTMeyalT U3MEHEHUS OT
AnddysHol runepnaasnm Ao MMKPO- U MakpoajeHoMaro3a Kopbl HaAno4YeyYHUKOB.
M36bIToUHOE BblgeneHne CTI NposBASAeTCS CMMATOMaMU akpoMerasimun. YBeesmyeHmne
ONyX021M B pa3mepax BbI3bIBaeT HapyLLEeHMe 3peHUs, BbipaXkaloLeecs B 1aTepasibHoM
(4awe Bcero) 6utTemnopasibHOM reMmaHomncuu.

Meprnognyeckoe ropMoHasibHOe MOHUTOpPUpoOBaHUE Y 60MbHbIX, NOA03PUTENb-
HbIX B OTHOWEeHUN M3H 1 Trna, Jo/MKHO BKAUYaTh onpejeneHvie 6a3anbHoi KOH-
ueHtpauuun MPJ1 n N®P-1, a TakXKe nposefeHe MPT. JI0XKHOMONOXKUTeNbHbIE
pe3ynbtaTbl AUArHOCTUKN NPOIaKTUHOMbI B OCHOBHOM CBfi3aHbl C HeAUWarHocTu-
poBaHHOW 6epeMeHHOCTbIO, MPMEMOM MNpenapaTos, MOBbILWAKLWMUX COAEepPXKaHUe B
Kposu MPJ1.

TakTuKa fie4yeHns onyxonei runogmsa npy M3H 1 Tmna He oTIMYaAEeTCS OT TakKo-
BOW NMpu cnopagnyeckux cnydaax. Jaxke ycnewHo nposiedeHHble 60/1bHble JOMKHbI
Haxo4MTbLCA B MOJE OMYX0/1IeBOr0 CKPUHUHIa 13-3a BEPOATHOCTU pelmamea U3 pesu-
AyanbHoli rmnogmsapHoii TKaHW.

Peakne NposiBNeHMs1 CUHAPOMA MHOXECTBEHHbIX 3HOOKPUHHbLIX Heonmn-
nasun 1 tuna

Mpn M3H 1 Tuna nHoraa AUarHocTUpPYT BHEKULLEYHble KapLHonbI.

m KapuuHonibl TUMyca BCTPeyalTCs B OCHOBHOM Y MYXXUYWH, XapakTepHo 6ec-
CMMNTOMHOE WX TeyeHWe [0 caMbiX MOC/efHUX CcTaaui 60n1e3HU, ofHaKo
hHabHble KNMHNYECKWe MPOoAB/IEHNA KapuuHouga Tumyca 6onee arpeccus-
Hbl, YeM MpU cropagnyeckux HabnogeHnsaX.

m KapuuHouabl 6POHX0B BCTPeYalTCA B OCHOBHOM Y >XeHLWWH. [Ansa paHHel ana-
FHOCTUKN KapunHOUA0B peKoMeHA0BaHO BbinosiHeHne KT nnn MPT.

B DHTepoxpoMatMHHONOA06HbIM KapumHoug >kenyaka Il Tuna ctaHoOBUTCS, Kak
npasunao, HaXoA4KOM Npu 33otaroracTpoayofeHOCKONMUN, 1 06bIYHO accoLumnpo-
BaH ¢ M3H 1 Tuna.

Onyxonu 06bIYHO MYNbTULEHTPUYHbLI, pa3mepom MeHee 1,5 cM. [laHHble 0 3/10Ka-
YECTBEHHOCTWN BHEKULLUEYHbIX KapLnHONA0B npu cuHgpome M3H 1 Tnna B cpaBHeHUU
C APYTMMM OMyXO/IAMU BecbMa CKyAHble. BHeKMLleYHble KapuMHOUAbl pefKo npo-
ABNAITCA FrOPMOHasIbHOM runepcekpeymein. M3-3a peakol BCTPEHAEMOCTU YETKMX
NneyebHbIX peKoMeHaaLUNi He BbipaboTaHo.

MopakeHne HaANOYEeYHNKOB MOXKET NPOABNATHCA HEPYHKLMOHUPYIOLLeR afeHo-
MO Kopbl, Anddy3HOW runepnnasuen, agpeHoKOPTUKabHbIM PakoM, runepanbio-
CTepoHM3MOoM. CornacoBaHHbIX peKOMeHAALMA No fleYeH0 afgpeHOKOPTUKaIbHbIX
M3MeHeHUn B pamkax M3OH 1 Tuna Het.

Kak KOXHble, TaK W BUCLUepasibHble IMNOMbI OTMEYalTCA Y TPeTn 60/1bHbIX C
M3H 1 Tnna. Yaue Bo3HMKAIOT AnLeBbie aHrnopmnobpomsl (4o 80% naumeHTOB C
M3H 1 tnna). Onyxonn KoXxxun npu M3OH 1 Tuna moryTt cay>XuTb NaTorHOMOHUY-
HbIM MPU3HAKOM MNpWY ANArHOCTUKe 6ecCMMNTOMHbIX BapnaHToOB TedeHUs 3abone-
BaHUA.

leHeTMYeckas AuMarHoCTUKa W onpefesieHne OMyxosieBol 3KCMPeccum

C yyeToM ABYX3TamnHOro xapakrepa reHeTUYecKux HapyweHun npu M3OH 1 tnna
BbISIBNIEHNE XapaKTepHOM MyTauum — BecbMa CNOXKHasA M TpyLoemKas npoueaypa.
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B MEPBYI oYyepelb aHaIM3UPYIOT cnopaguyeckue cryyam Uan nauueHToB € Moaos-
pUTENbHBLIM UMW A0Ka3aHHbIM Hac/neacTBeHHbIM M3H 1 tuna. INpu reHeTU4ecKom
nccnefoBaHMM KNeToK rnepudepruyeckor KpoBm UAEHTUDULNPYIOT cneyndunyeckyto
repMuHasnbHyo mytauuio MEN1, lnarHOCTUKY OCYLLEeCTBASAIOT Ha fierikounTapHoi
AHK, KoTopasa nydiie oTpakaeT repMmmHasibHble U3MeHeHUA. MyTauuio onpegens-
0T, KakK npaBuo, B 60/IbLUNHCTBE BbISIBIEHHbIX Cfly4YaeB cemerHoro M3H 1 Tuna.
Mpn nogospeHun Ha MAH 1 Tnna y ymepLuero MoXxHo onpeaeinTb Haimume repmu-
Has/lbHOW MyTaumu npum mccnegosaHum obpasuos AHK 13 KpoBM CKOHYaBLLErOCS.
Onyxonesyto AHK HeBO3MOXXHO MCMNOMAb30BaTb A1 OMNpeAesieHns repMuHasibHoOMN
MyTaumm MEN1, Tak KaK B criopagmnyeckmx onyxosiax obHapy>XmBaeTca comaTu-
yeckasd MyTaums gaHHoro reHa. Mocneagywwnini aHanns JHK gpyrvx y4seHoB ceMbi
YRApOLLEeH onpeaeneHNeEM BbI6OPOYHOro n3secTHoro pparmeHta AHK, KoTopblii crne-
uMuyeH oasa aToro cemeincTaa.

Mpu KBaINPUUNPOBAHHOM TEHETUYECKOM WCC/Mef0BaHUM OCTAlOTCA He BbIAB-
NeHHbIMU Nnwb 10-20% MyTauuii y nopaKeHHbIX YfieHoB cemeili. OYeBUAHO, YTO B
3TUX HabNAEHNAX 0TMeYalTca /160 cAMLW KoM 60/1bLUME MO pasMepy geseunm nim
NoBpeXXAeHNA HeTeCTUPYyeMblX YYaCTKOB reHoma, Takue OWMOKM XapaKTepHbl A1
meToga MUP-amnangukaymn. B cembax ¢ M3H 1 Tuna ¢ HengeHTUULMPOBaHHOM
repMMHaNbHOM MyTauumein B ornpefesieHUM OTBETCTBEHHOro 3a MyTalMi y4dacTka
MOXET MOMOYb M3yUYeHUe ranaotmna B pacnosoxeHun 11ql3. AHanns rannongHom
AHK TpebyeT Ansi COBMECTHOr0 aHasin3a Kak MUHUMYM TFeHeTUYecKUin matepuasn
eLe ABYyX NopakeHHbIX 4neHoB ceMbW. Mpn aHann3e ransotTmna MoXXKHo 1ccsefoBarb
M 0MyX0J1EBbIV MaTepuasl, TaK Kak 0Myxosib — 3T0 pe3ynbTaT NoTepu annesibHoCcTU B
11g13. Ecnn ecTb COMHEHUA B NPUHAANEXHOCTN CeMbU K cuHapoMy M3H 1 Tuna, To
MO>XHO MPOTECTUPOBATL FEHETUYECKYIO CBA3b MEXAY K/IMHUYECKMMU NPOSABNEeHUSA-
MW 1 nokanusaumeii reHa MENL [nS cTaTUCTUYECKOM 3HAYMMOCTU TaKOro pesy/ib-
TaTa HeobxoauM mMaTepuan oT 7 Ao 10 nopaXkKeHHbIX Y/1eHOB ceMby. [MoONCK MyTaumuu n
aHa/In3 ransioTMna 3aTpygHeHbl B HAbNAEHMAX, Tae 0TMeYalTCs BNepBble BO3HUK-
wme myrtaynu.

Mpu Hepe3yNnbTaTUBHOM FEHETUYECKOM MCCrefoBaHUM 60/bHbIX, nMelLwmnx 50%
puckK 3aboneBaHuns (nepBasi CTerneHb POACTBA) criegyeT NOABEPrHYTb 6GUOXUMUYECKO-
MY CKPUHWHTY A8 UCKTI0YEeHUA HocuTeNnbeTBa MyTauum MEN1 reHa — onpefenutb
KOHLLeHTpaLmnio noHn3nposaHHoro Kanbumusa, MNTI, MPJ1 kaxkable 3 roga.

MPOTOKO/T OMyX0/IEBOIr0 CKPUMHUHIa Mpu CUHAPOME MHOXECTBEHHbIX
SHAOKPUHHBLIX Heonnasuii 1 Tuna

MepuognyvecKnin CKPUHUHT Y NauMeHToB 13 rpynnbl pyucka no M3OH 1 Tmna no3so-
NAET yNy4ywnTb pe3ynbTathl 1edeHus. lNeHeTpauma Bcex npnsHakos M3H 1 tnna no
OTHOLLIEHWNIO K BO3PACTY (TO eCTb OTHOLLUEHME YMCa HocuTenel reHa ¢ KITMHUYECKNMU
nposABNEeHNAMN 60/1€3HU K JaHHOMY BO3pacTy) okosio Oy naumneHToB B 5-neTHeM BO3-
pacte 1 nocteneHHo nosbiwaeTca Ao 50% Kk 20 rogam. CKPUHWUHT BKJIlOYaeT nccne-
JOoBaHMEe BMOXMMUYECKOM aKTUBHOCTU Hambosiee XapakTepHbIX onyxosier. Cambiv
paHHUM N n3nedymsaembiM npoasseHnem M3H 1 Tuna octaeTcd akKTuUBHaaA ajeHomMa
rmnogmnsa (HaynHaa ¢ 5-netHero Bospacrta). Takum 06pa3oM, CKPUHUHI HAYNHAIKOT B
paHHeM [eTCTBe M NPOBOAAT PErynspHO B TeUueHMe Beel XXU3HU. Bbibop 6uoxummyec-
KNX TECTOB N1 CKPUHUHTA OMpefenseTca LesecoobpasHoCTbio, 3KOHOMUYHOCTLIO U
[OoCTynHoOCTb (Tabn. 6.1).
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Tabnnya 6.1.

nporpamma CKpUHWUHIa OG0/IbHbIX C BEPOATHbIM CUMHAPOMOM
QHAOKPUHHbBIX Heonnasuini 1-ro Tuna

Onyxonb

ApeHoma O WK

PacTpnHOMO

MHcynuHoma

[pyrne aHTeponaHkpea-
TUYEeCKMe onyxonau

Onyxonu nepepfHeit gonu
rmnogpunso

BHekuMLeYHbI KapumnHong,

Bos3pacTt Haua-

E)Kero,qule 6noxmmumyeckne

na obcnefgosa- TecTbl

Husa, net
8

20

20

20

KoHueHTpauma MOHW3UPOBAHHO-
ro kanbuunsa, NTC

BasanbHasi ¥ CEKpeTUH-CTUMYN-
pPOBaHHOS KOHLEHTpauus ract-
prHa, XenyfouHas cekpeuus

rnukemus, cofepxxaHne WMMYHO-
peaKkTMBHOrO UHCYNMHA

CopepxaHue xpomorpaHuHa A,
roKaroHa, NpouHCcynnMHa

KoHueHTpauua MNP/, NOP

ElET

MHOX€eCTBEHHbIX

Tonuyeckue uccne-
nosaHuna 1 pas
B 3 roga

EIET

HeTt

CkaHupoBaHue ¢
In-DTPA-OkTpeoTn-
aAom, KT, MPT

MPT

KT
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C/MHAPOM MHOXEeCTBEHHbIX 3HOOKPUHHbIX
Heonnasnm 2 Tuna

; benbueswy A.I, danees B.B., NepacumeHko O.A.

CUHAPOM MHOXXECTBEHHOM 3HAOKPUHHOWM Heonnasum 2 Tuna (MOH 2 Tna) — aTo
ayTOCOMHO-AOMWUHAHTHbIA HacMeACTBEHHbIA 3/10Ka4eCTBEHHbIN CUHAPOM, KOTOPbIA
B 50% cny4yaeB nepegaeTcd rno HacneacTsy. Bece Tpy kKnmHmnyeckux nogruna MOH 2
Tnna xapakrtepusytotca Hannmumem MPLUK. KnnHnyeckasa maHugectauma n CUHA-
pPOMbI, accoummpoBaHHble ¢ MyTaumen RET-Tewa npn MOH 2 Tuna, npeacTaB/eHbl B
Taobn. 6.2.

Tabnuua 6.2.

Koppensauua reHotuna, eHoTuna v arpeccUBHOCTM MeAy/IIspHOro paka
WMTOBUHOW Xenesbl

MyTtauuns g M3H 2A* M3H 2B"
0. [0}
2 5
5 O o
H n o X X
0 Oomn c .
< 5 Q B ¢
n k= 9 o Ff] g &L BJ
] o Us 5 a e ST e
R321G*

531\9 gynnukauma nap 8
OCHOBaHM

532 pynnukaums”

C515S=

G533C A

R60QQ" 10

K603E« 10

Y606C” 10

C609F\R\G\S\Y 10 B

C611R\G\F\S\W\Y 10 B

C618R\G\F\S\Y 10

C620R\G\F\S\W\Y 10 B

C630R\F\S\Y n B b R R - - - -
D631Y* 1 B + 2

633\9 aynnvkaums 11 B + H L L - — - -
nap OocHoBaHwii

C634R 1 C - H L + - - -
C634G\F\S\W\Y n C 2 b H L H + - - ~
634\12 pgynnukauus 1 B + H L

nap ocHoBaHwui
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Tabnuua 6.2. OKOHYaHue

MyTauunsa M3H M3OH 2Bt
g 0
° 3 B T
S ¢

8 < 5 P -1

1 g & oo B ¢ Q by 134 @

m ) 5 c e Br 5 e
635\uHcepuuns ELCR,; 11 A + H - - - - - B
T636P
K666E« 1 A HL - L - - - -
E768D 13 A 1 + H R R - - - -
N777S" 13 A + L - - - - -
L790F 13 A 1 + H R RIL - i ) )
Y791F 13 A 1 + H L L - - - -
V804L 14 A 1 + H L R - - - -
V804M 14 A 1 + H R R - - - -
V804M+V778I' 13\14 B + H - - - - - B,
V804M+E805K 14 D - - - - - H H
V804M+Y806C 14 D - - - - - H H
V804M+S904C9 14\15 D - - L - - - H -
G819K= 14 A + 2 . . . . . )
R8330 14 A 4 2 - - - - . .
R844Q« 14 A + 2 - - - - - -
R866W® 15 A + H - - - - - ;
A883F 15 D 3 - - - - - - H H
S891A 15 A 1 + H R R - - - -
R912P 16 A + L - - - . - .
M918T 16 D 3 - - - - - - H H

" Fpagauns arpeccuBHocTM MPLLX no ATA: ypoBeHb D — HOWBbICLWINIA pUCK.
" Puck arpeccuBHoctu MPLULX no rpagauymn 7 MexayHapogHoro CemuHape no M3H; ypoBeHb 1 — BbICOKUIA
puck; 2 — 6onee BbICOKUA; 3 — HOUBLICLINIA.
=TlMpu Hanuuum (+) cemeliHoii copmbl MPL XX B oTcytcTBum MIMT M heoXpOMOLMTOMbI YUCNO YNEHOB CEMbU U
NpoAOMKNTENBHOCTL 3a60M1€BaHNA U ANINTENbHOCTb XU3HM BapuabenbHbl. [MepBOoHaYyanbHO YacTb MyTauuid, cuu-
TaBWuUXcA cemeliHoit copmoit MPLLK, deHoTunnyeckn npossunucb, kak M3H 2A. OTtcyTtcTBue (-) accouynauunu
MyTauum ¢ cemeiHoi cgopmoii MPLL K ykasbiBaeT Ha MOy BEPOATHOCTb MOSIB/IEHUS M30/MPOBAHHOTO MPLLK.
APeHoTUNMYEeCKAn NEeHeTPaHTHOCTb npu3Haka: H — 6O0NbWWUHCTBO; L — MeHbWMNHCTBO; R — pepako.

MyTaummn, KonuyecTso COO6GLWEHWUA MO KOTOPbLIM OrpaHUyYeHo.
' ®eHOTUN NpoABASETCA YTOJ/ILeHNeM POrOBUYHON 4YacTu Hepsa,
y ®eHOTUN NposiBNseTcA HeliposieMMOMaMmn CAU3UCTOR 060104KU.

M3H 2 Tuna nopaxaeT npubnAmsntenibHo 1 n3 30 OO0 yenoBek. JTOT CUHAPOM
nogpasgensatoT Ha M3H 2A (cmHgpom Cunnna), cemernyto goopmy MP LXK n M3H 2B
(cvHapoma MopnnHa). MHTepeceH TOT hakT, UTO MyTauus BoO3HMKaeT de novo TOIbKO
B OTLLOBCKOM aJsifiesie reHa.
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CMHAPOM MHOXECTBEHHbIX 3HAOKPUHHbLIX Heonnasuii 2A Tuna

370 Hambosee pacnpocTpaHeHHbI KAMHUYECKWA nogTun cnHapoma M3H 2 Tuna,
XapakTtepmnayetca Tpemsi KomnoHeHTamu: MPLL K, deoxpomoumtoma mn TMIIMT.
MpumepHo y 90% HocuTeneli nameHeHHoro reHa RET passuBaeTcs MPLUXK, ogHa-
KO 3TO 3aBUCUT OT MyTauuu. PUCK pa3BUTUA YHUIaTepasibHOM UKW bunaTepasibHO
theoxpomMoumMTOMbI cocTaBnsieT 4o 57%, ny 15-30% Hocutenein passmaetca MITIT.
B nogasnstowem 6onblLIMHCTBE cnyvyaeB MOH 2A pa3BuBaeTcsa BCNeACTBME MyTauumu,
BNUSIOWENA HA LMCTENHOBLIA aMUHOKUC/IOTHbIM OCTaTOK, KOAMPYEMbIA TpUnsieTamm
HYK/1e0TNA0B B KogoHax 609, 611, 618 1 620 B 10 ak30He 1 (4TO Hanbosiee pacnpocTpa-
HeHO) B 634 KogoHe 11-ro sk3oHa RET. MyTauun B 634 kogoHe RET MOryT Takxe ctaTb
MPUYVHON BO3HMKHOBEHUST JINXEHOUAHOrO aMU/IoNAo3a KOXKM B HEKOTOPbIX CEMbSIX C
M3H 2A/cemeinHoln copmoii MPLLK. OueHb pefKo BCTpeyalTcs CeEMbM C Kaaccuyec-
KUMU nNpusHakamm M3H 2A n 6e3 gokasaHHoM MyTauum RET. ¥ nauneHToB ¢ 0AHUM
UNn ABYMS KAMHUYECKUMWU Mpu3Hakamy M3H 2A ana TOYHOW MOCTaHOBKWU AMarHo-
3a HeobXxoAnMOo 06HapY>XUTb MyTaumio RET nnu BbIABUTb K/IMHUYECKME MPU3HAaKU
M3H 2A y apyrux poacTBEHHUKOB MePBOV CTeMeHM poacTBa. B oTcyTcTBME ayToCOM-
HO-ZOMMWHAHTHOI0 TUMa Hac/iefoBaHusa nnm mytauum RET ana noctaHOBKU guarHosa
HeobXoAMMO Hanmume Kak MUHUMYM [BYX K/1acCUYecKUX KOMMNOHeHToB M3H 2A.

FepmunHanbHyo MyTaumio RET ob6HapyxwuBawT B 10-40% cny4yaeB 6ones-
HU [MpLINpyHra; OHa 4acTo accouumMpoBaHa C CeMeliHbIMM opmMamu. BornesHb
MMpLwnpyHra — 3T0 BPOXKAEHHOE OTCYTCTBME TOHKOKWULUEYHOW WMHHepBauuu, npu-
BOASILLEE K KMLUEYHOM HEeNpoXoAMMOCTU B paHHeM feTcTse. [Npu 3Tom 3a6osieBaHUN
Jeneunmn, BCTaBKW, MUCCEHC U HOHCEHC-MyTaLMW BbIABAAKT Ha NPOTAXXEHUN BCErO
reHa RET. Bbino yctaHoBMeHO, YTO 60/1e3Hb TMpwnpyHra nocsnegoBatesibHO Hacne-
AyeTcsa BMeCcTe C HEKOTOPbIMU aKTUBUPYKLWNUMU MyTauusamm npu MOH 2A v cemeii-
Hovi dhopme MPLL K, npaBga ¢ 4ocTaTOYHOM HU3KOW MeHeTPaHTHOCTbIO. Y BCEX 3TUX
nauueHToB MyTaumu 66111 06Hapy>XeHbl B 10-M 3K30He (M. Tabn. 6.2).

CemeiiHasa opmMa MeaynnspHOro paka LWUTOBUAHON Xesnesbl

3710 BapmaHT M3H 2A ¢ MPLLL>K BO MHOrMX NOKoSIeHUAX, HO 6e3 (pe0XPOMOLIUTOMBI
vy AT, AnddepeHumanbHyo AMarHocTUKyY ceMeiiHoi gopmbl MPLLK n cuHapo-
Ma M3H 2A npoBoauTh AOoCTaTOYHO TPYAHO. Hamnbonee cTporoe onpegeneHve cemeiiHom
dopmbl MPLLLK — 3T0 Hacnefyemast BO MHOTMX MoKosieHnsAX hopma MPLL XK, y uneHoB
CEMbW KOTOPOW 0TCYTCTBYET theoxpomoumToma u MNITT. MeHee cTporoe onpegeneHmne —
Hasmume MPLL K y yeTbIpex YsIEHOB OA4HOM CEMbU B OTCYTCTBUE APYTUX KOMMOHEHTOB
M3H 2A. HekoTopble NpoTnBopevns 0THOCUTE/IbHO AaHHOIo CMHAPOMa OCHOBbIBAOTCA
Ha TOYKE 3peHUs], YTo NpeXXaeBpeMeHHasi guarHocTuka cemeriHon dopmbl MPLLK B
CemMbe € HeboMbLUNM YMCIoM cyyaeB MPLLUXK MoXKeT npuTynnTb BHUMaHWe Bpadei n
NpmMBeCcTU K No3gHeMy BbISIBNEHUIO theoxpomoumnTombl. Kak npasusio, maHudectauns
MPLLU>X npwu cemeliHoM hopMe HacTynaeT B 6os1ee no3gHem Bo3pacTe, YeM MOH 2A, n
XapaKTepu3syeTcsl MeHbLuel (heHOTUNMMYECKOM MeHeTPaHTHOCTbHO.

JokasaHo, 4To ceMeiiHasn opma MPLL K yalle Bcero accouumpoBaHa ¢ MyTaLm-
amn B 609, 611, 618 1 620 KogoHe 10-ro 3K30Ha, B 768 KogoHe 13-ro 3Kk3oHa v B 804
KogoHe 14-ro s3k3oHa. Ecnn 3aboneBaHue accoumMmpoBaHo ¢ MyTauuer B 634 KogoHe
11-ro 3K30Ha, TO 3TO nMo4yTn Hukorga C634R un yaule Bcero C634Y. Onupadacs Ha
COBPEMEHHble UCCNef0BaHNA reHoTMna n heHOTUMNMYECKUX NPOSBEHUN, CEMENHYIO
thopmy MPLUXK cumTaloT heHoTUNMYecKUM BapuaHToM MOH 2A ¢ 6osee HU3KOM
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neHeTpPaHTHOCTbIO heoxpomoumTombl 1 TMITIT. Takoi BbIBOA cAeaH Ha OCHOBaHUW
(hakTa pas3snTnsa nNpmusHakoB M3IH 2A B HEKOTOPbIX CEMbAX, B KOTOPbIX paHee rnpes-
nonarasiocb Hanm4une cemeinHom opmel MPLLLXK.

CVHAPOM MHOXECTBEHHbIX 3HAOKPUHHBLIX Heonnasuii 2B Tuna

370 Haunboree peakas n Hambosnee arpeccneHas opma MOH 2 Tuna, Nnpu KoTopomn
MPLL>K pa3BuBaeTcda B paHHeM Bo3pacTte. bosiee yem B MosIOBMHE Cly4yaeB Nnpuyu-
HOW CMHApOMa CTaHOBUTCHA BHOBb BO3HMKLIAS repmMumHasibHas myTaumsa RET. Kak
n M3H 2A, M3OH 2B accounnpoBaH ¢ (he0XpoMoLUTOMOA. CaMblii paHHWIA BO3pacT
BbIAIBIEHUA (DEOXPOMOLUTOMBI Npy myTaumn RET B 918 kogoHe — 12 neT. B aAByx
rpynnax nauyueHtos ¢ M3H 2B, O’'Riordain n coaBT. n Leboulleux ¢ coaBT. onpege-
VNN cpefHnii Bo3pacT BbiSABAEHUSA (HeOXPOMOLUUTOMbI — 23 (13-32) n 28 (17-33)
neT, cooTBeTcTBEHHO. M3H 2B oTnnyaetca ot M3H 2A otcytctemem MIMT n Hanu-
ymeMm psifia NMopoKoB Pa3BUTUA.

deHoTUNMYECKUE NpU3HaKu npu M3OH 2B

® KOCTHO-MblILLEeYHbIe HapYyLUEHUA:

= MapdablonofobHast BHELLHOCTb;

= «ronas» cTona,;

= BOPOHKOO06pa3Hasa rpygHas Knetka;
* ¢/1a60CTb MPOKCMMasbHbIX MbILLILL.

FaHrnoHerpomMbl ry6, nepegHenatepasibHO MOBEPXHOCTU SA3blKa, KOHDBIOHK-
TUBbI:

B MWUENNHN3ALUA POTOBUYHOI0 HepBa;

B raHr/noHelipomMaTo3 1 Mmanbhopmalmsa MOYeBOro ny3bips;

B VIHTECTMHaNbHbIM FraHrIMOHeRpoMaTos.

lMepBoHaYasibHbIMW MPOSBAEHUAMN 3a60/1€BaHUA MOTYT 6bITb CMMNTOMbI CO CTO-
poHbl XKKT: pBoTa, Agernaparaums, BO3MOXKHa KMLeyHas HeNpoxogMMocTb, a Takxke
3ajep>kKa pocta. B ogHom 13 uccnegosaHuini y 90% nauymeHToB ¢ M3OH2B 6binia
AvarHocTupoBaHa NaTosiorus TOSICTOr0 KULLEYHKWKA, MPOSAB/AIOLW;anaca ¢ POXKaeHUs
Konpoctasom. ¥ 2/3 nauueHTOB pa3BuBaeTcsd MerakosioH U oKosio 1/3 Hy»xpjakT-
CA B XMPYPruyeckom neyeHuun. MeHee yem y 20% peteit M3H 2B maHudecTmpyet
XapaKTepHbIM (DEHOTUMNOM B TeHEHME NEPBOro roga >XmM3Hu, Torga Kak 'y 86%, 61%, n
46% oTmeyvaeTcs CMHAPOM CYyXO0ro rnasa, otctaBaHue B npmbaBKe Beca, HapyLUeHUs
NMTaHWUs, COOTBETCTBEHHO. CpefHUIA BO3pacT KAMHUYECKO MaHndecTaumn MPLL XK
coctasnsdeTt 10 neT, YTO 3HAYUTENLHO paHbLue, Yyem npm MOH 2A. Mytauua M918T
(16-1 3k30H) NpucyTcTBYET y >95% naumeHToB ¢ MOH 2B, y 2-3% wnMeeTCs CKPbI-
Tas myTaumst AB83F B 15-M 3k30He. Pexxe y naymeHToB ¢ M3H 2B nmeeTtcsa aABoriHas
MyTauua RET.

leHeTnyeckaa guarHocTmka

WccnepoBaHne Ha HOCUTENLCTBO repMuUHanbHol MyTaumu RET no3BosisieT npo-
BeCcTU AndepeHUManbHY0 AUMarHOCTUKY ClopaguyecKnx criydaeB OT Hac/eACTBeH-
How hopmbl MPLL K.

OTAenbHble MyTauuMm MOTyT yKasbiBaTb Ha MpeApacnosioKeHHOCTb K onpefe-
NeHHoMy heHoTUNy (Cr. Tabn. 6.2) U KNMHUYECKOMY TeYeHUH. ITO BaXKHO, TaK Kak
naymneHTy YacTo TpebyeTcsa MeAULIMHCKOE Hab/loaeHMe U paHHee BbisiBNieHUE heoxpo-
MouMTOMbI U MIMT, KpoMe TOro y poACTBEHHUKOB MaLMeHTa MOXET CYLL,ecTBOBaTb
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puck pa3sntmna MPLLK. O6Hapy>keHne myTaumm RET MoXeT CK/TOHUTL K NpoBefe-
HMI0 NPOPNNAKTUYECKON TUPEOUSIKTOMUN N MHTPAONepaLoHHOM peBn3nm 0Koo-
WNTOBUAHbIX Xenes. MpubnnantensHo y 95% nauveHToB ¢ MOH 2A 1 MOH 2B ny
88% 60/1bHbIX C ceMeliHoW hopMoii MPLL XK yaaeTcs BbiISsBUTL MyTaumio RET. Kpome
TOro, y 1-7% HocuTesieii 04eBNAHbIX Criopagmnyeckoir Gopmbl BbISBAAKT MyTauuto
RET, Bktovas npubnnsntenbHo 2-9% BHOBb BO3HUKLWIUX FEPMUHasIbHbIX MyTa-
unii. Mytauuio RET ¢ BbICOKO A0Mel BEPOATHOCTU 06HAPY>XUBAKOT Y MaLneHTOoB C
MHOFO(POKYCHbIM nopaxkeHuem u/mnn ¢ MPLL K B geTcKom Bo3pacTe.

MokasaHUsA K Uccnef0BaHMI0 repMUHanbHo myTtaumm RET:

T nepsunyHasa C-knetodHas runepnnasvda, MPLL>K v M3H 2 tuna;

B OTAMOUEHHbIV ceMelHbliA aHaMHe3 B OTHOLEHUM MOH 2 Tuna unu cemeiiHom

dopmbl MPLLK;

B VIHTECTUHA/bHbIA FaHTIMOHENPOMATO3;

B KOXHbI aMnaomgo3 nNo TNy KpacHoro nNaockKoro nuwas;

B KOXHbIN 3y[ B BEPXHEN Y4acTu CrinHbI,

m 60/1e3Hb MMpnwpyHra.

B npeanbHoOM BapuaHTe reHeTM4YecKoe MccnefoBaHMe Ha HOCUTENLCTBO MyTaLum
RET B n060ii ceMbe Ha4YMHaOT C NauMeHTa, Y KOTOPOro MMerTCcs cMMnToMbl MOH
2 Tnna. lNpwn BbiABeHUN myTauun RET B cembe, reHeTUYyeckoe mccriegoBaHvie n
KOHCY/NbTUPOBaHMe npeanaralwnT BCEM POACTBEHHWKaM MepBOi JIMHUU poAacTBa.
Puck nepegaun myTaumm no Hacnegctsy coctaBnsieT 50%. JONONHUTENbHbBIA PUCK
Y UJIEHOB CEMbMW 3aBUCUT OT CTeMeHW POACTBa C HOCUTesleM MyTauumun. Hanunuuve nnuv
OTCYTCTBME CEMEWHOA MyTauun y poacTBEHHUKOB Ype3BblHaliHO BaXXKHO An5 nocre-
AyloLLLero BefleHNs, B CBA3W C YeM HEKOTOPbIe 3KCMNEPTbl HACTaMBalOT Ha ABYKPATHOM
reHeTUYecKoM MuCC/efoBaHUN AN OKOHYaTENNbHOr0 MOATBEPXAEHUA pesysibTata. B
YCNOBUAX, KOrga HEBO3MOXXHO BbIMO/IHUTL NCCNefoBaHNe Ha HOCUTENLCTBO MyTaLnu
RET y 60/1bHbIX Y1€HOB CeMbM (BBMAY CMEPTU NN APYTUX CUTYaLMin), AN yCTaHoB-
NeHnsa NPUYUHBLI 3a6o1eBaHNA FeHeTMYeCKoe nccegoBaHne MOXKeT ObITb NpeasioxKe-
HO 3,0POBbIM POACTBEHHMKAM.

MeToankn uccrnefgoBaHua Ha HOCUTENbCTBO MyTaLLMI‘/’I RET

BoNbLWNHCTBO reHeTuyecknx nabopaTopuii o6cnefyloT NauuMeHTOB Ha Hanuuune
MyTaunii B 5 Hanbonee yacTo MyTupyroLmnx kogoHax B 10 n 11 ak3oHax (C634R, C609,
C611, C618, n C620). Kpome TOro, npm oTCyTCTBMU MU3MEHEHWIA NPOBOAAT AOMOSHU-
TeslbHOe cekBeHMpoBaHue 13,14, 15 n/unun 16 sK30HOB; pexke uccnenytot 8 3K3oH. Kak
npasunio, CTOMMOCTb UCC/ef0BaHNA TeM 60/ibLUe, YeM 60JIbLLIE 3K30HOB CEKBEHUPYIOT.
HeckonbKo flabopatopuii CEKBEHUPYIOT LENMKOM Kogumpytouy obnactbs RET, ctoun-
MOCTb TaKoro mnccsefoBaHus CyLLLECTBEHHO Bblllie, K TOMY e uccnefosaHme npoBogsaT
B 60/bLLUEM 06bEME, YEM HEOOXOAMMO A5 60/bLIMHCTBA NaymeHToB. MHorme nabopa-
TOPUX MCMOML3YIOT ABYX3TalHbIA aHaIM3 — BHayasle CEKBEHUPYIT Hambonee nog-
Bep>XeHHble MyTauMaM yyacTKU 3K30HOB; 3aTeM, M0 Ha3Ha4YeHUIo flevallero Bpaya um
B TOM C/lyyae, ec/iv rnpwu rnepBMYHOM aHanmse Mytaumsa He 6bina BbisiB/IeHa, NpoBOAAT
CEKBEHMpPOBaHMe 0CTaBLIMXCA 3K30HOB RET. Mpwn ncnonb3oBaHUM 3TanHbIX METOA0B
aHa/I1M3a CyLecTBYeT PUCK NPOMYCTUTb pefKue MyTauunn.

MHpopMmupoBaHue nauueHTa (MNM ero 3aKOHHOr0 OMeKyHa) 0 pPUCKe Hanuus
BPOXKAEHHOM MyTauun RET y uneHoB ceMbM B UAea/IbHOM BapuaHTe A0JIXKHO 6biTb
BbIMO/THEHO B YC/I0BUAX MEHETUYECKOM KOHCYNbTauun. YBeAoMAeHNE [OKHO BKIIHO-
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yaTb B ce6a MHGopMaLUIO 0 TSXKeCTn 3aboneBaHUs, BO3MOXXHbIX MeToAax JIeHeHUs n
npopunakTuku. MauneHTy cnepyeT COOOWNTL 0 HEO6XOAUMOCTM NpeaynpeXxaeHns
noTeHUManbHO NoABEP>XKEHHbIX 3ab60/1eBaHUI0 POACTBEHHUKOB. B CBOO o4vepefb, Bpau
He AO/DKEH pasrnawartb KoHduaeHuManbHy MHGOPMaLM O0THOCUTENIbHO FeHeTu-
YECKOro uccrefoBaHUs UAn MeguLMHCKOro 3aK/KyeHns 6es3 corniacusa naymeHta. B
c/lyyae ec/iM nauueHT WM ero ceMbsi 0TKa3biBalOTCA CO0OWNTb POACTBEHHMKAM O
Ha/IM4YNM Yy HUX pUcKa 3aboneBaHUS MM NPeaocTaBUTb pPe3y/ibTaTbl 06c/1eA0BaHUSA
WK NedeHme oNs NnL, HaXo4sWmMXCa Ha MKANBEHUN, Bpad MOXXET 06paTUTbCA B MeCT-
HbI 3TUYECKUI KOMUTET N0 MEAVULMHCKMM BOMPoOcam UK K cyaebHol cncteme.

PenpoaykTMBHble BO3MOXHOCTW Yy HOocuTesnei mytauum RET

y naumeHToB ¢ M3H 2 Tmna MOXHO MCMonb3oBaTb Kak npeguMmniaHTauu-
OHHYI0, TaK W MNpeHaTas/ibHYyl AMAarHoCTUKY. 3TO Mo3BosiAeT 3abnaroBpeMeHHo
BbIABUTb CeMelHyto myTauuio RET npu wuccnegoBaHuu nnoja wunu 3aMb6puoHa.
lMpeHaTasibHYO AMArHOCTUKY BbIMoNHAKT B | uam Il TpumecTpax npu nccneposa-
HUK o6pasua BOPCUHOK XOPMOHA WX MaTepuvana aMHUOoLeHTe3a COOTBETCTBEHHO.
MpeamnnaHTaunMoHHas reHeTnyeckasa AuarHocTMkKa — TEXHOI0rnsa, npumMeHse-
Masi Npu 3KCTpakoprnopasibHOM 0MJ1040TBOPEHNN. [1pn 3TOM BbIAENAIOT €ANHNYHbIE
KNEeTKN 3aM6puoHa M mnccnefywT MxX Ha Hamyme myTtaunm RET HenopakeHHble
3MOPMOHBbI MEepeHoCAT B NOJI0OCTb MaTKW. CnegosartesibHO, C NMOMOLLLLIO NMpeauMnIaH-
TaUWOHHOM FeHEeTUYECKON AMArHOCTUKW MOXKHO MOTEeHLUWasnbHO U36aBUTb CEMbIO
0T 3ab0/1eBaHMA NOCPeACTBOM MMMJ/IaHTauMn TONIbKO TeX 3MOPMOHOB, Y KOTOPbIX
oTCyTCTBYeT MyTauusa RET. Ponb npegumniaHTaLWOHHON reHeTUYeCcKor AnarHoc-
TUKW B cnyyae 3a6oseBaHUA ¢ Ha4Yas/l0M B 3pesioM BO3pacTe ocTaeTcsl CrOPHOM, AaH-
Hoe uccnefoBaHMe B OCHOBHOM MPUMEHSAIOT NpU CMHAPOMaXx ¢ Hayasiom 3aboneBaHUs
B M0OJ1I00M BO3pacTe, C JOCTOBEPHbIM PUCKOM 3/10Ka4eCTBEHHbIX HOBOOOpa3oBaHU n
C accouMMpoBaHHO 3a60/1€BaeMOCTbIO UM CMEPTHOCTLIO. MpeanMnIaHTaLNoHHYHO
reHeTUYecKylo AMAarHOCTUKY MOXXHO MpoBecTn nauymeHTam ¢ MOH 2 tuna v BbiAB-
neHHon myTaymen RET:

m pu cpefiHeM Bo3pacTe MaHudecTaumn 3adonesaHna go 30 net;

m ana mytaumii ATA-B-D;

B NpU pucke Metactatnyeckoro nopaxxkeHnsa MPLL>K B nepsble MecALbl XXU3HN

(npn M3H 2B);
B Npy pucke (HEeHOTUMUYECKON peanusauum coveTaHus >90% BepoOATHOCTU
MPL>K n >57% BeposaATHOCTU (PeoXPOMOLUTOMbI.

JleyeHue

MeaynnsipHblii pak WWUTOBUAHOW Xenesbl

MpodmnaktTuyeckas TUPEOUAIKTOMUS

B 3T0 NoHATUE BXOAUT TUPEONA3KTOMUSA, MPOBOAMMAada NaumeHTam ¢ AOKa3aHHOA
MyTaumeit RET, HO B OTCYTCTBUUN KNIMHUYECKNX NPOSiB/IeHN A, 6e3 y310BbIX 06pa3oBa-
HUIA LXK >5 MM n/mnm naMmeHeHHbIX NMMgaTrnyeckmnx y3nos (No gaHHbiM Y3WN).

MauuveHTbl ¢ MOH 2 Tnna, y KOTOpbIX Npu 06paLleHN BbIABASAIOT NabNUpPyeMbIi
MPLL K, nmeoT, Kak NpaBnsio, NoXor NPorHo3 B 0THOLLIEHWUMN MOJTHOFO U3/1eHEHUS.
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Ha cegbmom mMexxayHapogHoMm ceMuHape no M3H 6bina paspabotaHa Kniaccuum-
Kauusa myTtaumii RET B 3aBMCUMOCTM 0T arpeccuBHocT MPLLK. Llenb knaccmgu-
KaLuny CoCTOUT B TOM, YT0ObI NPeAsIOKNTb PEKOMEHAALIMN N0 CpoKam npodunakTu-
YecKol TUpeonasKToOMMK, NpeackasaTtb onpefesieHHbI PeHOTUN N YyCTaHOBUTb, KTO
M3 NaLMeHTOB HYXAaeTca B CKPUHUHIe deoxpomountombl {Tab. 6-3).

n ATA ypoBeHb D (ATA-D) myTaumnii o03HayaeT cambiii BbICOKWI PUCK pa3BUTUSA

MPLL>K. OJaHHaa myTaumsa 3axsaTbiBaeT 883 1 918 KogoHbI U accouunpoBaHa
C Hambonee paHHelli maHugecTaumeli 3aboneBaHUs, cCaMbiM BbICOKUM PUCKOM
MeTacTasnpoBaHUSA N CMEPTHOCTU.

m ATA yposeHb C (ATA-C) MyTaumii xapaktepunsyetcs 60/1ee HU3KMM, HO BCe eLlie
CYLLEeCTBEHHbIM PUCKOM arpeccuBHoOro tedyeHna MPLK. MyTtaymum 06bI4HO
3axBaTbIBalOT KOAOH 634.

m ATA yposeHb B (ATA-B) onpegenseT elle 60nee HU3KNI YpPOBEHb arpeccus-
HocT MPLU>K n BkAtovaeT B cebs myTaumm RET B 609, 611, 618, 620, 1 630
KoJoHax.

m ATA ypoBeHb A MyTauuii npeponpegensietT HaMMeHbLUUIA PUCK Pas3BUTUSA
MPL>X w©n ero arpeccmBHoro teyeHusa. [pu cpaBHeHWUW C naymeHTamu, y
KoTopbiXx nmeetcsa ATA-B myTayusi, aHanorm4yHoro Bo3pacTa, y AaHHoOM rpyn-
Nbl 60/IbHBLIX onpefenseTca 6o/ee HU3Kas KOHLUEHTpauus KasibLUTOHUHA,
6o/1ee HM3KaA cTans OMyxosiIeBoro pacnpocTpaHeHns, 6onee BbICOKasa yactora
K/TMHNKO-NabopaToOpHOA peMmccun B TOM ciyvae, ecnv npodmnakTmyeckas
TUpeongaKkToMUA 6bis1a BbinosiHeHa o0 4-netHero sospacta. KATA-A oTHOCAT-
ca mytaumnm RET B 768, 790, 791, 804, n 891 kopoHax.

Momunmo pasgenieHns Ha 4 ypoBHA (A-D), nMeloTca TakxXKe onpesesieHHble pasnum-
ung B TedeHUn MPLOK v passutun cumntomos MOH 2A mexay pasHbiMU MyTauu-
amn RET B npepgenax ogHoro ATA ypoBHS.

3a NCKIYeHneM CUTyaLnii HAMMEHbLLEr0 pUCKa, NauueHTaM ¢ repMUHasIbHON
MyTaumeii RET Heo6xo4Mmo BbINOAHUTE MPOGUNAKTUYECKYD TUPEOUAIKTOMULD
(Tabn. 6.3). Ha koHepeHun M3H 97 6b110 YTBEPXKAEHO, YTO MOKasaHUA K XUpyp-
rMYyecKomy neyvyeHuno naymeHTos ¢ MOH 2 Tuna [o/1KHbI OCHOBbLIBATLCA Ha pPe3y/ib-
TaTtax reHeTmyeckoro uccnegosaHua mytaumm RET. MyTtaumm RET yposHA B-D no
ATA accoumnpoBaHbl ¢ MPaKTUYeCKU MOSHOM (EHOTUMUYECKOM MEeHeTPaHTHOCTbI0
MPLW>K B Mosiofom Bo3pacTe v NMpy Ha/IM4YnUY MeTacTasupoBaHUA XxapaKTepusyTca
HN3KOi BEPOATHOCTLIO U3/MEYEHNS U BbICOKOW CMepTHOCTbIO. BbiNo nokasaHo, 4To
paHHAA AnarHocTuka n xmpyprmyeckoe snedeHne MPLL>K B 3TUX rpynnax pucka ro
ATA [0CTOBEPHO B/AUAIOT HA acCcoLMUPOBaHHYIO ¢ 3a6o/1eBaHMeM CMEePTHOCTb.

MyTaumn RET ATA-A BKAK4alT B ceba onpeaesnieHHy0 rpynny (peHoTUnoB,
XapakKTepusyowmxcsa no3gHUM BO3HMKHOBeHMeM MPLU>K 1 mMeHee arpeccMBHbIM
ero TeyeHvem. Tem He MeHee, (DeHOTUNUNYECKME MPOSABIEHUS AaHHOW rpynmnbl MyTa-
unn RET reteporeHHbl U MOTYT pasninyarbes Npu pasninyHbiX mytaumax RET.

Taknm 06pa3oM, OCHOBHAasi AUCKYCCUSA B HacTosLLee BpeMs 3aTtparmsaeT CPOKU
npoBefeHUss NPoPUIaKTUHECKON TUPEOUA3KTOMUN B AETCKOM BO3pacTe, BOMPOC O
L,es1eco06pa3HOCTM BbIMOSIHEHUA XUPYPTrNYECKOT0 Slev4eHUs He 06Cy>KaaeTcs.

Mpy NPUHATUN peLleHnss 0 BpeMeHN NPOPUNaKTUYECKOM TUPEONAIKTOMUN MPU-
Oep>KnBaloTcsa criefyoWwnx KpUTepues:

B MUWHMMa bHbIA BO3pacT pebeHKa ¢ onmMcaHHbIM B MTepaType MeTacTaTuyeckum

rnopakeHvem;

m Hambosiee TUNUYHbIN Bo3pacT pa3suTtusa MPLL>K npu onpeaesieHHOM reHoTUnNe;
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Tabnuya 6.3.
YpoBeHb pucka MPL XK, paspaboTaHHbiii AMEpPUKAHCKONM TUpeouaHon accouuauymein (ATA) no cpokam
ANArHOCTUKK, NEeYeHnss 1 NpoBefeHns NpogIuIakTUYecKoit TMPEeonUA3KTOMUM

YpoBeHb BospacT uccnegosaHus BospacT o6ssatenbHo- Bo3pacT uccnefosaHus KOHUEH-  Bo3pacT BbINOMHEHUA MPOMUNOKTUYECKON
pucka ATA wmyTtauyum RET ro Y3u Tpaunn CbIBOPOTOYHOTO KaulbLyu-  TUPEONAIKTOMUU
TOHWHA

Kak MOXHO paHblue KOK MOXHO pOHbLue B Bo3pacTe 6 mec, ecnn xupyp- KOK MOXHO paHblle, B TeYeHWe Mnepsoro

N B TeYyeHne nepsoro 1N B TeyeHue nepsoro rmyeckoe nevyeHue He 6bi10 roga >»u3Hu

roga XusHu roga XusHu BbIMO/IHEHO

<3-5 net >3-5net >3-5net Ao 5-netHero sBo3pacTta

<3-5 net >3-5 ner >3-5 nert Ob6cyxpaoeTca BONPOC NPOBEAEHUs Xupyp-

rMYeckoro ne4yeHns Ao 5-neTHero BO3poCTo.
Xupypruyeckoe BmellaTeNlbCTBO MOXET 6blTb
OT/IOXEHO A0 5-neTHero Bos3pacTta npu
COOTBETCTBUM CTPOrNM Kputepuam™

<3-5 net >3-5 nert >3-5 net Xupypruyeckoe BMellaTenbCTBO MOXeET 6biTb
OT/IOXEHO A0 5-neTHero so3pacTta npu
COOTBETCTBUMN CTPOrUM Kputepusm”

HopmonbHoe cofepxaHue KaibLUTOHWHA B CbIBOPOTKE KPOBW (6a30nbHOe W nocsie CTUMY/ALUM), OTCYTCTBME MaTONOrMyecknx U3MEeHeHWuidt no [OHHbIM Y3U weun —
o6cnefoBaHne NPOBOAMTCA €XEeroAHo. Takke yuYMTbiBalT MeHee arpeccuBHblii cemeliHblii aHamHe3 no MPLLXX un cemeliHble npeanoyYTeHus.



OHAOKPUHHAS XUPYPrust

m pe3y/nibTaTbl onpegeneHns 6a3anbHON/CTUMYINPOBAHHOW KOHLUEHTPaUMN Kasb-
LUTOHVHA B KPOBW,

B JaHHble exxerogqHoro Y3WU wweuwu;

®m Bo3pacT pa3sntua MPLU>K y poacTBEHHUKOB;

B KOMOMHaLMA BCeX BbllLenepevyncsieHHbIX pakTopos.

MponnakTuyeckyo TUPEONL3KTOMUIO HEO6XOAMMO BbIMOSIHATL, B MEPBY0 O4e-
pefb, C Uesibio nNpefoTBpalleHns MeTactasuposaHns. Kpome T0ro, TMPEoUA3KTOMUA,
BbIMO/IHEHHAA [0 MeTacTaTM4ecKoro nopakeHust NMM@aTnyecKnx y3snos, Mo3BonsieT
n3bexxaTb NPOBeAEHMUS LIEHTPasIbHOM MMM oAncceKLMN — MpoLeaypbl, KoTopas acco-
ummpoBaHa ¢ 60/1ee BbICOKMM PUCKOM rurnornapartupeosa u napesa rosiocoBbIX CBA30K.

OTcpoyka TMPeoua3aKToOMUM 060CHOBbIBaeTCA 6e30MacHOCTbIO onepaumn B 6osiee
no3gHeM [eTCKOM BO3pacTe BBUAY TEXHUUYECKUX TPYAHOCTEN Yy COBCEM MasiIeHbKUX
naymMeHToB, TakXXe B paHHeEM [LeTCKOM BO3pacTe JfleyeHne ATPOreHHOoro rurionapaTu-
peo3a npeactaBnisieT co6oin 6onee TpygHYO 3agady. TMpeonasKToMusa nam napatumpe-
OVA3KTOMUA Yy AeTel conpsikeHa ¢ 6011ee BbICOKOM YacTOTOMN OC/TIOXKHEHUNIA, HEXENN Y
B3POC/1bIX, ¥ MPOXOAUT C IYULLNMUN pesynbTaTtaMmu Nnpu NpoBegeHUn onbiTHbIMK Che-
umanmuctamun. Takxe HECOMHEHHbI MpenmMyLLecTBa OTCPOUYKM BO3MOXXHOI0 ATPOreH-
HOro runonapartupeosa. Kak npasunsio, OMnbITHbIe XUPYPrn 0oTMeYarT CPaBHUTENBHO
Heb60/1bLLIOoe NPENMYLLECTBO B OTCPOUKE TUPEOUAIKTOMUM A0 3-5 fleTHero Bo3pacra.

BbinosiHeHne MpohnnakTNYecKor TUPEOUASKTOMUN Y NaumneHToB ¢ M3OH 2B B
TeyeHVe MepBOro rofa >XMU3HM HeobXo4MMO BbINOMHATbL CTPOro B YC/IOBUAX BbICO-
KocneunanmnsnpoBaHHoOro MeAMLMHCKOro crauuoHapa. Cnegyet npegnpuHATbL Bce
BO3MOXXHble cpefcTBa ANA MNpefoTBpalleHns rurnonapartmpeosa. Npu nposegeHuN
NponIaKTUYECKON TUPEON3KTOMUN B TeHEeHNE NEePBOro rofa >XM3Hu BbINOSIHEHWE
NpohnNaKTUYECKON LLeHTPasIbHOM NMMABafeHIKTOMUN He 0653aTesIbHO, 3a UCKJTIoYe-
HMeMm criydyaes, Korga:

m BbIAAB/IEHbLI MeTacTasbl B IMMMaTnyecKe y3sbl;

m pa3mep y3/10B0ro obpasoaHus LLL>K 6onee 5 MM (He3aBUCMMO OT BO3pacTa);

m 6a3anbHas KOHUEHTpauusa Ka/bUWUTOHMHA B KpoBu 6onblie 40 nr/mn y aetel

cTapLue 6-mec.

Bo Bcex aTux cniyyasax CyLecTByeT BEpOATHOCTb 60/1ee pacnpocTpaHeHHOro npo-
Liecca, KoTopblii TpebyeT AasibHelLwero HabnoaeHUsa NayneHTa.

Kak npaswuno, HanTn nauymeHta ¢ M3H 2B cTaplie 1 roga ¢ y3/0BbiIMU 06paso-
BaHMAMKU LXK MeHee 5 MM, OTCYTCTBMEM MNAaTO/IOTMUN CO CTOPOHbI LUEHHbIX SINM-
haTnyecknx y3noB M KOHUEHTpauumeil KasibLUTOHUHA B KpoBu MeHee 40 nr/mn
MPaKTNYeCKN HEBO3MOXHO. Y 60/iblUMHCTBA NauyueHToB ¢ MOH 2B 3aboneBaHue
ANarHoCcTUpPYIT N03Xe N npu o06cnefoBaHNM oNpeaenstoT 3HaUYnTeIbHOe MOBbILUe-
HMEe KOHUEHTpaumn KanbUUTOHMHA W 04YeBUAHblE MeTacTasbl B SMM@arnyeckue
y3nbl. CorflacHo wmuccriefoBaHUAM, MPU BbIMO/IHEHUN XUPYPTrUYecKoro JieYeHusa y
petein ¢ M3H 2B k 10-nieTHeMy Bo3pacTy, ¥y 50% M3 HUX y>Ke ycneBatoT BO3HUKHYTb
MeTacTasbl B LWeliHble TMMdaTnyecKkre y3bl, B TO BpeMs KaK y 0CTaslbHbIX 0TMeua-
eTCA NepcUCTEHLMA NN peunamB 3ab6osieBaHMA NPy [OITOBPEMEHHOM HabNAeHUN,
M TONIbKO Y 25% naLmeHTOoB coXpaHAaeTca peMnUccnd.

MpoBeAeHMe NPOPUIAKTUYECKOA TUPEOUAIKTOMUM Y NauneHToB ¢ M3H 2A nnu
cemMeriHoi chopmoii MPLLLXK oT 3 go 5 roga >XnM3HW TakxKe cregyeT OCyLecTBATb B
YCNOBUAX BbICOKOCMELMANNIUPOBAHHOIO YUpexXAeHUs, BbINOSHEHNE MpoduiakTum-
YECKOWM LeHTpasibHOM NUMAafeH3KTOMUN He MOoKa3aHo, 3a MCK/II0YEeHMEM C/ly4aes,
Korga:
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B K/IMHUYECKN UM PaAVosIorM4yeckn AoKa3aHo Haslmume Metactasos B inMmdaTu-
Yyeckue y3nsl,

m pasmep y310B0ro obpasosaHua LLL>K 6onee 5 mm (B 11060M BO3pacTe);

m GasasibHas KoOHUEeHTpaunsa KasbLUUTOHUHA B CbIBOPOTKE KPOBWU >40 nr/Mi.

Y nauyueHToB ¢ MOH 2A wnu cemeiiHon dopmoit MPLUXK cTaplie 5net, npu
pa3smepe Bcex Y3/10BbiXx 06pa3oBaHuil LXK MeHee 5MM no gaHHbIM Y3V un npu
KOHLEHTpaunmM KanbUUTOHUHA B KpoBW <40 nNr/mn, pekKoMeHAylT BbIMNOSHUTL
NponNaKTUYEeCKY0 TUPEOUAIKTOMUIO. TeM He MeHee HeT [0Ka3aTe/NlbCTB B MO0Jb3y
nponNaKkTU4ecKon NMMGageH3KTOMUM, NOTOMY YTO MPU KOHLLEHTpaUunM KanbLm-
TOHMHa MeHee 40 Nr/mn meTacTasMpoBaHMe Mpouecca He XapakTepHo. MeTacTasbl
B NMMdaTUyecKue y3/bl pefKo BCTpeyawTcsa Yy nauumeHToB Ao 1ll-neTHero Bo3pac-
Ta (3%), TakXke NpU X HANNYUU XUPYPTrUYecKoe yaaneHne NpPuUBOAUT K CTOMKOM
pemmccnm TobKo y 1/3 60/bHbIX, B TO BPeMs KaK y 6% [AeTeil nocnae LeHTpasibHOMN
MMafeHIKTOMUN 0TMeYatnTCa CUMMMNTOMbl NMEePCUCTUPYIOLLEro runonaparvupeosa.
B npouecce xmpyprmnyeckoro BMeLlatesnibcTsa He06Xo04MMO yaaninTb BCO TKaHb LUK,
B TOM 4umcne 6yropok LlykepkaHanis, nupaMmuanbHyo A0/110, TKaHb BEPXHUX MOJI0-
coB, Ecnn 6asanbHas KOHUEHTpauusa KanbUUTOHMHA 6onee 40 nr/mn, cyuiecTByeT
60/1€e BbICOKMI PUCK pa3BUTUS MeTacTas3oB B MMpaTMyecKme y3sbl, 1 HeE06X0ANMO
AanbHeiillee obcrieqoBaHMe.

Y nauuneHToB ¢ M3H 2A, B cniyyae cemeHoro aHamHesa MNIMT nnm npy Haanumm
MyTayum RET, accoummpoBaHHOM ¢ AoCToBEPHbLIM puckom MITMT, geBacKynsapusun-
poBaHHbIE 3[0POBble OKOJIOLLIMTOBUAHbLIE >Xene3bl cnefyet TpaHCn/1aHTUpoBaTb B
MbILLLLbI NPean/ieybs.

MPLL>K XapakTepu3yeTcsl BbICOKMM PUCKOM MeTacTasnpoBaHUs B AumdaTtmnyec-
Kue y3/bl, B CBA3U C YeM BbIABNATbL MeTacTasbl fiyylle B Xo4e npegonepalnoHHoM
noAroTOBKWU UM UHTPaonepaumoHHo (Npu Y3W wewn); NOBTOPHOE orepaTtnuBHOe BMe-
LaTesibCTBO COMPSXEHO C BbICOKMM PUCKOM OC/IOXHEHWUN. YuuUTbiBas 3TN [aHHble,
60/1bLUMHCTBO aBTOPOB PEKOMEHAYIT BbIMOAHATL TOTa/lbHYH TUPEOUAIKTOMUKD U
npomiakTnyecKoe yaasieHme LeHTPa/IbHOM KNeTyaTKN Len.

deoxpomounToma

PasBuTune heoxpomoyumnTomMbl B AETCKOM Bo3pacTe npu M3H 2 Tnna BcTpeyaeTcs
pefko. deoxpomouuToMbl Npy M3H 2 Tna — BHYTPUHAAMNOYEYHUKOBbLIE N J06p0-
KayecTBeHHble. Mpu Hannunm myTtaynin RET B KogoHax 918 n 634 deoxpomoymtoma
6blna onucaHa B nuTepatype ¢ 12-neTHero Bo3pacTa, cpefHee BpeMsA MaHudecTa-
UM — okono 20 net. Mpu Hanuuum myTauuin knacca ATA-B, BKovas mytauuo B
KogoHe 609, camblii MOI0AOM BO3pacT MaHugecTaunm heoxXpomoLnToMbl COCTaBUII
19 neT, Torga Kak camblii MONOAOM BO3PACT NpU HanMumm mytaumm knacca ATA-A
coctaBmn 28 net. Npu nccnegoBaHnu rpynnbl U3 206 HocuTenein mytaumm RET 6b1n0
nokasaHo, 4YTO NATbIA NepueHTWU/b BO3pacTa BbisABAEHUS (EOXPOMOLUTOMbI MpU
Hanuunu mytauunmn RET npmxoamnnaca Ha 4eTBepTYI0 U NATYI0 AeKabl XXU3HN. Taknm
06pa3omM, eXerogHblA CKPUHUHT (he0XPOMOLMTOMbI HE0BX0AMMO NMPOBOAUTL € 12-n1eT-
Hero Bo3pacTtay HocuTeneii mytauum RET B KogoHax 918, 634 1 630, 1 ¢ 20-neTHero
Bo3pacTta rnpu mytaumnax B ocTasibHbIX KOAOHAaX.

OnpepeneHve cogep>kaHna hpakLMoHNPOBAHHbLIX MeTaHEPPUHOB B MNJiasMe KpoBu
Wan B MoYe — Hawnbosiee TOYHbIA MeTOo[ CKPUHMHra geoxpomouymtombl. Mpn MIH
2 Tna NPenMyLLLeCTBEHHbIA TN 0NYX0/1IEBO CEKpPeLnn — afpeHasIMHOBbIN, B CBA3W
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OQHAO0MUHHOA Xnpyprusa

C 3TMM 3aKOHOMEPHO O6Hapy>XeHMe BbICOKOM KOHLeHTpauum MeTaHedpuHa Kak
MeTabonuta agpeHanuHa. Npy Hann4ynMM BHEHaAMNOYEYHUKOBOW (DEOXPOMOLUTOMbI,
N30/1MPOBAHHOM MHOFOKPAaTHOM MOBbILEHUN HOpMeTaHedpuHa MNpU HOPMasIbHOWA
KOHLeHTpauum MmeTaHedprHa agnarHo3 MOH 2 Tmna manoBeposiTeH.

Mpn M3H 2 Tuna nwboe obpaszoBaHMe B HaAMNOYeUYHUKaX, BbISAB/IEHHOE TOMW-
YEeCKMMW MeTo4aMu ANarHoCTUKW, cnefyeTr TpakKToBaTb KakK (eoxpomMoumnToMy.
KoHueHTpaunsa MeTaHehpuHa KOppenunpyeT ¢ pasmepoMm onyxonu. MNpu onyxonwu,
BbISIBNIEHHOM NpU NpothunakTUyYeckoM HabnwaeHUM nauuveHTa ¢ mytaumen RET,
pa3smep o6pa3oBaHUSA, KakK npaBuao, HeboNbLUION, C YeM CBA3AHO 60/1bLLOE KONMYecT-
BO /IOXKHO-0TPULATENbHbIX Pe3ynNbTaTtoB ANarHOCTUKIM, 0CHOBAHHOW Ha onpeaeneHnn
KOHLIeHTpauum metaHedpuHa.

YunTbiBas BbICOKMI PUCK ANs NJioga N MaTepu, >KeHLUHbI ¢ MmyTauueii RET,
accounmpoBaHHon ¢ M3H 2 Tuna nepes naaHUpPoOBaHUEM GEPEMEHHOCTU WU/ B Cry-
yae He3ansiaHMPOBAHHOW 6EPEMEHHOCTM KaK MOXKHO paHbLLe A0/KHbI 6bITb 06C1e0-
BaHbl NabopaTopHO Ha HaMume PEOXPOMOLLMTOMBI.

Mpwn BbIABMEHNN (HEOXPOMOLMTOMbI HEOBXOANMO NMPOBECTU XUPYPrUUYecKoe seye-
HMe nocse COOTBETCTBYIOL e NpegonepalMoHHON NOArOTOBKU, sledeHme DeoxXpomo-
LUUTOMbI c/fleqyeT MPOBOAUTL MNepes XUPYPruyeckum BMeLlaTesIbCTBOM M0 MoBoay
MPL>K vnum MITT, npeanoyTnTesIbHO C NMOMOLLbIO AanapocKoNMYeckKor agpeHan-
3KTOMUN. XUPYPruyeckKoe BMeLLATe/IbCTBO C COXPaHeHVeM KOPKOBOro BellecTBa
HaZnoyYevyHMKa MOXHO paccMaTpusaTb Npu ABYCTOPOHHeM (heoxpomouTomMe, 04HAKO
nauneHT A0/DKEH 6bITb MHOPMUPOBAH 0 BbICOKOI BeEpPOATHOCTU (25-50%) MecTHOro
peumanBa. Bbicokasi BEPOATHOCTb OC/I0XKHEHWUIA NPU MOBTOPHbIX onepaymuax Ha Haga-
noYyeyHMKax U BO3MOXKHOCTb MoAbtopa KayecTBEHHOV COBPEMEHHOW 3aMecTUTesIbHON
Tepanun HagMNo4YeYHUKOBOM HeOCTaTOMHOCTU ABAATCA aprymeHTaMm npoTmB opra-
HOCOXpPaHSIoLLLEN TAKTUKMN.

MepBUYHbI/ TMNepnapaTupeos

Passutue MNIMMT npyu M3H 2 Tna B 4eTCKOM BO3pacTe NMpoucxoauT penko. B aByx
MaclTabHbIX nccregoBaHUAX naumeHToB ¢ MOH 2A, ctpagatowmx MNIMT, cpegHuia
BO3pacT BbisAB/IEHNA 3ab0sieBaHUA cocTaBua 38 nert.

O6cnepoBaHne Ha Hanmuuve MITIT Ao/KHO BKO4YaTh B ceba onpenesieHMe KOH-
LeHTpaumn obLLero nam NoOHU3NPOBaHHOIo Kanbumusa (C naun 6e3 onpegeneHUs KOH-
ueHTpauum MNTI B cbiIBOPOTKE KpPoBW). ObcnegoBaHe He06X04MMO NPOBOANUTD:

B eXXeroAHo, HauynHas ¢ 8-neTHero Bo3pacTa, y HocuTene mytauymm RET B Kogo-

Hax 630 n 634;

B eXXerogHo, HaumHas ¢ 20-NeTHEero Bo3pacTa, y HocuTenei apyrux mytauum RET

npu M3H 2A;

E repuoguyeckn, HauymHaa ¢ 20-51eTHero Bo3pacra, npu mytauun RET, accoynmn-

POBaHHOW TO/IbKO € cemeliHoli hopmoii MPLLLK {cm. Tabn. 6.2).

Xupypruyeckoe nevyeHue

[ns nauneHToB 6e3 NpeLLecTBYOLWMX onepaLnii B 061acTu LLEN U C BbIBNIEHHbIM
MIMT K MOMEHTY NAaHUPYeMOi TUPEOUAIKTOMUN, XUPYPTrMYECcKoe BMeLlaTebCTBO
no nosoAy MNITIT MOXXHO BbINOSIHATL MO CNeAyLWuUM NPOTOKOaM:

® yJasnieHVWe TO/IbKO BHELUHEe YBEe/IMYEHHbIX >Xese3 (C ayToTpaHcnaaHTauuein B

MbILLLY Npeanseybs);
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m cy6ToTanbHasa NapaTMpeomasKToOMuUSA ¢ oCTaB/IeHMeM 04HOM UK ydyacTKa 04HOMN
13 OKONOLWMTOBUAHbBIX Xenes in situ (c ayToTpaHcniaHTaunen B MblLLy npeg-
nneyns);

m TOTa/ibHasA NapaTupeougsKTOMUK C ayToTpaHCcnjaHTauuein B MbilLy npesa-

nneyos.

HeobxoanmMo BbINOMHATL ayToTpaHcn/aaHTauuilo OKOMOWMNTOBUAHBLIX >Kene3 B
MbIWLY Npeansiedyba BO BCeX Cliyvyaax YyAasieHUsA OKOJIOWMTOBUAHBLIX >Kefes, 3a
VCKJ/II0OYEHVEM CyYaeB C PYHKLMOHMPYIOLWMM ayToTpaHcniaHTaTom. 9T0 CBA3aHO C
BbICOKMM PUCKOM MOBTOPHbLIX ONepaumii B 06/1acTu Wen (Kak npasuao, Npu peunan-
Bupyrowem MPLK), B npouecce KOTOPbIX BEIMKA 0NACHOCTb MOBPEXAEHUA paHee
OCTaBJ/IEHHbIX iN Situ 0KOMOWNTOBUAHbBIX XXese3, YTo NPUBOAUT K CTOMKOMY runona-
paTtunpeosy.

MepavkameHTO3Has Tepanus

KanbuniMnMeTUKN MNOBbILLAKT YYBCTBUTE/IbHOCTb PELLenTOPOB OKOJOLW,MTO-
BUAHbLIX >Xesie3 K BHEK/IeTOYHOMY KasibLUUo, TEM CaMbiM YMEHbLUasA CeKpeLuto
MTr. B xoae MHOFOLEHTPOBOr0 paHAOMWU3MPOBAHHOIO ABOWMHOr0O cnenoro nnawe6o-
KOHTPONIMPYEMOr0 ucc/efoBaHNA 6blia fokasaHa CnocobHOCTb KaslbLuiMnumeTnka
LMHaKasnbLeTa 6bICTPO N AO/ITOBPEMEHHO CHMXKAaTbh KOHLLEHTPaLMio CbiIBOPOTOYHOIO
Kanouna v MNTIy naymenTtos ¢ MITIT.

MegnkameHTO3HYI0 Tepanuio Kak sapmnaHT nedeHua MNIMT npy M3H 2A MOXXHO
paccmaTpuBaTh Yy NaLMeHTOB C BbICOKMM PUCKOM 0OMepaTUBHOro BMeLLaTeN1bCTBa,
0XXMNJaemMon Manoi NPofo/KNUTENbHOCTLIO XXU3HWU, N NPU NePCUCTUPYIOLEM UK
peunansmnpytowem MITIT nocse ogHOM MM HECKONbKUX XUPYPruyeckux onepa-
unn.

FeHeTNnYeckoe KOHCY/bTUPOBaHWe

O6cy>kgaemMble BONPOChl HecneunuryHbl 47149 1060 cembn ¢ Hac/1eACTBEHHbIM
OHKO/I0rM4Yeckum nopakeHueMm. Mepes reHeTUYECKUM TECTOM KPOBU WUAW APYTOW
TKaHwu, AeTn, B3poc/ble, poauTenun geTeil A0KHbI 6bITb MHPOPMUPOBAHBI 0 CMbIC-
Nle pPeKOMEH0BAHHOI0 UM FeHeTUYecKoro uccriefoBaHmsa. Heobxogmmo nposege-
HVe ceMUHapa 0 reHeTMYeCcKOM HacnefoBaHMN U BEPOATHOCTU Mepefayn ayTocoMm-
HO-AOMMHAHTHOIO reHa. JLo/mKHbI 06Cy>XAaTbCA KaK PUCK, TaK 1 NPeNMyLLLeCTBaA.
HeobxogmMmo [0BecTU [0 CBefAeHUA 06CrefyeMbiX WMHGOPMAaLMIO O BO3MOXKHOW
AVUCKPpUMMHaLMKM B byayuieM NMpu TPYAOYCTPOMCTBE, CTPAXOBaHUM XXU3HU U 3[0-
poBbs, BOMpOCcax CeEKPEeTHOCTU cpean POACTBEHHMKOB, O BO3MOXXHOM OLLINGKE reHe-
TUYECKOro muccaefoBaHUA, 0 NOTEHLMase BbICOKUX TEXHOOMUM B aHTeHaTas/lbHOMN
reHeTMYecKom gnmarHoctmke. [JoNoAHUTENLHON TEMOW 06CYXXAEHUS MOXET cTaTb
neyveHne cneunuUUecKnx 370KavyeCcTBEHHbIX OMyxonei, aHAOKPUHHO-MeTabonun-
UECKUX PacCTPOMCTB, Po/sb MOXU3HEHHOr0 HabnwaeHMs. HeobxoaMMo B MOJSTHOM
Mepe MCrMosib30BaTb BO3MOXHOCTU MCUMXONOTMUYECKOA W AYXOBHOW MOAAEPXKKM
nawLmneHTOB.

Mocne nNpoBeeHUS reHeTUYecKoro TeCTUPOBAHUSA crefyeT MPOBECTU YTOUHSAN-
Wyt 6ecefy No KOHKPETHbIM pe3dynbTatam. Ecnv Bpay HeonbITEH MpyU NPoBeeHUn
Takol beceabl, TO eMy HEO6X0AMMO M3yYeHMe CPaBOYHOM nnuTepaTypbl. HekoTopble
BOMPOCbl M OTBETbI MOTYT HaMpPsMyl 3aBUCETb OT 06LLLECTBEHHbIX U HaLMOHA/IbHbIX
Tpagnuumii.
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Pasgen 7. CoBpeMeHHble MeToAbl /ie4HeHus
OO0JIbHbIX OXMPEHUeEM

S/leoHTbeBa M.C., Eropos A.B., bytposa C A

ANNOEMUNOSIOTUA OXUPEHUSA

;' OXKMpEHWE NPU3HAHO MN06a/IbHOM «HEMH(EKLWMOHHOM annaeMmnein» KoHua XX —
Hadana X X1 Beka. Mo gaHHbIM BO3, n36bITOHYHYIO Maccy Tena umetoT 6osiee 1,7 mnpga
B3pOC/I0r0 HaceneHmsa nnaHeTbl (0OKONO 7%), oXKUpeHuem cTpagatT 6onee 312 man
YyesloBek.

PacnpocTpaHeHHOCTb OXKMpeHusa Konebnetca oT 7,65% B Kutae n AnoHumu go
45% HaceneHusa B CLLIA. Cpeamn HaceneHnsa EBpornelickoro pernoHa 6osee nosioBUHbI
B3POC/I0r0 HaceneHNs UMelT U36bITOUYHbINA Bec, a OKMpeHne — A0 23% MYXUYUH U
36% >eHWMH. MpegnonaratoT, 4To K 2010 rogy Konm4yecTBO 60/1bHbIX OXKUPEHMNEM
npesbicnT 500 M/H, a K 2025 rogy NporHo3MpylT 6osiee Yem ABYKpaTHOe yBesinye-
HVe ux umcna. B Poccun, no npeaBapuTesibHbIM AaHHbIM, M36bITOUHYIO Maccy Tesna
nmeroT 6osnee 55% TpyA0CMNOCOOGHOI0 HacesieHUs1, oxxnupeHme — 25%,

OXXmpeHue cBA3aHO C YBE/IMYEHNEM pUCKa pas3BUTUA caxapHoro guabeta 2 Tmna
(CAO2), AT, gucnunugeMmumn, nwemmyeckon 6onesHun cepgua (MBC), cuHApoMa Hou-
HbIX arHo3, HEKOTOPbIX (hOPM 3/10KaYeCTBEHHbIX HOBOOOPa3oBaHWii, 3aboneBaHUi
XKKT, onopHo-gBuraTenbHOro annapata, 6ecnniogus, creato3a NeYeHU U MHOTUX
Apyrux 3aboneBaHuin. OXXNpEHMe CNY>XXUT He3aBUCUMbIM (DAKTOPOM pUCKa cepaeu-
HO-COCYAMUCTbIX OCIOXKHEHWIA: COYETaHME OXKUPEHUSA C apTepmasibHON rMNepTeH3neN
yBenunumusaeT puck MBC B 2~3 pasa, MHCY/NbTa — B 7 pa3. YBe/indeHne macchbl Tena
COMPOBOXKAAETCHA CHUMKEHMEM (MN3NYECKOM N YMCTBEHHOW paboToCrmocobHOCTH,
CYLLECTBEHHbIM YXyALleHNEeM KayecTBa XXU3HU 60/1bHbIX U CHUXKeHMeM ee NpOAQVi-
XUTeNbHOCTU. OT 3ab6oneBaHUii, 06YCNOBNEHHbLIX OXXMPEHMEM, B MUPE E€XErogHo
ymupawT 6osee 2,5 M/IH YesloBeK.

C yBeqinyeHvemM pacrpocTpaHeHHOCTU OXKUPEHUA pacTeT KOSIMYeCTBO 60/IbHbIX,
cTpagawwmnx MopbugHbiM oXuUpeHueMm (MHAekc maccbl Tena [MMMT] 6onee 40).
Mop6ugHoe (morbid oT aHrA. — 60M1e3HEHHbIN, TO eCTb Bbl3blBalOWWMi 60/1€3Hb) —
3T0 OXKMPEHME, coUeTalLLeecsa C MeTaboIMUYECKUMUN HapPYLUEHNAM U/UMKN TAXKENbIMU
3a60M1eBaHNSAMU CepAEeYvYHO-COoCYANCTON cucTemMbl, CA2, CMHAPOMOM HOYHbIX arHo3,
3a60/1eBaHMAMUN CYCTaBOB, a TakXXe C Cepbe3HbIMWU NpobaemMamMmn NcrUXos10rmyecKoro
M coumanbHo-6bITOBOro Xapakrtepa, B pa3BuTbix cTpaHax Mupa cpefu HacesleHus B
Bo3pacTe 18-49 neT MopbuaHoe OXKMpeHne NMerT oT 2 Ao 6%. B CLUA, Hanpumep,
M36bITOUYHYI Maccy Tena nmeroT 6onee 55% B3POC/IOr0 HACENEHMSA N KaXKAbIA NATbIN
M3 HUX cTpagaeT MOp6UAHbIM OXKUPEHUEM.

Oxunpaemasa NPoAO/HKUTENILHOCTb XXU3HU NPU MOPOUAHOM OXWMPEHUU COKpa-
waeTca B cpeAHeM Ha 7-10 neT. Y HeKypAWMX MY>XXUYUH U XKeHLWWUH B BO3pacTe
50 net, umerwowmnx VMMT >40, OTHOCUTE/IbHBLIN PUCK CMepTW cocTasnisfeT 3,82 un
3,79, cooTBeTCTBEHHO. Cpean MY>UYUH C MOPOUAHLIM O0XUPEHMEM B BO3pacTe
25-30 net cMepTHOCTb B 12 pas Bbllle, YEM Y X CBEPCTHUKOB C HOPMasibHOM mMac-
con Tena.

Cpefm 60/1IbHbIX MOPOUAHBIM 0XXUPEHNEM BbILENAT Hanbosiee TAXENYI0 rpynny
NauneHToB, NMEKLLNX Ype3BbIYaiHO BbICOKUIA PUCK CMEPTEsSIbHOro ucxoga 3abone-



OHAOKPUHHASA XUpYprus

BaHUA N HY>XJAKWNUXCA M0 XXNU3HEHHbIM MNOKa3aHUAM B CPOYHbLIX MepornpuAaTUsX,
HanpasB/fIeHHbIX Ha CHMXXeHWe Macchl Tesia. 310 B0MbHbIE C TAK Ha3blBaeMbIM «CBEpX-
oXmpeHunem», ¢ UMT, npesbiwatowum 50.

B pa3BuTbIX cTpaHax Mupa pacxofbl Ha oXXupeHue coctaBnAawT 8-10% oT rogo-
BbIX 3aTpaTr Ha 34paBooxpaHeHue B uLesioM. OXXMpeHue MPUBOLAUT K YAOPOXKAHUIO
nleyeHNsT MPaKTUYECKU BCEX acCoLMMPOBAHHbIX 3abosieBaHUA. JKOHOMUYECKUE
3aTpaTbl Ha sedeHme 60/1bHbIX ¢ MIMT >35 B 3 pa3a Bbllle, YeM Ha JledeHne NLen,
VMEKLLLNX HOPMasbHYI0 Maccy Tena.

JdnarHocTuka, K]'IaCCMdJVIKaU,MFI, KJIMHNYECKasA KapTUHa OXUPEHUA

O>XXMpeHVe — XPOHMNYeCcKoe, reTeporeHHoe, NPOrpeccupytoLLLee Npu ecTecTBeH-
HOM TeyeHUU 3ab0s1eBaHUA; XapaKTepu3yeTca U3ObITOYHbIM HaKOM/eHUeM XUpPo-
BO TKaHW B OpraHuU3me: y My>XUuH 6onee 10-15%, y >XeHWWUH 6onee 20-25% ot
Maccbl Tena.

AnarHocTuky OXXMpeHUs NpoBoAaAaAT Mo nokasaTtento VIMT, KOTOpPbIA CAYXUT He
TONbKO AMArHOCTUYECKMM KpUTEPUEM, HO W MokasaTesleM OTHOCUTESIbHOIO pucka
pa3BUTUSA CONYTCTBYIOLLMX OXXMPEHUIO 3a601€BaHNIA.

VIMT paccumnTbiBalOT NyTeM AesleHUs Mmacchl Tena (Kr) Ha kBagpart pocta (M)

MMT = [macca Tena (kr)] [pocT (M1

Y nuvy, ¢ N36bITOYHO Pa3BUTOM MyCKynaTypon (Hanpumep, CMOPTCMEHOB), MOXKU-
Nbix nwogen (ctapwe 65 net) MMT He BNO/IHE TOYHO OTpadkaeT cofdepykaHue XXupa B
opraHunsme, 1 B3aTnx cnyyvasax ana gMmarHocTUYecKux Lenel ero He UCMosb3yoT.

B 3aBucMMOCTM OT Be/IMUUHbI IMT onpefenstoT CTeNeHb OXXKNPEHUSA N PUCK acco-
LUMPOBaHHbIX 3abosieBaHUin (Tabn. 7.1).

MMT B npegenax 18,5-24,9 Kr/M”~ cooTBETCTBYET HOPMasibHOM Macce Tena. Mpwu
Taknx nokasartenax VMIMT HabnogaeTcsd HaMMeHbLLIas YacToTa CBA3aHHbIX C OXKUpe-
HueM 3abonieBaHuUA.

MMT B npegenax 25,0-29,9 Kkr/M”™ cBUAeTeNbLCTBYET 06 M3ObITOYHOW Macce Tena
NN NMPeoXXNPEHNN U YrKe NOBbILLEHHOM PUCKe Pa3BUTUA COMYTCTBYOLWMX 3abone-
BaHW.

Tabnuua 7.].

Knaccudukaums oXvpeHus no nokasaTeno uHaekca maccol Tena (BO3,
1997)*

CTeneHb OXuUpeHus UMT Puick conyTcTByloLWmMX 3a601€BOHUI
OxupeHue lcreneHu 30-34,9 Bbicokuii

OxupeHue 1 cteneHun 35-39,9 QueHb BbICOKWIA

OxupeHue lll cteneHn (mopbuaHoe ) >40 YpesBblyaliHO BbICOKMI

AMexayHapogHasa rpynna no oxupexnutwo BO3 (10TF WHO), 1997.

BaXkHOe MpPOrHOCTMYECKOe 3HayeHWe B OTHOLIEHUW pucka pas3sutma CO2 u
cepfieyHo-coCyAUCTbIX 3ab60M1eBaHNM UMeeT He TONIbKO OXKUPEeHWEe KaK TakoBoe U
ero cTeneHb, HO W XapakTep pacnpegeneHns xxmpa B opraHnsmMe. BblgensawoT rnno-
WAHBIA, NN ATOANYHO-6eAPEHHbIN (HVUXHWIA, hopma rpyLin) n abgomMmuHanbHbli,
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O BucuepanbHbiii (BepXHUIA, hopma s16/10Ka) TUMNbI OXKMPEHUA. 19 rmHongHo-
ro TMna xapakTepHOo OT/IOXKEHME XUpa NOAKOXKHO, NPENMYLLECTBEHHO B 06/1acTU
6egep v aroguy. Ona BucuepanbHOro — 0T/I0KEHME XXMpa MNPeuMYyLLEeCTBEHHO B
obnactu >meoTa. TuUN 0XUPEHUA onpefeniaiT Mo OKPYXHOCTU Taluu y nuu c
MMT 25,0-35,0.

OKPY>XHOCTb Ta/INU Y MYXXUUH >94 cM U Y XKeHLWnH >80 cM cBUAETEeNbCTBYET 06
M36bITOYHOM Pa3BUTUM XXNPOBOW TKaHW B abAoOMUHa/IbHO-BUCLLEpasibHOM o6nacTtu
U CNYXUT ANArHOCTUYECKMM KPUTEepUeM BUCLLEPanbHOro 0XXuUpeHus (Kputepuu
IDF, 2005). MoBblleHHOe HaKoM/eHNe BUCLepPasibHOr0 XX1pa — OCHOBHOW (haKTop
pUCKa COMPSHKEHHbIX C 0XKMPEHMEM MeTabonmnyecknx 3abonesaHuii U Mapkep meTa-
6onnueckoro cuHgpoma. MocnegHwuii NpeacTaBnsieT co60 COBOKYMHOCTb KapAmo-
MeTabonmuyecknx (pakTopoB puckKa, NMPUBOAALLNX B KOHEYHOM cYeTe K pasBuUTUIO
CO2 w/vnn ceppe4vHo-cocyanucTbiM 3aboneBaHUsAM. K OCHOBHbIM cUMMTOMam W
NpPosiB/IeHNAM MeTabo/IN4ecKoro CUMHApPOMa OTHOCATCA: BUCLIEpasibHOe OXXUpeHwue,
WHCY/TMHOPE3NCTEHTHOCTb U TMNEPUHCYNIMHEMUSA, aucnunugemms, Al, HapyLlueHne
TOMEPaHTHOCTM K I/1l0K03e, paHHUIN aTePOCKNEPO3, HAPYLLUEHMSA remMocTasa, a Takxke
HapyLleHVUa NypUHOBOro obMeHa, CMHAPOM HOYHbIX ariHo3, cTeaTo3 NevYeHu U CUH-
APOM MOIMKUCTO3HbIX AUYHUKOB. [A/19 NpakTUYeCcKNX Lenen NpuMeHSoT cneayo-
WY Knaccnpmnkaynio 0XKMpeHuns.

dTunonartoreHeTnyeckas K}'IaCCI/ICbI/IKaLI,VIH OXunpeHuma

B DK30MeHHO-KOHCTUTYLMOHAa/IbHOe OXXMpeHue (NepBUYHOE, asIMMeHTapHO-KOHC-
TUTYLNOHANbHOE).
* [MHOMAHOoe (AroAnYHO-6eApeHHOe, HUXKHUIA TuM),
= AHZpongHoe (abgoMuHanbHoe, BUCLiepasibHOe, BEPXHUI TuM).

m CumMmnTomaTumyeckoe (BTOPUYHOE) OXKUPEHME.

e C ycTaHOB/IEHHbIM FeHeTUYeCKNM fed)eKTOM (B TOM 4YuC/e B COCTaBe N3BECT-
HbIX TEHETUYECKNX CUHAPOMOB C MOSINOPTraHHbIM MOpPaXKeHMEM).
= LlepebpanbHoe (agunosoreHnTanbHas puctpodus, cnHapom BabuHckoro-
MexkpaHu-Ppenmxa):
¢ OMyX0/11 FOSIOBHOM0 MO3ra;
¢ aucceMMHALLNA CUCTEMHbIX MOPadKeHN, NHPEKLMOHHbIE 3a60/1eBaHUS;
¢ Ha (hoHe Ncuxmyeckmnx 3aboseBaHni.
* SHOO0KPUHHOE:
¢ TMNOTUPEOUSHOE;
¢ rvnooBapuasibHoe;
+ 3abosieBaHNA rMnoTasamo-runon3apHoO CUCTEMBI;
¢ 3aboneBaHNA HaLMNOYEYHMKOB.
« ATporeHHoe (06yc/10B/IEHHOE NMPUEMOM PAAa /IEKapPCTBEHHbIX Mpenaparos).

Mo xapakTepy TeYeHUA 0XKUPEHNE MOXKET ObITb CTAOU/IbHBLIM, NPOrPeCCUPYIOLLLUM
M pe3ngyasbHbIM.

OcHoBHas >asnoba, npegbsiBnsiemas 60/bHbIMU — M36bITOYHAA Macca Tena.
Apyruve >kanobbl U CMMMTOMbI 06yCNOBMEHBI, KaK Mpasuso, acCcoLMUpPoBaHHbIMMU C
oXXMpeHueM 3aboneBaHNAMMN: TO/I0BHbIe 601N, CYXOCTb BO PTY, XaX4a, NoBblLUeH-
HOe MoTooTAesieHMe, ofblllKa MNpU PU3NYECKON Harpys3ke M B MOKOe, OTEYHOCTb
HWKHNX KOHEYHOCTel, Xpan BO CHe, COH/IMBOCTb AHeM, 60711 B cycTaBax M Mo3BO-
HOYHUKE, HapyLUeHUS MeHCTPYasibHOro LUK/A Y XXEHLNH, CHUKeHVe NOTEHUNN Y
MY>XUYUH 1 T.4.
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MaTtoreHe3s oxuvpeHus

Pa3Butne oXXmpeHus 06yCNoBMEHO B3aMMOAEWCTBMEM npegpacronararLmnx
reHOB N BHELWHUX (DaKTOPOB: M30bITOYHOrO0 NUTAHUS U ManonoABUXXHOro obpasa
>KU3HW, NMPUBOLALLNX K HApPYLUEHNAM 3HepreTnyeckoro 6anaHca. Ecnv Konunyect-
BO NOTPe6NAEMON NMULLWN 3KBUBASIEHTHO 3HEPTreTUYECKMM NOTPEOHOCTAM OpraHus-
Ma, COXpaHseTca 3HepreTUYeckKnii banaHc; Npu HapyLleHnn 3Toro paBHOBECUA B
CTOPOHY npeobnagaHnsa noTpebnsemMon sHePrnn Hapg sHeprosarparamm — pasBu-
BAeTCs OXXMPEHMe.

Perynaunsa sHepreTuyeckoro obmeHa cnoxkHa, v 6anaHc mexkay notpebrneHnem
M pacxofoM 3HeprvmM MNogAep>KuBaeTcs B3aMMOLENCTBMEM CIIOXKHbIX PEerysmpyto-
Wux cuctem. HapyweHnsa B nt060M 3BeHe 3TOM CUCTEMbI BJIEKYT 3a CO60M Hapy-
LeHne CYLLLeCTBYIOLLEro paBHOBECUA U MPUBOAAT K HapacTaHuio Maccbl Tena u
pasBUTUIO OXXUPEHUA. KJiloueBble LEHTPbI, perynmpyrowme notpedneHne nuwm
M 3HepreTUYecKnii banaHc, pacnonoxeHol B rmnotanamyce. OgHN Helipomeguarto-
pbl 1 TOPMOHBbI runoTanamyca (HeponenTug Y, aryTu-nofobHeld nenTug, Hopag-
peHannH [a2-agpeHopeuenTopbl], ]3-3HAOPIUH, cOMaTONMO6EPUH, TanaHWH, TPenvH,
coMaToCcTaTuH) ycunmsawT anneTuT, Apyrue (NpoonvomMenaHOKOPTUH, KOKawuH-
ameTamMuH-perynmpyemMbolii TpaHCKpuUnT, HopagpeHanuH [al- n p2-aapeHope-
LenTopbl], CEPOTOHUH, XONEUUCTOKUHUH, MeNaHOUUTCTUMY/TUPYIOWWUA FOPMOH,
TUPONNGEPUH) CHWMXKAIOT MnoTpebsieHVe MUK, YBesIMYeHMe Maccbl Tesla MOXKeT
6bITb 00YC/N0B/IEHO HapyLUeHWEM CUHTe3a, NPOAYKLUUN N B3aMMOLENCTBMA 3TUX
61ONOrNYecKN akTUBHbIX cy6cTaHuUiA.

Kak cBnaeTenbCTBYIOT UCCNEA0BAHNA N KNIMHNYECKME HabNogeHns, npakTmyec-
KN y BCeX MauMeHTOB C OXKMPEHMEM HapylleH MpaBW/ibHbIA MULLEBOM CTepeoTumn,
TO eCTb UMEIOTCA Te WM NHble HapyLLeHUS NMULLEBOro MNoBefeHNS, NMPOABASALLLMeCH
MOBbILLEHHbLIM anneTUTOM, CHUXXEHHOW HacbIWaemMocTbio, PegKUMnN U 06UTbHbIMU
npueMamv MUK MNPenMyLLLeCTBEHHO BeYepOM, MOBbLILLEHHOW TATrol K cnagkomy,
YKUPHOMY, 0 3HAYMMOCTWU HapyLleHWi NULLEBOro NoBeAeHNSA B pacnpocTpaHeHHOCTU
OKMPEHUS CBUAETENLCTBYIOT AaHHble 3apybedkHbIX uccriefoBaTesieil, nokasasBLLNX,
YTO B Pa3BUTbIX CTpaHax 3TOT nokasaTeslb KOppesimpyeT ¢ yBe/IMYeHNEM pasMepoB
nopumn 1 obbema noTpebnsemor NuK. NMpakTUYECKN y BCEX MALMEHTOB C OXKU-
peHWemM B TOW MW WHOW CTEMEHW BbIPaXKEHO 3KCTepHasIbHOe MKLLEBOE MOBEAEHME,
XapaKTepuayloLeeca MNOBbILLEHHOW peakumeli Ha NULLEBblIE BHELLHWE CTUMYNbl —
BUA M 3anax NuLLK, peknamy nuiesbiX NPoAYKTOB 1 T.4. YenoBek ¢ 3KCTepHaslbHbIM
NnuLLIeBbIM MoBegeHeM NPUHUMAaET NULLY BCerga, Korga oH ee BUAUT, Korja oHa emy
JoCTynHa. W, Kak NpaBusio, B 3TUX CllyvasX MoBbILWEHHbIA anneTUT co4eTaeTcs C He-
NO/IHOLLEHHbIM YYBCTBOM HaCbILLEHUS.

Apyrum HapyLleHHbIM MULLEBbLIM CTEPEOTUNOM Y B0MIbHbLIX 0XKUPEHNEM ABJIAET-
CA 3MOLIMOreHHoe NuLLeBoe nosefeHMe UNu runepdarnyeckas peakumsa Ha cTpecc.
CTUMYNOM K NpueMy MULLM CTAHOBUTCA 3MOLMOHasbHbIN AncKoMdgopT. Yenosek ¢
3MOLMOreHHbIM MULLEBLIM NOBEAEHWEM, «3ae/laeT» CBOU HEMPUATHOCTU TaK >Ke Kak
Yesi0BeK, MPUBBLIKWIUIA K a/ikorosaw, UX 3anuvsaeT. HeckosbKo pexke BCTpeyaroTcs
napokcusmasibHas ¢opma 3MOLMOreHHOro NULLEeBOro noeefeHUs (KOMMNyNbCUBHOE
nviLLleBoe noBefeHMe) NM60 MNepeefaHne ¢ HapyLleHWeM CyTONLION0 puTMa npuema
NULWKX (CUHAPOM HOYHOM eapl). Mpyr KOMAYNbCUBHBIX MNULLEBLIX MPUCTYNax Npoucxo-
OAT 3NnN304bl PE3KOro nepeefaHns B TeHEHWE KPOTKOro repuofa BpeMeHu (He 6onee
2 4) He MeHee BYX pa3 B Hefe 1o ¢ NoTepeil KOHTPOA 3a NpueMoM Nuwn. BosbHble ¢
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CMHAPOMOM HOYHOW efbl He MpMHMMAaIOT NULLY B NEPBYIO MNOAOBUHY AHSA, UCMbITbIBA-
0T CUJIbHOE YYBCTBO ros104a K Bevepy, NpuBoAsiiee K 3Ha4NTeIbHOMY NepeejaHunio B
3T0 BpeMs CyTOK. UacTo B TaKMX cnyvasx HeKOHTposimpyemoe ynotpebrieHne 60Mb-
LIOro KosiM4yecTBa MNULLM YepeayeTcs ¢ nepuojamu pes3koro orpaHuvyeHUs Npuemos
MUK, UYTO HEpPeaKo BedeT K 3MOLMOHAasIbHO-/IMYHOCTHLIM paccTpoMcTBaMm, valle
BCEro TPEBOXXHO-AEMNpPecCMBHbLIM, AENPECCUBHBIM N UMOXOHAPUYECKUM CUHAPOMAaM.
HapylueHnss B NCUXMYecKol ciepe 06bIYHO COHETAKTCA C HAapPyLUEHUSIMU CHa, Mcu-
XOBereTaTUBHbIMU CUHAPOMaMMU.

HecoMHeHHO, UTO oKpy>kawLiasa cpeda, YC/0BUS XU3HU, 0COGEHHOCTM BOCAUTA-
HUA, TPAAULWM UTpaloT onpesenstowyo posb B JOPMUPOBAHNM NULLEBOr0 NoBeje-
HMA. o MHEHMI0 BefyLLUX uccnefoBaTesnieid, NpobsieMbl 0XXKUPEHUS, B3auMOCBA3b
HapyLLUeHW NULLEBOr0 MOBEAEHUSA C MOrpaHUYHbIMU NCUXNYECKUMWU paccTpoiicTBa-
MU oMNpeaensiioT KJIMHUYECKY KapTUHY, AeTEPMUHUPYIOLLYO pa3BuTue MopbuaHoO-
ro OXKMpeHusl, XoTH 3Ta 061acTb A0 HACTOSILLEro BPEMEHU OCTaeTcs HefoCTaTO4YHO
N3y4yeHHO. HeBbISICHEHbI TaKXe M 0CO6EHHOCTU CheungUUecKux Asi 0XKUPEeHUs
HEBPOTUYECKMX PacCTPOMCTB, BO3HMKAKLWMNX NCUXOreHHO B OTBET Ha nporpeccupy-
IoLee OXKUpeHne U U3MeHeHVe BHELIHEero B1uaa, KOoTopblii CTaHOBUTCA A1 60/1bHbIX
XPOHUYECKOM «ayTONCMXOTPaBMOM», Croco6CTBYHOLLE BOSHUKHOBEHUIO AUCMOpPMdO-
hobuyecknx peakuuin, cUMNToMa «3epKasa», usberaHms B3BELLVNBAHUS.

Mcuxmyeckne paccTpoiicTea, hopmupyrowmecs y 601bHbIX MOPONAHBIM OXUpe-
HMEM, XapaKTepu3ylTCs CNEKTPOM MOrpaHUYHbIX COCTOAHWI OT OTAE/IbHbIX MCU-
XOFeHHbIX peakumuii Ao CTOMKNX apPeKTUBHbIX PacCTPOMCTB, a TakXe HaBA3UUBbIX
COCTOSAHUI N CBEPXLEHHbIX MepeXXmuBaHUi, BO3HMKAOLWNX NapainesibHO ¢ U3MeHe-
HMeM BHellHero o6aunka. Mo Mepe nporpeccupoBaHua 3abonesaHms (Mpy MopbUAHbIX
thopmax 0XXMPeHUs1) NPOUCXOAUT YCNOXXHEHME CTPYKTYpbl MCMXONATONOMMYECKMNX
NposIB/IEHWI NyTeM NPUCOEANHEHUNSA K HEBPOTUYECKUM U IMYHOCTHBLIM hopMaM pea-
rMpPOBaHNA CTOMKNUX CAMOTOreHHbIX U HEBPO30MOA406HbIX PaccTpoiicTB, NpenmMyLlec-
TBEHHO aCcTEHNYECKOM CTPYKTYPHbI.

B cucteme AMArHOCTMKM MOrpPaHUYHbIX MNCUXUYECKUX PaCCTPOMACTB Yy 60/bHbIX
MOP6UAHBLIM 0XKUPEHMEM OCHOBHOE 3HAuYeHVEe UMEET BbISIBfIEHWE YPOBHS HapyLUeHUS
MULLEBOrO MOBeAEHNSA, ABMAKOLWEroCs O4HUM U3 KPUTEPUEB, OMpeaesiaoLmnx noka-
3aHMA N NPOTMBOMNOKa3aHUs K TeM WIW MHbIM Bugam nedveHusi. OTHOCUTEsTbHbIM
NMPOTUBOMOKAa3aHWEM K OMepaTMBHOMY JIeUEHMI0 CHUTAKT KOHCTaTauuio MaTosioru-
YeCKOro MuLLLEeBOro MoBefeHWs, AOCTUTaKLLEro cTerneHn 6yiMmMnn, Tak Kak B cuiy
nMaTo/IOrMYEecKoro cTepeoTvna MUTAHUS — B 3TUX C/AlydasXx BO3MOXKHbI TSDKesble
nocsieonepaLnoHHble 0C/IOKHEHUS B JOpMe HEeYKPOTMMOW PBOTbI C MOCNEAYIOLIN-
MW HapyLleHUsAMWU BOAHO-CONeBOro obMeHa. Onepaumsa B 3TUX caydasx fonyctuma
NVLWb MO0 XXU3HEHHbLIM MoKasaHUsaM (comaTunyeckme 3aboseBaHUSA KaK OC/I0KHEHUS
MOP6MAHOI0 OXKNPEHUS).

B nocnegHue roabl NpuUcTasibHOE BHUMaHWe B N3YyYeHUN MexaHU3Ma pa3BuUTUS
OXXWUPEHUSA N €ro 0CNOXHEHUNI yAeNAT Poan camMmoi XXUPOBOW TKaHW, npeacTas-
NAWeNn CKoNMeHne XMUPOBbIX KNETOK UAM aguMnounToB, pacnosiaralownxcsa Bo
MHOIrMX opraHax. BbigenswT 6enyto n 6ypyto (KOPUUYHEBYH) XXMPOBYK TKaHb,
nocnefHAs nosyduna cBoe Ha3BaHMe W3-3a BbICOKOr0 cofepXXaHus B KeTKax
UMTOXpOMa U APYrUX OKUCAUTEbHbIX MUIMEHTOB, U OTBe4YaeT 3a Tenaonpo-
aykuunio. Bypas xupoBast TKaHb BCTpeyaeTcsl B OCHOBHOM Y feTell U HEKOTOPbIX
XXMBOTHbIX. Benas >xnposas TKaHb LLIMPOKO pacnpocTpaHeHa B OpraHuU3me 4yeno-
BeKa, pacnonaraetcsa nof Koxeli u B BucLepanbHoii o6nactu (B 60N1bLLIOM 1M Masiom
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canbHUKax, 6pbKeKe TOHKOW W TOACTOM KWULLKW, 3ab6pIOLLINHHON KneTyaTke),
N ABNAETCA OCHOBHbIM 3HEPreTMYeCKUM [eno B OpraHM3mMe B3pOC/IOr0 4YesioBeka.
Y KaXk[0ro 4yenoBeka pasMepbl XXMPOBbIX KAETOK U MX KONMYECTBO LUNPOKO Bapb-
MpyroT. Tpy OXXKNPEHNN NPOUCXOAUT Kak runepTpodms agunounuTos, Tak u yBe-
NnyeHne nx yucna.

O6Hapy>XeHne CeKpeLun >KMPOBOM TKaHbl OMONOFMYECKN aKTUBHbLIX Mosie-
Kyn — aAunounuTOKMHOB, 06/1afaloLmx aHO0-, napa- U ayToOKPUHHBLIMK ahdekTa-
MW, NO3BOJINO CHYUTATb ee IHLOKPUHHBLIM OpraHoM, UrpanLWwmnum K/K4YeByo pofb B
perynaumn agekBaTtHoOCTU U crieundUKM 0T/IOKEHUSA XXMpa B opraHu3me, pas/ind-
HbIX MeTaboNMYecKnUX MpPoLLeCcCOB B HEM, 3HepreTMyeckoro basaHca W romeocrasa
BCEro opraHn3ma B LLeJioMm.

Benas >knpoBas TKaHb C/IY>XUT OCHOBHbIM MEeCTOM CUMHTe3a J/leNTUHA — MHOrO0-
(pyHKUMOHANbLHOrO ropmMoHa nenTUAHOM Npupoabl. AANNOLUTBLI CEKPEeTUPYIT nen-
TUH B KO/IMYECTBaX, NMPOMOPLMOHasIbHbLIX Macce XXUPOBOW TKaHW. B KpoBWM nentunH
LMPKYMpyeT Kak B CBO60AHOM, TaK 1 CBA3AHHOM C 6€/1KOM COCTOSAHUW, TPAHCNOPTU-
pyeTcs B LlepebpocnnHasibHY XXUAKOCTb, aB runotasiamyce CBA3biBaeT N aKTUBUPY-
eT cneunduyeckre peLlenTopbl, y4acTByoLLMe B Perynsunum aHepreTmyeckoro obme-
Ha. Uepe3 B3anMOencTBME C HEMPONenTUAOM Y 1 APYTUMU HENPOTPaAHCMUTTEpPaMU,
KOHTPOAMPYLWUMM NoTpebaeHne nun (aryTunogobHbIiA 660K, MeTaHOKOPTUHbI U
Ap.), NeNTWH y4acTBYeT B Perynsymn NmLeBoro noBeaeHms, cnocob6cTBy S CHUXKEHMIO
noTpe6/IeHNsA NULLKM 1, COOTBETCTBEHHO, Macchl Tena. Yepes cTMMynsaymnio akTMBHOC-
TU CUMNATUYECKOM HEPBHOM CUCTEMbI JIENTUH MOXKET TakKXKe CHMXKaTb noTpebneHue
3Heprnn v yBennymBeaTb ee pacxop.

MpucyTcTBME peLenTopoB fieNTUHA He TOSIbKO B rMnoTasamyce, HO U nepudepu-
YECKUX OpraHax U TKaHSX (KUPOBOW, MeyYeHW, CKesIeTHOW MYyCKyraType, nomkeny-
[LOYHOI XXenese, ANYHUKAX, NpocTarte, NoYKax, /Ierkux, naLleHTe) CBUAETETbCTBYET
0 TOM, 4YTO flenTUH obnajaeT He TOMIbKO LeHTPasibHbIMW, HO U pPa3Ho06pasHbIMU
nepuepnyecknmMmn adgeKTamm — BIMAET Ha remonoss, aHrnoreHes, MMMYHHble
peakumun, ypoBeHb apTepuasibHOro AaBsieHUs, MeTabosin3M KOCTHOW TKaHu u ap.
BakHerwasas (yHKUMSA nenTMHA COCTOMT B aHTUCTeaTOreHHOM [elCTBUM — OH
aKTUBUPYET OKUC/IEHME XXUPHbIX KUC/OT B MbilLLAX U NeYeHW, nNpefoTepaltas Tem
caMbIM pa3BUTME IMMOTOKCUKO3A.

Mocne oTKPbLITUA NenTuHa bbla npeasiokeHa runoresa naroreHesa 0XXMpPeHUs.
CornacHo e, y 1L, ¢ 0XXKUPEHMEM CYLLLECTBYET /IGO0 abCOMOTHLIN AedULNT NenTuHa,
NMBo aHOMa MM ero NPOAYKLMU, a TakxKe aHOMasium NuMbo CTPYKTYpbl Hernocpeac-
TBEHHO FrOPMOHa, NMB0 aHOMasIMU ero peuenTopos. [elcTBUTENbHO, OblIN ONUCaHbI
60/1bHble C aHOMa/IMAMU B CTPYKTYPE FEeHOB, KOAMPYHOLWUX obpa3oBaHWe NenTuUHa,
nnobo peuenTopoB K HeMy. OfHaKo, Kak BMNOC/eACTBUM BbIACHW/IOCL, Y 60/1bLLUMHCTBA
NNL, C OKMPEHMEM KOHUEHTpauus NnenTuHa B KPOBU MOBbILLEHA U UMeeTCs NenTu-
HOPEe3UCTEHTHOCTb, MNpPensaTcTByOWasa peanusaumn ero adgekToB. MoTepsa yyBce-
TBUTENIbHOCTU K JIENTUHY, MNPeAnosiokKNTeNbHO, OKa3blBaeTCA pe3ysibTaTom numbo
HapyLleHMs nepegayvn ero curHasna, 1M60 NPoxXoXXAeHNs fnenTUHa Yepe3 reMaTosHLe-
thanuyeckuin bapbep.

YXupoBas TKaHb CMHTE3NpyeT (haKTop Hekposa onyxonei-a (PHOa), obnagato-
WMii NPenMyLLLEeCTBEHHO ayTo- M NapakpUHHbIMKU 3hPeKTaMnN U UMEKLLLNIA 60bLIoe
3Ha4YeHVe 418 pas3BUTUS UHCYIMHOPE3UCTEHTHOCTU, NPEUMYLLLECTBEHHO B YKUPOBOW
TKaHW. B neyeHn ®HOa BAMSET Ha norsoweHne n Metabom3m rtoKosbl, OKUCNEHNE
XXUPHbIX KUCNOT. dkcnpeccma ®HOa yBennunBaeTca Nnpu 0XXKMPEHUN U CUHLPOME
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WHCYNTMHOPE3NCTEHTHOCTU. Mpun oxxnpeHun ®HOa nrpaet BaXKHY0 posib B NMOBbILLE-
HUKW 3KCNpPeccnm MHrMbuTopa akTneaTopa naasMnHoreHa-1.

>XupoBaa TkaHb Takxe npoayuunpyet IL-6, cogep>kaHue KOTOpPPro yBsesu-
ymBaeTcsa MponopunoHanbHO Macce »kupa. IL-6 cny>XunTt ayTo- v napakpuHHbIM
perynaTopom (pyHKUMM aaunounuToB, B NMEYeHU CrocobCcTBYeT pPasBUTUIO UHCYNN-
HOPE3UCTEHTHOCTU, CTUMYNMNPYeET obpa3oBaHne C-peakTUBHOro 6enka. IL-6 urpaet
Ba>KHYI pOJib B 3HEPreTMYecKoM romeocrase: npu ero HeAoCTaToYHOCTU Yy 3Kcne-
pPYMeHTasIbHbIX XXUBOTHbIX Pa3BMBaETCA OXXMPeHWe U CBA3aHHbIe C HUM MeTabonun-
yeckmMe HapyleHus. IL-6 cTUMyupyeT aKTUBHOCTb FMnoTanamo-runogusapHoii
CUCTEMbI U TEPMOTeHes.

O>XMpeHme ConpoBOXAAaeTCHA CHUXKEHNEM CEKpeLmn agunoumtamMmm nonvnentuga
agvnoHeKTUHa, 061a4aLl,ero NPOoTEKTUBHBLIM AeAICTBUEM B OTHOLLUEHUM PasBUTUSA
MHCYJIMHOPE3NCTEHTHOCTN, a TaK>Xe NPoTUBOBOCHANINTENbHLIMU N aHTUNATEPOreHHbI-
MU ahhekTaMn. AAUNOLUTLI NPOAYLMPYIOT psAg KOMAOHEHTOB PAC: peHUH, aHrumo-
TEH3WUHOreH, aHrnmoTeH3uH | u V] peuenTtopbl aHrnoteHsnHa 1 n 2 tuna, AMNe. PAC
BO34eNCTBYET Ha NpoLeccbl aannoreHesa, pa3BuTne MHCY/IMHOPE3UCTEHTHOCTU U AT
npyv OXXUpeHUn. AgUNoLnTbl CEKPETUPYIOT TaKXXe MHIMOUTOP akTMBatopa naasmu-
HoreHa-1 — OCHOBHOW perynsaTop UOPUHOMINTUYECKON CUCTEMbI; & TAKXe Pe3NCTUH,
B/INAOLLMI Ha roMeocTas rKo3bl, NPP-1, MPJ1.

TaknMm 06pa3oM, >UpoBass TKaHb KaK MHOFOYHKUMOHasbHbIA 3HOOKPUH-
Hbl/i opraH oOKa3blBaeT r/1y60kMe n pa3Hoobpa3Hble BO3AENCTBUSA Ha OpraHusM.
PasBuBaloLmeca aHLOKPUHHbIE N MeTabosIM4yecKne U3MeHEHUSA Mo Mepe pasBUTUA
OXXMPEHUA HapyLUaloT 3HepreTUYecKni romeoctas. Mpuyem Npm 0XXNPEHUN YBENU-
YMBaeTCA He TO/IbKO MPOAYKLNA afUNoOKNHOB, HO N U3MeHAEeTCA UX bruonornyeckas
aKTUBHOCTb. [Mpodnnb cekpeuun agurnokKUHOB onpeaenseTca MeTabonmyecKnmm
noTpebHOCTAMKN opraHu3ma (XapakTepom MMTaHWUs, YPOBHEM CTpecca, hrU3nvecKoi
aKTMBHOCTb0, PEMNPOAYKTMBHOM aKTUBHOCTLI), & TaKXXe hopMumpyeTcs B 3aBUCMMOC-
TN OT CTEeNeHW 1 0Cob6eHHOCTEeN pacrnpenesieHNs XXUPOBOKM TKaHU. Mpu MOCTOAHHOM
M36bITOYHOM MOCTYMN/IEHUN 3HEPTUMN pasBMBaEeTCA AUCHYHKLUA XKXUPOBOA TKaHW,
KOTOpPas M JIEXXUT B OCHOBE MPOrpeccupoBaHnsA OXXKUPEHNA U BO3HMKHOBEHWS COBO-
KYMHOCTN MeTabo/IMyecKnx HapywleHuii n 3aboneBaHuii, conpoBoXXgarnwmnx n3bbi-
TOYHOE HAaKOMMJIEHME XMpa B OpraHusme.

M3 curHanos, noctynawwmnx n3 XXKT, BaKHY ponb B perynsauum nortpebne-
HUA NUWN UrpaeT CeKpeTUpyeMbli napueTasibHbIMU KeTKaMu >Xeayaka ropmoH
nenTUAHOM Npupoabl — rpenvbl. penuH curHaan3npyeT o0 roalogaHnun, TeM cambiM
CNoco6CTBYSA YBENIMUYEHMIO npvemMa NULLM N, COOTBETCTBEHHO, Macchl Tena, To ecTb
NposiB/IsieT CBOWCTBA OPEKCUIeHHOro ropmoHa. LleHTpanbHOe feiicTBME rpenvHa
onocpeayeTcs HeMpoHaMW rmnoTanamMmyca, BOBMIEYEHHbIMU B Perynsaynio nuLLeBoro
nosefeHnsA. Y YyesoBeka KOHUEHTpauua rpesivHa noBbiWAeTcss HenocpeacTBEHHO
nepegs NpUemMoM NN N BbICTPO CHMXKAETCSA Mocsie, TaKMM 06pa3oM, rpesiuH CAYXUT
CUTHaNoOM ANd nHnymnaymnum npmema nuwgn. Npu oXXMpeHnn KoHLUEeHTpauna rpenmHa
CHWwxKaeTcA. OfHaKo y TYUHbIX Il0fei nocTnpaHanasibHoe CHUXKEHUE codepyKaHus
rpenrHa 0TCPOYEHO MO BPEMEHU, YTO, MO-BUAMMOMY, BHOCUT onpedenieHHblii BKNaj
B pasBUTUE OXKMPeHUA. VIHTepecHo, 4TO rocsie XMPYpPruyecKnx MeTooB JleYeHUs
MOPOUAHOI0 0XUPEHUA (B YacTHOCTMU, LUYHTUPOBAHWUA >Xesyaka) KOHUeHTpauus
rpesivHa B KPOBW CHUXKAETCHA [0 HVMXKHUX FpaHuL, YyBCTBUTE/IbHOCTU MeToa, Torga
KakK npu orpaHM4yeHUU KasopuMHOCTU MUTaHUSA HabnwAaeTcss 3HAUYUTENIbHOE €ero
rnoBbILLEHNE, TMPUBOASLLLEE K YBeJIMYEHWUIO YyBCTBa rosoga. NMommmo Henocpepc-
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TBEHHOr0 yyacTusa B perynsaumn metabonusma rpenivH perynmpyeT noctynsieHue v
MCnosb3oBaHUe NMTaTe lbHbIX BELECTB 0NnocpenoBaHHO 6narogaps ero apekrTam Ha
NpoAyKLM ropMoHa pocTa.

B natoreHese pa3BuTMSA 0XXUPEHUS BaOKHYIO poSib UrpaeT CHUXKeHWe 3Heprosar-
pat opraHmama, 06yc/i0BfIeHHOe HeoCTaTOYHOM (hN3NYECKON aKTUBHOCTLIO.

JleyeHwne
OCHOBHbIE NPpUHUUNbI TedeHnAa OXUpeHud

OXKnpeHme — XpoHMYECKOe 3abo/fieBaHME € YacTbiMU peuuaneamu, Tpebyrollee
MO>XXWU3HEHHOIO fIeYeHUS U A0/ITOBPEMEHHOr0 HabaeHUS.

OfWH N3 0OCHOBHbIX MPUHLUIOB SIEYEHUS 0XKUPEHUS 3aK/1l04aeTCs B YMEPEHHOM
M N03TanHOM CHUXXEHUU Macchl Tesla. IMeHHO Takas TakTuKa siedeHus no3sonseT
n3bexxaTb peyngmnea 3abonesaHns 1 6onee apPeKTUBHO KOHTPONMpPOBATb npoLecc
neveHms. ONTUManbHbIM CUMTAOT NOCTENEHHOE YMEPEHHOE CHUXXEHME MACChl Tesla
(He 6onee, yem Ha 1 Kr B Hefesito), HanpaB/lIeHHOE He TO/IbKO Ha y/lydlleHune aHT-
ponoMeTpUYecKMUX nokasatesieid, HO U HEMPEMEHHOE yayUlleHne TeHeHUs, 3ames-
NeHVie NPOrpeccMpoBaHnsa CONYTCTBYOWMNX METAb0TMUYECKUX HapyLUeHUA nu/unum
3aboneBaHUin, N ANUTeNbHOE yAep>XXaHWe AOCTUTHYTbIX pe3ynbTaToB. TO ecThb,
yCNewWwHbIM MOXXHO CHNTaTb TOMIbKO TakKoe sieyeHue, KOTOpoe NPMBOAUT K yyulle-
HWIO 340P0OBbLA NMaumeHTa B LesoM. [1715 3Toro B 60/1bLUINHCTBE CyyYaeB A0CTAaTOYHO
CHMXXeHMA maccbl Tena Ha 10% wmcxofgHoi 3a 6-9 Mec neyeHUs — MepBblA 3Tan
neyeHws. BTopoi aTan HanpaBfeH NpevMyLLecTBEHHO Ha yaep>XaHue OOCTUTHY-
TbIX pe3y/ibTaToB SIeYEHUS.

CyuiecTBYIOT paspaboTaHHble anropuTMbl BeAeHUSA 60/1bHbIX 0XKUPEHWEM B 3aBU-
cumocTn oT MIMT. OgHako OHM He UcYeprbiBalT BCe c/ydaun, BCTpedawumeca Ha
npakTuKe, NO3TOMY ONTUMa/IbHbIA Pe3ynbTaT MOXKHO MN0AYYUTb TONIbKO N0 NHANBU-
fyanbHO pa3paboTaHHbIM KOMMAEKCHbIM MporpammMamM Mno KOppeKuuu maccbl Tena
N accouMMpoBaHHbLIX C OXXUpPeHMeM 3abonieBaHuii. OnpedensawWwMM Xe B Bblbope
TaKTUKM N XapaKTepa SledeHMS 0CTaeTCs CTeNeHb BbIPaXKEHHOCTU OXXUPEHUS, Ha/n-
ynme KOMOPOWAHbLIX HapyLweHuUn n/mnn 3aboneBaHuin, gANTENIbHOCTL 3ab6oseBaHuUSA,
npeawecTBYOWMA ONbIT IeYEHUS, IMYHOCTHbIE 0COBEHHOCTW NauuMeHTa, ero obpasa
YKWU3HU, NnTaHne, BO3pacT.

B Hamnbonee MHTEHCUBHOM JleHeHUN HYXpakTca 60/1bHble ¢ MOPOUAHBIM 0XXU-
peHuem, C TSXKebIMU CONYTCTBYHOLWMUMM 3a60/1eBaHUSAMU, MOCKO/IbKY OHU UMEKT
BbICOKUIA PUCK Pa3BUTUSA OC/IOXKHEHUIA U CMePTU. ANITOPUTM JiIeHeHNS MaLMNEHTOB C
MOP6UAHBLIM 0XXMPEHUEM NpmBeaeH Hapuc. 7.1

MepBbii 3Tan nevyeHUsa 60/1bHbIX MOPOUAHBLIM OXXUPEHUEM COCTOUT B CHUXKEHUN
M36bITOYHOM Macchl Tena 1 ee ctabunmsaymm, a Takxe NMKBUAaLMMU UKW NepeBoje
B 60s1ee nerkme CTeneHn TAXKECTU KOHKYPUPYHIOLWLNX U CONYTCTBYOLWUX 0XXUPEHUIO
3a6oneBaHUi pas3iNyHbIMN MeTogaMn. 3TO MOryT 6bITb KOHCEPBATUBHbLIE MEPONpU-
ATUA: HU3KOKa/I0pUiiHOe NUTaHne B COYEeTaHUM C JIEKAPCTBEHHOM 1 ncmxoTepanue.
Mo nokasaHUsM K Npy 6e3ycrneLliHOCTU KOHCepBaTMBHOM Tepanuu nauneHTam Ha
NepBoM 3Tane sIe4eHNA MOXKHO BbIMO/THATL 6apuaTpuyeckme onepauunm.

Mocne CHMXXeHUS U cTabunmsaumu maccbl Tesla ANs INKBMAALUN BO3HUKAM-
WMX B MpoLecce MOXYAEHUS! KOXXHO-XXUPOBbIX JIOCKYTOB B pa3/IMUHbIX 06/1acTaX
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OHAOKPUHHASA XUpYprus

Tena, yaaieHUsl NIoKasibHbIX XXMPOBbIX OT/IOXKEHWI, 60MbHLIM MOKasaH BTOPOl aTan
NIeYeHNa — BbIMOIHEHUST MACTUUYECKUX KOPPUTUMPYIOLLNX onepauunii B pasnuHbIX
coyeTaHUAX (AepMaToIMNIKTOMUM, acrnMpauMoHHON SIMASKTOMUN, TepPHUOTOMMMU,
ab40MMHONIACTMKM), YAyULlaloWMX KauecTBO YXNU3HW NaLMeHTOB.

KoHcepBaTMBHbLIE MeTOAbl JlIeYeHUA OXUpeHusd

HemeankameHTO3HOE JfleYeHMe OXUPEHUS BK/OYaeT B cebs aueToTepanuio,
aspobHble hm3nyeckne Harpy3km 1 NoBegeHYecKyo Tepanuio.

KoppeKuuio nntaHnsa naumeHTa npoBoAAT Ha 0CHOBAHMW aHanmM3a HEBHUKa NuTa-
HNA N UHAMBUAYA/IBHOIO NoAcyeTa KasIopUMHOCTM CYTOHHOI0 pauuoHa no cneuunanbs-
HOI dhopMysie C y4eTOM Macchl Tena, nosa, Bo3pacta u ru3nyeckom akTUBHOCTH.

m CyTOYHbIN paunoH (B KKan) AN XXEeHLWNH:

« 18-30 net: (0,0621 x macca Tenia B Knnaorpammax + 2,0357) x 240;

« 31-60 net: (0,0342 x macca Tenia B Kusorpammax + 3,5377) x 240;

= cTapuwe 60 net: (0,0377 x Macca Tena B Kunorpammax 4 2,7545) x 240.
m CyTOYHbIN paunoH (B KKa) ANS MY>XXUUH:

« 1830 net: (0,0630 x macca Tena B kusiorpammax + 2,8957) x 240;

« 31-60 net: (0,0484 x macca Tesia B Knnorpammax + 3,6534) x 240;

= cTaple 60 net: (0,0491 x macca Tena B kusorpammax + 2,4587) x 240.

Mpy HN3KOM YpOBHE (PN3NYECKOM aKTUBHOCTU MauueHTa (YyMCTBEHHas, CUAs-
yas, AOMallHAA HeTshkenas paboTa) MOMy4YeHHbI pesynbTal YMHOXawT Ha
KoahpnumeHT 1; Nnpn ymepeHHON (PN3nNYeCcKoin akTUBHOCTK (paboTa, cBA3aHHas ¢
X0Ab00W, 3aHATNA U3KYAbTYPOii He MeHee 3 pa3 B HefAes) — Ha KoahPULUMEHT
1,3; Npuv BbICOKOM (hM3NYECKOW aKTUBHOCTU (TsSKenas hmnsnyeckasa pabora, 3aHsa-
TUSA CNOPTOM) pe3yibTaT YMHOXaKT Ha KoadduumeHT 1,5. MNMonyvyeHHas Kanopuii-
HOCTb CYTOYHOI0 paLmoHa obecnedunT prsmnonormyeckyto NoTpebHOCTbL opraHnu3smMa
BaHeprun.

B HacTosLee BPeEMS LLUMPOKOE pacnpocTpaHeHme noayvuna pekomeHgyemas BO3
cucTeMa NMUTaHUSA CO CHMXKEHHOM KaslopUMHOCTBIO M OrpaHuMyveHMeM MNoTpebsieHns
Xupa go 25-30% KanopuiHOCTU paumoHa. ONnsa CHMXKeHUs Maccbl Tesla Kasiopuia-
HOCTb CYTOYHOr0 paunoHa yMeHbLIaT Ha 500 KKan oT U3nosormyeckon noTped-
HOCTM opraHu3ma. MNpu ncxogHO BbICOKOM CYTOUHOM Kaslopake KaslopuiHOCTbL payu-
OHa yMeHbluaeTcs nocterneHHo (Mo 500 Kkan Kaxable 1-2 Hefl) A0 peKOMeHAyeMoli
HOPMbI Kanopuii. HU>XKHWIA Nopor orpaHNYeHnsi KaslopuiiHOCTU CYTOYHOI0 paLmoHa
Yy XXeHWUH — 1200 kKan, y My>4umnH — 1500 kkaJi.

BanaHC OCHOBHbIX MaKpPOHYTPWEHTOB pacnpefensetca crefylowum obpas3om:
notpebneHune xunpa fo 25-30% 0T HOPMbl CYTOUHOM KasnopuiiHOCTK, B TOM 4ucie
HacbILLEeHHbIX )XMPOB He 6onee 8-10%; 6enkoB Ao 15%; yrnesonos o 60%; BaXkHO,
4YTO6bI copep KaHne KeTyaTkKn cocTaBnsaio He meHee 20-25 r/cyT.

PekomeHAyOT ApPO6HbIA NPUEM MULLUM — 3 OCHOBHbIX U 2 AOMOSTHUTENbHbLIX NpU-
emMa, Y>XUH [0/KeH 6biTb He No3gHee, Yem 3a 3-4 4 [0 CHa M ero KasopuinHOCTb He
[Oo/MKHa npeBblwaTth 20% 0T CYyTOYHOW HOPMbI Kaslopuid. MNpu cocTaBNeHUX paLvoHa
0coboe BHMMaHMe obpallaloT Ha UMerLlmecs y naumeHTa conps>kxeHHble 3abonesa-
HMA. Tak, 60/1bHbIM C AUCTUNUAEMUEN PEKOMEHAYIOT FTMA0NAVNAEMNYECKYIO ANETY,
orpaHmyeHne NOCTYN/IeHUA XonecTepmHa e nuuein meHee 250-300 Mr/cyT. BonbHbIM
C apTepuiasibHOW TuMepTeH3Mel orpaHMYMBalOT NoTpebneHwe conu o 5r B AeHb.
VicknoyalTca TakXe COMeHbs, OBOLLHbIE KOHCEPBbI, 6Y/IbOHHbIE KYOUKU W Cynbl
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Pasgen 7, CoBpeMeHHble MeTOAbl SIeYeHNsi GOJbHBIX OXUPEHUEM

6bICTPOro NpUroToBneHUs. MNaumeHTam ¢ cepAeyHO-cocyancTbiMU 3abo1eBaHUAMN
PEKOMEHAYIOT MNPOAYKTblI 6oraTble Kasvem, marHmem. MHOro Kaauvus coaep>XXuTcs
B abpukocax, camBax, YepHOM CMOPOAMHE, 3aneyeHHOM KapTodene, cyxXopyKkrax.
B pauvoH BKOYAOT OBCAHYIO, MLWEHHYO, MEPsIOBYIO Kalluu, MPUroToBfIEHHbIE Ha
BOZE WK 06e3>KMPEHHOM MO0Ke. BO/IbHbIM € HapyLleHUsMN yrneBogHoro obmeHa
NCKNOYalT U3 paunoHa NpoayKTbl, cofepykalime nerkoycsosemMble yrnesofbl (KOH-
theTbl, WOKONAA, caxap, COKU 1 Apyrue cnagocTu).

PekomeHpgyeTca ynoTpebaeHUe CBeXUX o0Bowen n qpyktoB (6onee 400 r)
B leHb, MPOAYKTOB, coAepKawmx 60/blUOe KONMMYecTBO 6aniacTHbIX BELLECTB;
orpaHu4yeHve NPoOAYKTOB, COAepXKalinx ABHbIE U CKPbITble XXNpPbl. Bce nameHeHus
B NMMTaHWN BBOAAT MOCTENEHHO U cornacytT ¢ 60MbHbIM. MoTpebrieHne >XunaKoc-
TN perynupyT B 3aBUCMMOCTM OT XapaKTepa COoNyTCTBYHLUWMX 3aboneBaHWU.
O6bIYHO PEKOMEHAYIOT NOTPe6AATL 0KOM0 1,5 N1 XKUAKOCTU B ieHb, BK/Il0UYas Ccynbl,
COKWN, (OPYKTbI N T.A4.

OfHako n3MeHeHue obpasa >XMU3HU U (PopMUPOBaAHME HOBbIX MPUBbIYEK MNUTa-
HNA — [OBOJIbHO CAOXKHbIV Npouecc- OPPEKTUBHOCTbL yHacTUSA 60/1bHOIO B JIEHEHUN
3aBUCUT OT €ro MoTUBaLWUW, YPOBHS 3HAHWI, HaBbIKOB CaAMOKOHTPONs. [Mo3aTomy
Ba)KHelillen cocTaBnsloLWern neyeHNs CTaHOBUTCS noBefeH4Yeckas Tepanus (obyuye-
HUe 60/1bHbIX). Obs3aTe/IbHOW COCTaBNAKLWEN eYeHN JO0/KHA ObiTb TaKXXe pery-
nApHas usnyeckas akTUBHOCTb, YMEPEHHOM MHTEHCUBHOCTK, 5-6 pa3 B Hedeso Mo
30-40 MUWH (xoabba, nnasaHue U T.M.).

dapmakoTepanmio UCNOMb3YIOT B KOMMEKCE C HEMEANKAMEHTO3HbIMM MeToAa-
MU NleYeHUs OXKUpPeHUA. MegnkKaMeHTO3HOe fiedeHne nokasaHo nauneHtam ¢ MIMT
>30 Kr/mMm2, ogHaKo, Npu HanM4Ynu hakTopoB PUCKa, CONPSXKEHHbIX C OXKUPEHNEM
(pucnunupgemusn, aptepnanbHas rmnepTeH3ns v T.n.), papmakornpenapaTbl Ha3Ha-
yaoTtcsa npym UMT >27 kr/m”. dapmakoTepanns No3BOJIAET He TO/IbKO MOBbLICUTb
NPUBEPXXEHHOCTb MauneHTa K HEMEAWKAMEHTO3HOMY JIEYEHUIO, HO U JOCTUTHYTb
6onee ahHeKTUBHOIO CHUXKEHUS Macchbl Tesla N ee NofaepXXaHns B TeUeHue AN1u-
TesnlbHOro nepuvoga BpemeHW. Papmakonpenaparbl O/ NEeYeHUA OKUPEHUA He
HasHayalT JeTaMm, 6epeMeHHbIM U NakKTUPYLWUM >XXeHwWwmnHaM, 60/bHbIM cTap-
we 65 net. MNpu BbiGoOpe hapmnpenapara yuYMTbIiBalOT CTU/Ib NUTAHUA NauueHTa,
nmeroLwmeca conyTCcTByOLNe MeTabonmyeckme HapyleHus n 3abonesaHusa. U3
thapmakonpenapaToB Ha CEroAHSALHUA AeHb N0 AaHHbIM K/IMHUYECKUX Uccneno-
BaHWI TONbKO CMOYTPaMMH 1 op/incTaT nokKasanm cBot 3pPeKTUBHOCTb U 6e30-
MacHOCTb NPU AIUTENBHOM SIEHEHUN OXXKUPEHUSA.

CubyTpamMmnH — npenapart LeHTpanbHOro AeiicTBMUSA, TOPMO3UT 06paTHbIA 3axBaT
CEPOTOHUHA W HopajpeHasIMHa U3 CMHaNTUYeCcKol LWenn B HelipoHax rosioBHOrO
MO3ra, COXpaHss 3a CYeT 3Toro 6onee A/NTeNIbHOE B3aMMOAENCTBUE 3TUX HeMpo-
TPaHCMUTTEPOB C MOCTCMHANTUYECKUMU pelenTtopamu- BcecreacTeve Takoro ABOWA-
HOro mMexaHum3Ma felicTBMSA mpernapar okKasblBaeT BAMSAHME Ha 06e CTOPOHbI 3HEp-
reTmyeckoro 6anaHca, T0 ecTb ycuamsas W MNPOJSIOHTMPYSA YYBCTBO HacCbIWEeHUS,
yMeHbLUIaeT NoCcTyn/aeHne aHeprum 6n1arogapsa CHUXEHUI0 KonyectBa noTpebrise-
MO MULLN N YBESTMYMBAET €€ pacxof BcneacTBUE YCUIeHNsa TepMoreHesa. OCHOBHbIe
noboyHble adpeKTbl Npenaparta — CyXOCTb BO PTy, 3anopbl, 6eccoHHUUa, MoBbl-
LeHVe apTepuasibHOro AasfeHus, yyalleHue cepguebueHma — cnabo BbipadkeHbl
N HOCAT Mpexoaswmni xapaktep. CnbyTpaMnH He Has3Ha4valT NpPU MCUXUYECKUX
3aboneBaHnAX, HeKomneHcMpoBaHHol AlN, UIBC 1 HapyLLeHnAX puTMma cepaua, cep-
[Je4yHoli HepoCcTaTouHOCTU, PeoXpoMoLMTOMe, raykome, OAHOBPEMEHHO C MHIM6U-
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OHAOKPUHHAsS XnUpyprus

TOopamm MOHOaMMHOOKCUAA3bl U MCUXOTPOMHBLIMUY Mpernaparamm, a TakxXe TAXKe bIX
nopaxeHusax nevyeHu n noyek. HavanbHasa go3a npenaparta coctasnaget 10 Mr ogHo-
KpaTHo yTpom. Ecnn notepsa macchl Tena 3a 4 Hep cocTaBnisieT MeHee 2,0 Kr, To nNpu
XopoLuei NepeHoCMMOCTN cnbyTpamMmmHa 403y MOXXHO yBeAu4duTb Ao 15 mr. MNpuem
npenapata npekpaw,atwT, ecnm 3a 3 Mec NIe4eHNa Macca Tena CHU3nAacb MeHee YeMm
Ha 5% OT ncxogHor. Heo6xoAMMO MOMHUTEL 0 BaXXHOCTU KOHTPOJIS apTepuasibHOro
[aBNeHUs1 U 4acToTbl CepAeYHbIX COKpalleHW Npyu MNPUMEHEHUN CUBYyTpaMuHa.
Mpenapat nomoraeT 60/1bHbLIM B (POPMUPOBAHNN MPABUSbHbIX NMPUBbLIYEK NUTAHUSA,
ONVUTEeNbHOCTL NpMemMa npenaparta He MeHee 3-6 Mec, pa3peLlleHo NPUMEHATb OJ1U-
TeslbHO — B TeyeHue 2 fieT.

OpnucTtaT — npenapat nepmndepnyeckoro 4encTend, pabotawLwmin B npegenax
XXKT n He o6nagawwmii cucteMHbIMU aphekTamm. OH MHINMOUPYET XKenyaouHo-
KULLIEeYHble NMNasbl, NpegoTepalLan Takum obpasom BcacbiBaHMe A0 30% >XUpPOB,
noctynawwmx ¢ nuwen. Opanctat TakXKe YMeHbLuaeT KOJM4YecTBO CBOBGOAHbIX
XXUPHbIX KNCNOT U MOHOFMLEPUAOB B NPOCBETE KULLIEYHWKA, YTO CHMXKaeT pac-
TBOPMMOCTb U Mnocnefytollee BcacbiBaHMe X0necTepuHa, cnocobcTBys TeM caMbiM
YMEHbLLUEHUIO runepxonectepuHeMnin. MNpenapart He oKa3biBaeT HEraTUBHOIO BJIN-
AHUA Ha gpyrue hepmeHTbl (amMnnasy, TPUMNCUH, XUMOTPUNCUH U docdonmnassbl).
lMocne oTMeHbI nMpenapata aKTUBHOCTb SinMNa3bl BOCCTaHaBNMBaETCA. YMeHbLUAsA
BCaCbIBaHME >XNPOB MULLLA, OPSINCTAT CHUXKAET MOCTYMNJ/IEHNE IHEPTUMN, YTO MPUBO-
ANT K noTepe Macckl Tena. Opauctar NpMHMMaKT NOo 04HOW Kancysie BO BpeMs Uan
B TeyeHMe 14 nocnie KaXKA0ro 0CHOBHOMO Npuema NuLLm, cogepXkatleii >Kupbl, HO He
6onee 3 pas B geHb. ANTeNbLHOCTL NpMema opsinctata He MeHee 3-6 Mec, fJoKa3saHa
6e30nacHOCTb ero NpMMeHeHns B TedeHue 4 neT. MNpenapaT He Ha3Ha4valwT NPU CUH-
[poMe XPOHMYECKOW Manbabcopbumm, xonectase, NOBbIWEHHOM YYBCTBUTENbHOC-
TW K Npenaparty uan no6biM KOMMOHEHTaM, cofepXXawnmcs B Kancysie. NMoboyHble
3h(heKTbl OrpaHNYMBAOTCA CUMNTOMaMM €O CTOPOHbI XXKKT; MacnsiHUCTbIe Bblge-
NeHuAa U3 3afHero npoxoaa, No3biBbl Ha Aedekaunto, MeTeOpPM3M, yyalleHne aede-
Kaunn. O6bIYHO 3TW NMO60YHbIe 3PPEeKTbl BO3HUKAKT Ha paHHUX aTanax Jfie4eHuns,
HecobNAeHNN NaleHTamMm peKoMeHAauni no NMTaHuo U KOPPUTMpYyTCcs orpa-
HWYEHNEM >XXUPOB B paL/OHe.

Pe3ynbTaTbl KOHCEPBATUBHbIX METOAO0B JIEHEHUS OXUPEHUSA HepeaKo Henos-
roBpPeMeHHbI: 60/1bLWKNHCTBO 60/1bHbLIX, KaK NpaBuao, BOCCTaHaB/IMBAKT, vacTo ¢
npesbILLEHMEM, CBOIO NMepBOHAaYasibHY0 Maccy Tesa. Npunyem nNo mepe yBesiIMv4eHUN
CTeNeHn 0XKMpeHUsA 3PPEeKTUBHOCTb KOHCEPBATUBHbLIX METOAOB JSIeHeHUS CHUXKa-
eTCHa, U Npn MOPOUAHOM O0XXUPEHUW MO3BOAAKT A06UTbLCA CKONbKO-HNOYAb 3Ha-
ynmmMmoro appekTa He 6osee yem y 10% 60NbHBLIX. MMewowmecsa y TakKUX 60NbHbIX
TSAXKe ble accouMnpoBaHHble 3abosieBaHUA, Pe3KO CHUMIXKEHHAsA TOMEPaHTHOCTb K
(hm3myecknm Harpyskam BNAOTb A0 MOSIHOW 006€34BMXEHHOCTU, HEBO3MOXHOCTb
M3-3a UMELLNXCA NPOTUBOMOKa3aHMI NpUMEHEHUS MpenapaToB LEeHTpasibHOro
AelicTBMA ONS pPerynmpoBaHns MMEKLWNXCA HapyLleHUi MNULLeBOro noBedeHus,
a TakXxe onpejeneHHble coumanbHble NPo6aemMbl CO34al0T 3aMKHYThIM Kpyr, npe-
pBaTb KOTOPbIA BO3MOXHO TO/IbKO C MOMOLLbI pagnKanbHbIX Mep — XUpyprmuyec-
KNX METOL0B JIeYEHUS.

Ocobylo KaTeropuio cocTaBnAlT 60/bHble €O cBepXxoXmpeHnem (MUMT >50),
MOCKOIbKY Y HUX, KaK MNpaBu/io, MMEeTCHA BblPpaXKeHHble HapylueHUs MULLLEBO-
ro noBefeHUs, a rnokasaHua K CHMXKEHWUI0 Maccbl Tena rnpuobpeTtarT XU3HEHHO
Heob6XoAMMbIV XapakTep. Y TaKuX 60/bHbIX XUPYpPruvyeckne MeTonbl JSIeHEHUS
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OXXMPEHUA NpaKTU4veckn 6e3asibTepHaATUBHbLI. [MOCKO/IbKY MPU CBEPXOXUPEHUN
XNPYPrNYecKoe NeveHme ConpPsaXXeHo ¢ 04eHb BbICOKMM PUCKOM, Heobxoauma Tua-
TeflbHasa npegonepaumMoHHan MoAroToBkKa, Hanpas/ieHHas B MepBYy0'oyepesb Ha
hopcmpoBaHHOE CHUXXEHME MaccChl Tena.

B nocnegHue rogbl Ans sie4eHUs 60/1bHbIX MOPOUAHBIM OXXUPEHUEM Hayanu
LWMPOKO MCMNO0/b30BaTb YCTAHOBKY BHYTPUXKENYLOYHOI0 CUIMKOHOBOIO 6anso-
Ha — B1B-cuctembl B Ka4ecTBe MHOTOKOMMOHEHTHOM MNpegonepaynoHHOM Noa-
rotoBkn. bannoH yctaHas/nMBsalT B YC/10BUAX cTaumoHapa Uam amoéynatopHo
noj KOHTpOseM ractpockona. 3aHumas ob6bem oT 400 go 700 mn B npoceBeTe
xenypka, 6annoH B TedyeHuWe 4-6 mec MpensaTcTBYeT NpPUeMy U36bITOYHOIO
Ko/iMyecTBa NnLK.

OfHaKo nocsie 3aHA0CKONMMUYECKOro U3B/eYeHNA 6asifioHa U3 NpocBeTa >enyaka
naymeHTbl Yalle BCEro BO3BpaLLalTCA K MPUBBLIYHOMY A/19 ceba peXXumy nura-
HuA. TMpn HecobnaeHUN BpadyebHbIX PpeKOMeHauuim no ANeTUYeCcKOMYy pexxmnmy
Macca Tesia 60/1bHbIX BOCCTAHaB/IMBAETCA C MPEBbILLEHNEM UCXOAHOI0 3HAYEHUS.
MosToMy NpUMEHEHMEe MHTparacTpanbHOro 6as1o0Ha MoXeT 6bITb XOPOLIMM Cro-
c060M CHMXXeHUA Maccbl Tena 60/1bHbIX MOPOUAHBLIM OXXWUPEHUEM B Joonepauu-
OHHOM nepuofe, KakK cocTaBHas 4YacTb MHOFOKOMMOHEHTHOW mpeaornepaLuoHHON
noarotoBku. [llocsie npeaBapuTENIbHOr0 CHUMXXEHUSA Maccbl Tena y nauueHToB
YMeHbLIaeTCA CTeMNeHb TSXKeCTU CONYTCTBYHWLWMUX 3ab0/1eBaHUi, HopManmayeT-
CA apTepuasibHOe JaBrieHWe, YBe/IMYUBAKOTCA CNUPOMETPUYECKUe nokasatenu,
yMeHblUaeTca oAblwka, apTpanrun. Kpome T0ro, yctaHoBky BIB-cuctembl cuu-
TalT MeTo4oM Bbl6opa B sieYeHUU B6O0/IbHbIX, OMepaTUBHOe BMeLlaTeNbCTBO A/1A
KOTOpPbIX NpeAcTaBNseT KpaiHe BbICOKUIA PUCK.

Xupypruyeckne MeToAbl fiedeHus

B HacTosiLiee Bpemsi 06uienpm3HaHo, YTo Hanbosnee sppheKTMBHBbIM NpU MopoUA-
HOM O)KMPEHMU 0CTAETCHA XUPYPruveckoe neyveHune. NMokasaHMs Aasa XMpypruveckoro
nevyeHNs MOpoUAHOIo OXKMPeHUs y naumeHToB 18-60 neT:

m VIMT >40 kr/m™ nnn MMT o1 35 go 40 Kr/M”, npy HaNMunmn TsHKeNow conyTc-
TBYIOLLEN MATO/IONMKM, HA TeYEHMe KOTOPO MOXXHO BO3AelicTBOBaTb MyTEM
CHWKEHUSI Macchl Tesia (apTepuasnbHO runepteHsun, CO2, cMHApoOMa arnHo3
BO CHe U Ap.), a TaKXXe Cepbe3HbIX McuxocoumanbHbiX Npobaem, o06ycnoBrieH-
HbIX OXKUPEHUEM;

® HeadPeKTUBHOCTb paHee NPOBOANMbIX KOHCEPBATUBHbLIX METOA0B JIeUeEHUS.

Bce MHOroumcneHHble Cnocobbl XMPYPrmyeckoro fieueHms nayMeHToB MopGuaHbIM
OXKMPEHMEM MOXKHO pa3gesiuTb Ha HECKObKO 60/bLUIMX Fpynmn.

Onepau,vm, B pe3ysibTate KOTOPbIX YMEHbLIAeTCA naouwanb BCaCbIBalOLLI,eIz nosep-
XHOCTU TOHKOW KMLUKK

OOuH 13 BapuaHTOB TaKuX onepauuii — eloHOUserisibHoe LYHTUPOBaHWE MeTo-
[OM aHacTOMO3MPOBAHUA Havyas/ibHOro OTAeNna Towel KULKWN C KOHEYHbIM 0TAen10M
noAB3L0LWHOM KUWKKY {puc. 7.2). JNnHa Towei KULW KW 0T AyOAeHOeOHAaIbHOro rnepe-
Xofa [0 MEeXKWULLIEeYHOro aHactoMo3a cocTasssieT npu atom 35 cM, A/MHa yyacTka
NoAB340LIHOW KULLKW, YYaCcTBYHOLLEro B NULLEBAPEHUMN, OT MEXKULLEYHOro aHacTo-
Mo03a [0 nneouekanbHoOro nepexoga — 10 cm,
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SHAOKPUHHAA XMpyprus

Puc. 7.2. EjoHOWNeanbHoe WYyHTUPOBaHUe.

Lvpoko npumeHsiemble B 1960-
1970-x rofjax WYyHTUpyKOUMe onepa-
UMM Ha KULWWEeYHNKe B HacTosLLLee BpeMS
BbIMOJIHAKT pPefKOo U3-3a TAXKeNbIX
nocneonepaumoHHbIX MeTabonunuec-
KNX PacCTPOWMCTB: AMapen, HapyLleHUs
3N1eKTPONNTHOro 6anaHca, 3HTeputa
WYHTUPOBAHHOW KULLKWN, OKCanaTHOro
yponintnasa, HepocTaToOYHOCTU BUTa-
MUHa B2, HapylleHna BcacblBaHUA
XXNPOPacTBOPUMbIX BUTAMUHOB, Mede-
HOYHOro nbposa, MeYeHOUYHOMN Hepao-
ctaTtoyHocTW. Yacto npum pasBuTuun
HEKOPPUTUPYEMbBIX MeTabo/IMyecKnx
HapyLleHUn naymneHTbl HY>XAasnucb B
NOBTOPHOW onepauun ¢ BOCCTaHOBIIe-
HWEeM HOPMaJIbHOro naccaa nuuwu no
TOHKOM KuwKe. Pa3paboTaHbl pas3nny-
Hble MoAMdUKaLMK ornepaLun ewHo-
nneasibHOro WYHTUPOBAHUA C YBENU-
YeHVEeM AJ/IMHbI ydyacTKa MoAB3L0LLUHOWA
KNLWKKN, ¢ hopMUpoOBaHUEM «KanaHa»
BO6NM3M wn/leoLeKanbHOro nepexoja.
OfHako 4ucno XMpypros — rnpuBsep-

>XKeHLeB 3TOoro metoga Jsied4eHusd 60/MbHbIX MOp6I/I,CI|HbIM 0XKNpeHnem, 3aMeTHO

YMEHbLLLUNMNOCH.

FacTpopecTpUKTUBHbIE Onepauun, yMeHbllallne 06bemM NPUHUMAEMO NULLM

K onepauusim 3TOW rpynmnbl

OTHOCATCA BepTMKa/ibHaA

ractponsiaCtnka

{puc. 7.3, 7.4), MHOro4McNeHHbIE PA3HOBULHOCTU LWWYHTUPOBaHNA xenyaka {puc. 7.5),
ropusoHTasnbHas ractponnaactmka {puc. 7.6), baHga>kmposaHume xxesyaKa ¢ Ucnosib3o-
BaHMEM CUHTETUYECKNX IEHT UKW CUITMKOHOBLIX 6aHaaxkel (puc. 7.7).

Puc. 7.3. Onepauunu BEPTUKaNbHOM racT-
ponnactukn 8 wmogudmkauum Mason (1982)
6e3 pacceuveHusa xenygka (cxema).
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Puc. 7.4. BepTukanbHas
B Mogudukaumm Mae Leon ¢ paccevyeHuem
xenyaka (cxema).
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Paspgen 7. CoBpeMeHHble MeToAbl JIeYeHUs 6OJbHbIX OXUPEHUEM

Puc. 7.5. FacTpowyHTUpoBaHue (cxemo). A — moaudukaums E Mason (1966); b~ wmogudukaums
M. Fobi (1986).

BepTukanbHas ractponsiacTuka snep-

Bble pa3paboraHa E. Mason B 1980 rogy.

B xofie onepaunmn CTeHKWN >Xenyaka npo-

WwuBatT creymnasbHbIMMU annaparamu,

co3fasas B NPOKCUMasIbHOM OTAeNe pesep-

Byap 06beMom A0 20 MM, yepes CcoycTbe

COeANHALWMNICA ¢ «60NbWINMY AUCTasb-

HbIM OTAesIoM Xenyaka. Ha coefnHsto-

WMA TOHHeNb HajeBalT «KOMbLO» U3

CLUNTOM MOMNMPONUIEHOBOW MO0CKU

WA ApYyroro CUHTETMYECKOro Martepu-

ana. Mae Lean npeanioxun moanpuka-

Um0 nodobHoOM onepauun: paccedyeHune

Xenyaka Mexay psgamu Metannuuec-

Puc. 7.6. FopusoHTansHas racTponnactuka no  KWX CKPEMOK AN npeaynpexxaeHns npo-

M. Deitel (cxemo, 1998). pe3biBaHUA 4-pPAAHOI0 CKPEroyHoro Lsa
B MPOKCUMa/IbHOM OTAese XKenyaka.

FOpM30HTaNbHY racTponaacTuky {cM. puc, 7.6) B NpeasioXXeHHOM paHHee Bapu-
aHTe B HACTOsILLLee BPeMS He MUCMOMb3YIOT, TaK Kak B CBA3W C NMpopesbiBaHWeM Mexa-
HNYECKOro CKPEMoYyHOro LBa Ha >Xenyfake WM pacTAXeHUAMU MPOKCUMasibHOro
oTAenaxenyaka 60/bLLINHCTBO ONEPUPOBAHHbIX MaLMeHToB 6bICTPO BOoCCTaHaB/AMBa-
10T CBOK UCXOAHYIO Maccy Tena.

HecmoTpsa Ha cyliecTBOBaHMe MHOXeCcTBa CNoC060B XMPYPrnyeckoro fedyeHms
60/M1bHbIX MOPOUAHBLIM OXXUPEHWEM, He CYLLLEeCTBYeT «efMHCTBEHHOM» 3PheKTUBHOMN
W NINLIEHHOM KaKnx-n1Mbo HefoCcTaTKOB U Moc/ecnepalMoHHbIX 0CNOXXHEHW bapuaT-
pUYECKOi onepayuu.

Mo MHeHM0 M. Fobi (1998), athdheKTMBHOCTL 6bapuaTpuyeckux onepaunii y 60nb-
HbIX MOPOUAHBLIM OXXVUPEHMEM crneayeT OLEeHMBaTb Mo CAeyoLWMM KPpUTEPUAM:

m CHWKeHune VIMT He MeHee YyeM Ha 25% Yy 6onee yem 80% onepupoBaHHbIX NaLu-

EHTOB;
m coxXpaHeHWe AOCTUTHYTOM HU3KOWM Macchl Tena B TedeHne 5 1eT nocne onepauuu;
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DHAOKPUHHASA XNPYPrus

m yacToTa nocsieonepaLmMoHHbIX
OCMOXXHEHW, He MpeBblllalOLWas
20%, n netanbHOCTb — MeHee 1%.

YKasaHHble pe3ynbTaTtbl [A0/XKHbI
6bITb NOATBEPXAEHbI KaK MWHUMYM

[BYMs aBTOopamu, pabdoTalolumm Hesa-

BUCMMO Apyr oT gpyra. o ero MHeHuIo,

3TUM YCNOBUSAM YAO0BJ/IETBOPSAKOT Ccrie-

ayloume bapuaTpuyeckme BMelUaTesb-

CTBa: BepTUKaNbHasA racTtponsacTuka,

6aHpaknposaHue >enyaka {puc, 7.7),

6unonaHkpeaTnyeckoe LYyHTUPOBaHMeE

M WYHTUPYOLWME XKenyaoK onepayuu.

BaHpaxupoBaHue xesyaKa npy nomo-

LN CUHTETUYECKOM NEHTbl WAWN perynu-

pyemoro >enypoyHoro 6aHgaka {Gastrk:

banding HanpaBneHbl Ha co3gaHuMe Tak

Ha3bIBAEMOr0 «Masioro >XenyfakKa», 4To

nuwaeT 60/1bHOM0 BO3MOXHOCTM Mepe-

efatb. Onepaums obnagaet MUHUMASIb-

HbIM PUCKOM pasBUTUS PaHHUX MOC/eo-

nepaunoHHbIX OCNOXHEHWUIM, TaK KakK He

cBsi3aHa CO BCKPbITMEM MpPOCBETA MOJIbIX

opraHoB, (h13MoNornMYHa, He HapyLLaeT ecTeCTBEHHOI0 naccaka nuLLn, oépaTrmMa.

WyHTMpylowme onepaunn

B nocnegHee pgecATunetne HapsaLy C racTtpornsiacTUYecKM Mm onepaunamMmu
nonyynnaum pacnpocTpaHeHue onepaumm OunmMonaHKpeaTUyecKoro WyHTUpoBa-
HUA. OgHaKo 3TuU BMewaTesibcTBa {puc, 7.8) 4OCTaTOUHO TpaBMaTUYHbI N NpUMe-

Puc. 7.8. BunnonaHkpeatnyeckoe wyHTMpoBaHue (cxema). A — wmogudukouna N. Scopinaro;

b — moaudukauns Hess-Morceau.
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Pasgen 7. CoBpeMeHHble MeTOAbl fleveHus 60/1bHbIX oXupeHuem

HAKTCA OTHOCUTENBbHO HEBO/MbLIMM YUCAOM XUPYPros. MHorga mMx BbINOSHAKT
npu HeaPHEKTUBHOCTM paHee BbIMO/THEHHbLIX FracTponacTU4YecKmnx onepaynii.

Mpu onepaunn Scopinaro cHadana BbINOJHAKT AUCTASIbHYO TEMLIracTpaKTo-
MUI0. 3aTeM rnepecekaloT TOHKYI0 KULWKY Ha paccTosgsHUM 250 cM 0T UneoueKasbHOro
nepexofa. AbopasnbHbIli KOHeL MepeceyeHHOor KULLIKW aHacTOMO3UPYHT C KynbTel
xenyaka. OpasbHblii KOHEL, KULIKW aHacTOMO3UPYT ¢ MOAB3AOLWIHOM KMLLKOW Mo
TUNY «KOHeL, B 60K» (Y-06pa3Hblii MeXXKNLLEeYHbIA aHacToMo3 no Py) Ha paccTosHUM
50 cm oT 6ayrnHeBoW 3ac/IOHKW. B pesynbTare Takoro BmellaTesibcTea Nuia gocra-
TOYHO MO34HO MOABEPraeTcsa BO3AEACTBUIO >XXeNum 1 (hepMeHTOB MOAXKesTyL0YHOW
>Xenesbl, BC/eACTBME Yero CHWXXaeTCcA [epeBapuBaemMoCTb 6ENKOBbIX U XXUPOBbIX
ee KOMMOHEeHTOB. Onepauuvsa NpuUBOAUT K 3HauYUTesIbHOMY (840 70-75%) CHUXXeHUIo
Maccbl Tena, 6e3 KosIMYecTBEHHbIX OrPaHNYeHN B efie, CHVUKEHWIO TMNEPTTMKEMNN,
runepxonectepuHemmn. OfJHAKO BMELUATENIbCTBO TeXHUYECKU TPYAHO BbINOSIHU-
MO, CBSI3aHO C YAa/IeHMEM 3HaUYUTESIbHOW YacTu >Kenyaka, onacHoOCTbl pa3BUTUSA
HECOCTOATE/IbHOCTM LWBOB aHacToOM030B, He06X0A4MMOCTbIO B Moc/ieonepauoHHOM
nepuoge Ha3HayaTb nNaumeHTam NOCTOAHHYIO 3aMecTUTEeNIbHYIO Tepanuio rnpenapara-
MU KanbUuA, XKenesa, B TakXXe sutammHos A, D, E, CyLecTByeT BEPOATHOCTb
pa3suTuA runonpotenHemmn (no gaHHeliM N. Scopinaro, y 7% 60/1bHbIX) 3a cyeT 6en-
KOBOV Manbabcopbuum, 4To npegnonaraeT B a/ibHellLeM yBesindeHne notpebieHns
6e1K0BbIX NPOAYKTOB 0 90 I B CyTKMU.

[ns npenoTBpalleHMss MeTabosIM4ecKMX paccTPoMCTB Mocse bunMonaHkpeaTmnyec-
KOro LUYHTUPOBAHWSA, COXPAHEHUSA Naccaxka NULLK Mo ABeHaaLUaTUNepcTHON KuLke D.
Hess (CLLUA) n P. Marceau (KaHaga) paspabotasin MogmurKaLuio onepauymn ¢ BbinosHe-
HVEeM NPOJO/IbHONM pe3eKumn XKenyaKa, CoxpaHeHUeM NpuBpaTHUKa 1 hopMUpPOBaHNEM
aHacToMo3a MeXay ABeHaALaTUNepcTHOM U NoAB3A0LLHOM KULWKOM Ha 3-4 cMm agucTanb-
Hee NpuBpaTHUKa. XKenub 1 hepMeHTbl MOMAKe Ty J0HHOM Xesesbl, BblAeNASCh B HUXKe-
nexkawmii oTaen AseHafLaTUNepcTHOM KULWLKN, AeCTBYIOT Ha pacllienieHre xmuayca Ha
npoTsXkeHnn 100 cM NoAB3A0LLUHON KULLKMW, @ HavaslbHble NeT/IN ToLe Kniku (150 cm)
co3JalT pe3epByap 4/15 0TBeJeHUS Xenuu 1 naHKpeaTU4yecKoro coka.

A6coNTHOE 60MIbLUNMHCTBO EBPOMENCKUX XUPYProB MNpeanoyvymTaeT BbIMOSIHATh
pasnnyHble MognUKauMn pecTpUKTUBHBIX Onepaumii, 0cobeHHO baHAaXXMpoBaHWe
»Xenyaka, B T0 BpeMs Kak B CeBepHoi 1 FOXKHO AMepurKe Hanbonee pacnpocTpaHe-
Ha ornepauusa racTpoLyHTUPOBaHUA.

Xupypruyeckoe sedeHve ahheKTUBHO CHMXKaeT Maccy Tena n CyLecTBEHHO BO3-
[OeCTBYeT Ha TeYEHME OTATOLLLAKLWIMX 0XKNPEHME 3a601eBaHNIA. Y 60/1bLUNHCTBA 60/1b-
HbIX HOpPManus3yeTca apTepuasibHoe faBfieHWEe U KOHLeHTpauusa r/1loKo3bl B KPOBU
(npn CO2). YMEHbLUEHME Harpy3Ku Ha MO3BOHOYHWK W CyCcTaBbl HOF MPUBOAWUT, BO
MHOIMX cay4vasax, K no.nHoi nnkemgaunm 60M1eBbIX OLWYLLEHN NPU OCTEOXOHAPO3E U
06MeHHOM nonmapTpuTe. Y XKeHLMH B penpoayKTUBHOM BO3pacTe BocCTaHaB.iinBaeTcs
MEHCTpYasibHbIA LMK U penpoayKTnBHasa yHKuma. Yactota pa3sutus AlC B oTga-
JNIeHHble CPOKKM nocne 6aHaaXKnpoBaHUA Xenyaka y 60/bHbIX YMeHbLUaeTcsa B 7 pas,
CO2 — B 2,5 pasa, 60ne3Hell oNopHo-ABMraTenbHoOro annapata— B 5 pas. MNMpu mop-
6MAHOM OXXMPEHUU ANCMeEHOPes 1 6ecniogme AMarHocTUpYoTY 11% >XeHLWnH, anocne
CHWKEHUSA Macchl Tena Npu3Haky ANCHYHKLUN ANYHUKOB N AUCMEHOPES UCYe3alT Y
abconoTHOro 60/1bLLINHCTBA NauMeHTOK. BoNbLINHCTBO NauMeHTOB BO3BpaLlaeTca K
TPYOOBOWM AeATeNbHOCTY, YNy4llaeTcs UX KayecTBO XXU3HU. CHVDKEHME Macchl Tena,
[ocTUraemoe B pe3yfibTaTe XMpPYprmyeckoro fiedeHns, 6naronpusiTHoO BO3AeNCTBYeT Ha
BaXKHelLLne napameTpbl MeTabosIMyeckoro cnHapoma. HemMasoBaXKHbIM pe3ysibTaTom
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SHAOKPUHHAA XUPYprus

XWUPYPTrUUYECKOr0 fIeYeHUsI CTAHOBUTCS couMasibHas peabunutaums 60/MbHbIX, MOsB-
NleHne BO3MOXXHOCTM TPYAUTLCS, MOYYBCTBOBATb CBOK MOSTHOLEHHOCTb B O6LLLECTBE.
Hab6ntopawowmecs nocne onepawlym N3MeHeHUs1 B COMaTUYECKOM CcTaTyce 1 NCUX03Mo-
LiMOHasIbHOIA chepe caMy NaUMEHTbI XapaKTepusyloT KaK «BTOPoe PoXKAEeHUEe.

MnacTnyeckne Koppurupylowme onepaymm

Ha Ka4ecTBO >XW3HU MHOFMX ONEPUPOBAHHLIX 60/IbHbIX MOP6UAHBLIM OXXUpe-
HMeM (rnocne CHWXXeHUSA Maccbl Tena B pe3ynbTaTe BbINOIHEHUA 6apuaTpuyeckon
onepauumn) cyuLlecTBEHHOe OTpuLaTeNbHOe B/USHME OKasblBalT opmupytolmecs
KOXXHO-XXNPOBbIe CK/IaAKN NN NTIOCKYThl HA PA3/IMYHbIX YacTsX Tesia 1 KOHEYHOCTEA.
MHorga aTu NI0CKyThbl, CBUCaloLLMe B BUAE «(papTyKoB» A0 YPOBHSI KOJIEHHbIX CyCcTa-
BOB, AOCTUTAKT 3HAUMUTE IbHbIX pasmMepoB U Maccbl B 20-30 Kr. Takue «apTyKu»
npeacTaBnAnT A1A 60/1bHbIX He TOSIbKO KOCMETUYeCKUi AedeKT, HO, Npexkae BCero,
orpaHn4nBalT PU3NYECKYI0 aKTUBHOCTb, CHUXXAKT KayecTBO XXU3HU, 3aTPYAHSAIOT
FMrMeHNYECKNin yXon 3a TesioM, MPUBOAAT K MaLepaLnum KoXXHbIX NOKPOBOB, Nuoaep-
MuK. MNo3ToMy TaKMM NaumeHTamM NoKasaH BTOPO 3Tan XMpPYypPru4eckKoro fie4eHnuss —
naacTnyeckne KoOppurmpyroLime onepauun.

[aHHoe nedyeHuve uenecoobpasHoO NPOBOAWMTbL Mocne cTabuimsauuu maccbl Tena
MU Npy OTCYTCTBUM OC/TIOKHEHUI MO34HEro rMocseonepauyioHHoro nepuoga (aHemuu,
rMNOBUTAMMHO30B, BOAHO-3/IEKTPONIUTHBLIX HapyLUEHUR, MCUXNYECKUX PacCTPOiACTB).
MopobHas TaKTMKa MO3BOMISET ynydwaTb OTAa/IEHHblE pe3yfnbTaTbl KOMMSIEKCHOM0
XVPYPrUYECKOro fieHeHns 60/1bHbIX OXKUPEHMEM, MO3BO/ISET CBOEBPEMEHHO BbISBUTb
(hyHKLUWOHa IbHbIE 1 MOPoNornyeckne U3MeHeHNs B opraHax u cuctemax naumeHTos,
afleKBaTHO MPOBECTU NX JledeHMe U NpeaynpeanTb rnocneonepayMoHHbIe 0C/I0XKHEHUS.

Hapwuc. 7,9 (cMm. UB. BK/IeliKY) NpeAcTaB/ieHa Hanboiee pacrnpocTpaHeHHast MeToguka
LepMaTo/IMMIKTOMUN Ha NepeaHen OPOLLIHONA CTEHKE NPU APAGA0CTU KOXW, MbILL, U
JNIOKa/IbHOM OT/IOKEHUM XXMpa B rmnoractTpasibHon o6nactn. O6bI4MHO 4epMaToIMM3KTO-
MWro Lesiecoobpa3Ho NpoBOANTL NaLMeHTaM rnocse CHUXKEeHNA Macchl Tesia B pesysbTarte
paHee npoBeAeHHON 6bapnaTpuyecKor onepauum U3 nanapockonmyeckoro 4octyna.

Ha puc. 7.10 n 7.11 npeactaBneHbl CXeMbl OCHOBHbIX WCMOAb3YEMbIX JSINHWUIA
KOXXHbIX pas3pe3oB Mpu BbINOSIHEHUM MIACTUYECKUX KOPPUTMPYHOLLUX onepauuii

Puc. 7.9. lepMaToNMnNakToMua NpU  KOXHO-XKMPOBOM JIOCKyTe B runoracTpanbHoii o6nactu
(cxema).
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Pasgen 7. CoBpeMeHHble MeToAbl NleYeHUss 6ONbHbIX OXWPEHNEM

Puc. 7.10. Po3pe3bl npu gepmatonnnaktomumn Ha xusote (A) u 6egpox (B) (cxema).

Puc. 7.11. A6AOMUHONIOCTUKA [BYMSA psAfamMn HenpepbiBHbIX WBOB (CXxema).
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y 60/1IbHbIX MOPOUAHBLIM OXWPEHWEM MPU paHee MNepeHeceHHOMW WMMK nanapoTo-
MUK, [epMaToNMNaKTOMUID MPOBOAAT KOMOMHWPOBAHHbLIM AOCTYMOM C MPUMEHE-
HMEM «SIKOPeobpa3HOro paspesa», OKaM/ISAILWEr0 KOXXHO-XXUPOBOM NOCKyT. Takas
Xvpyprmyeckass Taktuka y 60/bHbIX MOPOUAHBLIM OXMPEHMEM UMEET criegytouime
npenmMyLlecTBa:

B BO3MOXHOCTb yaasieHNs 60/bLUO0M XXNUPOBOM Macchbl ¢ N36bITOYHbIM OTBUCLUMM
KOXXHbIM JTOCKYTOM, PacTsiHyTbIM, Fpy6biM noc/ieonepaLnoHHbIM py6LLOM;

B BO3MOXXHOCTb BbINO/IHEHUSA ab40MUHONNACTUKM B HaAYPEBHOW 061acTu ¢ co3ga-
HMEM MbILLEYHO-arnoHeBPOTMYECKOr0 KopceTa CO 3HaUYMUTe IbHbIM YMeHbLUeHNeM
OKPY>XHOCTU Ta/INN Ha AEeCATKM CAHTUMETPOB (Npy ApYruX BUaax abgoMmHonac-
TUKWN BO3HMKAET 3HAUYNTESbHbIN N30bITOK KOXW B HAAYPEBHOW 06/1aCTW, KOTOPbIV
COXpaHseTcsa AaXke NPU HASTOXKEHUW AONOMHUTENbHbIX FYB0KUX LUBOB);

B BO3MOXXHOCTb BbINO/IHEHUSA FPbKeceYeHNS BEHTPasnbHOM nocneonepauoHHOM
rPLDKN N XONELNCTIKTOMUMN.

Mpun pacnonoXXeHUN «0TBUCLLENH CKIAAKU» UNU «I0OCKYTa» [0 YPOBHS flaTepasib-
HO MOBEPXHOCTU KOSIEHHOro cycTaBa paspesbl UMeT opMYy «XOKKEWHOM KIItoLLl-
Ku». VIHOrga nuHus paspesa MOXKeT MMEeTb MoslyoBasibHYyH0 (Gopmy, pacrnonarasch B
nepuvHeanbHO-6eApeHHON CKNajke, ¢ naTepasibHbIM U3TMBOM, Ha 2-3 CM HUXKE JIMHUN
6UKMHN. Tpu NpoBefeHMN MNacTUHeCKUX KOPPUTMPYIOLWKMX onepauunii Ha 6egpax
4N Nydwen aganTaumm KOXKHbIX KPaeB M BblpaBHMBaHWUSA MocreonepaLMoHHbIX
MOBEPXHOCTEN, NPU COOTBETCTBYIOLLNX TEXHUUYECKNX BO3MOXKHOCTSAX, 0AHOBPEMEHHO
BbINOIHAKT finnocakumio. Jinnocakyuio B o6nactu arogul, 1 6egep NpoBoAAT valle
BCEro nepej yaneHnem oTBUCLLNX NIOCKYTOB Ha MeAuasibHOW 1 natepasibHOM nosep-
XHOCTAX 6egep. MMocne BbINOHEHUA NNMNOCAKLUN CYLLLECTBEHHO YMeHbLUaeTcs TON-
LWMHA MOAKOXHO-)XVMPOBOro CM0s, YBe/IMUYMBAETCA MOABMXKHOCTb JIOCKYTOB MyTEM
TOHHEeNM3auMn UX oCHoBaHUSA KaHwAaMu. Kpome Toro, BO3MOXXHO 0AHOMOMEHTHOE
yAasieHne 60/bLUOM XXUPOBOA Macckl (HaNnpuMep, BbINOJHAKT ANNOCAKLUMIO Ha faTe-
panbHOPM NOBEPXHOCTW Befep 1 CoOHeTaHHYH JIMMOCAaKLMI0 U AePMAaTO/TUN3KTOMMUIO Ha
MeAnasibHOM NOBEPXHOCTN).

Hapac. 7.12 (cM. LB. BK/1eKY) NPoAeMOHCTpMpoBaHa 60/1bHas MOpoUAHbIM 0XXKupe-
HMEM B BPEMS MO3TAMHOr0 KOMMJ/IEKCHOIO XUPYPIrMYECKOro fedeHnsi. 3HaunTesibHoe
CHMKeHMe Macchl Tena (Ha 98 Kr) nocsie NepBoro stana sie4eHnsa — 6aHgaxmnposaHuA
Xenyaka — npuBeso K NMKBMAauMmn conyTcTBYOLWNX 3abonesaHnii: apTepuasibHoON
rMnepTeH3nn, OCTeOXOHApPO03a, 0CTeoapTpo3a, AMcMeHopen. OHAKO CYLLeCTBEHHO
YAYUYLWUTb KayecTBO XXM3HW MaLneHTKa CMors1a To/1IbKO noc/ie No3TanHoro BbinosiHe-
HUSA N1aCTUYECKUX KOPPUTMPYIOLLMX ofepauuvii B pa3fnnyHbiX 061acTsax Tena.

3aknyeHumne

CraTnctnyeckme faHHble No Poccmn ykasbiBatoT, 4TO 0K0/10 40% HaceneHusa cTpa-
AalT M306bITOYHOM Maccoi Tena M NPUMEpPHO y 2-4% B3POC/IbIX IIOAEN OXKUPEHUE
LOCTUTaeT KpaWHMX CTeneHel, TO ecTb CTaHOBUTCA MOPOMAHbLIM, MpeacTaBNseT
Yrpo3y A/151 XXNU3HU N CHMKAET ee KayecTBO. MPUUMHONM TOMY CAy>XaT MHOro4uc-
NleHHble 3ab6oneBaHUs, COMYTCTBYHOLWME OXXMPEHWUIO: aTepoCcK/iepo3, apTepmasibHasd
rmnepteHsnsa, UBC, C, abixaTenbHasA HefoCTaTOMHOCTb, 0OMEHHbIV NOANapTpuUT,
XPOHMYecKas BeHO3Hasi HEA0CTaTO4YHOCTb HVXXHUX KOHEYHOCTEW 1 T.M. YCTaHOB/EHO,
4YTO NPY MOPONAHOM OXKMPEHUN CMEPTHOCTL B 6-12 pa3 npeBblLLaeT TAKOBOM MNokKasa-
TeNb Y CBEPCTHUKOB C HOPMasibHO Maccoi Tena, a KOHCEPBATUBHbIE METOAbI SIeHeHUS
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Pasgen 7. CoBpeMeHHble MeTOAbl JleUeHNst GOMbHbIX OXWPEHNEeM

ahbhekTMBHLI He 6onee Yyem y 5-10% naumeHToB. AAMHaMUSA, nepeefaHuve, ysrede-
HVe cUCTEMaMM «BbICTPOro NUTaHUSA», a TakXke 06WUNA HU3KWUI YPOBEHb MeANLNH-
CKOW KyfNbTypbl HaceneHusi elle 6osiee ycyryonsaT 3Ty coumasibHYH npobnemy.
O6wenpn3aHaHo, 4To Hanbonee ahPeKTUBHbIM NPU MOPOULHOM OXXKMPEHUWU ocTaeTcs
XVPYPrnyecKoe sieveHne, yayyularLiee KavyecTBo XXU3HU 60/IbHbIX MYTEM CHUXKEHUSA
N cTabunusaumm maccbl Tena n NNKBMaaLnnM TAXKesblX cCoONyTCTBYOLWMNX 3abosiesa-
HUA. OfgHaKo AN AOCTUXKEHUA MOA0XKUTENbHbIX pe3y/bTaToB Heo6X0AMMO TecHoe
COTPYAHMYECTBO CMeLManncToB pas/iInyHbiX obnacTteii mMeauuMHbl. KomMnnekcHbIN
MoAxo4 K SieHeHUo 60/1IbHbIX MOPOUAHBIM OXXMpeHueM, pa3paboTka, COBEPLUEHCTBO-
BaHWe 1 BHeApeHWe BCeX METOA0B SlIeHEHUS UMEKT aKTyasibHOe 3HaYeHue s npak-
TUYECKOW MeANLNHDI.
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" KanuHyeHko C.HO., ApamaH P.T., Jepkay O A

TpaHccekcyannsm*

/OnpegeneHne n knaccudmkauusi

7 TpaHccekcyasim3aM — 3T0 CTOKOE 0CO3HaHMe CBOEN MPUHAANEXXHOCTU K MPOTUBO-
MOMI0XXHOMY M0J1y, HECMOTPSA Ha NMpaBuibHoe (COOTBETCTBYIOLLLEE FTEHETUYECKOMY M0SY)
thopMmpoBaHMe NOJI0BbIX XKefe3, yporeHNTaslbHOro TPakTa, BTOPUYHbIX MOMOBbIX MPU-
3HaKOB; XapaKTepu3yeTcs CTPEM/IEHNEM U3MEHUTb CBOM MO MyTeM FrOPMOHa/TbHOMO U
XMPYPrMyecKoro neYeHns 1 nerasim3oBatb B 06LLECTBE XKeNaeMyr NosoBy pPosib.

MoHATUE «TpaHCCeEKCYaIM3M» BNepBble ObI/10 MPMMEHEHO K NauMeHTam, gusmyec-
KOe M MCMXOMOMMYECKOe COCTOSIHME KOTOPbIX OMPeAesisifiocb KaK «MaTosiormyeckoe
COCTOSIHWE SINUYHOCTU, 3aK/1H0YaloLLLeecsl B MOMSAPHOM PacXoXXAeHMN 6MO/I0rMYeCcKoro
N FpakgaHCKOro rosa ¢ 04HOWM CTOPOHbI, C MO/IOM NCUXNYECKUM — C APYFOi CTOpOo-
HbI», MHBIMW C/MI0BaMW — K /INLAM C HapyLleHWeM MOJI0BOV caMouAeHTUDUKaLUN.
TepMUHOM «HapyLUEHWE NOJI0BOM camMonAeHTUUKaALUN» NPUHATO Ha3blBaTb HECOOT-
BETCTBME YyBCTBA CBOEW MOJIOBOM MPUHAANEXXHOCTU XapaKTepy HapY>XHbIX MO0BbIX
OpraHoB.

Pa3ninyaloT >XEeHCKNIA 1 MY>XCKOW TpaHCCeKCyasiu3m.

m [Npn >XKeHCKOM TpaHccekcyanmsme buonorndeckne (reHeTUYecKMe) XKeHLMHbI
owlyuiatoT cebst nMuaMm MYXXCKOro nosia, Hepeako Mpu onuvcaHWU AaHHoM
hopMbl MCMONB3YIOT TEPMUH X /M TpaHchopmaumsa, UamM TpaHCceKcyasinsm
TUNa YXeHLWMHa-My>4nHa.

m [py MY>XXCKOM TpaHcCeKcyanmame — 6uosiornyeckme (reHeTUYeCKne) MyXK-
UMHbI OLYLLal0T cebs MIoAbMU XKEHCKOro rnona, Npu AaHHoW (opme TakxKe
NCcnonb3yT TepMuH MK TpaHchopmayms, Nnm TpaHcceKCyasiM3m Tuna My»x-
UYMHa-XXeHLIMHa.

[unarHo3 «TpaHccekcyanusm» cTaBAT B3POC/bIM U NHOAAM, 4OCTUTLLIVMM M0/10BOr0
co3peBaHus, KOTOpble XKenawT XUTb KaK NnpeacTaBuTeslb Apyroro nona (M3mMeHUTb
NacnopTHbIV MO0M, OCYLLEeCTBUTb XUPYPrUYECKYH KOPPEKLMIO FeHUTanui), nocne
VCK/TIOYEHNS HapyLUEHUA NCUXNYECKON chepbl U APYTUX COCTOSIHUIA, COMPOBOXKAA-
HOLLLMXCST CXOLHOM KNTMHNYECKOW KapTUHOW (pa3nnyHble (hopMbl repmadpogutmama m
Hac/neACTBEHHbIE CUHAPOMBbI).

B 0TeuecTBEHHOW NUTepaType BblAeNAT «AA4epHY0» (APKYI0) N KpaeByio (cTep-
Tyt0) hOpMbl TpaHccekcyannama. CumTaloT, YTo NoC/AeHAS 0T/INYAeTCA MATMKOCTbHO
TEeYEeHMS1 1 BO3MOXXHOCTbH CeKCcyasibHOM U colnasibHOM agantaunm 6e3 xmpyprudec-
KOW CMEHbI nosa.

anngemmoniornsa

PacnpocTpaHeHHOCTbL TpaHCccekcyasin3dma coctasnser oT 1 go 35 cnyyaeB Ha
100 OO0 HaceneHUs cpegmn TpaHCcCeKCyanoB Tuna My>X4yunHa-xxeHwmuHa v ot 0,25 go

* CUHOHUMOM $IBSISIETC TEPMUH «FeHAepHas anchopusi»
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12 cnyyaeB Ha 100 OOO HacefieHUS cpefu TPAaHCCEKCYasioB TuUMa >KEeHLNHa-MYX-
YnHa. CpefHuiA Bo3pacT MaLMeHTOB-TpaHCCEKCyasloB, obpaljalLmnxcs K Bpady no
noBoAy CMeHbI Nona, coctasndaet 20-24 roga (51% nayMeHTOB), YTO XapakKTepHO Kak
[N XKEHCKOro, Tak 1 418 MY>XCKOro TpaHccekcyanmsma. Ha 15-19 net npuxogurcs
12% nauymeHTOB, Ha 25-29 net — 25% nauymneHToB, Ha 30-34 roga — 11% nauwveH-
ToB 1 nocrie 35 fieT — He 6osee 1%.

Mo paHHbIM 6OMbLUMHCTBA aBTOPOB, MY>XXCKOIM TpaHcceKcyasn3m 3HauuTeNb-
HO Npeobnafjaet Hap >XeHCKMM. B Tabn. 83 cymmupoBaHbl AaHHblE Pa3/INyHbIX
ucecnefoBaHum, NPoBOAMMbIX B pa3HOe BPEMS U B pa3HbIX CTpaHax, MOCBALLEHHbIX
pacrpocTpaHeHHOCTWN TPaHCcceKcyanm3ma cpefn HacesrieHus, a Tak>XXe COOTHOLLEeHUIo
C/lydaeB MY>XCKOTM0 N XXEHCKOro TpaHcceKcyannsma.

Tabnuuya 8.1.

PacnpocTpaHeHHOCTb U COOTHOLUEHME MYXCKOFO M XXEHCKOro
TpaHccekcyannama, no AaHHbIM 3apybexHbIiX MccrefoBaHuia

WccnepgosaHue CtpaHa Myxckoin  XeHckuii CooTHowe- O6uwan pacnpo-
TC TC Hne MK TC

Benjamin, 1966 CWA - - 81 -

Walinder, 1968 Wseuuns 1:37 00O 1:103 00O 2,8:1 1:54 OO0

Pauly, 1968 CWA 1:100 OO0 1:400 OO0 4:1 -

Hoenig & Kenna, 1974 AHIrnuA 1:34 OO0 1:108 OO0 3,2:1 1:53 000

Ross et al., 1981 ABcTpanus 1:24 OO  1:150 00O 6,1:1 1:42 OO0

O'Gorman, 1982 MpnaHngusa 1:35 000 1:100 O0CO 31 1:52 00O

Brzek & Sipova, 1983 Yexusa - - 15 -

Ekiund et al.,, 1988 HugepnoHgel 1:18 OO0 1:54 00O - -

Tsoi, 1988 CuHranyp 1:2 900 1:8 300 2,911 -

Godlewski, 1988 Monbwa - - 1:5,5 -

Bakker et al., 1993 Hupgepnangsl 1:11 900 1:30 400 2,51

WeitzeSi Osburg, 1996 FepmaHus 1:42 OO 1:104 OO0 2,311 1:48 OO0

Van Kesteren et al., 1996 HugepnaHgbl - - 31 ~

KanuHyenko C.1HO., 1998 Poccusa - - 1:3 -

MpurBeAeHHbIE faHHbIe 0 PAcCNpPOCTPaHEeHHOCTU TpaHCCeKCYyanm3ma, CKopee BCEero,
3aHWKeHbI, MOCKO/bKY AasieKo He Bce 60/1bHble 06paLlanTcs B MeAULIMHCKME YUPeXX-
JeHus. CTonb BbiCOKas pacnpocTpaHeHHOCTb TpaHccekcyanuima B CuHranype ro
CPaBHEHUIO C APYTUMUN cTpaHaMn 06bACHAETCA AOCTATOYHO BbICOKOI 4acToToM npo-
BOAMMbIX onepauunii No cMeHe rnona, a TakXxe LUMPOKOM 0CBeAOM/IEHHOCTbIO Hacersle-
HUA 0 Npobsiemax TpaHcceKcyannsma.

HepaBHO poccuiickmMu uccrefoBaTensiMy 6blna nNpoaHasiM3upoBaHa obpalyae-
MOCTb MaLMeHTOB C PacCTPOCTBaMM NOI0BOM MAEHTUYHOCTY B BEAYLLINE MEANLMHCKNE
yupexxgeHusa r. Mocksbl, cocTaBuBLlas B cpefHem 31,6 Mmy>kunH 1 30,8 XKeHLLH B oA,
Mpwn 3TOM AnarHo3 «TpaHcceKcyan3m» yctaHaBaMBanum B cpegHemM 16,6 obpaTnBLIMM-
ca My>uunHam (52,5%) u 21,3 (69,2%) >KeHLLNHAaM, a COOTHOLLUEHME YKEHLLNHbI/MY>X-
UnHbI cocTaBuo 1,3:1. Mony4veHHble HOBblE AAaHHbIE 0 COOTHOLUEHWIN YKEHCKOI0 1 MY>X-
CKOro TpaHccekcyasmama He MpoTMBOpeYaT AaHHbIM 3apyb6exkHbIX mccnegoBaTesieit,
B OT/INYME OT AAHHbIX, NPUBOANUMbBIX POCCUNCKNMU YUYEHBLIMWU paHee, YTO, BEPOATHee
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BCEro, CBA3aHO C MOCTENeHHbIM COBEPLUEHCTBOBAHWEM AMArHOCTUYECKUX KPUTEPUEB,
No3BOMISALLNX ANddepeHLMpoBaTbL TPAHCCEKCYaIM3M N APYrMe paccTpoiicTBa nosio-
BOW MAEHTUYHOCTU, a TaK)Ke C TEM, YTO paHee OLLeHKY NMPoBOANN MPEUMYLLECTBEHHO
XUPYPru, K KOTOPbIM 06pallasiuck, B OCHOBHOM, YXEHLLWHbI, XesatoLine BbINoSHUTb
MacT3KTOMMIO (MOC/MeAHIO paccMaTpMBasiM Kak MeHee TpaBMaTUUHOE U TPYA0EMKOe
onepaTUBHOE BMELLATELCTBO B CPABHEHWM C BarMHO- U (DasIonnacTMKoii).

3TMoNorMa 1 NaToreHes TpaHccekcyaimsma

CyLHOCTb TpaHcceKcyanmama 1o CMxX Nop OKOHYaTesIbHO HesicHa. BbisicHeHMe ero
naToreHe3a npeacTaBNseT co60i He TONIbKO PyHAAMEHTa/IbHbINA, HO N MPaKTUYeCKnii
WHTEepec, MOCKO/IbKY TOMIbKO MAPW MO/IHOM MOHUMaHWMW 3TOi NPo6/ieMbl CTaHET BO3-
MOXXHbIM MpoBedeHMe ANhepPeHLMaNbHOM AMAarHOCTUKN C KJIMHUYECKU CXOA4HBbIMU
COCTOAHUAMM, a Tak>Xe MouUcK 1 paspadoTka MeTOA0B NleYeHUs, coLmanbHON aganTa-
unn n peabunmtauunn.

HekoTopble aBTOpbl NPUAEPXKUBAIOTCA BMOMOrMYECKON KOHLENUMN (FeHeTnYecKo
M 4p.) pa3BUTMA TpaHCcCEKCyasM3ma, cumTas, YTo 415 MNoSIHOLEHHOro npoLecca agngdge-
peHLMPOBKN Mo3ra TpebyeTcs cobriiofeHne MHOFMX YCNOBUIA, TaKMX KaK KOHLUeHTpa-
UM 3MOPUOHANIbHbBIX MOMOBbIX FOPMOHOB, MEPUOA U AJIUTENbHOCTL ero BO3AenCTBUS.
HapyLueHune cekpeLmn NosioBbiX FOPMOHOB, U3 B3aUMOZAEACTBUSA C peLienTopamMu MoryT
NMpMBOAUTL K paccTpoiicTBaM MnpeHaTaslbHOW AuddepeHLMPOBKA COOTBETCTBYIOLLMNX
CTPYKTYp Mo3ra. CornacHo JaHHO Teopun, TpaHCCEKCYann3Mm CneayeT cumTaTb BPOXK-
JeHHbIM 3a60/1eBaHVEM, B OCHOBE KOTOPOro JfieXkaT HapylleHus AnddepeHLMpoBKn
CTPYKTYP M03ra, 0TBETCTBEHHbIX 3a M0J/I0BOE MoBeAeHMe. ITN CTPYKTYpPbI CAy»Kat 6u1o-
NIOrMYecKOol OCHOBOW TaK Ha3blBAEMOr0 M0JI0BOr0 LEHTPA, 0TBETCTBEHHOMO 3a hopMu-
poBaHme 4yBCTBa MO/10BOM NpMHaA1eXXHOCTU (Mos10BOM ayTonageHTUnuKaunm).

Kpome Toro, Hesb3s HEAOOLEHMBATb PO/ib MCUXOCOLMA/IbHBIX (haKTOpoB B op-
MNPOBaHUN fAaHHOr0 heHoMeHa. BbisiBieHMEe NUCTOKOB TpaHcceKcyasnsama B paHHeM
[eTCKOM Bo3pacTe, 0CO6EeHHOCTUN pa3BUTUS, HE3aBUCMMOCTb OT BOCMUTAHUA N OKPY-
YKEHUS, PUTUAHOCTb K/IMHUYECKOA KapTUHbI, a TaKXXe Pe3MCTeHTHOCTb K Tepanuu
NO3BOMAIOT, NPEANOIOKUTESIBHO, OLLEeHUTh TPaHCCEKCYann3M KaK 3HAOreHHY0 (KOH-
CTUTYLMOHA/TbHY0) aHOMAsINIO0 JINYHOCTMU.

[wnarHoctnka tpaHccekcyanusma

JunarHos TpaHccekcyanmaMa yctaHaBAMBaeT ncmxmatp. Bpau noboii gpyroii cne-
LMaIbHOCTM MOXKET NIMLLb MPEANOo/I0KNTL ero CyL,ecTBOBaHUE 1 0TNPABUTbL NauMeH-
Ta K ncuxuaTpy A15 NoATBEPXXAeHUst N UCK/IIUYeHMS TpaHcceKcyanmsma.
JnarHos TpaHccekcyannama BbICTaB/ISIOT HA OCHOBE ClIefYHOLLNX KPUTEPUEB:
B CTAObW/IbHOE U HEU3MEHHOe YYBCTBO MPUHAANEXKHOCTU K MPOTUBOMOSIOKHOMY
nosy, ANCKOMOPT 1 OLLYLLIEHNE HECOOTBETCTBMS CBOEMY GMOIOTMUECKOMY MOSY;

® MOCTOSIHHAsA 03a604€HHOCTb CBOMM COCTOSIHUMEM, YKeslaHWe U36aBUTLCSA OT Mep-
BMYHbIX U BTOPUYHbBIX MOSI0BbIX MPU3HAKOB U NPUOBPECTU MPOTMBOMOSIOXKHbIE
NyTeM XMPYPrUUYECKOro U rOPMOHA/TbHOTO JIEYeHUS;

m 3aBeplUeHue MosI0BOro pasBUTUS-

K AonosHUTeNbHbIM ANArHOCTUYECKUM KPUTEPUSM OTHOCSTCS PasBUTME AaHHbIX
HapyLEHWA ¢ paHHEro AeTCKOro Bo3pacta, OTCYTCTBME CUMMTOMOB APYFOro MCUXU-
YecKoro 3a60/1€BaHUSI U BPOXKAEHHbIX aHOManii pa3BUTUSI NOSIOBLIX OPraHoB.
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Cpefy cMMNTOMOB TpaHCceKcyanim3amMa Hambosiee 4acTo AOMUHUPYIOT:

B YyBCTBO MPUHA/IEXXHOCTM K MPOTUBOMOMOXHOMY MoJy, A0X0AsLee 10 YBepeH-
HOCTW, YTO NPU POXKAEHUM MPOM30LLIa KaKasa-To OWmnoKa,;

m OTBpalleHMe U HEeHaBUCTb K CBOEMY Tesly, MOCKO/IbKY BCE MOSI0Bble MPU3HAKU
KaXKyTCsl U3BpaLLeHNEM U YPOACTBOM;

a YXenaHue nNpuoGpecTn o06NK «MPaBUILHOTO» Mosia NMyTEM JlieUYeHUs!, BKoYas
OnepaTUBHOE;

B HacTOsITe/IbHOE YKeflaHue 6bITb MPUHATLIM B 06LLLeCTBE B KauecTBe NpeacTaBuTe-
NSt TPOTMBOMOJ0XHOTO rosia.

UesioBeK C TPaHCCEKCYalM3MOM YyBCTBYET cebsl INGO MY>XUMHOM, 3aK/10UeHHbIM
B Te/0 YKeHLMHbI, M60 Hao60pPoT. B rapMOHMUYHO OpraHM30BaHHOM Tesle OnpeaesieH-
HOro Mosia XXMBET «MHOoMoMas» Aylia, U 3Ta Aylla He TONbKO XMBEeT, OHa YyBCTBYeT,
MbICAINT, CTPAfAeT, UCMbITbIBAET XXeslaHUsl N B/IeYeHWs, KOTOpble HE MOXXET peanu-
30BaTh, B CBSA3W C YeM HeKoTopble uMccrefoBaTeNn nonaralT, UYTo pedb (pakKTUYecKu
MAET 0 XPOHMYECKOM CTpPecce, YTOo Mo3BosisieT y G0/bLUNHCTBA NalUMeHTOB-TPaHCCeK-
CyasioB BbISIBUTb CynuMaasnibHoe noBegeHWe. TakmMm 06pas3oM, 3aBepluaroliuii atan
pas3BepHYTO KapTUHbI TPaHCCEKCyasiM3ma BKOYaEeT B cebs BCe BbllLenepeuncrieH-
Hble OCHOBHbIE W MPOU3BOAHbIE CUMMATOMbI. OKOHUYAaTe/IbHOE CTAaHOB/IEHNE TPaHCCEK-
cyasinama 3aBepluaeTcsi, Kak npasuo, K 20 rogam.

EAVHCTBEHHO MpUEMIEMbIMK A1 MaUUeHToB (hOpMamMu paspelleHnss TpaHc-
CeKcyasibHbIX KOHMIMKTOB, MpPeKpalleHNss MyunTeNbHbIX CTpajgaHuii 1 cnoco6om
06peTeHUss BHYTPEHHel rapMoHUN MOXXET CTaTb MpuBeaeHWe 6UOMOrMYecKoro nona
B COOTBETCTBME C MOSIOM MCUXMUYECKUM. HU 06bsACHEHMS Bpaueli 0 Kaseyallein cyTn
TpeGyeMbIX onepauuii, HU 0CO3HAHWE HEBO3MOXXHOCTU CYyLLECTBEHHOFO WU3MeHeHUs
610/10rMYecKOro Mosia ¢ co3AaHMeM MOJSTHOLLEHHOr0 OpraHnu3M, HU C/I0XKHOCTU, CBSI-
3aHHbIE C YCBOEHMEM HOBOW COLMANbLHOW Poniv, He MEHSIIOT YCTAHOBKM MalNeHTOB.
MayneHTbl U3bABASIOT FOTOBHOCTb Ha Nto6ble XXEPTBbI, ornepauun U gusnyeckmne
MYYEHMS C Lesiblo 06pecTy MCKOMOE BHYTPeHHee eINHCTRO.

AndbdhepeHumanbHas AMarHocTuka TpaHCCEeKCyasim3Ma CO CXOAHbIMM
COCTOSIH/SIMWU U NMPOTHO3 TeuyeHusi 3abosieBaHNS

HecMoTpsi Ha CBOH SIPKOCTb W [EMOHCTPATUBHOCTb, MPOSIBNEHUSA TpaHCcCeKcya-
NN3Ma JOCTaToOuYHO TPYAHO nogaalTcs anddepeHUnanbHOi ANarHocTUKe ¢ KAMHU-
YecKM CXOAHbIMM COCTOSHUAMU. MpaKTUYeckn B AndepeHLManLHOM ANarHocTuke
YUNTBLIBAOT BO3MOXHOCTb HAJ/TMUUS C/IEAYIOLNX COCTOSHUIA.

m TpaHCBECTU3M [BOWMHOM ponu — CcTpeMsieHWe K MepeoAeBaHnio U HOLLEHUHO
oAeXxAbl NPOTUBOMOMOXHOIO Nnosa. Mpu TpaHcBecTM3Me, B OT/INYME OT TPaHC-
cekcyaniMama, Kak npaBusio, couunasibHas rnosioBasi posib COOTBETCTBYET 61OsI0-
rMyeckomy nosy.

m [omMoCceKcyasim3M — TMOJI0BOE BfIEYEHME K fiMLaM CBOero nosia. BeTpeuvatoTtest
cnyyan, Korga ans yKpenneHust CBA3n ¢ NapTHEPOM roMOCEKCYanucTbl XOTAT
N3MeHNUTb No. B aTUX cny4yasix Heobxoauma TuiatesibHas anddepeHuanbHas
[MarHocTUKa, Tak KakK ec/ii MpoBecTu onepauuto, B AasibHelilleM HacTynaeT
pasoyapoBaHue, NOCKO/IbKY 0MepMpPOBaHHbIA rOMOCEKCYaNIUCT NepecTaeT NHTe-
pecoBaTb CBOMX MOJIOBbLIX MApPTHEPOB.

m CXoflHble COCTOSAHUS, CBSA3aHHble C 3H/OreHHbIMU paccTpoiicTBamu (LLn3ogpe-
HUS1) UKW OPraHNYeCKMMU NOBPEXAEHUSIMU FO/IOBHOFO MO3ra.
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Pasgen 8. Kappekuusa nona

m PasninyHble hopMbl repmadpoantmama*. B oTeuecTBEHHOW nTepaType onuvca-
Hbl C/ly4an OWMB0YHOr0 YCTaHOB/IEHUSA AMarHo3a «TpaHccekcyanim3my naumeH-
Tam € IOXKHbIM MY>XCKUM repmMacpoguTrU3MOoM.

B Tabn. 8.2 cymMUpoBaHbl OCHOBHbIE AMArHOCTUYECKUE OTAMYUA repmadpoau-

TM3Ma 1 TpaHcceKkcyanmama.

Tabnuuya 8.2.

OnddhbepeHumanbHana guarHoctuka repmadpoautmaMa U TpaHccekcyansma

[narHocTuyeckuii coutepuii

CBA3b C reHeTMyecKnmu
nan XpomMOCOMHbIMU aHO-
mManmammn

OTK/IOHEHUSI B CTPOEHUM
HapYXHbIX W BHYTPEHHUX
NOJOBLIX OPraHoB

CooTBeTcTBME NOSOBON
ayTomgeHTudrkauumn reHe-
TUYECKOMY nony

dusnyeckuii cratyc

FOPMOHasIbHBIA cTOTYC

PenpogyktuBHast yHKLUA

OnNTUMO/IbHbIE MeToAbl
ne4vyeHnsa

FepmacpoanTusm

Bo3moxHa

MHoroo6pasue pasnnyHbix
(POpM HECcOOTBETCTBUSI MEXAY
HapYXHbIMU U BHYTPEHHUMM
nosIOBbIMK OpraHamu

Kak npaBuno, cooTBeTCTBYyeT

BO3MOXHbI OTK/IOHEHWUA OT
BO3PacTHO HOPMbI

BO3MOXHbl OTK/IOHEHUA OT
BO3PACTHOW HOPMbI

Kak npasuno, HapyleHo

B0O3MOXHO KOHCepBaTUBHOE
nevyeHne (ropmMoHanbHas

TpaHccekcyan usm

He nogTeepxaeHa

[MonosBble opraHbl COOTBETCTBYIOT reHe-
TUyeckomy nony

Bcerga Habnogaetca naeHTudmkauma c
NPOTWBOMOIOXKHbIM MOJIOM

CoOTBETCTBYET BO3pacCTy U reHeTuyec-
Komy nony

Kak npasuio, cOOTBETCTBYET BO3pacTy
W reHeTMYeckomy nosny

Kok npaBunio, He HapylieHa W MOXeT
OCYifleCTBMIATLCA B COOTBETCTBUN C
reHeTM4YeckMM Mnosaom

O6sA3aTeNibHOe covyeTaHWe TOpMOHaslb-
HOW M XMPYPruyecko kKoppekuum nona

Tepanus)

MCcKNoUnTb TpaHccekcyanusm BO BCeEX C/lydasaX MO3BOJIAKT, KaK npaswuso, B
rnepBylo ovepedb OTCYTCTBME HAPYLIEHWUIA MOMOBOr0 CaMOCO3HAHUS N NMpaBUIbHOE
hopMmMpoBaHMe NOMOBOM ponn (NpegnoyTeHne B 4eTCTBE UIP N CBEPCTHUKOB CBOE-
ro nosia, HoOpMasibHble CeKcyasibHble KOHTaKTbl C MPOTUBOMO/I0XHbIM T0J10M).

IMporHo3 TeueHns 3aboneBaHUst Hanbosee HebnaronpuaTeH Toraa, Korga nayueHTt
C TpaHCCeKCyasIM3MOM, aKTUBHO CTPEMSICb U3SMEHUTb MOJ, He HaxoAUT Nofgo6HOM BO3-
MOXXHOCTU N AUCTapMOHUA MeXAY NMacrnopTHLIM MosI0M U N00BbIM CaAMOCO3HAHUEM He
paspeluaeTca. 3aTAXKHble AenPecCUBHbIE COCTOAHUA U cynunaanbHble MbICN B TAKNX
cny4yaax BcTpevarTca y 60% My>XUYUH-TpaHccekcyanos U 23% >XeHLW WH-TpaHCcCcekK-
cyasnos, a cyuuunganbHble nonbiTKM — B 20% 1 8% criy4yaeB COOTBETCTBEHHO.

IMocne ropMoOHasIbHOM U XMPYPrnyecKom KoppeKLum nona TpaHccekcyasbl 6bICTPO
afanTUpyTCAa K>XXU3HU. MHOrve U3 HUX BCTynakT B 6pak, NAaHNPYOT YCbIHOBAATL
geteid. MpaBnbHO NogobpaHHast ropMoHasibHasi Tepanus, NPy KOTOPOWM KOHLEeHTpa-
WS NOI0BbIX FOPMOHOB COOTBETCTBYET BblIGpaHHOMY MOsy, CNOCOBCTBYET yCMeLwHoMN
coymanmsaumn N yctpaHeHUo BHYTPEHHEro (JIMYHOCTHOI0) KOH(/INKTA.

* B HacTosllee BpeMsi TEPMUH ycTapeBaeT, U B COBPEMEHHOW MeAULUWHCKOW nuTepatype
roBOpPAT 0 HapylleHMuM (opMMpoBaHUs nona.

297



DHAOKPUHHAS XNPYPrusi

MegnkamMeHTO3HOe JsiedeHue

OCHOBHblE MPUHLMNbLI TOPMOHA/IbHON Tepanuu MNauMeHTOB C TpaHCCcekcya-
NIN3MOM

BonbHbIE C TpaHCCEKCyanM3MOM HY>XXAalTcsa B ajanTauuu opraHmsma K npo-
TUBOMO/IOXKHOMY 6MOMI0OFMYECKOMY Moy, K KOTOPOMY OHU camum cebs OTHOCAT.
FopMoHasibHasa Tepanusa UrpaeT B 3TOM BaXKHYH poSib.

Ecnu po onepaTMBHOIO BMeLLATENbCTBA CYLLECTBYeT BO3MOXHOCTb 000MTUCH
6e3 ropmMoHasibHOl Tepanuu (XOTs Mydlle HaunHaTb ee KaK MUHUMYM 3a 6 Mec [0
npoBeAeHUsA onepauuu, 4To obneryaet NpoTeKaHve MociieonepayyoHHOro nepuoga
N NCKMOYaeT pasBuUTUE TAXENOro rnocTkacTpaymMoHHOro cMHApoMa), To mnocse ore-
pauun, KoTopasi BK/H4YaeT B ce6s, KaK Mpasusio, NMpoBeAeHMe rOHaA3KTOMUK, Fop-
MOHasIbHasi Tepanusi NpuobpeTaeT XXU3HEHHO Ba)XKHOE 3HaueHue, TaK KakK MoMuUMOo
noAfep>XaHUs ceKCyasibHOro crtatyca (MMbmao, BTOPMYHbIE MOOBble NPU3HAKK) OHa
BbINO/THAET Lenblii pag BaXKHbIX PYHKUWIA (Tabn. 8.3).

Tabnuuya 8.3.
OCHOBHbIE LEM TOPMOHO/ILHON Tepanuu

[0 XMpypruyeckoit cMeHbl nong, Mocne xvupypruyeckoil cMeHbl nona

MopasneHne BTOPUYHbLIX MOJIOBLIX MPW3HOKOB  lMpodhnnakTnuka po3BUTMA NOCTKACTPALMOHHOTO
CBOEro Mosio U pasBUTME BTOPWYHbIX MOJIOBbIX CUMHAPOMA

nNpu3HaKkoB NPOTMBOMOJIOXKHOIO nosna Pa3sutne n noggepxaHne BTOPUYHBLIX MNOSOBbIX
NPU3HaKoB BbIGPaHHOro (MPOTMBOMNO/IOXKHOIO) MOS0
Mpochunaxktnka octeonoposa

MoapepxaHne cekcyanbHOW COyHKLMM
Hopmanusauus gyHkummn runodusa

CyulecTByeT MeXAyHapoaHas opraHmsauma npoteccMoHanbHOW MOMOLLM
TpaHccekcyanam — MexayHapogHas accoumauns reHaepHbix paccTponcTs Mappu
BeHgxaMuHa. [laHHoW opraHusauunein paspabotaHbl «CTaHAapTbl OKa3aHUs Meaun-
LMHCKOM MOMOLLM MPU HapyLleHWAX MOJI0BOM MAEHTUYHOCTM». Bpaum BO BCeM
Mupe, 3aHuMMalLlmecs obcnefoBaHMEM W sledeHWEM JN0Ael ¢ HapyLeHUAMn
Nof0BOA NAEHTUYHOCTU, paboTalT B COOTBETCTBUU C 3TUMK CTaHfapTaMmn, OCHOB-
Has Uesib KOTOPbIX COCTOMUT B AOCTUMXXKEHUU NpPodeccuoHaslbHOro KOHCeHcyca
MeXay ncuxuarpamu, TepaneBTamu, 3HAOKPUHOMIOraMU U XMpypramu no AaH-
HOMY Bonpocy. B Poccum aHanorom JaHHOro fOKYMeHTa MOXHO cumtaTtb lNMpukas
MwuHuncTepcTBa 3apaBooxpaHeHns P® Ne 311 oT 06.08.1999 «O6 yTBEpXAeHUN
K/IMHNYECKOro pykoBsoacTBa «Mogenn ANarHoCTUKN U NIeYeHNA NMCUXUYECKUX U
noBefeHYeCKMUX pacCTPONCTB», IAe TakXKe U3/0XKeHbl CBefeHNA 0 pacnpocTpaHeH-
HOCTU [aHHOro ABMEHUA, peKoMeHgaLunm no opMynnpoBKe AnmarHosa, 0OCHOBHble
NPUHLWMBI AUArHOCTUKW, JIEHEHUA U MOHUTOPUHTA NI0Ael ¢ pas/iInyHbIMU TUNaMn
HapyLleHNA N0A0BOM ayTongeHTudmnKaunun.

B yacTHOCTM, cornacHo paspaboTaHHbIM cTaHAapTaM, CyLLecTBYIOT onpeeseH-
Hble TpeboBaHUSA, KOTOPbIX LO/DKEH NMPUAEPXUBATLCA KaXKAblii TepaneBT-3HA0K-
pUHOIOr nepej HayasioM ropMoHanbHOM Tepanun y nauuneHTOB-TPaHCceKCyasoB:
Heob6xoANUMO ybeanTbCA, YTO NauueHT cTapue 18 fieT, a TakXXe MHMOPMMpPoOBaTb
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Pasgen 8. Koppekuusa nosno

nayueHTa o TOM, Kakux pe3y/sibTaToB MOXXHO J06UTbCSA C MOMOLLbIO FOpMOHasibHOM
Tepanuun, a KakKux — Henb3sl, 0 HegocTaTKax M NMpeuMmyllecTBax HasHauyaemoro
neyeHnsl, 06bACHUTL, KaKne U3MeHeHUs GyayT NPouCXoanTb ¢ naymeHTom. Mpwu
HEeo6X04MMOCTM — BblAaTb CMpPaBKy C yKasaHMWeM jAuarHosa U pasbsACHEHUEM
TOro, Kakue WU3MEHEeHUs1 M Mo Kakoli MPUUYMHE MPOUCXOAST C AAHHbIM MalueH-
Tom. [enio B TOM, UYTO, KakK MpaBw/io, Hayaslo ropMoHasibHOW Tepanuu coBnagaeT
Yy TakUX MayMeHTOB C Ha4yasioM TaK Ha3blBaeMOro «TecTa peasibHol >XM3Hbio», B
TeueHVe KOTOPOro OHM NPOGYIOT XXUTb U afanTMPoOBaTbCS B HOBOM GMO/IOrMYECKOM
nosie, U Takasa crpaBKa MoOXeT 6bITb Mosie3Ha 418 paspeLleHnss pasMyHoro poaa
Hefopa3yMeHWii, B TOM Yunc/le CBSI3aHHbIX C HECOOTBETCTBMEM MACMOPTHOro nona
[l0 er0 CMeHbl U BHELIHEro BUAA.

Kpome Toro, «CTaHgapTaMy okKasaHUsi MeguLUHCKOA NoMOLWM NpU HapyLeHUsX
MosI0BOM NAEHTUYHOCTU» PEKOMEHAYETCS MosyyeHne NUCbMEeHHOro cornacus naugm-
eHTa Ha MpPOX0XKAeHWe feyeHUss FTOPpMOHasIbHbIMK MpernapaTtaMu, 0TPakaloLero
06Ccy>)KAeHMe NPo6eMbl pUcKa 1 NMPEMMYLLECTB FOPMOHA/IbHOM Tepanuu.

fopMoHanbHasa Tepanusa Npu MYXCKOM TpaHccekcyanuime

FopMOHanbHYI0 Tepanuio y TpaHcceKcyanoB-My>XX4YMH HE06X0AMMO Ha4YMHATb Kak
MUHMMYM 3a 6 Mec [0 NJIaHMpPyemMoro onepaTuBHOro BMeLLaTeNbCTBa U npekpawaTb
3a 3-4 Hep, 0O HEro B CBA3W C MOBbILLIEHHbIM PUCKOM TPOM603M601MM B pesynbTa-
Te ANUTeNbHOW MMMmobunusauymun. ocne NoMHOr0 BOCCTAHOB/IEHUS ABUraTelbHOW
aKTUBHOCTWU rOPMOHasIbHY Tepanmio MOXXKHO BO306HOBUTbL. MTOpPMOHasIbHYO KOppekK-
LU0 Mofia Npy MY>XCKOM TpaHcceKcyanname npoBoAaT B 2 aTana. Mepsblii aTan — A0
XMPYpPruyeckoii KOppekLm NosioBbiX 0OPraHoB — Harpas/ieH Ha obpaTHoe pa3BuTue
BTOPUYHbIX MOMOBbIX MPU3HAKOB reHeTM4YecKoro (My>cKoro) rnona v passutme Tako-
BbIX BbIGPAHHOr0 ()KEHCKOro) nosa.

Nmesa oNnuTeNnbHbI onbliT paboTbl C TpaHcceKcyanamm-my>XUMHamm, asTopbl
Habnwgann rpynny nauneHToB, He MPUHMMAaBLUNX FOPMOHasIbHYK Tepanuio Ao
onepauunm (3To 6bII0 CBA3AHO C TeM, UYTO NaLMeHTbl obpallasiMcb K HaMm yXKe nocse
nposegeHns onepauunmn). MOCKONbKY XMpypruyeckas cmeHa rona, B AaHHOM Cry-
Yae — BarvHonnacTuka, BKOYaeT MpoBefeHMe roOHaL3KTOMMUW, MPaKTU4YecKu Bce
naumeHTbl 3TOM rpynmnbl 0TMeYann TAXKes0e TeHeHWe Noc/ieonepaLoHHoOro neproga
B CBSA3M C pa3BUTMEM MOCTKACTPaLMOHHOIO CUMHAPOMA, CONMPOBOXKAABLLUErocs CUMb-
HOW cf1laboCcTbio, COHMMBOCTLIO, anaTuein n «NPUINBaMm».

UTo KacaeTcs BTOPOro sTana MeAnKamMeHTO3HOro sieyeHusl, nNocneonepaLnoHHo-
ro, To 4O XMPYPruyeckKor KoppeKLumMm nosa onacawTcs nepeso3vpoBKY 3CTPOreHOB,
KoTopasi BeAeT K HexxenaTtesibHbIM N0604YHbIM 3dhekTaMm (B TO BpEMSA KakK BBeAeHME
MX B HEAOCTATOYHOW f03e NMb He Bbi3blBaeT afeKBaTHON hemmnHusaumun). Mocne
XUPYPrnyeckom KOppeKLumun rnona BBefeHMe HefoCTaTOMHOM [03bl 3CTPOreHOB Npu-
BOAUT K BO3HMKHOBEHMUIO MOBOUYHbLIX 3h(PEKTOB, OTpaxkalwwWwmnuxcs Kak Ha obliem
COCTOSAHMUW OpraHM3sma, TakK MU Ha COCTOAHMU psja OpraHoB M CUCTEM, Bbi3biBasd
MbILLEYHYO €1abocTb, YTOMASAEMOCTb, FOMIOBHYO 60/1b, aHOPrasMuio, CHUXKEHUe
nménpao, 600 B KOCTAX, COHNIMBOCTbL, APA6/0CTb KOXKU, JIOMKOCTb BOSIOC U HOITENR,
HOYHYI MOT/INBOCTD.

B HacTosiLiee BPEMS CXeMa ropMOHasIbHOM Tepanuu npu My>CKOM TpaHcceKcya-
nn3me BbIFSAUT cneayowmm obpasom.

m [NepBblil 3Tan: ropMoHasbHas Tepanus [0 ONepaTMBHOIO yAaneHus roHaz,



SHAOKPUHHAA XMpyprus

 OtmblbeTpag 1 no 30-100 mkr/cyT (nepopasibHO) — npenapaTt Bblbopa

npegonepayoHHON Tepanuu:

¢ nnm 17-"-a3cTrnpagron Unv acTpaguona BasiepaT no 2-6 mr/cyT (NepopasibHo);

& nnun 17-~-3cTpagmon no 1-2 mr/cyT (TpaHcgepmasibHo, B BUAe rena — npes-
noyTuTesibHee y NauueHToB cTapLue 40 ner);

¢ nnun 17-~-3cTpagnon no 100 mKr/cyT (TpaHcgepMasibHO, B BUAe NaacTbipsa —
C Y4eTOM NHANBUAYANbHbIX 0COBEHHOCTElM 1 MoXXeNnaHWin NalumeHToB);

¢ UMnNpoTepoH* no 50-100 mr/cyT.

* LLMNPOTEPOH — He FOPMOHa/bHbIA NpenapaT, a CUHTETUYECKNIA OHTUOHAPOTEH.
m BTopoi aTtan: 3amecTuTeNlbHas ropmoHasibHasa Tepanusa nocsie ornepaTmsHOro
yAas/1eHUSA M0/10BbIX Xesles.
* DTHUN3CTpagmon no 25-50 mkr/cyT:
¢ van 17-~-3cTpagmon UM acTpaguona BasepaT no 2-4 mr/cyT (nepopasib-
HO0) — 6oJs1ee NPeAnoYTUTENBHO Y OMepupoBaHHbIX NauveHTos ctapLue 40 ner;
¢ unan 17-~-acTpagunon no 0,5-1 mr/cyT (TpaHcAepmasibHO, B BUAE rens);
¢ vnun 17-N>-acTpagron no 50 MKr/cyT (TpaHcaepmMasbHo, B BUAE NiacTbipa —
C YYETOM NHANBUAYASIbHbIX 0COBEHHOCTEM N NoXKeNaHui nayneHToB).
Mocne onepaTMBHOIO NeYEHUS PEKOMEHAYIOT CHU3UTbL [03Y 3CTporeHos B 1/3-
1/2 pa3a 1 0OTMEHUTb LUNPOTEPOH (MOCKOJ/IbKY yAaneHbl ANYKN — opraHbl NpoayK-
uMKn TectocTepoHa). MNpu NepBoM >Ke Ha3HauyeHUWM FOPMOHAasIbHOW Tepanun cnepyet
PYKOBOACTBOBATLCA CNeAYIOLWMMN NPUHLUNAMMN.

W HaymHate ropmoHasibHYK Tepanuio crefyeT C MUHUMasIbHbIX [03UPOBOK,
aHas/IorMYHbIX MUHUMasIbHbIM 3(PPEeKTMBHbIM [03aM JaHHOro rnpenapara ans
YKEHLUMH.

® /I3MeHATb [03bl MpenapatoB CriefyeT MCK/HUYUTEsSIbHO MO COrsiacoBaHuio Cco
cneymanucTom, obnajarwmmM 3HaHUSMW B 061aCTU KOHTPOS 3a NPOBOAMMON
ropmoHasibHoli Tepanuei.

m Ha BceM NpoTs>KEeHUW Tepannuum UHHOPMUPOBATL NALUMEHTOB 0 TOM, YTO MNPUEM
3CTPOreHOB U KypeHue — HecoBMeCTUMbI, 0C06eHHO B Bo3pacTe cTaplue 35 seT.

Uem Mosi00ke BO3pacT Hadasia acTporeHotepanuu, Tem nydile [AOCTUXUMblIe

3(hheKTbl N MeHbLUE BbIPaXXEHHOCTb MOBOUHbLIX 3PHNEKTOB. BO3MOXKXHbIE MO6GOYHbIE
athheKTbl NPU NPOBEAEHMN TOPMOHA/IbHOM Tepanmu NpyM My>CKOM TpaHCcceKcyanmns-
Me npefcTaBneHbl B Tab6sn. 8.4.

Ta6bnuua 8.4.
Bo3MOXHble NO6GOYHbIE 3(PPEKTHI 3aMECTUTENLHO 3CTPOreHoTepannu
Mpun n36LITKE 3CTPOreHOB Mpu HepocTaTKe 3CTPOreHOB
Co CTOPOHbI 3H,D,0KpVIHHOVI CUCTEMDBI: TunepnponakTuHeMuna. MblweyHas cnabocTb, COHINBOCTb

BMN/IOTb [0 Pa3BUTUA MeAUKaMEHTO3HOW ranaktopeu u ageHo- OcTeonopos
Mbl runodumsa
CHmxXeHne nubunao

CO CTOpPOHbI CEPAEYHO-COCYAMCTON CUCTEMbI: TPOM603IMGONN-  ToHKas cyxas Koxa
yeckue OC/IOKHEHUS, apTepuanbHas rMnepTeHsus HouHas NoTNMBOCTbL

Co cTtopoHbl LUHC u ncuxmyeckoli cdepbl: genpeccus, roso-
BHble 60/11, HEYCTONYMBOCTb HACTPOEHUs

Co cTopoHbl XKT; gucnentuyeckue sBneHus, TOwHOTa, Ava-
pesi, NOBbIWEHNe aKTUBHOCTW MEYEeHOYHbIX (PepMeHTOB
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Pa3sgen 8. Koppekuus nona

Ta6bnnuya 8.4 OKOH4YaHue

Mpu 136LITKE ICTPOTEHOB npu HeaocTaTKe 3CTPOreHoB

Mpoyne: Cyaoporn B MKPOHOXHBIX MblWLAX, Naoxas nepeHocu-
MOCTb KOHTAKTHbIX MH3. Becnnogue. YBenuueHue seca

Heo6xo04MM0 MOMHUTb, YTO UMEHHO 3HAOKPUHOJIOr 0CTAETCS OCHOBHbLIM fleyalm
BpPa4oM MaumMeHTa ¢ TPAHCCEKCYasIM3MOM Ha MPOTSXKEHWM BCEFO MEPUOA EF0 XKU3HU,
Kak fio, TaK 1 Mnocne onepawmu.

[opMOHanbHaa Tepanusa Mpu >XeHCKOM
TpaHCCeKCyaimsme

TpyAHOCTeNM ¢ ropmoHoTepanmeli (aHgporeHoTepanmeit) Npu >XEHCKOM TpaHCCeK-
cyanusme, Kak npasuso, He BO3HMKaeT. BonbHble camu NMPUXOAAT K 3HAOKPUHOMOTY
3a Ha3Ha4YeHWEM JleYeHUs, MOCKO/IbKY MOHMMAKT, YTO UCTOYHMKA MY>XXCKUX MOS0-
BbIX FTOPMOHOB Y HMX B opraHuamMe HeT {puc. 8.1 u 8.2, cM. UB. BK/eliKy). JleueHune
06bIYHO HAUYMHAKT 3a HEeCKOJIbKO f1eT A0 MPOBeAeHUSs] XUPYPTrUYECKor KOppeKLumn
reHUTanni, n psaa NauyMeHToOB MPeAnoYMTaloT OCTaHaBNMBATLCA Ha JaHHOM 3Tane
Tepanuu B cOYeTAHUM C MAcTIKTOMWUEN, He MPOBOAS XMPYPrUUYECKYH KOpPpPeKLuio
reHuTanuii. BnocneactBnm NauuneHTbl ¢ TPAHCCeKCyaslM3MOM TLLATe bHO CreasaT 3a
PerynsipHoCcTbl0 MHBEKLNIA, 60ACH MCYHE3HOBEHUSA MY>XXCKOro heHoTMna. OaHako B
TOM Cflyyae, Korga tepanus npoumcxogmT 6e3 KOHTPONS Bpaya, YacTo pasBuBaloTcA
no6oyYHble 3pheKTbI, CBSAA3AHHbIE /TG0 C NepPeao3MPOBKO (aKHe, 0TEKN, HapyLUeHne
nvnuaHoro obmMeHa), 160 ¢ HeJocTaToOUHOM [0301 BBOAMMOro npenapara (y nauneH-
TOB C FOHaA3KTOMMEN) — OXKMPEHME, OCTEOMNEHMSA U OCTEOMOPO3.

HecmoTpsa Ha HanmMuuve LWLIMPOKOro Bblbopa aHAPOreHHbLIX npenapartos (nepopasib-
Hble, HAKOXXHble N BHYTPUMbILLEYHbIE (DOPMbI) Y MaLNEHTOB C TPAHCCEKCYaSTM3MOM
eAVHCTBEHHOM 30(heK TUBHOMN (hOpMOM ocTarw TCca npenapaThl 415 BHY TPUMbI-
WeYHbIX UHbeKUMLL Ha poccuiickom pbiHKe npeacTaBsieHbl npenapaTtbl CycTaHOH-
250* n OmHagpeH-250* — cmecb 3(hMpoB TECTOCTEPOHA C pa3HbIMU (DapMaKOKNHETU-
YeCKUMU CBOICTBaMM, KOTOpble 06/1a4al0T He TOMIbKO A0CTATOUHbLIM 3(PPEKTUBHBLIM
[OelicTBMEM, HO M pAA0M MO60YHbIX 3EKTOB:

E MOBbILAKT KOHLEHTPaLWU TecTocTepoHa Bbille cynpadu3nonornyeckon B
NnepByl0 Hefesno rnocrie BBeAeHWS, UTO COMPOBOXKAAETCS PE3KUM YCUNEHUEM
nménao, nosiBNeHMEM yrpeii, arpecCMBHOCTLIO M NepenagamMmn HacTpoeHUs, a'y
psga naymMeHToB — MOBbILWEHMEM FEMATOKPUTA;

B C/IMLWIKOM YacTas noTpebHOCTb B MHBbEKLUUAX — OT 2 40 4 pa3 B MecsL,.

B nocnegHee BpeMs AOCTYMeH HOBbIV MPOSIOHIMPOBaHHbIM 6eCMMKOBOro AecTBUS
aHOpOreHHbI nNpenapaTt Hebnao* (TeCToCTEpPOH), KOTOPbI B 60/bLUEN CTENEHW MOA-
XOAWUT ANA Ne4YeHUs NauMeHToB € TPaHCCeKCYann3mMoM.

MopbupaTb 403y M060r0 aHAPOreHHOro npenapaTta B KaXKA0M criyyae Heob6Xxoau-
MO VHAMBUAYa/IbHO NOA, KOHTPOJSIEM KOHLEHTpauum ropmoHos (J1I7, TecTocTepoHa) B
nnasmMe KpoBu. 3T0 00yc/10BAIEHO TeM, UTO (MO pe3ynbTaTam MccrefoBaHUin npenapa-
ToB CycTaHOH-250* n OMHagpeH-250*) BpeMs BbiBeAeHUA npenaparta uU3 opraHusma
VHAVBUAYa/IbHO U KOeb/ieTca B WIMPOKMX npegenax (ot 1 go 5Hepn), a HasHaveHue
HeaJeKBaTHOM [03bl MOXXET MPUBOAUTL K BO3HWKHOBEHMUIO HeXenaTeslbHbIX Nno6oy-
HbIX 3hheKTOB, yKasaHHbIX B Tabn. 8.5.
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SHAOMUHHAA XMpyprus

PaHA0MM3MPOBaHHbIX KTMHUYECKMX NMPOCMEKTUBHbBIX UCCNeaoBaHNii, cpaBHMBa-
IOWUX «TULOM K NINLY» Pas/inuns B NPUBEAEHHOM CXeMe, B HACTOSILLEE BPEMS HET.

Tabnuya 8.5.
Mo6o4yHble adhhekTbl aHApOreHoTEPaANUK

Mo6ouHble 3gheKTbl NpU HefocTaTke OHAPOreHoB [o6ouHble 3ththeKTbl NPU U36LITKE aHAPOreHoB

MbiweyHasa cnabocTb [o6pokayecTBEHHbIE HOBOOGPAa30BaHUA NeYeHn
COHNMMBOCTb TOWHOTO

HouHasi noTiMBOCTb XonectaTuyeckos xenrtyxa

ToHKas, cyxas Koxa MoBbIWeHNEe remaTokpuTa

Mpunuebl 3agepxka HaTpus U BoAbl

[enpeccua 1 pasgpaxuTenbHOCTb Acne vulgaris

CHWuxeHune nubungo
OcTteonopo3

Xupyprmuyeckasi Koppekums nona

OnepaLm no cMeHe Mosia OCYLLECTBASIIOT MOC/e YCTAaHOB/IEHMSA ANarHo3a TPaHCCeK-
cyasim3ma 1 Havasna ropMoHasibHOW 3aMecTUTe/IbHOl Tepanuu. B ocHOBY AaHHOro pas-
[lena MosIoKeH OMbIT 0TAeNa BOCCTAHOBUTEIbHOM MUKPOXUPYPTUM POCCUIACKOro Hayu-
HOro LeHTpa Xnupyprun PAMH No XMpypruyeckoMy sieUeHno TpaHcceKeyanmama.

Xupypruueckasi KoppeKkuusi nona BbIMoIHAETCS noaTtanHo. KosnuyecTBo onepa-
LW NpY pasniMuHbIX BUAAX TPaHCcHopMaLum MOXKET CU/IbHO 0T/IUYATbLCS.

JTanbl XMPYPruveckoil cMeHbl mona npu Macky/vHU3UpYowWwei TpaHchopmauum

. MackynnHusmnpytow,as MmammMonaactmka.

. YpaneHve maTku ¢ npugarkamu.

. bannonnactuka.

. Mpome>KHoCTHas ypeTponacTmkKa.

. CTBO/I0BagA ypeTponsacTmka.

. Koppekuusa Heotannoca (ckpotonsacTuka, njaactuka rosoBKM Heodpasnsioca,
3HA0MpPOTEe3MpoBaHmMe Heohasioca Npm HeobXo4MMOCTH).

O, WNR

JTanbl XMPYPruYeckoin cMeHbl nosa npu eMrHU3npylowein TpaHcopmanum

1. BarmHonnacTuka ¢ 04HOMOMEHTHOW KacTpaumei.
2. PeMnHU3VpPYOLLAA MaMMONAAaCcTUKa.
3. OcTeTnYecKas Koppekumnda HeoBnaranvwa n npegnsepuvs.

Xupypruyeckass cMeHa nosia npu Macky/UHU3MpYOLWen TpaHchopmayum

MacKkynuHusmpytowasas mammMmonaacTuka

YpaneHne MOJSIOUHbIX XKefe3 B psfe c/lyvyaeB 0KasbiBaeTcsi NepBbIM U eAUHCTBEH-
HbIM 3TamnoM XMPYPruyeckoi TpaHchopmauumn nona, Tak KaK MOSIOYHbIE YXKesesbl
y TpaHCCeKCyasioB-)KeHLNH — Haubosiee 3aMeTHbI NPU3HAK MPUHAAIEXKHOCTU K
nony, B KOTOPOM OHU cebsi He oulyulatoT. K faHHOMY aTany XUpypruyeckoii Koppek-
UMM NMpeabsBAAOT BbICOKME TPe60BaHUSA C TOUKU 3PEHUSI 3CTETUKM pe3y/bTaToB.
KayecTBEHHO BbIMO/IHEHHAA MAaCKy/IMHU3MpYOWasi MaMMon/iacTuka Mo3BosisieT
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Pasgen 8. Koppekuyus nona

nauveHTam, B psfe cnydaeB, AOCTUYb paHHE coumasibHO-6bITOBOM agantauum u
0TKasaTbCA OT AasibHeNLLnX onepaunii Nno cMeHe nona.

Moa MackynuHuU3vpyoweidi MaMMoniacTUKOM nogpasymeBaloT TpaHchopma-
LU0 (POPMbl XXEHCKOW rpyauM B MYXXCKYK MNyTeM [ABYCTOPOHHel MacTa3KTOMUWU C
co3fiaHnem apeosibl U QOPMbI FPYAN MO MY>KCKOMY TUny. MNMogKoXXHaa MacTaKToMUA
y TpaHcceKcyasioB 3aK/4vaeTcs B YAa/IeHUN He TONIbKO TKaHW MOJIOYHON >Kenesbl,
HO 1 N36bITKa KOXKUM ¢ 06513aTeNIbHbIM (hHOPMUPOBAHUEM COCKOBO-apeoIaspHOro KoMm-
naekca no My>cKomy Tuny (YMeHbLUEHME pa3MepoB apeosibl U COCKOB). N5 Bbi6opa
ONTUMaNbHON TEXHUKU MacKy/MHU3Npylowen mammonnactuku B PHUX PAMH
nauueHToB fenAT Ha 3 rpynnbl B COOTBETCTBUWU C pasMepoM MOJIOUYHbIX >Xesles,
KOTOPbIA paccUnTbiBalOT UCXOAA M3 TOFO, UTO >XKenesda uMmeeT opmy nonycdepbl.
B nepByto rpynny oTHOCAT NayMeHTOB ¢ 06bEMOM MOJIOYHbIX XXesie3 0 120 cMm®, BO
BTOPYI rpynny — nNauuMeHTOB, MMEKLNX MOJIOUHbIe XKefedbl 06beMoMm oT 120 ao
540 cM®, B TPETb0 — NayMeHTOB C 06EMOM MOJIOUHbIX XKesie3 cBbilwe 540 cM.®

Mpun BbIGOpe TEXHMKN MACKY/IMHU3MPYIOLLERn MaMMOMNIacTUKN YUMUTbIBAKOT pas-
Mep COCKOBO-apeosIApHOro KoMrjiekca, B CBA3U C YeM TakXXe AeNAT nauneHToB Ha
3 rpynnsl:

B JnameTp apeosibl 40 3 CM — «MasleHbKUE apeosibiy;

B fuamMeTp apeosibl 0T 3 40 5 cM — «cpefHAs apeoniay;

® AnameTp apeosibl 6onee 5 cMm — «6osbLUIas apeonar.

Taknm 06pa3om, B 3aBMCUMOCTM OT pasmepa MOSIOYHOW »Kenesbl 1 apeonibl B PHLLX
PAM uncnonb3yoT gBa MeToAa MacKy/IMHN3NPYIOLEN MaMMONIacTUKN, OT/INYAIOLLLA-
ecs Apyr oT Apyra AoCTyrnoM K TKaHW MOJIOYHOW >enesbl, KOJINYeCcTBOM yaasisaieMoii
KOXXW, KOPPEeKLMen pasMmepa 1 )opMbl COCKOBO-apeosIipHOro KoMmnsiekca.

lNMepBas MeToAMKA COCTOUT B TOM, YTO MACTIKTOMMIO BbIMOSTHAKT U3 MOJTYKPYXK-
HOro paspesa Nno HMXXHEMY Kpato apeosibl (BCO TKaHb MOJIOYHOM XKesesbl yaansoT 13
Hero). JnvHa pa3pesa, B paje c/y4vaes, focTUraeT Bcero nvilb 4-5 cm (cm. puc. 8.3).

Puc. 8.3. jocTyn n oTcenopoBKa TKaHW MOJIOYHOI Xenesbl (cxema).

MpuMeHeHWe AaHHOV METOAMKM, MO MHEHWUK ee cosfaTesieil, LenecoobpasHo
npu XUPYPruyecKkom fiedeHMN NauneHToB, OTHOCALLMXCA K NepBoi rpynne o6bema
MOJIOYHbIX XKesle3 N UMeLNX «MasieHbKY apeony». Koxka M0ooYHbIX XKenes y AaH-
HbIX MaLMeHTOoB, KaK NpaBwusio, OCTaTOYHO 3/1aCTUYHA, TaK KakK He pacTsHyTa BecoM
MOJI0YHOM >Kene3sbl, XOPOLIO PacTArMBaeTcs U He TpebyeT AanbHENLNX KOPPUrupy-
IoWNMX onepaumin. Y naymeHToB faHHOW rpynnbl yaaeTcs MnosyynTb HamboMbLUMIA
3CTeTUYEeCKNn aheKT.
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BTopas meToAMKa 0T/iM4aeTCa OT MEpPBOM TeM, UYTO BbIMOAHSAT LUPKYNSPHYIO
JeanuaepMunsanmio KoKW BOKPYT apeosibl U Npyu He06X0AUMOCTU YMEHbLUAKT Ana-
MeTp apeosnbl A0 NMPaBUIbHOW BEMNUYMHbLI, KaK npasuno, Ao 3 cMm. LunpunHa uunpky-
NAPHO Ae3anNnAepMU3NPOBaHHOM KOXKHOPM M0N0Chl 3aBUCUT OT pa3MepoB MOJIOHHON
)Kenesbl, Tak Kak MMEHHO 3Ta KOXHas nosioca no3sonsieT yopaTb MakcumasibHoe
KONMMYeCTBO KOXW. MakcumarnbHas LWupuHa Ae3nuaepMuU3snpoBaHHOro y4yact-
Ka KOXXW He A0/KHa npesbiwaTb 5cM, TaK Kak B MPOTUBHOM Crlydyae BO3MOXXHO
HapylleHne KpoBoob6palleHNs apeosbl M MNocaefyow,uii ee HeKpos. MpeBblilleHne
MaKCUManbHOM WNPUHBLI AE3NNAEPMU3NPOBAHHOIO yyacTKa KOXW TpebyeT yxe
cB0O60AHOM NepecajKu COCKOBO-apeonIipHOro Komnsekca. Mocne yganeHus ><enesbl
BbIMOTHAT LUUPKYASAPHbIA LLOB apeosbl 0TAEbHbIMUY Y3/10BbIMU CO0PMBAOLLLMMN
cTexxkamu {puc. 8.4).

Puc. 8.4, PasameTko pa3pe30B NpU MacKy/IMHU3UPYylOLWed MOMMOMNAOCTHKE (Cxema).

JaHHyl0 MeToaMKy UCMO/Ib3yloT Yy NaLMeHTOB BTOPOM U TpeTbei rpynn o6bema
MOJIOUHbIX >KEfle3 1 BO BCEX C/Iyyasix «CpPefHei apeosibl» U «60SbLUOK apeosibl» BHe
3aBMCMMOCTU OT 06bEMA MOJIOUHbIX XKesle3, TaK Kak oOHa Mo3B0/ISIeET YMEHbLUNTbL gna-
METP apeosibl.

BbiCOKMe Tpe6oBaHUSA K MaCcKy/IMHU3NPYIOLWLEn MaMMOoniacTUKe CBS3aHbl C TeM,
yTo, BO-MEPBLIX, 3TOT 3TamN MEPBbIA, U UMEHHO OH (DOPMUPYET B3AUMOOTHOLLEHUS
naumeHTa U XMpypra a, Bo-BTOpbIX, A40CTATOYHO YacTo 3TOT 3Tan CTaHOBUTCS €UHC-
TBEHHbIM, TaK KaK ycTpaHsieT Hambosiee 3aMeTHbI NMpU3HaK >XeHcKoro nona. To
€CTb NauueHTbl HepeaKo OCTAHABMMBAKTCA B XUPYPr1UUECKon KOppeKuUn Ha aaH-
HOl MaHUNyNsSUWK, TaK KakK ee oKasblBaeTCcs [OCTATOYHO ANS coLManbHO-6bITOBO
ajantauum.

'ncTepakromusa

JKCTUpNaunMi MaTKM  BbIMNOMHAKT ¢ yaasieHMeM 060UMX MPUAATKOB.
PagunkanbHocTb BMeLlaTesibcTBa 06yc/ioB/ieHa Heo6X04MMOCTbI0 MaKCMMasibHOro
yaaneHus opraHoB-MULLIEHEH FOPMOHOB, Ha3HaYaeMbIX B paMKax 3aMecTUTesIbHOIA
ropMoHasibHO Tepanuu.

JTan yganeHust MaTku ¢ npuaatkamm (yunmTbiBasi HeE06paTUMbIA XapaKTep Npo-
BOAVMbIX M3MEHEHW) BbIMOAHAT MOC/IE MAaCKyIMHU3NPYIOLLER MaMMONAacTUKW,
npoasieBasl TeMm caMblM ajanTauMoHHbIW nepuog ANS nauueHTa B HOBOM KauyecT-
Be. OTO TakXKe MOMOraeT CHU3UTb BEPOATHOCTb OLIMGKW B MOCTAHOBKE AMarHosa.
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OfHako C y4eTOM OHKOJIOFTMYECKO HAaCTOPOXEHHOCTU TUCTEP3IKTOMUIO crieayeT
BbINO/IHATbL He MO03JHee, YeM Yepes ABa roja nocne Havasia 3aMecTUTENbHOW FrOpMo-
HaNbHOW Tepanuu.

ToTanbHasa hannonnactuka

Co3sfaHuve rosioBOro YsieHa oCTaeTcsl 0OA4HOW M3 caMblX C/M0XKHbIX Npobriem nac-
TUYECKOW U PEKOHCTPYKTUBHOMW XUPYprun. HecmoTpsa Ha Hasmuune 601bLIOI0 KONu-
yecTBa MeTOAMK, MO3BOJIAOLWMX UMUTMPOBATL MOJSIOBOM YsIeH, /MWL HEMHOrMe u3
HUX MO3BOMISAKT PaccUNTbIBaTb HA afeKBaTHbIN 3CTETUYECKUNA U (PYHKLNOHA/bHBIN
pesynbTaT. MUKPOXUpypruyeckasi aytoTpaHcnaaHTauus TKaHel OTKPbl/ia BO3MOXK-
HOCTW MCMo/sib30BaTbh KOMMJIEKCbl TKaHel M3 pas3/inyHbiX obriacTeli 4enoBeyvecKoro
Tena, Hambonee noAxoAsiiMe rno CBOMM CBOMCTBaM AN CO3A4aHUA (PYHKLNOHUPYIO-
Lero Heoghannoca.

PAag WMPOKO NMPUMEHSAEMbIX METOAMK (hasnionaacTUKM OCHOBaH Ha MCMNo/b30Ba-
HUW CNI0XKHO-COCTABHOI0 KOXKHOMBILLIEYHOr0 ayToTpaHcnnaHTarta n3 6acceiHa noao-
NaToyHOW apTepum — TOPaKo-A0PCanbHOr0 PeBacKynsapmu3npyemMoro penHHepempye-
MOro ayTtoTpaHcnnaHtara. K goctomHcTteam AaHHOro aytoTpaHcnaaHTara 0THOCUTCA
TO, YTO MbllLeYHas OCHOBAa NIOCKYTa PeuHHepBUpyema, TO eCTb B COCTaB COCYAUCTOMN
HOXXKW NOCKYTa, KpOMe TopaKoAopcasibHOM apTepun 1 BEHbl, BXOAUT ABUTraTesibHbIl
TopakogopcasibHbI HEPB. MaacTnyeckre BO3MOXXHOCTM KOXXHO-MbILLEYHOr0 TOpaKo-
JopcasibHOro aytoTpaHcnaaHTara no3sossioT;

® (hopMmpoBaTb A0CTATOYHOrO pasmepa Teno MOSI0BOro YsieHa, cocTosiLiee U3
KOXXUW U MblLWLbI, 6€3 3HAUNTENbHbIX NOTEPb A8 AOHOPCKOM 06nacTu;

W BOCCTaHaBNMBaTb ABUraTeNlbHYH (YHKLMIO MbILLIEYHOM OCHOBbI bleodhas-
noca nyteM MNepBUYHON ee penmHHepBaL MKW, YTO AaeT BO3MOXXHOCTb UMUTU-
poBaTb «3peKuMio» Heodassioca NyTeM MPOU3BOJSILHOTO HaMPAXeHUA ero
MbILLEYHOM OCHOBbI, YTO, B CBOI 0Yepeb, AesiaeT ero crnocobHbIM K MHTpPO-
eKkunu;

B BbINO/IHATL Ha Heodhasnoce JanbHenLne XMpypruyeckne MaHUnynsaumn sBBnay
XOpOLUEro 0CEBOr0 KPOBOCHAGXEHUA TopakofopcasbHOro aytoTpaHcnaaHTara
(dhopmupoBaHue noxka npu ypeTponsacTtuke v assioaHL40NPoTE3UPOBAHUN,
hopmmpoBaHmMe TONOBKU M BEHEYHOI 60p03abl U Np.) 6e3 60A93HN HapyLUeHuUs
€ro KposoobpawieHus.

C uncnonb3oBaHMeM TOpaKoLoOpCasibHOro aytoTpaHcnaaHTara MOXHO hopMU-
poBaTb Heodasi/I0C NPakKTUYecKM Nboro pasymMHoOro pasmepa Ho 3akasy naumu-
eHTa. O6bIYHO hopMUPYT Heodanioc AnMHoM 15-17 cm. LLIMprUHa BbIKPOEHHOIO
TOpakofopcasibHOro /1I0CKyTa M, COOTBETCTBEHHO, AJ/IMHA Heodansioca HaxoaAaTcA
B NPAMOA 3aBUCUMOCTU OT KOHCTUTYLMWN MaumeHTa, TO ecTb OT pa3BUTOCTU MNOA-
KOXXHO-XXMPOBOro €/1081 M OT TO/ILWMHbI WMPOoYaLlerd MbilLbl CAWHBLL. Y acTeHu-
KOB LUMPMHA KOXXHOW 4yacTu BblKpanMBaemoro siockyTa coctaBnset 12-12,5 cm, y
HopMOCTeHNKoB — 13-13,5 c™m, Yy runepcTteHnKos — 14-15 cMm. 3TN aMNNPUYECKHN
BblBeleHHble LNMPbLI MO3BOMAKT BO BCeX cnyyasx CBO6OAHO YLWUTb Topako-
OOopcanbHbIA NIOCKYT B UWAUMHAP, T.e. chopmmpoBaTb Heodansioc 6e3 onaceHui
W3IMLWIHEr0 cAaB/IMBAHUS ero TKaHell KOXHbIMW LWBamMu. PeBackynspusaLuio
NIOCKYTa OCYLLEeCTB/IAT 4yepe3 HWKHUE anuractTpasnbHble cocyfbl. MepBUUHYIO
pevHHepBaLMI0 MbILLEYHOM OCHOBbLI TOPAKOAOPCaNbHOMO SIOCKYTa OCYL,eCcTBASAIOT
yepes 04HY U3 BETBEWN 3anMpaTeslbHOro HepBa, MHHEPBUPYHOLLUX HEXXHYO MbILILY
6egpa {puc. 8.5).
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PYyHKUMOHaNbHbIE pe3ynbTaThl
thansionnactMkn 3aBUCAT OT PEUHHEp-
BaLUN MbILLEYHOA OCHOBbI TOpakoAop-
caslbHOro J10cKyTa, U3 KOToporo cgop-
MUpPOBaHO Tesio Heoghassioca. [lepsble
NPU3HaKN penHHepBaLUUN OTMEYEeHbl B
CPOKKM Jo 3 mMec nocne onepayum ¢ noc-
TENeHHbIM HapacTaHnem fABurartesb-
HOW aKTUBHOCTM MbiliLbl A0 6-8 Mec,
4YTO BO3MOXXHO MMPOKOHTPO/AMPOBATbL C
MOMOLLbI  3/1eKTPOHEepoMumorpapun.
Co3garteniv metoga oTMeTwusiM 3 Tuna
KAVMHUYECKNX MNPOABAEHUIA pPenHHep-
Bauunun Heocpannoca. Puc, 8.5. PeBackynspusauum un pevHHepsauunmn

m [lepBbli TUM TMPU3HAKOB (hYHK- Heodannoca (cxema).

LWOHA/bHOr0 BOCCTAHOBJ/IEHUS —

HanpsXeHve 1 yToJiLeHne MblL L bl Heodassioca 6e3 3HaYMTeIbHOro ee YKOpo-
YeHuA (B Npegenax 2-3 cm).

m BTopoii TMn — HanpsiKeHue M yTosWeHue MbilLbl Heogasnoca co 3Ha-
YnTeNbHbIM ero ykopodeHvem (5-7 cMm), 4TO NPUBOAUT K 3aTPyAHEHUIO Mpo-
BeieHMUS MO01I0BOro akTta. [Ns ynyduweHus MNonoBoi (pyHKLMU Heodannoca
npeasioxkeHa ornepaumnsi «KapKacHoW» acumonaiacTMkKM Mblllilbl Heodan-
noca, CyTb onepauuun 3akswyaeTcsd B Mo6unmsauum Mbllwilbl Heodasnoca,
LUUPKYIAPHO Ha BCeEM MPOTSXXEHUWN C OCTaB/IeHUEM (DUKCUPYIOLLNX CBA3OK Y
ro/s10BKU 1 0CHOBaHMSA Heohanoca. 3aTeM ¢ HApPY>KHO MOBEPXHOCTU CPeAHEN
TpeTn b6egpa 3abupaloT yyacToK LWIMPOKON dacumn begpa ovHom 12-13 cwm,
C MNOMOLbI KOTOPOW B MOCNeAYylOLEeM OKPYXXalT BbliAeNeHHY MbIllLy
Heohasinoca. Takum 06pa3om, BOKPYr Hee co3faeTcs TYroi dacuymanbHbIi
hyTnap, KOTOpbIV NPensaATCTBYET YTOJILLEHNIO MbILULLbI B MOMEHT €€ Harnpsi>xe-
HUA N CUNIBHOMY YKOPOYeHWU0 Heodassioca.

m TpeTuii TN — coKpalleHMe MblLLLbl Heodannoca, NpueoadLLee K Hanps-
XKEHWI0, MOMHOCTLI0 MMUTUPYIOLLLEMY 3pEKLNIO, B 3TOM CNy4yae nauueHTbl
CBOOOAHO >XUBYT MOMOBOM XXN3HbIO, HE UCMNbITbIBASA KaKUX-Nnbo 3aTpyaHe-
HUIA.

OnepaTtvBHble BMellaTeNIbcTBa MO CO34aHWNI0 HEOYypPeTpbl

MackynnHusupylLuiaa ToTanbHasg ypeTponsacTuka ckiajblBaeTcs U3 co3ja-
HNA OBYX OTAEsI0B ypeTpbl: CTBOMOBOM WUAN NEHasIbHOW ypeTpbl (Ha MPOTAXEHUU
Heodassioca 0T OCHOBAHUS A0 FOSIOBKU) M MPOMEXHOCTHOM ypeTpbl (0T HAPY>XHOr0
OTBEPCTUSA XXEHCKOr0 MoYyeuncrnyckaTeslbHOro KaHana Ao 0CHOBaHMUA Heodasiioca).
Co3paHue ypeTpbl, Kak 1 asnonaactuka, ocTaeTcsi 0AHOW U3 caMblX CMIOXHbIX
npobneM B MNAcTUYECKOM U PEKOHCTPYKTUBHOW Xupyprumn. HeoypeTponsacTmka
conpsiXkeHa ¢ obpasoBaHueM cCBULLEl, CTPUKTYpP, POCTOM BOJIOC B HeoypeTpe,
o6pa3oBaHMEM KaMHel MO4YeBOro TpakTa W, KaK cneactBue, ¢ BO3HUKHOBEHMU-
eM BTOPUYHOW WHpekuynn. Hannume MHoOXecTBa CMOCO60B ypeTponaacTUKU
noATBepXXAaeT aKTyaslbHOCTb MPo6sieMbl U OTCYTCTBME MeToAa, MO3BOJIAOLLErO
NoNy4YnTb CTabUbLHO XOPOLUKUIA pe3ynbTaT U U3bexkaTb 0CNOXKHEHUN, NpuUcyLnx
ypeTponsacTuke.
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Mpn ypeTponnacTnke, Kak v Npu gannonnactuke, Bce 6osbLUee nNpegnoyTeHne
0TAAT MUKPOXMPYPrUYeckor aToTpaHcnaaHTaumu TKaHen. [18 NpoMEXXHOCTHOW
ypeTponaacTukn npu eMunHmn3npyoLLeli TpaHcopmMaLmmm MHorme aBTopbl UCMOSb-
3yI0T JIOCKYT 13 NepefHell CTeHKN Bnaranuvia. J1ockyT BKOYaeT B ce65 C/IN3UCTbIN
N MbILWEYHbIV Con BNaraiumwia U NosIHOCTbI0 MCKYaeT B3ATME 3/1IEMEHTOB ypeT-
panbHOM CTEHKM NN MblLLLbI CPUHKTEPA MOYEBOr0 NMy3bips. [A/IMHA JaHHOr0 N0CKY-
Ta BapbupyeT 0T 5 40 7,5 cM, a LUMpKHa /10CKyTa He A0/DKHA 6bITb MeHee 1,5 ¢M, UTo
[laeT BO3MOXKHOCTb M1ACTUKK [0PCasIbHOM MOM0BUHbBI MPOMEXXHOCTHOWM YpeTpbl.

B PHLX PAMH paspa6otaHa MogngukKaunsa npomMeXXHOCTHOM ypeTponnac-
TUKK. B xofe onepaunn BbINOSHAKT pa3obueHre cPOPMMPOBAHHOIO «ypoBaru-
Ha/IbHOro CMHyca» Ha f[Be MN30/IMpPOBaHHble APYr OT Apyra 4yactu — Bhnaranuviy-
HYIO N ypeTpasibHyl. locne pa3oblieHnsa hopMuUpyrT N30/IMPOBaHHbIE APYr OT
Apyra «ypeTpasibHYl» U «BfarajnHy» TPyO6KMU ¢ BHYTPEHHEeR KOXXHO-C/TN3UC-

TOW BBLICTU/IKOW M C opueHTauuen
MX BbIXOLHOr0 OTBEPCTUA COOTBETC-
TBEHHO MOA KJ/INTOPOM U Y HWXKHe-
ro nositoca npomMeXHoctn. [JHom
«ypeTpasnibHOW» TPYOKM CTAHOBUTCS
Hapy>XHOe 0TBEPCTUE XXEHCKOM ypeT-
pbl, a gunamMeTp COOTBETCTBYeT Aua-
MeTpy ChOpMMPOBAHHON CTBOJIOBOWA
yacTuU HeoypeTpbl U3 SIy4eBOro sioc-
KyTa (okosio 1 cm). [IHOM «BaruvHasb-
Holi» TpybKW CTAHOBUTCA MOJ/IOCTb
Bnaranuuia, a cqOopMUPOBaAHHbIM
Hapy>XHblli CBULW, W3 BarvMHasibHOM
TPY6KWN, KOTOPbIA BbIBOAAT HUXKHEr0

. noJsiroca NPoMe>KHOCTu (OKOI'IO 0,5¢cm
Puc. 8,6. Cxema pa3pes3a TKaHeill npu BbINOJ- B INAMET e) NDaKTUYECKN Hesame
HEHUN  MPOMEXHOCTHOW ypeTponaacTuku A pe), np

MeToaoM 06pa30BOHMA «ypoBarvnanbHOro TEH W aflIeKBaTHO BbIMO/IHAET CBOIO
CUHyCca». yHKUUO OoTBOAA BblAe/IEHUA W©N3
rnonoctun snaranuuwia {pmc. 8.6).

Vicnonb3oBaHue 3TOro MeToda MO3BOMIAET HAAeXXHO W30/IMpoBaTb MOJIOCTb Ba-
ranvia oT HeoypeTpasibHOW TPY6KM, TEM caMbiM UCK/IOHAsA 3abpoc MOUN NpuU akTe
MOYENCNYCKaHUA B MOJIOCTb Bfiarasinmuwia M HeEMosIHOe APeHUpoBaHue 0T Mo4Uun ypeT-
pasibHOro npocTpaHcTea. MNpoMeXXHOCTHas ypeTponsacTuka no3sBosseT BbINMONHATb
nauueHTy MOYemcrnyckaHue B MOSIOXKEHUU CTOA WM OCTaeTCs CaMOCTOATesSIbHbIM 3Ta-
MOM XUPYPrMYecKon Koppekuum nona. Kpome Toro, hopmMrpoBaHme npoMeXKHOCTHOM
ypeTpbl HEO6X0ANUMO B paMKax TOTas/lbHOM ypeTponaacTUKu.

Mpn BbINONHEHNN ypeTpoNaacTUKU B KayecTBe MacTUYECKOro martepu-
ana vauwe MCNonb3ylT TakK Ha3biBaeMbli «KUTAMCKUIA JNOCKYT» — KOXHbI
ayToTpaHcnaaHTar ¢ nepegHeli MOBEPXHOCTU Mpeansievybss Ha OCHOBe Ny4eBOW
apTepun M KOMMWUTaHTHbIX BeH. Pa3Mepbl Sly4eBOro s0CKyTa, MPUMEHSAEMOrO
ANs HeoypeTponaacTUKKU, cocTaBnaT 3-3,5 ¢cm Ha 18-20 cMm. J1y4yeBoi NOCKyT
BbIBOPAYMBAKT KOXEM BHYTpb M (hOpMUPYOT B TPpybKY Ha KateTepe donnes.
MpoKcUManbHbI KOHel, TPYOKM aHaCcTOMO3MPYKT C BbIXOAHbIM OTBEPCTUEM
ypeTpbl. AucTanbHy0 YacTb TPY6KU BbIBOAAT B AMUCTaNbHOM YacTu Heodanaoca
(puc. 8.7, 8.8).
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SHAOKPUHHAS XMpYprus

Puc. 8.7. dopmnpoBaHne HeoypeTpbl M3 Ny4eBOro NockyTa (cxema).

Puc. 8.8. A — 6okoBasi npoekuus ob6pasoBaHMsA «ypoBarMHasbHOro CuUHyca» (cxema); b — OKOH-
yaHune «ypeTpanbHOl» U «BarMHanbHOl» TPy6OK € hopMMpOBaHMEM BnaraavWHOro csuwa u
OHOCTOMO3a CO CTBOJIOBOI 4YacTbld HeoypeTpbl (Cxema).

PeBacKynapusaLlusi y4eBOro SI0CKyTa 3aK/loHaeTcsi B BbIMNOTHEHUM MUKPOCOCY-
AUCTbIX aHACTOMO30B MeXAy apTepueli 1 ABYMst KOMMUTAHTHbLIMWU BEHaMK U apTepu-
el 1 BeHaMW HUXKHEro anuracTpasibHoro cocyAnucToro nyuka {puc. 8.9).

Puc. 8.9. A — cdbopmupoBaHue Heodannocc us TAJ1 co CTBONOBOW 4YacTbio HeoypeTpbl U3 Ny4YeBO-
ro nockyta (cxema); b — peBackynapusauus n penHHepeauus Heodannoca co CTBOSIOBON 4YacTbio
HeoypeTpbl (cxema).
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Po3gen 8. Koppekuusa nono

dcTeTuyeckne onepauunm B ypoOreHWTanbHOW 067acTv, 3HAONPOTE3MpoBaHMe
Heodasnnoca

MaumeHTam 06bIYHO NpeasiaralT cnefyownii nepeyeHb 3CTETUYECKMUX KOPPUTU-
pYyHLNX onepaunii;
= hopmMmpoBaHne BeHeUYHO 60p03abl 1 co3gaHme ros1IoBKU Heodasnoca,;
* rnaacTMka MOLLIOHKW C 3HA0MPOTE3UPOBAHMEM SINYEK CUSIMKOHOBLIMWU MpOTe-
3amu;
* 3HAO0MpoTe3npoBaHne Heodasnsnoca (NPU OTCYTCTBUU UM HEAOCTATOYHOCTU
penHHepBaunn MbiWLbl Heoannoca).

dopmMupoBaHMe BEHEYHOI 60p034bl HAUYMHAKT C pa3MeTKM npegnosaraemoi
BEHEYHO 60p034bl, 3aTeM MO pa3MeTKe NPOBOAAT Ae3aNNAEPMU3ALNI0 MOMOCKY KOXU
wupuHoin go 0,5 cm, NpM 3TOM HEOBXOAUMO COXPaHUTb CBA3b Ae3aNUAEPMU3NPOBaH-
HOIA KOXXM C ro/10BKOM Heodhannoca BA0Mb IMHUM pasMeTKU Mo naTepasibHOMY Kpato.
B TOM >ke Hanpas/eHUN 0T NPOKCMMAasIbHOr0 Kpas Ae3nnaepMU3NpoBaHHON KOXN K
ero AUCTanbHOMY Kpato, Nno BCEMY MEPUMETPY, MOBUNN3NPYIOT COBCTBEHHO AepMaUlb-
HbIA CNOA TakXXe WupuHoi o 0,5 M, ocTaBnAA TKaHeBble CBA3WN MO0 AUCTa/IbHOMY
Kpaw Ae3nnaepMmn3npoBaHHoi Koxku, B 06ractu y3geuku LWmMpuHa gesnngepmMmsn-
POBaHHOM KOXXM CBOAUTCS Ha HET, OCTaeTCs MHTaKTHas KoXKa, MUMUTUpYoLLLas y3aey-
Ka Ha wupunHy 0,5 cm. OTcenapoBaHHY AepMy CBOpayMBalT B BaJ/IMK U MO BCEMY
NepuMeTpy YKpbIBaKT Ae3NNAepPMU3NPOBAHHOM KOXXEW, coXpaHas KoHhurypaumio
CBEPHYTOr0 Basinka NoAfep>XuBalLLnumM LBaMU.

CKpoTON/1acTUKY BbIMOSTHAKT Moc/e 3aBepLleHns MPOMeXHOCTHOM ypeTponsiac-
TUKW, KOrfga MosiocTb BAaranwa yKpbiTa CLUUTbIMUA MEXAY €060/ 60MbLIMUA
NMosioBbIMM Fy6amu. YUuTbiBas XOPOLUYK 3/1aCTUUYHOCTb U PacTSXXUMOCTb TKaHel
601bLWMX N0M0BbIX Fy6, CKPOTON/AACTUKY BbINOAHAKT NyTEM MOMELLEHUS 3HA0MpPO-
Te30B SAMYeK B J10XKe, CQOPMUPOBaAHHOE B UX TKaHAX. DHAOMNPOTE3bl ANYEK YyCTa-
HaB/MBAKT B 30He 60/IbLUMX MOMA0BbLIX MY6 MPOEKUUOHHbLIM MOMepeYHbIM A0CTYMNOM
(NepneHANKYNAPHO NO3MLUK 601bLUNX NOMOBbLIX Fy6) ANVHON A0 3-4 cM. PuKcauuio
3HO0MNPOTE30B AMYEK B MOSIOCTU CROPMUPOBAHHOM MOLLOHKM He NPoBoAAT, obpalyas
BHMMaHWe /INLb Ha NPaBUIbHYIO MO3NLNI0 UX YCTAHOBKN — MaKCUMaslbHO 6/1M3K0
K 0CHOBaHM 0 Heodhasnoca,

dannoaHgonpoTe3npoBaHne BbIMOSHAKT B CNydae OTCYTCTBUSA peuvHHepBauuun
MbILLLLbI Heothasinoca B cpoku 10-12 mec. A Takyke nocsie annoniactuku, npu cna-
60M BapmaHTe peMHHepBaLVM MblILLLLbI JIOCKYTAa, Hanps>XXeHne KOTOPO He N03BoNsSeT
nauueHTy NpoM3BoAMUTL MHTPOEKLMIO Heothannoca. Jna dasnsiosaHfonpoTe3npoBaHns
MCNONb3YIOT ABa CUJIMKOHOBLIX NpoTe3a gnametpom 8-10 ¢M 1 A/INHOM, COOTBETCTBY-
ILwer gnnHe Heodhanoca.

OnepaTuBHble BMellaTeNbCTBA, MPUMEHAEMble NPpU PEMUHU3NPYIOLL el
TpaHcopmauumu

B oT/inumne oT MacKy/IMHU3NPYOLLEN, (DeMUHU3NPYIOLL Y0 TpaHCcopMaLuo ocy-
LLLeCTBNAIOT B OAMH, KpaiiHe peaKo, B ABa sTana:

B BarnHoONNacTukKa;

B (heMUHU3UPYIOLLLAS MamMMoniacTMKa.

OTCYTCTBME MHOFO3TAMHOCTU XMPYPTrUUECKOT0 SIeUeHUss MK TpaHcceKcyasinama
NpUBOAMT K TOMY, UYTO NaLWEHTbl HE UMEIOT BPEMEHW /1St MOCTENEeHHOW colunanbHo-
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OHAOKPUHHASA Xnpypnus

6bITOBOV afganTaumu, Kak 3T0 MPOUCXOAUT MPU MacKy/TIMHU3NPYHOLLENn TpaHchopma-
LMK Ha 3Tanax XMpyprnyeckor cMeHbl nona. B cBA3M ¢ 3STUM NoCTaHOBKa NoKa3aHWi
K XWPYPrMYEecKor CMeHe rofia ¢ MY>CKOF0 Ha >XEHCKU — 6osiee OTBETCTBEHHAs
npouegypa. 310 NPUBOAUT K HeobxoAuMOCTU 60see ANINTeSIbHOro HabnwgeHnsa 3a
nauneHTamm nocsie CMeHbl NacNOPTHOro nona.

BarnHonnacTtuka

MnacTuka Bnaranuwa npu GeMUHU3IMpYLen TpaHchopMaLum— OCHOBHOE
N ornpejensioliee ornepaTtMBHOE BMeELLATENbCTBO Yy AaHHOW rpynnbl nayueHToB. Mo
JaHHbIM NUTepaTypsbl, Y TpaHCcceKcyasioB 419 N1acTUKN BRaraauviia Hanbosee 4acto
NCMNONb3YHT TKAHEBOM MaTepmasl N3 KOXXU NMOSI0BOro YsleHa.

OpuruHasnbHy0 MeTOAUKY NAacTUKU BRaraivwa MeToAoM «MNeHasibHOW MHBEp-
CMW» C YyBCTBUTENBbHOM KAUTOPONAacTUKoOi npeasioxkmnn Petrovic S. (1993). MeTop,
3aK/1l04aeTCca B cO34aHMM KNMTopa U3 hparMeHTa rosioBKM MosI0BOr0 YsieHa Ha gop-
CaNbHOM COCYAMNCTO-HEPBHOM HOXKe B KOMMJ/IEKCE C MCM0/b30BAHMEM AMNCTasIbHOro
oTAesia CNOHIMO3HOM TKaHW ypeTpbl U OCTaBLUEACA TKaHW ro.TOBKM MOJSI0BOro YieHa
ANna co34aHuAa CNM3UCTOM MPOC/IOAKM MO Bcel AnMHe HeoBnaranuwa. nybuHa
HeoBMaraauuwa BapbupoBasa ot 9 o 18 cm B 3aBUCUMOCTU OT MoLLaAn AOCTYMNHOWN
KO>XW M0J10BOr0 YsleHa.

MwunaHos H.O., AgamsaH P.T. n gp. (1995) paspa6otann co6CTBEHHYIO MOAU-
thvkaumnio nnacTMKM HeoBnaranuiia, WCKAYAKLWY HEAOCTaTKU KNacCUyecKom
METOAVKM N MO3BOIAIOLLYI0 MOAYUYNTb 06beMHOe HeoBNarasmwe ¢ NpAMbIM pacno-
NOXEHMEM ero 0CU 1 COXPAHEHHOW 3PO0reHHOM YyBCTBUTE/TbHOCTLI0 €ro CTEHOK U AHa,
B pesynbtate 3Toli MoaumKaumm aBTopbl MOAy4YarT KOXHbIA yT/Sp NOM0BOro
yfieHa ¢ coXxpaHeHHbIM aBTOHOMHbIM MCTOYHUKOM KPOBOCHAGXEeHUS N MHEHpBaLUN
NONYYEeHHOro Komrsiekca TkaHei. KynbTio ypeTpbl TakXXe BbIBOAAT B 06/1aCTb BepX-
Hero nosica npeaasepusa Heosnaraauwa ¢ GOpMUPOBaHMEM HapPYXXHOro ypeTpasib-
Horo ceuwa. lMpeaasepue HeoBfaraauwia U MNosoBble rybbl (hOPpMUPYIOT M3 OCTaB-
LInXcsa TKaHen mowoHKM {puc. 8.10).

Puc. 8.10. A — wmoaguduULMpOBaHHbI .MeToA nnactukum Bnaranuwa {cxema). ®opmupoBaHue
KOXHO-CMOHIMO3HOTo ytnapa Ansa Heosnaranuuia. b — tonorpadua Heosnaranuuwa B o6nactu
npomMeXxHocTu (cxema).

Takum o6pasom, MeTof MOANDULMPOBAHHOM NMeHanbHO UHBEPCUW BKOYaeT
B cebs BblaeneHNe [OpPcasibHOro COCYAMCTO-HEPBHOro My4ykKa MyTem CcKesieTusa-
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Pasgen 8. Koppekuyua nona

LUMN KaBepHO3HbIX Te/ C WUCMOSIb30BAHUEM MPEUV3NOHHON TEXHUKU AUCCEKLUN
BO BpeMsi onepauun. OAHAKO NMpU 3TOM PUCK MOBPEXAEHWS MesIKUX COCYAMCTO-
HEPBHbIX CBSI3eil [OpcasibHOro COCYAMCTO-HEPBHOr0 My4ykKa C KOXeli MnosoBoro
uneHa, OPUEHTUPOBAHHbLIX B BEHTPa/IbHOM HanpasB/fieHUU, OYEHb BbICOK, UYTO
MOXXeT MOB/IMSATL Ha KPOBOCHAGXeHWe U MHHepBauuilo CTEHOK (DOPMUPYEMOro
HeoBnaraauwia.

B HacTosilee BpeMsi pa3pa6oTaH U BHeApPEH B KJAMHUYECKYIO MPaKTUKY Bapu-
aHT MOAU(MUNPOBAHHOW MNeHaNbHOW WMHBEPCUM, MPU KOTOPOM HeoBarasuviie
HOpMUPYIOT M3 €4MHOF0 KOMMJIEKCA TKaHel, BKAOUAOLWEro Koxy 1 CroHrmosHoe
TE€/10 TO/IOBKM MOJI0BOrO Y/leHa Ha COCYAUCTO-HEPBHOM HOXKe, (hparmMeHTOB 6efoy-
HbIX 060/104€K KaBEPHO3HbIX TEJ1 MOSIOBONO YsieHa U hacunmn baka. Mpu 3ToM Aop-
casibHbIA COCYAUCTO-HEPBHbIM MYyYOK OCTaeTcs MHTAKTHLIM BO Bpemsl onepauuu.
Mofo6HbIA TeXHUUYECKU A MpueM MCK/YaeT TpaBmaTu3aluilo Kak mMarucrpasb-
HOFO COCYAMCTO-HEPBHOTO My4kKa, TaK U MaKCMMa/lbHO BO3MOXKHOFO KOJIMYECTBa
MENIKUX COCYAMCTO-HEPBHbIX CBSI3e/l A0pcasibHOr0 COCYAUCTO-HEPBHOIO My4ka ¢
KOXKEe N CMOHIMO3HbIM Te/IOM TFO/I0BKWU MOJSIOBOMO Y/IEHA, YTO OKasblBaeTCsl BaXK-
HbIM MPENMYLLECTBOM AaHHOI0 MeToAa. Bo3MOXXHOCTb (DOPMUPOBAHUS PUTUAHOFO
TsHka U PUKcaums ero MpPoKCUMasibHOW 4YacTu K cTabusibHbIM aHaTOMUYEeCKUM
CTPYKTypam MPOMEXXHOCTU B MPOEKLMN BXofa HeoBarasmuia rapaHtmpyet obec-
neyeHne CTabUNbLHOIO MPOCTPAHCTBEHHOrO0 PacrosioXKeHUs cHOPMMUPOBAHHOIO
HeoBnaranuvua B NosocTU Masioro Tasa.

demMunHu3npyowass maMMonaacTmka

deMUHU3MPYOLWAsa MaMMonaacTuka npu XMpypruyeckom fiedeHUn TpaHcCeKey-
anu3ma He UMeeT NPUHLUNMABHBIX OTIMYNIA 0T YBe/IMUYMBAIOLLLE/ A MaMMONIacTUKN
CUJTNKOHOBbIMM 3HA0MPOTE3AaMM Y XKEHLLMH ¢ annasuveii uam runonnasmein MosoUHbIX
xenes.

CnepyeT yunTbiBaTb, UTO paHO HayaTtas W, B psge cny4daeB, ucumucnsiemas gan-
TeNbHLIMU rofamu Tepanusa scTPoreHamMmu, HasHadYaeMasi eLLe 10 Havana xmpypruyec-
KOl CMeHbl nona npu eMnHU3npYytoLLeli TpaHcopmaLum, NPUBOAUT MOYTK BO BCEX
cnyyasax K ropMoHasIbHOMY YBEIMUYEHUIO YKEeNe3UCTo TKaHW B 06/71acTU TpyAHbIX
»xenes. Mony4veHHbIN TaKMM 06pa3om 3cTETUYECKNIA pe3yibTaT ropMoHasIbHOM hemMu-
HM3UpYLWel MacTTpaHchopMaLmn yA0BETBOPSIET YacTb MaLMEHTOB, U BbIMOJIHe-
H1e PEeMMHN3MPYIOLLLE MaMMONIacTUKN He TpebyeTcs.

O6uine NPUHUKUNBLI XMPYpPrAYeckKoli Koppekuuu nona

AHanu3 onbiTa, HaKOM/EHHOro 3apy6eXXHbIMWU M O0TeYeCTBEHHbIMW crieuunanuc-
TaMu B 06/1acTy fied4eHNs1 TpaHcceKcyasim3ma, nokasbiBaeT 3aBUCUMOCTb ObICTPOM U
KayecTBEHHOM couuanbHO-M0/I0BO ajgantaumu NaumeHToB 0T KayecTBa (PYHKLMO-
Ha/IbHbIX N 3CTETUYECKMX pe3y/ibTaToB onepauuii No cMeHe nosa.

Mpu npoBegeHUN XMPYPrMYECKOW CMEeHbl Mona NPUHATO NpuaepXmeaTbca npa-
BUJIbHO XUPYPTrMYECKON TaKTUKM U 3TanHOCTU onepaumii:

B MVHMMaNbHO-Heo6XxoAnMasi 4O0CTaTOUYHOCTh;

m ocnefoBaTe/lbHOCTb ornepaunii (0T TEXHUYECKN NIErKUX K TEXHUYECKU C/0X-
HbIM, OT onepaunii ¢ MEHbLUMM XUPYPrUYECKMM PUCKOM K onepauunsm ¢ 60b-
WM XMPYPTrUYECKUM PUCKOM);

LI BO3MOXKHasi 06paTumMOocCTb;
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OHAOKPUHHAA XMPYpPrust

® PYHKLUMOHANbHAs MPUro4HOCTb;

LI 3CTETUYHOCTb.

MoHATUE «MUHUMaNbHO-HEOGX0ANMAsT AOCTATOYHOCTL» 3aK/toyaeTcsl B TOM, YTO
3aBepLUALLMM 3TanoM XMPYPrMYEeCcKoi CMeHbl Nosia Npu TpaHcceKcyanname cTaHo-
BUTCA TOT 3aTan orlepaTUBHOIO BMeLLATe/bCTBa, Moc/ie KOTOPoro, Mo MHEHUIO Mauu-
€HTa, MPOUCXOAUT ero coumanbHo-6bIToBast agantaums. ToslbKo cam NauMeHT MOXKeT
pelwmnTb, Ha KaKOM 3Tare XMpypruyeckoi CMeHbl Nosia eMy Hago 0CTaHOBUTLCS U HaZo
NN NPOATK BECb NMYTb XMPYPrUUYECKOoi KoppeKLunmn [0 KoHua. YTo KacaeTcs Bpaya, To
OH NPUHUMAET peLleHne 06 OrpaHNYeHNM 3TANHOCTU UM NOSIHOW OCTaHOBKe XUPYP-
rMYecKoli CMeHbI Nosia TOMIbKO MO abCo/TITHLIM MEAMLIMHCKUM MOKa3aHUsM.

B psage cnydaeB naumeHTbl NPU MacKyIMHU3NpPYOLW el TpaHchopMal My 0TKasbl-
BaOTCS OT AasIbHENLLMX onepaLnii No cMeHe nosia nocsie yaasieHUst MOSI0YHbIX YKeses,
KOrja yCTpaHsAeTCcsl eAMHCTBEHHbIN BU3YasibHbIN NPU3HAK NPUHAAIEXHOCTU K XKeH-
CKOMY rosly. Janeko He KaXAblii npeacTaBUTeNlb MacKy/IMHMU3MpPYIOLLel TpaHcdop-
Mauum HaxoauT Ansi ce6st HeobxoaMMOl onepaLuio No GOPMUPOBAHUIO HEOYPETPbI,
HEKOTOpble NaLMeHTbl 0TKa3bIBalOTCS OT 3CTETUYECKOW KOPPEKL MU Heodansoca 1
ap. Agantayms K counanbHo-6bITOBOM 06CTaHOBKE Yy MaLMeHTOB MOXET HaCTynuThb
nocsie /1t06oro aTana onepayuii, YTo CHUMAET HEO6XOAUMOCTb MOCMEAYIOWUNX XMUPYP-
rMUYecKMX BMELLATeNbCTB.

OfiHaKo, C ApYroli CTOPOHbI, B COBPEMEHHbIX YC/TIOBUSIX M0 Mepe Toro, KakK TpaHc-
ceKcyasibl pacKpenoLalnTcsl B MCUX00rMYECKOM MaHe U CTaHOBATCS 3alluleHHee
B COLMa/IbHO-NMPaBOBO Ccpepe, 0TMeYaeTcs Apyras TeHAEHLUMs: NoBbllIeHWe Tpe6oBa-
HUIA, NPeAbABAEMbIX NaUUeHTaMU-TPaHCCeKCyaslaMn K CBOEMY BHELLHEMY 06/IUKY,
N YCNOXKHEeHMe 3afad4, KOTOpbIe OHU CTaBSAT NMepes XMpyprom (Koppekuus YepT nnua,
yCcTpaHeHue Kaablka, M3MeHeHWe TeMGpa rosioca U T.M.). TakuM o06pas3oM, XMpyprus
CMeHbIl Mosia pasBMBaETCS B IBYX HamnpaBfieHUsIX: yydlleHne QyHKLUWUOHAIbHOIo U
3CTETUYECKOro pe3y/ibTaTa OCHOBHbLIX KOPPUTMPYOLWMX onepauuii U paclumpeHue
apceHana njacTMyeckmnx onepauuii NnyTeMm BHEAPEHUS METOAUK MO KOPPEKLMU BTO-
PUYHbIX MOJIOBbIX MPU3HAKOB NP U3MEHeHWM nona.

HOpnanyeckmne acnekTbl OKasaHUA MOMOWM NayumeHTamMm C HapylleHUs-
M1 NOI0BOW NOEHTUNYHOCTUN

TpaHccekcyannam — opuumasibHO NpPU3HaHHOE Ha TeppuTopun bbiBwero CCCP
ncnmxmyeckoe pacctponctso (wmngp 302.5 cornacHo MKB-9 n DSM-I1I-R n wngp
F64.0 cornacHo ICD-IIl). N3meHeHne nona B 6biBleM CCCP 6bi10 ouLmnasnibHO
paspeLleHo 1 ocTaeTcsa AelicTBYIOLLEN Ha TeppuTopum Poccumn NpakTUKONA nNpu «rep-
MapoanNTU3MED.

PaccTpoicTBa NonoBOM WAEHTUYHOCTWU, OAHMM W3 BapMaHTOB KOTOPbIX SABMSA-
eTca TpaHcceKcyanmam, OTHOCATCA K 4ucny Hawubonee npobneMHbiX obnactei
ncnMxmaTpum U CeKConlormm M OCHOBHOM MPo6s1eMOi, C KOTOPOM CTasIKMBalOTCA Kak
crneunanuncTel, Tak U MauueHTbl, OCTaeTCA OTCYTCTBUE eAUHbIX OpraHm3aLunoH-
HO-NPaBOBbIX OCHOB OKa3aHWA MOMOLLM TakKuM 60/bHbIM. OTAe/IbHble MpaBoOBble
N IOpUANYECKME acMleKTbl 0CBeLleHbl B YMOMWHAaeMbIX HaMu B HacTosLlel rnase
[OKyMeHTe; «CTaHAapTbl OKa3aHWs MeAULUHCKOM MOMOLLM NP HapyLLUeHNAX NoJsio-
BOW MAEHTUYHOCTU» MeXXAyHapoaHoi accoumnaLmnm reHaepHbIX paccTpolicte Mappu
BeHpxaMuHa. Tak, AaHHble cTaHAapTbl pernamMeHTUpPYIOT BO3pacT Hadana 3amec-
TUTENbHOW ropMOHasIbHOM Tepanuu (18 neT), a Tak)Ke NpuU3bIBAKOT Bpadeil K 0653a-
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Pa3gen 8. Koppekuua nona

TesSIbHOMY MOAMNMCaHUI0 MUCbMEHHOI0 COr/Tacns NnauvieHTa Ha NpPoxXoXKaeHue sieyeHus
ropMoHasIbHbIMW MpernapaTramMu.

B Poccuun aHanorom gaHHoOro JoKymeHTa MOXKHO cumTtaTh MNMpukas MuHuctepctea
3apaBooxpaHeHus P® Ne 311 ot 06.08.1999 «O6 yTBEPXAEHUU KAMHUYECKOr0
pykosogacTBa «Mogenu ANarHoCTUKW U JIeYeHUSA MCUXUYECKNX WU MoBefeHYEeCKNX
pacCTPOMCTB», rae TakKXXe W3/100KeHbl CBeAeHWS 0 PacnpocTPaHEHHOCTU AaHHOro
ABMEHNA, peKoMeHZauun no popMy/IMpoBKe AMarHo3a, OCHOBHble MPUHLUMNbLI Ava-
FHOCTUKMW, fleYeHUsS N MOHWUTOPUHIa Mgel ¢ pasfIMYyHbIMX TUNamMyn HapyLleHUs
NosioBOM ayTongeHTUMMKaLm, ofgHaKo JaHHOe KITMHNYECKOe PYKOBOACTBO He OCBe-
LaeT Kakue-nnbo npasoBble acnNeKTbl TPaHCcceKcyanm3ma.

OCHOBHbIM [JOKYMEHTOM, persiameHTUpyLWMM npasuia QopMySIMpoBKU Aua-
rHO3a B c/lyvyae HapyLleHWs NoJsI0BOM MAEHTUYHOCTU, B Poccnm B HacToslLLLee BPEMS
octaetca MKB-10. OtcyTcTBME B Poccum 3aKoHoAaTesIbHbIX HOPMATUBHbBLIX aKTOB,
perynupyroLimx ycTaHOBIEHME MOJSI0BOM MNPUHAANEXHOCTU N N3MEHEHME Fpax-
[JAHCKOro rnosa, co3faeT B MPaBOBOM OTHOLUEHUWN HEOMPeAesIEHHYH CUTyaLuio.
Bonpocbl MegMLMHCKOro obecrnevyeHUss 1 NpaBoBOM pPerynsumnm oKkasaHms Meaunko-
coUManbHOM MOMOLLM 1AM C paccTPoMCTBaMM MOSI0BOA MAEHTUYHOCTU B HACTOS-
Lee BPEMSA He peLUeHbl.

3akoH «O6 aKTax rpakgaHCKoro coctosHusa» oT 15.11.1997 cogep>kuT cT. 70,
COrslacHO KOTOPOM «3akK/ilovyeHWe 0 BHECEHUW WCMpPaBAeHUs WAN U3MEHEHUS B
3anmcb akTa rpaXkgaHCcKoro CoCTOAHWA COCTaB/ISIeTCA B c/iyyae, ec/iv... npeacras-
NeH JOKYMEHT YCTaHOB/IEHHOM (hopMbl 06 M3MEHEHUW M0Na, BblAAaHHbIA MeguLUH-
CKOWM opraHmsauueli». Mexay TeM faHHas HopMa He MOXeT 6biTb peasin3oBaHa B
MoSIHOM Mepe, MOCKOJIbKY [0 CUX MOP HUKaKOW «yCTaHOBMEHHOW (hopMbl» [OKY-
MeHTa 06 M3MeHeHUWN nona He cylecTByeT. Ero paspaboTka HaToO/IKHYacb Ha Kap-
OVHAaNbHO pas/inyHble NpeacTaB/eHUA B OPUANYECKUX N MEAULUHCKNX Kpyrax o
rnocnefoBaTelbHOCTU CO6CTBEHHO MEAULMNHCKUX U COLMasibHO-NPaBoBbIX Npoueayp
(onepaTvBHasA PEKOHCTPYKLUMUSA MNona N CMeHa rpaXAaHCKoro, UM nacnopTHOro
rnosa, T0 ecTb NepemMeHa UMeHN).

Taknm o06pa3om, B HacToslLLee BpemMs Mpu OTCYTCTBUU eAUHON 3aKOHOAaTeIbHOMN
6a3bl, perynvpyroLlein npaBoBble acneKTbl TpaHCCEKCYannM3ma, NPUHLWAbI 1 nops-
[OK ANAarHOCTUKWM, Ha3HavyeHUs ropMoHasibHOW Tepanuu, npoBedeHUs CeKC-TpaHce-
thopMaLMOHHLIX onepauuini U CMeHbl AOKYMEHTOB pPa3/finyHbl He TO/IbKO B pasHbIX
CTpaHax, HO U B pa3HbIX ropogax Poccuun n ctpaH CHI. Bo3M0OXXHO, 3aKoHoAaTe/ibHoe
paspeLueHne NpobaemMbl TpaHCcCEKCYaIM3ma U CMeHbl NMosia MOXXHO NMPON3BeCTU NyTeM
MoANUKaALMK, 3a CYET BHECEHUS COOTBETCTBYHOLLMX MOMNPAaBOK B CyLLeCTBYOLLNE
3aKoHo4aTesibHble aKThbl.

B HacTosiLee BpeMs B nNpoleaype obcnefoBaHUsA, yCTaHOBAEHNSA AnarHosa n noc-
Nnegywwmnx MeponpuaTuin, Hanpas/eHHbIX Ha U3MEHEHME Nosla 'y NaLneHToB ¢ TpaHc-
cekcyasiu3aMoM, MOXXHO YC/TOBHO BblZe/INTb HECKO/IbKO OCHOBHbIX 3Taros.

m [epBblA aTan cCOCTOUT B MCUXMATPUYECKOM 3KCcNepTu3e, MpoBOAMMON amby-

NaTtopHO MAW CcTaumoHapHo. CornacHoO 3akKUYEeHU 3KCMEePTHOM KOMMUCCUW,
B C/lyyae YCTaHOBJ/IeHUA AMarHosa «TpaHCCeKCyaslu3mM», PEKOMEHAYHT CMeHY
MacnopTHOro rosia 1 MOryT PeKOMeHA0BaTb XNPYPTrUYECKY KOPPEKLMIO.

m BTOpoii aTan cocTOUT B M3MEHEHUN FPpadkAaHCKoro (nacnopTHOro) nosia co cme-

HOW BCeX AOKYMEHTOB. Ha 3TOM 3Tamne MOXXHO HavyaTb FOPMOHa/IbHY0 Tepanuio.

m TpeTwuii 3Tan BKAOYaeT B Ce68 XMPYPruvecky KoppekLmo Mopdoormyecko-

ro rnona, Hapy><HbIX NMosiI0BbIX OPraHos.
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DHAOKPUHHASA XMpPYyprus

fepmadppoanTmnam*

FepMmacpoAnNTU3M — HapyLLeHWe MosioBoi AnddepeHUMpoBKU. og TePMUHOM
«rceBaorepmMapoauTmM3aM UAU AOXKHbIA repMadpoanuTmMamM» Heobxogmmo nogpa-
3ymeBaTb HECOOTBETCTBME CTPOEHWUS HapPY>KHbIX MOJI0BLIX OPraHoB Mo0BOM MNpwu-
HaANEeXHOCTN MOMOBbIX Xefe3. TepMUHbl «MYXXCKOM» N «KEHCKUi» 0603Ha4varT
COOTBETCTBYIOLLYIO MPUHAANEXHOCTbL MOMOBbLIX >Xesie3, KoTopas OfHOBPEMEHHO
oTpaXkaeT M reHeTu4veckuii nos. Bnepseble TepMUH "repmadpoanTmsM™ BCTpeyaeTcs
B rnponssefeHuax epogoTa.

MaTtoreHes

Monosoe hopmrpoBaHMe NPOXOAUT HECKO/IbKO 3TanoBs:

B 3Tan «reHeTUYECKOro rnonav;

m 3Tan AnddepeHUMPOBKIM MOJI0BbIX Xerie3 ¢ ornpefesieHneM «roHagHoro nosa» v

NOoTEHLMaNbLHOro HanpasAeHUs PenpoayKTUBHON PYHKLUWN;
W aTan opMUpoBaHNA «rOPMOHA/IBHOr0 Nosia» ¢ npeobnagaHnemM Tex UM UHbIX
Mosi0BbIX FOPMOHOB;

m DopMUpPOBaHME «COMATMUYECKOIO Mosiay;

B 3Tan onpefeseHNs «rPadKAaHCKOro nosay, onpeaensaoLw i NoaoBoe BOCIUTaHNE.

FeHeTUYECKM Mo sMO6PMOHA, CHUTaLWNIACSA NePBbIM LLIAroM B AnddepeHLMpoB-
Ke MoJsI0BOM NPUHAaAMEeXHOCTUN, onpeaesigeTcs B MOMEHT 0N/1040TBOPEHUSA. K MOMEHTY
poXkaeHus pebeHKa ero reHeTMyeckas rnonosast NPUHaAIeXHOCTb YeTKO onpejeneHa
N HE MEHSIETCA Ha MPOTSXXEHUN BCEWN XKU3HN.

Habop rnosioBbIX XPOMOCOM M reHOB ayTOCOMHbIX K/1ETOK 3UTr0Thl 3anyckaeT mexa-
HM3M AN DHEPEHLINPOBKIM KIETOK M TKaHer NooBbIX Xenes. YesoBevecknii SM6pUoH,
HEe3aBMCMMO OT KapunoTuna, pa3BmBaeTc KakK MHTepceKcyasbHbI A0 6 Hen 6epeMeH-
HocTu. MepBnYHas HegudhepeHLMpoBaHHas Nos0Bas Xenesa obpasyeTcs N3 LenoMu-
YECKOro annTeINA No Kpak YporeHUTaslbHOro rpebHs, npuieras K nepBMYHON NoYvke v
HaAMno4YeyHUKY. VIMEHHO reH, UrparLmini KpUTUYECKYH Pofib B Pa3BUTUN MepBUYHON
MnoyYkKn, — reH onyxonm Bunbmca {Wilms tumor gen — WT-1, pacnonoxeH Ha 11 xpo-
MOCOME), COBMECTHO CO CTeponoreHHbIM hakTopom-1 (SF-1, xpomocoma 9), 3anyckawT
MeXaHVU3M pas3BUTUS GUMOTEHLMANIbHOM MOMIOBOM >Kenesbl, y4yacTBys B MuUrpauum B
Hee NepBUYHbIX FeEPMUHATUBHBIX KNIETOK U3 06/1aCTV OCHOBAHMUSA >XEeNTOYHOIro MeLlKa.
Mwurpayns npomcxoguT go 6-7 Heg sMO6pPUOHaIbHOIO PasBUTMA N C OKOHYaHWEM 3TOro
npouecca 3akaHuymMBaeTCca UHANMDEPEHTHAA CTagMA Pa3BUTUSA NMOMOBbIX Xeses.

KntoueBbiM 3BEHOM npoLiecca AuddepeHLMPOBKM NO0BbIX Xene3 u hopMnpoBaHums
roHagHoOro nonaa cuyuTalT MpeBpalleHe MepBUYHbLIX 6UNOTEHLMAIbHBIX MO0JS1I0BbIX
XKese3 B ANUYKO UAN ANYHUK. YCTaHOB/IEHO, YTO eC/1n Y M.MoJda XXeHCKOro rnona cyLect-
ByeT aBTOHOMHas TeHAeHUMA K heMUHU3aL MK, To rnpouecc hopMmMpoBaHUS Naoga My>K-
CKOrO0 rosia aKTUBHbIN 1 TpebyeT 0653aTesIbHOro Hanuuus Y XpomocoMmsbl. MocnegHss
COAEPXKUT reHbl, onpeaensaoLlmne pa3BmuTme NosI0BbIX Xenes My>CKoro tuna (SRY-sex
determining region ofYchromosome., npeacTasneH eAMHCTBEHHOM Konueit). OTcyTcTBUE
SRY vnu ero myTtaumm y naofa reHeTMYeCKU My>XCKOro nona npuBoanT K areHe3nu nnuv

B HacTosilwee BpeMs TepMWUH ycTapeBaeT, W B COBPEMEHHOM MeAVLWHCKOW nuTepaType
roBOpsiT 0 HapyweHUn OPMUPOBAHUA Mona.
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Papgen 8. Koppekuusa nono

ONCreHe3nn TKaHN AnyKa, HenosIHOLLEHHOMY (hOPMMPOBAHUIO OCHOBHbIX CEKPETOPHbIX
3/1IEMEHTOB AnYKa (NPoAYKLUUM TEeCTOCTEPOHA M aHTUMIONEPOBOro hakTopa).

CyluecTByeT MHOXeCTBO Mofeseil Toro, Kak nonoonpegenstoLwme reHbl MOryT B3a-
MMofercTBoBaTb Mexay cobo. OAMH M3 BO3MOXKHbIX BapMaHTOB MPeasioKeH Ross
Hawkins: SRY nogaBnsieT akcrnpeccuio eguMHCTBEHHOW Konum DAX-1 (reH nokyca
X XpomocoMbl — Xp21) y nnoga ¢ kapuotunom 46XY, ¢ hopmmpoBaHmeM nsoga rno
MY>XCKOMY Tuny. B oTcyTcTBMe reHa SRY, npouecc roHagHom anddepeHLnpoBKn
KoHTponupyetca DAX-1 (npefAcTaBneH ABOMHOM KOMMeW y naoga ¢ KapuoTUMom
46X X) c obpazoBaHneM andHuKa {puc. 8/11),

My>Kckue
Knetkn — » TecTocTepoH BHYTpeHHVE 1
/ Hapy>XHble
Anuko
Perpeccusa
HpOME)KyTOHHaH-—-" _ ' Knetku > AMr WFWBEH%
Mmesogena BunoteHuynan NPOnN3BOAHbBIX
KneTtku
\Y
AMHHNK *  OCTporeHsin
ANYHUK MPorecTepoH
N Teka

Puc. 8.11. OcHOoBHble 3Tanbl AucdepeHUnpPoBKM MNOM0BbIX Xene3 (cxema, no Jamie Foster, Ross
Hawkins).

AnddepeHurpoBKa CUCTEMbI NPOTOKOB (MIO/INIEPOBLIX N BOJIb(OBbIX) BO BHYT-
pPEHHME MOM0BblE OpraHbl HaYMHaeTCcs elle A0 hopMUpoBaHUSA MPU3HAKOB MOI0BOWA
NPUHaAEXHOCTM MOM0BbIX >ene3. OHM He yyacTBYKT B 06pa3oBaHMU MOM0BbIX
)Kenes, HOo cny)kat npealecTBEHHUKaMu APYTrnMx BHYTPEHHUX MOJI0BbIX OpPraHoB.
Tak, U3 NPon3BoAHbIX BO/IbPOBLIX MPOTOKOB Y M/104a FeHETUYECKM MY>XXCKOro nona,
K 9-13 Hepn ambpuoreHesa noj AeicTBMEM HapacTatoLLero /IOKasIbHO BbICOKOr0 KO-
YyecTBa TecToCcTEPOHA 06pas3yloTcsA CeMSABbLIHOCSLLME MPOTOKM, CEMEHHbIE MY3bIPbKN
M NpMpaTok sinyka. Mpon3BogHble MIOJ1I/1EPOBLIX MPOTOKOB Y MJ1og4a MY>KCKOro nosa
perpeccupyoT nog BAMAHMEM aHTUMIONepoBa (hakKTopa, CEKPeTUPYeMoro K/ieTkamm
CepTonun sinUKa, y XXEHCKOro njo4a U3 HUX pa3BuBalTCsa MaTtoyHble TPYObl, MaTKa U
BEPXHSAA TPeTb BAaraauuia.

Ecnun BHYTPEHHME N0M0BbIE OpraHbl Y NA040B MY>XCKOI0 M XXEHCKOro nosa passu-
BalTCA M3 aHATOMMUYECKWN pPa3HbIX CTPYKTYP, TO HapPy>KHble M0J10Bble OpraHbl obpa-
3yHTCSA M3 06Lein 3aKnaaKkm, HaumHas ¢ 6-7 Hef aMO6PUOHaIbHOM YXM3HW: NO/10BOI0
6yropka, ABYX ypeTpas/ibHbIX CKNaAoK W ypeTpasibHOro Basunka. dopmupoBaHue
MY>XCKNX HapPY>XHbIX MO/I0BbIX OPraHoOB Tak)e TpebyeT BbICOKMX KOHLEHTpauui
aHApPOreHoB N PYHKUMOHUPYHOLWNX PeLenTopoB K HUM. [eiACTBYHLWNIA aKTUBHbIN
MeTabonnT TecTocTepOHA — AUTMAPOTECTOCTEPOH ydacTByeT B npouecce audige-
PEHLMPOBKN FEHUTaNUi ToNbKo ¢ 13 Hep 6epeMeHHOCTU, TaK KakK 5a-peaykrasa,
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OHAOKPUHHASA XUPYprus

o6ecreynBaroLLasi ero KOHBEPCUIO U3 TECTOCTEPOHA, aKTUBUPYETCS B MOJIOBbIX Opra-
Hax TO/IbKO K 3TOMY BPeMeHMN.

Takum 06pas3om, ec/iv NepBblii 3Tan — PasBUTME NOMOBbIX XKENE3, AeTePMUHUPYETCS
reHeTUYecKol nHgopMaLumeid, 3aKN0UYeHHO B MO10BbIX XPOMOCOMAaXx U reHax ayTocoM-
HbIX K/IETOK, TO Pa3BMTUE BHYTPEHHUX U HAPY>XXHbIX MOJIOBLIX OPraHoB Mo MY>CKOMY
TUMY onpefensieTcs PakTopamu, CEKPeTUPYeMbIMU SMYKaMK Mioga. J1io6ble HapyLue-
HUS B LEMW FeHeTUYECKUX U FOPMOHa/TbHbIX U3MEHEHWI MHOIOCTYneH4YaToro npotecca
roHagHol 1 reHUTasIbHOM ANt HEPEHLMPOBKI, €C/IN OHU MPOMCXOAAT B KPUTUUECKME
nepuogbl SM6pUoreHesa, MoOryT NPMBOAUTL K NaToI0M1MK NOSI0OBOr0 pasBUTUSI.

Knaccundpmkaums

Mpobriema knaccudmKaumm HapyLLeHWA Nos10Bo AnddepeHLMPOBKN NpeacTaBNsAeT
onpeAeneHHble TPYAHOCTU U A0 HACTOSALLENO0 BPEMEHU HE MMEET 3aKOHYEHHOM (hopMbl.
[Na npakTuKyLWmMx Bpadeii NIpUHUMNManbHO BaXKHO YeTKoe pasgefieHne 0TAeIbHbIX
thopm natonormun, Tak Kak Takoe pasfgefnieHne obneryaeT rnocTaHOBKY K/IMHWUYECKOro
[narHosa, a Takxke Bbl6op MeToaa fedeHnst. OfHaKo B OTHOLLEHWW aHOMasIni Mos10BOM
AnhepeHLMPOBKN TaKoe CTPOroe pasfesieHne Ha 0CHOBaHUW OAHOrO0 /INLb CTPOEHUS
Hapy>XHbIX M0JI0BbIX OPraHOB 0Ka3blBAETCA HEBO3MOXKHbIM MO PAAY NpUYnH. MNpexae
BCEro, Mpu pasNM4HbIX 3a60neBaHUAX WUMN FeHeTUYEeCKUX CUHAPOMax MOXKeT ObiTb
CX0fHas K/MHM4YecKas KapTuHa. C pyroi CTOpPOHbI, pa3nuyHas cTeneHb 3KCnpeccum
reHeTUYeCcKOW aHOMa/lMn MOXKeT MMETb Lefiblii creKTp (eHOTUMUYECKUX MposiBrie-
HUi. TakMm 06pa3oMm, KpaiiHe TPYAHO YeTKO pasrpaHnymMTb MeXXay co6oi oTAeNbHble
thopmbl 3a60n1eBaHU. U KaKol KpuTepuii 6paTb 3a 0OCHOBY KiaccnurKauum: CTPoeHME
Hapy>XHbIX, BHYTPEHHUX MOJI0BbIX Xesle3, XPOMOCOMHble HapyLleHUs? YUTo aBnseTcs
nosoonpesensoLwmm: noosble Xenesbl NN KapnoTmn?

HapylieHne opmMmnpoBaHMsa Mnona MOXKHO pas3fenutb Ha [Be 0CHOBHbIe rpynmnbl:
HapylweHUss TOHaAHOW W reHUTanbHOW AuddepeHUNPoBKN. Torja COBEpLUEHHO
NOFNYHO NONbITaTbCA 06bEAVNHUTL 3TU FPYNNbI N NPeACcTaBUTb B eAUHON Knaccndu-
Kauuu.

m HapyweHus reHuTanbHol anddepeHuMPoBKU.

= XXeHckuin ncesgorepmadpoanTnam (JIKIM, yactnuyHaa supunmsaums, 46XX
HapylwieHune hopMmrpoBaHms nonay;
¢ BpOXKAeHHaA AUCYHKLUMA Kopbl Hagnovye4yHnkos (BAKH);
4 3K30reHHas BHYTpuUyTpobHasa Bupunmsauma nioga (aH4poreHceKpeTupyto-
LMe onyxonm matepu, npvemM npenaparoB ¢ aHAPOreHHOM aKTUBHOCTbIO).
m My>KcKoi ncesgorepmadpoantnsm (JIMIT, HeagekBaTHasn Bupunmsayums, 46Xy
HapylleHne opMmnpoBaHUA nona):
e CUHAPOM TECTUKYNSPHOM heMnHU3aumna (nonHasa opma, HenonHas opma).
e fetbnunt S5a-penykrasbl.
* [lethekTbl O6MOCUMHTE3a TecToCTepOoHa, HapylleHue (opMupoBaHWs rona B
c/lyvyae aHoOMasinm No0BbIX XPOMOCOM

m HapylweHusa gndpdepeHUMpPOBKN NMOOBbIX Xesles.

* VICTUHHBI repmadpoanTnam (CMHAPOM ABYMO/IbIX MOSIOBbIX XKesies).
= CnHapom Lepelwesckoro-TepHepa.

= lncreHesnsa anyek (cMewaHHasd, bunarepanbHasa opmsl).

* Yuctaa areHesms NonoBbIX Xesnes (kapmotun 46XY, 46XX).

= CnHppom KnaliHgenbTepa
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Pasgen 8. Koppekuusa noso

KNMHUKO-reHeTUYeckne BapuaHTbl HapyLleHWA MOS1I0BOWA
OndbdhepeHUNpPOBKU

JTOXHbI XeHCKnii repmadppoanTusm (46XX HapyweHne hopMupoBaHus nosa)

BOKH — cnekTp 3ab6onesaHuii, 06ycfoBfieHHbIX FeHETUYECKUM [AeeKToM
(hepMeHTHbLIX CUCTEM, YYaCTBYIOWNX B BUOCUHTE3E CTEPOUAHBLIX FTOPMOHOB HaArMo-
Ye4YHMKOB. 3aboneBaHMe HacsleayeTcs MO ayTOCOMHO-peLLecCMBHOMY Tuny. YacTtota
BCTpe4YaeMoCTM A0CTaTOYHO BbicOKa M cocTaBnsfeT 1:14 OO0 HOBOPOXKAEHHbIX. Ansa
BCEX BapMaHTOB XapaKTepHO Ha/inuue >eHCKoro kKapuotuna 46XX, MNoJoBbIX
»Kenes XXeHCcKoro nona (NpasunsibHO CPOPMUPOBAHHbIE AUYHUKN), XXEHCKOI0 CTpoe-
HWA BHYTPEHHUX MOJIOBbIX OpraHoB. Hapy>XHble NosoBble opraHbl 6uceKcyasibHbl.
Yallle Bcero 3abonesaHune cBA3aHO ¢ geumumtom 21-rugpokcmnnasbl (95% cpenm scex
opm BAKH), pecpmnumnt 1lp-rngpokcunassl sctpevaetcs B 10 pa3 pexxe. deduumnt
21-rngpokcmnasbl NPUBOAUT K HEA0CTaTOUHOM MPOAYKLUWM KOPTU30/a. DTO Bbi3bl-
BaeT nosbilWweHne cekpeumm AKTI 1 ropmoHOB, NpeawlecTBYOWNX epMeHTHOMY
670Ky, 6MOCMHTE3 KOTOPbIX He 3aBUCUT OT 21-rngpokcmnasbl (17(X-rugpokcu-
nporectepoHa M aHApOreHoB). KAnMHUYecKWi heHOTUN onpegensieTcs CTeneHbio
aKTMBHOCTU MYTUpPOBaBLUEro reHa. MNonHasa notepsa akTUBHOCTU 21-rnapokcmniassl
NOMMMO CUHAPOMa BUPUIN3aLMN HAPYXKHbIX MOSI0BbIX OPraHoB NPpUBOAMUT K Bblpa-
XKEHHbIM 3/1EKTPO/IUTHLIM HapyLleHUAM, Bbl3BaHHbIM AeUUNUTOM anbaocTepo-
Ha — cofnbTepsoLwasn dopma. Npy coxpaHeHUN YMepPEHHOM aKTUBHOCTU hepMeHTa
(BupwunbHaa gopma) MMHEPASIOKOPTUKONAHAA HeLoCTaTOYHOCTb He pa3BuBaeTcs.
CTeneHb BUpUAM3aLMU FTeHUTa/IMA BapbUpyeT 0T He3HauuTeNnbHOW runepTpodumn
KAuTopa, 40 (hOPMMUPOBAHUS HAPYXKHbIX MOM0BbIX OPraHoB 6/IN3KMX K MY>XCKUM C
pe3Koin runepTpomen KNNTopa, UMUTUPYHOLLLETO MOJIOBOI YNEH C rMnocnagunei.

JToxHbIlE MyxXckoin repmachpoamtnam (46XY HapyleHne opmMupoBaHMa nona)

CUHAPOM TECTUKYSAPHOW emMmnHM3aunum B 3apybexkHoli nutepaTtype onucaH
KakK CUHAPOM aHApOoreHHowr HedyBcTBUTeNbHOCTM — AIS {Androgen insensitivity
syndrome), Hanbosiee 4acTo BCTpeyaroLleecs NMpPosiB/IEHME NTOXXHOI0 MY>XCKOro rep-
MapoanTmama. PacnpocTpaHeHHOCTb B 06LLel nonynaumu coctasnsieT ot 1:20 OO0
[0 1:64 OO0 HOBOPOXKAEHHbLIX Maslbu4MKOB. IOTO MATONOrMSA UMeeT X-CLensIeHHbIN
XapakTtep HacnegosaHusi. CUHAPOM TEeCTUKYNAPHONW demMnHM3aLnmM BCeACTBME
MyTaumun reHa peuentopa K aHAporeHaMm XapaKTepu3yeTcs HeuYyBCTBUTEIbHOCTbIO
TKaHel 60/1bHbIX C FEHEeTUYECKUM U FOHAAHbIM MYXXCKUM M0/A0M K aHAporeHam
npuv JOCTaTOYHOM YYBCTBUTE/IbHOCTU K 3cTporeHam. [ns 60/bHbIX C CUMHAPOMOM
TECTUKYNAPHOU (heMUHM3aALNM XapaKTepHbl creayolne obuime YyepTbl: KapuoTtumn
46 XY npu >XeHCKOM (peHoTune, anaasva UaM KOpoTKOoe Bnarasuiie, OTCyTCTBUE
WAN HeJocTaTOYHOe pasBUTME MOJSI0BOr0 OBOJSIOCEHWUS MPWU CMOHTaHHOM pa3BUTUMK
MOJI0YHbIX XKesie3, NepBUYHAA amMmeHopes, OTCYTCTBUE MaTKM U APYTUX MIO/IEPOBbIX
Npon3BoAHbIX. FOHaAbl Y 601bHbIX C CUHAPOMOM TECTUKYIAPHON (heMUHU3ALMN aHa-
TOMUYECKN NPaBUAbHO CHOPMUPOBAHHbBIE, ANUYKN C MPUAATKOM SIMYKa N CEMSABbLIHO-
CALMM NMPOTOKOM MOFYT pacrnonararbecs 3KCTpaabLoMMHaNbHO (B MaxX0BbIX KaHanax
MM B 601bLIMX MOMOBbLIX Fy6ax) nnm B 6pHOLWHOA NoN0CTU. TPagnuLMOHHO CUMHAPOM
TECTUKY/IAPHON heMUHU3aLMN NoapasfensioT Ha KITMHUYECKe NoArpynmnbl B 3aBU-
CMMOCTU OT BbIP@XEHHOCTU (heMUHU3ALMN: MOSHAas U HenosiHasa opMa cMHApoMa.
CTpoeHMe Hapy>XHbIX FTEHUTa/INI OTpaXkaeT cTeneHb YyBCTBUTENIbHOCTU K aHAapore-
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Ham. BapmaHT eHoTMNa, NpyM KOTOPOM CTPOEHME HapPY>XXHbIX FeHUTanuii 6:AM3Ko K
HOPMasIbHOMY MY>XCKOMY, HOCUT Ha3BaHue cMHApoM PeideHwTeliHa.

K pegknm npuynHamM My>CKOro repmapogmtruama 0OTHOCAT Hac/nefyemble ayTo-
COMHO-PeLLeCCUBHO BPOXKAEHHbIE HAapYLLEHNSA BMOCUMHTe3a TecTOoCTepoHa, 06yCc/oB-
NeHHble AeeKTOM OAHOM U3 YeTbipex (PePMEHTHbIX CUCTEM, YYacTBYHOLULNX B CUH-
Te3e TeCTOCTEPOHA B HaAMoOYeYHMKaxX W MOJI0BbIX Xese3ax. Tpu hepMeHTaTUBHbBIX
cucTeMbl 6UOCMHTE3A CTEPOUNAHBLIX TOPMOHOB 06LLMe /19 HAAMOYEYHMKOB U MOJI0BbIX
xenes. MNMoatomy gedbekT i5i4.J71-npotenHa, 17a-rngpokcusiasbl U 3a-rugpoKcncTepo-
vnagervgporeHasbl y 60/1bHbIX C TEHETUYECKM MY>XCKUM M0JI0M, MOMUMO 6uceKcyasib-
HOr0 CTPOEHUS1 HAPY>XHbIX MOMOBbIX OPraHOB, COMPOBOXAAKTCA HaAMOYEeUYHMKOBOM
HeJoCTaTOYHOCTbI0. BcTpeyvaloTcsa B nonynsumu KpaHe peako (B K/TMHUYECKOWN
npakTuke onmcaHo Bcero 130 cnyyaeB geduumta 17a-rngpokcunasbl). PeHoTUN
60/1bHbIX 06yCNOBAEH HEeAOCTATOYHOM CeKpeuuein TecToCTepoHa M HEMOsTHOM MacKy-
NNHU3ALNN HaPY>XKHbIX MO0BbIX OPraHoB. MonHbIi 610K BMocnMHTE3a TeCcToCTEPOHA
BefeT K UX (heMUHHOMY CTPOEHMUIO.

My>kcKoli nceBgorepmadpognTU3M MOXKeT 6biTb 00yCNOBMEH He TONIbKO HeaocTa-
TOYHOCTbI0O BUOCUMHTE3a TECTOCTEPOHA, HO U HapyLUEHNEM MexaHu3Ma ero AeicTeus,
BK/OYaa obpa3oBaHMe CTEPOUA-PELENnTOPHOro KOMIJieKca, TPaHCIoKauMi KOMM-
nekca B A4P0 WM BOCCTaHOBMEHME B 5a-nonoXkeHun. K HAM OTHOCAT HepocTaTou-
HOCTb 5a-peflyKTasbl U HacnefyeMmblidi M0 ayTOCOMHO-PELLeCCUBHOMY TuUMNy AedekT
peuenTopa K JII.

HapyweHusa guddepeHLNpoBKM NOMOBLIX Xenes

CuHppom LWepewesckoro—TepHepa

BcTpevaetcsa ¢ yacTtoto 1:2000 — 1:2500 HOBOPOXAEHHbLIX [AEBOYEK.
O6ycnoBneH MOMHOW WMAM 4YacTUYHOW X-MOHOCOMMUEN, MpeacTaB/IeHHOM BO BCEX
WNW YacTU KJIETOK opraHu3ma. Bo3moXKHbl Mo3amyHble BapuaHTbl: 45X/46XX,
45X/46XY. B 5-6% cny4yaeB BCTpeyalTCA CTPYKTYPHble aHOMaimm X-XpoMoco-
Mbl: mn3oxpomocoma X(i), Aeneymss KOpoTkKoro, ASIMHHOro nsedva [(Xp-), (Xqg-)].
AHOManmMu X-XpoMoCOMbl MPUBOAAT K HapyLUEHMUIO 3KCMpPeccuu reHoB, KOHTPO-
nmpywwmnx anpoepeHUNpoBKY U (OYHKLMIO SWYHUKOB, B pe3ysbTarte pasBu-
BaeTCcs [ABYCTOPOHHWI TFOHafHbIM AUCreHe3 — MNOMOBbIE >Xenesbl MpeAcTaB/ieHbl
cTpekamu. Kpome T0Oro, crpagaloT reHbl ayTOCOMHbIX K/1€TOK, KOHTPO/MpyoLime
npoueccbl pocta n guddepeHUNPOBKN. ITO NPUBOAUT K HU3KOPOC/IOCTU U pas3Bu-
TUID MHOXECTBa APYIrUX COMaTUYeCKMX aHoMasuii: BbiCOKOe Hebo, Aedopmauums
YLWIHbIX PaKOBUH, KOPOTKas LwWesi, HU3KUA POCT BOJIOC, KPbIJIOBUAHbIE CKAAAKWU
Len, NOpoKn cepaLa, NOpoKn pasBUTUSA Moyek («nogkoBoobpasHas» novka v ap.).
BHYTpeHHUE N Hapy>XHble NOI0Bble opraHbl CPOPMUMPOBaHbI 06bIYHO MPaBUIbHO,
MHQaHTUAbHBI. MIHOrga otmedaeTcs runepTpodma kantopa. Monosoe oBonoceHUe
pasBuBaeTCcA CMOHTaHHO K 12-13 rogam, HO 6onee ckygHoe. Mo/0OYHbIe >Kenesbl
rmnonnacTuyHbl. B0o3MOXHbI pa3/iInyHble HapyLleHUA MeHCTPyasibHOro uukna:
onunro-, NepBMYHasa aMeHopes.

CVHAPOM 4YnCTOlM areHesnn (gucreHesmun) roHap

PacnpocTpaHeHHOCTb cpean >XeHWwmnH — 1:25 O00. 3T0T CMHAPOM 06ycroBneH
TOYEUHbIMU MyTaunUsaAMKU FeHOB X-XpPOMOCOMbl (Npy KapuoTune 46X X) unm myTta-
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umen reHa SRY Ha Y-xpomocome (npu kKapuotune 46XY — cuHgpom Caaiiepa).
XapaKTepHbl HOpManbHbI/ PoCcT, HeAOPa3BUTblE BTOPUUHbIE MO/I0BbIE MPU3HAKN U
Bblpa@XXeHHbI M0N0BOM UH(AHTUAN3M, NepBuUYHas ameHopes. CUMNTOMbl ANE3IM-
6puoreHesa, CBOWCTBEHHble cuHApomy LlepelwieBckoro-TepHepa, OTCYTCTBYIOT
(unctasa areHesus). Hapy>kHble Mos10Bble OpraHbl CHOPMMPOBAHBLI M0 XXEHCKOMY
TUNY. Y 60/bHbIX C YACTOI areHe3ver NosoBbIX Xee3 u Kapuotunom 46 XY mHor-
Ja oTMevaeTCs BUPUAM3aLMA HaPY>XHbIX MOJSI0BbIX OPraHoB, XapaKTepHa NepBuYy-
Has ameHopes.

JducreHesunsa aunuek

BbigenawoT ase opmbl.

m CMellaHHas aucreHesns (aCMMMETPUYHBIA AUCTeHe3 MO0BbIX XKenes) xapak-
Tepn3yeTcs aCMMMETPUYHbIM (POPMUPOBAHMEM MOJI0BbIX XKefes3, Npu KoOTopoMm
MMeeTCs C Of4HOM CTOPOHbI CTPEK, C APYroii — SANYKO, (PyHKLMS KOTOPOro
coxpaHeHa. KaBepHo3Hble Tena chopMupoBaHbl JOCTATOYHO. Y 60/IbHbIX BbISAB-
NIA0T XPOMOCOMHbIE aHOMa/ MM B BUAe Mo3anumsma 45X0/46XY.

m bunaTtepanbHasa gopma (UCTeHEeTUYHbIA NOXKHbIW MYXXCKOW repmadpoau-
TU3M) XapakKTepusyeTcs ABYCTOPOHHUM AUCTEHE30M SAMYEK e HeAoCTaTouHOoM
hyHKumei knetok Jlengura n Ceptonn. Kapmnotmn 46XY, nMerwTCA CTPYK-
TYPHble aHOMaINM Y-XpOMOCOMbl. Hapy>Hble MosoBble opraHbl 6ucekcyasib-
Hbl, BHYTPEHHME MO/I0Bble OpraHbl >XeHCKue. [pn cMellaHHOM aucreHesmu
Npon3BOAHbIE MIOJ/1I/1EPOBbLIX MPOTOKOB JOPMUPYOTCA B 60/bLUEl CTeneHn Ha
CTOpPOHE CTpeKa 1 B nybepTaTe BO3MOXHO YA0B/IeTBOPUTE/IbHOE (hopMuMpoBa-
HMe BTOPUYHBIX MY>XCKUX NOM0BbIX NPU3HaKoB. NMpu 6unatepansHoii gopme
CUHApPOMA OTCYTCTBME TECTOCTEpPOHAa K/IMHUYECKU MPOABAAETCA TUMoroHa-
AN3MOM.

NCTUHHBIA repMadpoauTnaM (CUHAPOM ABYNOJIbIX MOMOBLIX XEnes)

Pefkas natonorus, npu KOTopoi y MHAMBUAYYMA UMEIKOTCA 3/IeMEHTbl TKaHu
N ANYHUNKOB, N ANYeK. TNPpUUYNHLI JAHHOr0 COCTOAHWUA He ACHbI, MO-BUAMMOMY,
BO3MOXHa TpaHcnokauua SRY ¢ Y- Ha X-XpomMocoMy. Y nauneHToB NPUCYTCTBYIOT
MosioBble >Kenesbl — ANYKO N AUYHUK, KOTOpble MOryT 6bITb ChOPMUPOBaAHBI U30-
NINPOBAHHO WM OBapuasibHasa U TeCTUKY/IApHasA TKaHb MOryT cpopmMupoBaTbCA
B OJHOW MoM0OBOM >Xene3e — ovotestis. KapuoTmn valle HOpMasbHbIA XeHCKUNA,
peXxke MY>CKOW nnm mosamka. KnnHuyeckne nposiBNIEHNA UCTUHHOIO repmadpo-
AnTnama pasHoobpasHbl M 06YCNOBeHbl aKTUBHOCTbIO O0BapuasibHOM UNW TecTu-
KynspHOW TKaHW. Hapy>XHble rnosioBble opraHbl MMeT 6MceKcyanbHoe CTpoeHMe.
CTpoeHne BHYTPEHHWUX MOJIOBbIX OpPraHoB OTPakaeT 3IHAOKPUHHYIO (YHKUUIO
MOMOBbIX XXefe3 B 3M6pMOoHasibHbIV nepuof. Matka 1 MaTouHble Tpy6bl dopMUpYy-
I0TCA Ha CTOPOHE ANYHUKA, TUMoNAacTUYHbI. XapakTepHbl HApPYLLUEHNA MEHCTPY-
aNbHOro UuKna rno Tmny osiMmromeHapeu.

AndpdhepeHumanbHas AvarHocTMka 1M naéopaTtopHasi AuMarHocTuKa

HeonpeaeneHHoe CTPOEHME MOJIOBbIX XKene3 — BeAyLLNiA NPU3HaK Lesoi rpynnbl
3ab0/1eBaHNM, pas3NyalLWMXcs Mo 3TUOA0rMK, NaToreHesy U K/IMHUYECKOMY Teue-
Huo. KnnHuyeckasa kKapTuHa Mnpyv 3TOM MOXXET 3HaUYMTENIbHO OT/INYATbCA fJayke Yy
601bHbIX 6/1M3HEL0B B 04HOM cembe {puc. 8.12).
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MoueBoii nysbipb

Mtionnepos npoToK
u"//lonnepoB Gyropok
<" [lepBNyHas---------

y NBempa N |
WHTepcekcyanbHas Bnarennwibi
cTagns 0TPOCTOK
Mpocratn
yeckag
V/\l /\ ]).J\ ] T marouka
TMnararmmio
Hopaz : 2 3 4 s Hopma

/ NepuHeanbHbIi
W otgemypetpbl
Mnog myxckoro
nona

Mnog xeHcKoro
nona

Puc. 8.12. AnddepeHuMpoBKa HapyXHbIX MOMOBbIX OpraHoB no wkane Prader (cxema).

KnuHnyeckass KapTuHa oOTpakaeT TO/IbKO CTemneHb [AelCTBUSA aHApOreHoB
WAN YyBCTBUTENIBHOCTU K HUM NepudepuyeckuX TKaHen W, COOTBETCTBEHHO,
UX BUPUAM3ALUU UNN HeafeKBaTHOM MacKynmHmuzauun. Ee HM B KOeM cnydae
He cnefgyeT 6paTb 3a OCHOBY /1 MOCTPOEHUS anroputma auddepeHumnanbHol
anarHoctukn. >Kanobbl naymeHTa nan BbISIB/IEHWE MPU OCMOTPE HenpaBu/iIbHOro
CTPOEHUS HAapPY>XHbIX MOMI0BbIX OPraHoB AO0/DKHbI NVWb UWHULUNPOBaTh LEefbln
pAL ANArHOCTUYECKMX MEpPOnpuUAaTUi B onpegeneHun opmbl repmadpoantmnima,
Bbl6opa MosI0BOM NPUHAAEXHOCTU WAW, €C/XU Mo YCTaHOBJIEH HENpPaBWUJ/IbHO,
NMoTEHLMaNIbHOr0 HanpaB/ieHUs1 MCUXO0COoLManibHOM ajantauyuu ¢ nocneayroulei
XUPYPrUYECKOW KoppeKumnen.

MepBblA 3Tan AMArHOCTUKWN HapyLUEHUSA MOM0BOM ANDDEPEHLMPOBKN TpebyeT
npoBefeHUA HEMEA/TIEHHOIO KapuotunuposaHua n ¥3W opraHos masioro tasa c onpe-
AeneHnem NonoBoM NPUHAANEXXHOCTM BHYTPEHHMX MO0BbLIX OPraHoB.

Kapuvotnn 46 XX, npy Ha/iMumm MaTKu U NPUAATKOB, ornpefeneHHbIX npu Y3
OpraHoB Masioro Tasa, Mo3BOJIIET MPeANo/IOKNTb Clydal JI0)KHOr0 >XXEeHCKOro rep-
MadpoanTmama (camoil yacTo ero opmbl — gedumuymTa 21-rmgpokcmniasbl). ITo
nofo3peHne TpebyeT MpoBefeHUA TOPMOHasIbHOro o6cnefosaHMA. OCHOBHbLIM KpW-
TepuemM ropmMoHasibHOM AMAarHOCTUKW HEeAoCTaTOYHOCTU 21-rnmapoKcunasbl CAYXUT
MoBbILLEHHAasA B HECKOJIbKO pa3 KOHUeHTpauusa 17-rmapoKCcunporectepoHa B CbiBO-
poTKe KpoBu. OKOHYaTe/IbHbIVM AMarHo3 MNoATBepXXAalT aHanm3oM reHa CYP21.
lopasgo peXke MPUUMHOW HapylleHWsl Nos0BO AN depeHUMPOBKM Y 6OMbHBLIX C
KapmoTmnnom 46 XX MOXXeT 6bITb UCTUHHbI repmadpoanTmnsm. NMoaospeHne Ha Hau-
yve JaHHOW NaTosIorMu, Npu OTCYTCTBUU MOBbIWEHUSA 17-rMApPOKCUNPOrecTepoHa,
MO>XeT BO3HUKHYTb, €C/IM B aHaMHe3e y nauuveHTa MMeeTcsa yKasaHue Ha orepauuuv
Mo MoBoAy MaxoBbIX FPbK, COAEPXKMMbIM TPbI>)XEBOro MeLLKa MNPu KOTOPbIX 0Kas3sbl-
BaeTCcsa AMYHUK, MaTKa, MaTO4YHbIN por uam ovotestis. Mpu npoBegeHUn Y3 manoro
Tasa MOXXeT onpefenAatTbca ogHoporasd maTtka. [AnarHoCcTUYeCKMEe COMHEHUA MOXKeT
paspeLlinTb NpoBefeHWE nanapockonmMu. [ns YNCTOM areHe3nn roHaz ¢ KapuoTurom
46X X NOMMMO pyagMMEHTapHOM MaTKK, KOTopas vallie npu Y3W onucbiBaeTcsl Kak
MaTOYHbIM TSX, XapaKTepHbl pa3/INyHbIe MPOSABIEHNS MEPBUYHOIO TMNOroHaAN3Ma:
OTCYTCTBME PasBUTUA MOJIOUHbLIX >Kefie3, rnepsBuyHas ameHopes. Npu npoBegeHUN
ropMoHasnibHOro aHasin3a — BbiCOKada KoHuUeHTpauusa J1I, ®Cr.
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B Tex cnyuyasx, Korga onpegeneH kapuotun 46XY, BHYTpPeHHUVE MoJioBble
opraHbl He onpefensiloTCa N B HEKOTOPbIX C/iydaax nasabnupyroTcsa 3NacTUYHbIE,
YyBCTBUTENbHbIE 00bEMHbIE 06pa30BaHNA MO X0A4Y MaxoBblX KaHanos Anu B pac-
LEN/EHHOM MOLWOHKE, MOXXHO AyMaTb 0 HA/TMYNU NOXKHOIO MY>XCKOro repmadpo-
anTtusma. B gaHHOM cnydae 3TuM obpa3oBaHUA criefyeT pacueHmBaTb KakK MUKW,
Ecnn aTu KAAMHUYECKUE NPOSABIEHNA HabAAalTCAa Y XKEHLWNHbI, obpaTmnBLLeics
rno nosoAy NEPBUYHOM ameHOopen M OTCYTCTBUSA MOJSIOBOr0 OBOJSIOCEHUSA, annasnm
Bfaranuua npym HopManbHOM Pas3BUTUM MOJIOYHLIX >Xenes criegyeT npeanosio-
XXUTb CUHAPOM TECTUKYAAPHOW (heMMUHU3aLnKn, NosiHoW ero copmbli. Mpu ropmo-
HanbHOM 06cnefoBaHNN 06HAPYXXUBAKT BbICOKYI0 KOHLLEHTPaLUI0 TECTOCTEPOHA,
acTpagmona n JIr. HenonHblie QoOpMbl CMHAPOMA AOCTATOUYHO C/A0XKHO AndiepeH-
LMpoBaThb OT APYrux hOpM JSIOXKHOINo MY>CKOro repmadpoamTmamMa 1U3-3a retepo-
reHHOCTM HapylleHWl B YyYBCTBUTENbHOCTM PeELLeNTOPOB K aHAporeHam u B CBA3U
C 3TUM pa3HoobpasmeM CTPOEHUSA HaPY>XHbIX MOM0BbIX opraHoB. B guddepeHyn-
anbHOU AMarHocTUKe CUHApPOMA TECTUKYNAPHON (DEMUHU3ALLUN MOXHO WUCMOSb-
30BaTb MeTOj onpedeneHns CBA3bIBaHUSA aHApPOreHOB B KY/ibType K/1eTOK reHu-
TaNbHbIX pn6P06NACTOB. DTOT METOA BOT Y>KE HECKOJIbKO AeCATUNETUI ocTaeTcs
30/M10TbIM CTAHAAPTOM AMArHOCTUKU CUHAPOMA TECTUKYNAPHOW eMUHU3aLnmn.
CoBpemMeHHas MOJIeKY/IAPHO-TeHeTMYecKas gnarHocTuka CMHAPoOMa OCHOBaHa Ha
BbISiBIEHUM AedeKTa B CTPYKType reHa SRY.

Hanuumne npon3BogHbIX MIO/1IEPOBbLIX NPOTOKOB (MaTKW, BNaranuiwia) y 60/bHOro
¢ 6ucekcyasnibHbIMM MOA0BbLIMU OpraHaMmu n kapmotunom 46 XY mnnm 46XY/45X0 cne-
JyeT pacueHMBaTb KakK CUHAPOM AUCTeHe3nn Anyek. Hannuve n akTUBHOCTb ANYEK
MOXXHO MOATBEPAUTL OnpefesieHVeM KOHUEHTpauuu TecTOoCTEPOHAa B CbIBOPOTKE
KPOBW B OTBET Ha BHYTPUBEHHOE BBeAeHME XOPUOHWUYECKOro roHafoTponmnHa Yesno-
Beka. UnMCTylo areHe3uto rnonoBsbix Xenes (cuHapom Csaliepa) oTAnyaeT KapuoTun
46XY, KJIMHNYECKU OH MPOSABAAETCA TMMeproHafoTPONHbIM FTMMNOroHaAM3MOM.

AunarHoctnkacmHgpoma LLlepewieBckoro-TepHepa 13-3a XxapaKTepHbIX FreHeTn4ec-
KX M COMaTUUYECKUX aHOMasni He NpeAcTaB/isieT 0Co0bIX TPYAHOCTEN. Y NPOLLEHHO
anroputm gudepeHumnanbHoOM gMarHocTMKM repmadpogmtmnaMa MOXKHO npegcTa-
BUTb cnegytowimm obpasom (puc. 8.13).

Mopdhonornyeckne M3MeHeHUs roHag npuv HapyLleHUsX MosioBOM
andpdpepeHumpoBKn

JndhepeHLMPOBKa MOMOBbIX XKese3 Y 60/IbHbIX C TOXKHbIM XXeHCKUM repmacdpo-
antunamom (BAKH) He HapylieHa ¥ HUYEM He OT/IMYaEeTCs OT TAKOBOW Y 3[40POBbIX
YKEHLWNH. OT/INYNTENBbHON 0CO6EHHOCTHI0O MOXHO CUMTATb MESTKOKUCTO3HYI0 AereHe-
paumio SMYHNKOB, YTO Yallle 06yC/I0B/IEHO HeaZeKBaTHOM KoMMeHcaL el rmnokopTu-
uM3Ma 1, Kak criefcTBue, HapyLleHNeM roHagoTPONHOW YHKLMK runodmsa.

Mpy cMHApoMe TeCTUKYSPHOU heMUHU3aUMM 06a siMdKa aHaTOMUYecku npa-
BWUJIbHO CCHOPMMPOBAHbI, MOTYT JI0KanM30BaTbCs BHYTPUOPIOLIMHHO, MO X04Yy Maxo-
BbIX KaHasI0B WU/ B pacLlensieHHo MOLWOHKe. MTMCToNornyeckn oTMe4arT yTosie-
Hue 6enoYHOoM 060104KN, 60/bLLOE KOMMYECTBO OTHOCUTESIbHO KPYMHbIX CEMEHHbIX
KaHasbLeB, B KOTOPbIX pefKo hopMmUpyeTcst MPocBeT. InUTeniA ceMeHHbIX KaHaslb-
LeB NpeAcTaB/ieH Kak KiieTkamu CepTonn, Tak v NoM0BbIMU KiieTKaMmu. COOTHOLLEHUE
N cTeneHb pa3BUTUA K1eTok CepTosiv 3aBUCAT OT KOMIMYECTBA U COCTOSAHWSA FepMUHa-
TUBHbIX 3/1EMEHTOB:
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Puc. 8.13. AundbhepeHymanbHas gnarHocTuka pasnuyHbix opm repmadpogntnsama (cxema).

B NPy Ha/IMYMN OTHOCMTESIbHO GO/LLLIOI0 KOJIMYecTBa CNepMaToroHUEB K/eTKU
CepTo/n NPerMyLL;ecTBEHHO BbICOKOAU(HEPEHLMPOBAHHOTO TUNA;

B MpU OTCYTCTBUM TFOHOUMUTOB KMETKU CepTosiv COCTaB/SIIOT OCHOBHOW anuUTenu-
aNbHbIN KOMMOHEHT KaHa/bLEB, 04HAKO OCTalTCsA HeangdepeHLMpoBaHHbLIMU.

B psfe KaHanbLes MOryT pas3BMBaTbCsa FOHOLWTbI A0 CTaguu CrnepmaToLmnToB
NepBoro M BTOPOro NopsifKa; o4eHb PefKo NPoOMcXoauT hopmMMpoBaHUE criepMmaTug;
crepmMuoreHe3 HUKoOrga He NponcxoanT. XKese3ncTblii KOMMAOHEHT AMYKa MpeacTas-
NeH TUNWYHBbIMK KNeTkamn Jleigura; HepeAKo OH 3HAYUTE/IbHO rUMepn/iasnpoBaH.
BmecTe ¢ Tem g5l KiieTok JleligmMra xapakTepHbl paHO HacTyrnaloLme jereHepaTMBHbIe
N3MEHEHUSA C HaKoM/IeHNeM 60NbLLIOT0 KosinyecTBa «MUrMeHTa CTapeHns» — aunno-
hycumrHa. Y 601bHbIX C HEMOMHOM hopMOl CMHAPOMA TECTUKYIAPHON heMnHn3aumm
rmnepnnasnsa KneTok Jleamra scTpeyaeTcs 60/1ee Yem B NMOSIOBUHE Cly4aes.
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HauanbHoi cTagueli pasBUTUSA ONYXO/IU CHUTAKT Y3e/IKOBYH runepnaasmnio
CEMEHHbIX KaHaJ/lbLEB, BbICT/IAHHbLIX MPENMYLLLECTBEHHO Maso AnddepeHLNpoBaH-
HbIMU KrieTKamMu CepTonn. VI3mMeHeHU ux 060n104eK 06bIYHO He OTMeuvaeTcs.
Mnepnnasnsa KaHasbLEB HEpPeAKO HOCUT MYy/bTUOKalbHbLIA XapakTep, 4YTo BefeT
K )OpMUPOBAHUIO CHa4asla 04aroB, a B KOHEYHOM cYeTe — afileHOM Tuna CepToIMOM
C COOGCTBEHHOI Kancysoi (Tak Ha3blBaemble TyOyNsipHble afjeHOMbl). B oyarax runep-
naasvn 1 B afeHoMax HepeaKo I0Ka/IM3yTcs 1 KeTky Jleiigura. B oTAenbHbIX Cny-
Yasagx MOXXHO HabsogaTb TpaHcopMaumio KaHasbLeB B CTPYKTYPbI, XapakKTepHble
ans agpeHo61acToMm.

ANYKN Npn cMHApomMe ANCTreHE3NUN ANYeK B 60NbLUMHCTBE CllydaeB pacrnosioXKeHbI
B OPIOLLIHOM MOJ1I0CTY; BTOpas MosioBas Xenesa MOXKeT 0TCYTCTBOBaTb UM 6bITb Npes-
CTaB/ieHa COeANHNTE/IbHOTKaHHbIM TAXKOM, TaK Ha3biBaeMbIM CTPeKOM. 10 pasmepam
ANYKM MeHbLLe BO3PAaCTHOM HOPMbI, OTCYTCTBYET COefUHEHUE UX C NPUAATKOM ANYKa,
6enoyHasn 060n04YKa HefopasBuTa, NPakKTUUYECKN OTCYTCTBYIOT repMUHATUBHbIE 3sle-
MEHTbI, DNUTE/INIA CEMEHHbIX KaHa/lbLieB NpeacTaB/ieH TO/IbKO KeTkamu CepTonu,
npevmyLLecTBeHHO HeandepeHUMPoBaHHbIMU. CoXpaHALWMeca HeMHOroYmnCeH-
Hbl€ FOHOLLMTbI BMOC/EACTBUM CTAHOBATCA UCTOYHMKOM Pa3BUTUSA OMYyX01ei NO0BbIX
xenes. XKenesncrole KeTKN AnYeK (KeTku Jledgura) npyu cMHAPOME AUCTEHE3NN
ANYeK, HanpoTMB, XOPOLIO Pa3BUTbl U MOABNAKTCA B 00blYHble A1 MasibUMKOB
CPOKMU. 0 JaHHbIM FTMCTOXMMUYECKUX UCCNEA0BaHWIA, OHM 061a4al0T BbICOKO hyHK-
LMOHa/IbHOW aKTUBHOCTbIO. B 0T/INUMeE OT 340POBbIX MasibYMKOB MpU CUHAPOME AUC-
reHe3nn ANYeK oTMe4vaeTcs BblpaXkeHHas runepnnasvsa Knetok Jleingura. OgHako
OHa HOCUT OTHOCUTE/IbHbIA XapaKTep U3-3a MaslblX pa3mMepoB Mos10BbIX Xeses.

Ocob6oe BHMMaHue Ha 60MbHbIX C HapyLUeHUS MU MOoJI0BOM AN depeHLNPOBKN ©
Kapuotunom 46XY cnegyeT obpalwiaTb BBUAY BbICOKOr0 pycKa pasBuUTUS 0MyXosei
nonoBbIX Xenes. lNaroreHes 3Toro geHomMmeHa noka He siceH. KoHLUeHTpauusa roHago-
TPONWHOB B KPOBM BecbMa BapuabesibHa, BMeCTe C TEM 3HAUYMTE/IbHOIO0 ee NOBbILLIEHUS
He HabNaaeTcsa, Tak YTO BPSA4L /I UMeeT MeCcTo rMNepcTUMYNALLMSA NOMOBbIX XXenes
roHagoTponnHamMmn. MNMocKoNbKY MMEHHO Mpu aTux hopmax Hambosiee 4acTo BCTpeya-
eTca abgoMUHaNbHOE PacrnofIoXKEHWE MOJI0BbIX XKeNe3, MOXXHO AyMaTtb, YTO MMEHHO
[JaHHbI haKTop onpeAensieT BO3HUKHOBEHME ONYXO0/ein. DTO cOrnacyeTcs ¢ pesysib-
TaTamu, yKa3sblBaloLWMMN Ha 3HAYNTENbHYIO YAcTOTY OMYyX0NeBbIX U3MEHEHU AnYeK
npn 6proWwHOM KpunTopxmame. OMyxonu MOJI0BbIX >Kesie3 BCTpeyarTcsa npuMepHo
y 30% 60/IbHbIX U PUCK Heonsla3um Bo3pacTaeT ¢ Bo3pacTtoMm, gocturaa 50% nocne
30-40 neT. Y Tpetu 60/1IbHbIX ONYXO0/AM NOKaNN3YTCA B 06emX Mos1oBbIX Xefesax u
y NMOJIOBUHbLI MauMeHTOB BbIABAATCA B nNybeptaTHOM nepuoge. MpumepHo 30% ony-
xonei 06Hapy>XmMBaT CAy4amHO NPy rMCTON0rMYECKOM UCCef0BaHUN YAaNEHHbIX
nosioBbIX >enes. Hanbosnee yacto BCcTpeyalTca gucrepMmHoMa U roHagob6actoma.
L1151 HEKOTOPbIX rMCTOTUMNOB XapakKTepHa ropMoHasibHas aKTUBHOCTb, NpuBoasLas
K YCUIEHUIO BUPUTN3ALNM HAPY>XXHbIX MOMI0BbIX OPraHoB. ¥ MeHbLUeHWe Mopd0o10rm-
YECKUX NPOSABMIEHUI FTOPMOHa/IbHOM aKTUBHOCTU MOXKET ObITh CBA3AHO CO CHUKEHU-
eM gntdepeHLNPOBKN OMYyX0/1eBbIX KNETOK MPU UX MasIMrHU3aunu.

MNpo6nema BblGopa Mosia, /ie4YeHne 1 NPOrHo3

YCTaHOB/IEHME TOW WMAN WHOW (hopMbl HapyLUEHUA MOJSI0BON AUhEPEHLIMPOBKN
BayYKHO 7151 MPOrHo3a u BbliGopa MeToAa JIeUYEHUS, HO caM MeTof, JIeYeHUs1 U BblGop
nona onpeAensitoTCA Aaneko He TOIbKO HO30/10TMYECKM, HO U couManbHO (Bo3pacT
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60N1bHOro0, €ro NacnopTHbIM NoA, NcMxmnyeckasa agantauuns). OAHaKO B KJIMHUYECKOM
NnpakTMKe NpoBeAeHMe KOMMIEKCa AOPOroCTOAWMNX N TPYAOEMKUX FTEHETUYECKUX U
ropMoHas bHbIX NCC/IeA0BaHUIA ManofocTynHo. Mo3ToMy /ledyeHne BPOXKAEHHONM narto-
NOrnKn MNoJI0BOF0 Pa3BUTUSA CKaAblBaeTCs U3 HECKO/IbKMX acreKToB.

OCHOBHOV BONMPOC — YCTAHOB/IEHME TPaXKAaHCKOro rnona, afgekBaTrHoro 6uono-
rMYecKMM 1 (QYHKLWNOHANbHbLIM AaHHbIM C YY4ETOM MPOrHO3a BO3MOXHOCTU MOJI0-
BO XXWU3HW B BbIGPAHHOM Mos1e. Bce HOBOPOXKAEHHbIE C HEONpeaeNeHHbIMUY MOJ10BbI-
MW opraHamMmu n Kapuotunom 46X X A0/KHbI CHMTATbLCA AEBOYKAMU, TaK KakK npu
3TOM peyb UAET NMB0 0 pas/INUHbIX (hOpMax >XEHCKOro rnceegorepmadpoantmsma,
Nerko NoafalnLmnxcs fie4eHno, 6o 06 NCTUHHOM repmadpoanTU3MeE U areHe3umn
MosI0BbIX >Kese3, Npy KOTOpbIX NpeanodTuTeneH >XeHcknii non. CnepgyeTt npeano-
YeCTb MY>XXCKOWM MNoA naymeHTam € MHTepceKcyasibHbIMW MOM0BbIMW opraHamm u
KaprnoTtunom 46XY npu He60bLWNX CTENEHAX rMnocnaguu n yaoBieTBOPUTE/IbHOM
pa3BUTMM NOIOBOrO UEHA, a TaKXKe ec/iv NoslyvyeH afleKBaTHbIA 0TBET Ha BBeAeHUE
MPO/IOHIMPOBaHHbLIX MpenapaTtoB TecTocTepoHa (cycTaHOH-250%*, omHagpeH-250%,
aHapvon TK* — BHYTPUMbILWIEYHO C MHTepBasioM 3 Hed) Npu gnddepeHUManbHoOM
AvarHoctuke B 6onee no3gHemM Bo3pacTe (CMellaHHas AUCreHe3ns Sndvek, CMHAPOM
PeiitbeHwTeriHa). Ecnm >Xe NOM0BOWM YsleH pyguMeHTapHbI U MMEETCS BblpaXkeH-
Has runocnagms, onpefenswoLlias COMHUTENIbHYIO BEPOATHOCTb ycrexa NeyeHus,
cnepgyeT MNpeanoyecTb >XEHCKMIA NacnopTHbI non (bunatepasibHas AucreHesus
anyek). MNMpn HeonpegesieHHbIX MONOBbLIX OpraHax, ecaim npu Bcex UcCneaoBaHUNAX
AnarHo3 rnona ocTaeTcs HesACeH, NpefnoyTeHue cnefyeT oTAaTb XXEHCKOMY Mony.
Ecnn Hapy>XHble N0/10Bble OpraHbl NpeAcTaBNATCA HECOMHEHHO MY>XCKUMMN, nac-
MOPTHbLIA N0 A0/IKEH ObITb MY>XCKUM.

MacnopTHbIA Non onpefensieT BoCMMTaHME OT MOMEHTA POXAEHWUs, Mnpegorpe-
4endsa ums, Bbl6op UrpyLleK, oaexabl 1 T.4. Ecnn >ke nosgHee NosiBASAIOTCA Takue
NpuM3HakKu, KOTopble He YKNaAblBalOTCA B NPUBbIYHbIE NpeAcTaBleHUs 0 nose AaH-
HOro pe6eHKa M OH caM HauyMHaeT 3ameyaTtb, YTO MOJI0BbIE OPraHbl UM BTOPUYHbIE
No/s10Bble€ MPU3HAKM 0T/INYHAKTCA OT TaKOBbIX Y APYTMX AETe TOro XKe nacnopTHOro
nona, 3To NPUBOAUT K TAXKesIbIM BHYTPEHHUM KOH(/IMKTaM, HO 06bIYHO He BefeT K
N3MEHEHMI0 MCUX0-CEKCYaslbHOWM opueHTauun. B cnydae, ecnv K MOMEHTY BbIMUCKK
W3 POAMIBLHOIO AOMa NMacrnopTHbI/ Non pebeHKa YCTaHOBUTb He yAanocb, Heobxoam-
MO peKOMeH0BaTb poauUTeNnsM 00paTuTbCs B cheumanin3dvpoBaHHOe y4dpexkaeHue.
K Bo3pacty 2-2,5 net gmarHo3 nona Ao/HKeH ObiTb OKOHYaTesIbHO YCTaHOBJIEH.
3HaunTe/IbHO C/I0XKHEE U TparuyHee 06CTOUT Aes1o ¢ 60/1bHbIMU, Y KOTOPbIX Mo/ 6bis
yCTaHOBNEH HEMPaBULHO.

Xupypruyeckasi Koppekumsi nosna

OHa npefycmaTpuBaeT (hOPMUPOBAHNE HaPY>XHbIX MOJIOBLIX OPraHoB B 3aBUCU-
MOCTW OT MU36paHHOro nosa (PeMMHUINPYHOLWAA UIN MacKyIMHU3NPYHOLWast PeKOHC-
TPYKLMS), a TaKXXe peLLeHne Bonpoca o cyb6e NMosoBbIX XKeses.

Xunpypruyeckoe BMeLLATeSIbCTBO A0/HKHO ObiTb BbIMNO/IHEHO B MEPBbIA M0 YKU3HU
pebeHKa 1 npeacTaBnATb CO60M 04HO3TANHYIO NOSIHYI0 PEKOHCTPYKTUBHYIO OnepaLuio
C NpUMeHeHNeM HoBelLLMX MeToaMK. Onepauuio He06X04MMO BbIMOMHATL B CreLmasnmv-
3MPOBAHHOM MeAMLVHCKOM LIEHTpe, B Bo3pacTe 0T 12 Mec 40 NMOAPOCTKOBOrO nepuoga
XUpypruyeckasi KOppeKLMs NooBbIX HAPYLLEHWNIA He peKOMeHAYyeTCst NPY OTCYTCTBUM
OC/TOXKHEHWIA, co3aatoLLnX Npob/iemMbl YUCTO MeANLMHCKOro Xapakrepa (hopMmpoBaHme
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Y3KOr0 YpPoreHUTasIbHOro CUHyca npu conbTepsawoweii opme BAKH, co3gatoLero mexa-
HMYeCKoe MpensTcTBMe OTTOKY MOYM U YBENMUMBAS PUCK BO3HUKHOBEHUS MHEKLMIA).

[Ans naumeHTOoB, afanTUpyeMbiX B YXEHCKOM 0J1e, B 3TOT nepmoj NpoTMBonokasa-
Ha gunatauus snaranuvuwa, XoTs aTy npoueaypy 4acto UCNosb3yHT C NON0XKNTESb-
HbIM 3(hheKTOM, KaK B NOAPOCTKOBOM, TaK M BO B3pOC/IOM Bo3pacTe. CneayeTt cBecTu
[0 MMHMMYMa KO/INYEeCTBO MOBTOPHbIX TMHEKONOMMUYECKMX OCMOTPOB U MaHUNyns-
LM Ha HapY>XHbIX MOJI0BbIX OpraHax.

B OTHOLLIEHUM NOJIOBbIX XXefe3 XxMpyprunyeckas TakTuka MOXKeT ObITb pa3/INyHOMA.
Tak, Hanpumep, NosoBble Xee3bl Y 60/1bHbIX C JIOKHbIM MY>XXCKUM repmadpogmTns-
MOM Yallle He yaansawT. CUMTalT, YTO 3T0 MNO3BOMIUT COXPAHUTb UX CMNOCOBHOCTb K
BbIpaboTKe 3HA0reHHbIX MOSI0BbIX CTEPOUNAOB, MO3BONAA M36eXKaTb 3aMeCcTUTENbHOMN
Tepanun n obecneymBas A0CTaTOYHYH deMUHU3aUMO eHoTMna. C 3Toi uenbto
paHbLle NPOBOAUAN OMepaLvio No BbIBEAEHUIO AMYEK M3 GPIOLLIHON NoaocTK (nocne
61oNcnM N FTMCTOMOrMYECKOro NOATBEPXKAEHUS OTCYTCTBMA B HUX OMyxXoaun) n huk-
cUpoBaNn NX Haf arnoHeBpPO30M nepefHelr OpPIOLHOM CTeHKM (BEHTpoumKcaums).
OaHako OT AaHHOW TaKTUKMW BMocneAcTBUM 6bIf10 peLLeHo 0TKa3aTbCcsa B BUAY BbICO-
KO yacToTbl (-7%) pa3BUTUS OMNYyXO/iei faXke B BEHTPO(PMKCUPOBAHHLIX MOM0BbIX
Kenesax, a TakXKe CHVDKEHUSA UX SHOOKPUHHOM yHKLMN. C ApYroi CTOPOHbI, 0Ny6-
NIMKOBaHbl JaHHble 0 KpalHe peAKux HabnwaeHUsAX NporpeccupytoLleii Bupmnmnsa-
unun B nybepTaTe y NaLneHTOB ¢ NoA06HbIMM onepaunsamMmmn B aHaMHese. B HacToawmni
MOMEHT, YUYUTbIBas BbICOKUA PUCK PasBUTUSA OMyXosiei, He BbI3biBaeT COMHEHWIA
Heob6X0ANUMOCTb NPOBEAEHUS [ABYCTOPOHHEN FOHAA3KTOMUN BCEM 60/IbHbIM, ajanTu-
PYyeMbIM B XXEHCKOM rosie ¢ Kapmotunom 46XY namv KOMMNOHEHTOM Y-XPOMOCOMbI B
crlyyae MO3auyHbIX BapuaHTOB (MCTUHHbIV repMadpoanTu3M, ANCreHe3ns MosoBbIX
»Xernes, CUHAPOM TeCTUKYAPHOWM theMuHU3aumn).

MoapobHO XMpypruyeckas TaKTUKa KOppeKLun HapyLLeHWi nonoson auddepeH-
LMPOBKW OMMcaHa B COOTBETCTBYIOLLLEM pa3fesie npeablayLleit raBbl.

MegnkameHTO3Has KOppPeKuusi HapyLleHWiA MnosioBoi
andpdepeHUMpoBKM

Tak KaK pas/inyHble TUMbl PeLenTopoB K MOJIOBbIM CTepoMAaM PacrosioXKeHbl
He TO/IbKO B OpraHax-MuWLUeHAX, HO U B LEHTpanbHOl HEpBHOWM cucTeme, 3HAOTe-
Nnn cocyaoB, MMoKapauoumnTax, ubpobiactax CoeANHUTENIbHOM TKaHW, ypOoreHu-
TaNbHOM TpaKTe, B CAU3UCTbIX 060/104Kax pTa, rOpTaHW, KOHbHKTUBbLI, TOSICTOM
KMLWeEeYHUKe, BO3HUKaWMiA nocne XMpypruyeckoro Bmellartesibctsa (4BYCTOPOH-
Hell roHaAsKTOMUK) AeddULUMT NOSOBbIX FOPMOHOB COMPOBOXKAAETCA LLesI0i raMmoi
CUCTEMHbIX HapyLlleHUn. B ToMm uncne, NpMBOAUT K CABUraM B KOCTHOM pemojenu-
poBaHUM U pas3BUTUIO ocTeornopo3a. Mo3ToMy cBOEBpEMEHHOe Ha3HavYeHWe 3aMecTu-
TesIbHOV ropMOHasIbHOM Tepanmnm — HeOTbEMJIEMBIN 3Tan NeveHnsa n peabmnmtaymm
JaHHOW rpynnbl 60/1bHbIX.

FopMoHasnbHYy Tepanuio 60/IbHbIM C XXKEHCKMM FPaXK4aHCKMM MOSIOM HasHavyalT
AN ycTpaHeHWs CMMMATOMOB FMNOrOHaAV3Ma, NpasBuibHOMO0 (HOPMMPOBAHUSA YKEHC-
KOro heHOTMNA, Pa3BUTUA XKEHCKNX BTOPUUHbBIX MOMOBbLIX MPU3HAKOB N BHYTPEHHUX
OpraHoB, a TakXe AN NpefoTBpaLLeHUs NPOSB/EHMA NOCTKACTPALMOHHOI0 CUHAPO-
Ma y 60/1bHbIX, MepeHecLINX roHaA3KToOMUI. [ 3TOro NCNonb3yoT:

m npenapaTtbl MOHOTEpanuUu — 3cTpodhemM™ Mo 2 Mr, NporvHoBa* no 2 mr (rno 1 ta6-

netke 1 pa3 B feHb B TeueHne 21 gHA, ganee 7 AHEN NMepepbIB);
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B KOMOWHMPOBaHHbIe OpasibHble KOHTPaLENTUBbl — XXaHUH*, MEPCUIOH*, HOBU-
HeT*, norect*, anaHe-35%, >xaHUH*;y nNpenapaTtbl 3aMeCcTUTENbHOM FOPMOHasIb-
HOW Tepanuu AN KOPPeKLUMU MOCTMEeHoNay3asibHbIX paccTponcTB (AByxdas-
Hble) — (PeMOCTOH™, LMKN0-NPOrnHOBa™;

B MOHO()a3Hble — KJINOrecT™, KJIMMOANEH™;

m c NpeobnajalnLwmnm cogep>xaHmem rectareHa — AnBMHA*.

BbI60p KOHKPETHOro npenapaTta oCyLLeCTBASAETCA NHANBUAYASTbHO.

B Tex cnyvasx, Korga nosioBble pacCTpoMcTBa CTaAHOBATCA CNeACTBUEM BPOXKAEH-
HbIX HapyLlleHWiA HagMno4YevYHMKOBOro cTepomaoreHesa (6onbHble ¢ BAKH), ¢ uenbio
3amMelleHVa dedmumTa raKo- 1 MUHEPANOKOPTUKOUAOB, NpefoTBpaLleHUs BUPKU-
nvsaumMn reHuTanuMini UCnonb3ylT TabneTUpoBaHHble aHasiorm ruapoKopTM3oHa
(kopTep* 10-15 mr), npefHU30/10H (2-4 Mr), gekcameTasoH (0,25-0,35 mr). Ana mak-
CMMasibHOro nogasneHns cekpeunn AKTI 1/3 cyTouHO 403bl NPEAHM30/10HA HAa3Ha-
YyalT B YTPEHHMe Yacbl U 2/3 — nepes cHoM. [lekcameTa3oH HasHavarT 04HOKpPaTHO
B BeUepHee BpeMs.

BonbHble ¢ conbTepstoLeiin Gopmoii HeaOoCTaTOUHOCTM 21-rMApPoKCcUIasbl TPEBYOT
[OMOMTHUTENIBHOIO0 Ha3HauYeHNs MUHEePasIoKOPTUKOUA0B — (O1yAPOKOPTU30H (KOPTU-
Hetdd™* no 0,05-0,3 Mr B cyTKM). B ganbHeliwem neyeHne MMHepasioKopTUKoONgaMuU
KOPPEKTUPYIOT B 3aBUCUMOCTU OT rnokKasaTesiel akTUBHOCTU PeHMHA Na3Mbl KPOBU.

JledeHre HU3KOPOCAOCTU Yy 60MIbHBLIX C cCMHAPOMOM LllepeweBckoro-TepHepa
B HacTodAllee BpemsA pellaeTcd HasHayeHumem npenapatra CTI — comartoTponuHa
(reHoTponuH*, HopguTponuH* no 0,33 MI/Kr Maccbl Tena naumeHTa B HeLEento).
Mpuem npenapatoB CTI npekpalLatoT, Korga KoCTHbIM BO3pacT nauueHTKU cTaHo-
BUTCSA paBeH 15 rogam, a CKOpPOCTb pocTa nagaeT 4o 2 cM/rog,.

[.nsi ropmMoHa.TebHOWM Tepanuu 60/1bHbIX C MY>XCKUM FpaXkAaHCKUM MoJsI0M MCMosb-
3YI0TCA NPOJIOHIMPOBaHHbIE Mpenaparbl TECTOCTEPOHA — CYCTAHOH™, OMHagpeH™ (no
100-150 wmr, go 200 wmr). MNpenapaTbl BBOAAT BHYTPUMBbILLEYHO C MHTEPBa/IOM 3-4 Hef
rnpu KOCTHOM BoO3pacTe, gocturwem 12 ner.

B 3akntoyeHue criegyeT NoAYEPKHYTb, YTO HapyLUEHUSA MO/10BOr0 pasBUTUA He
CTONb pefKW, Kak 3TO NPUHATO AyMaTtb. [03aToMy akyllepbl U negmatpbl poausib-
HbIX AOMOB BO BCEX CNy4yasiX COMHEHWs B MOS0BOM MPUHAA/IEXXHOCTU, He BblgaBas
OOKYMEHTOB A/19 perncrpaumu nona, A0/HKHbI HanpaBuTb pebeHKa Ha cneynanbHoe
obcnegoBaHmMe B COOTBETCTBEHHO OCHALLEHHOE yUperxkaeHue.
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Pa3sgen 9. 'mHekomacTusa

/i benbuesuy A.I.

TMHeKoMacTUs — MOINITUONOTNYECKUIA CUHAPOM, MPOSIBAAOLWNICA yBennYe-
HWeM (04HOCTOPOHHMM U ABYCTOPOHHMM) B pa3mepax rpyLHbIX XXenes y My>XUYUH.

MpUYMHBI N3MEHEHNS GalaHca MY>XCKUX U )KEHCKUX MOJSI0BbIX FOPMOHOB KpaiiHe
pa3Hoo6pa3Hbl U MOOXEHbI B OCHOBY MpeAnaraeMoii Hamu Kiaccugukaumm cCMHAPo-
Ma rMHEKOMacTUMK.

Knaccudpmkaums

m dunsmonormyeckas rmHeKomacTums:

* HOBOPOXXAEHHDbIX;

* MogpocTKoBas;

* cTapyeckas.

m VICTUHHasA TMHeKOMacTus:

= ugmonaTmnyecKas;

e nepcucTupytowast NoApocTKoBas;

= cemeliHas.

m CymnToMaTmyeckas rmHeKOMacTus:

e MNpU rOPMOHasIbHO-aKTUBHbIX 0NYX0aAX [0NyX0An sn4vek (neiguromel), pas-
JINYHbIX OpPraHoB (Nerkux, rnevyeHu, KULKN) ¢ NpoayKumein XopuoHMUYecKoro
roHagoTpPONMHa, aHAPOCTEPOMbI U 3CTPOMbI HaAMOYEeYHUKOB];

* MpY 3HAOKPUHHbIX 3a60M1€BaHNAX, B TOM YUC/e FreHETUYECKN 06YC/0BEHHbIX
(MCTUHHBIA repmadpognTuU3M, cnHAPOM KnariHgenstepa, My>UnHbI C Kapuo-
Tnnom XX, cmHapom Kanamada, nanonaTnyeckKuii rMnoroHagoTponHbIA rmmno-
roHagmsm, BOKH, noBbilweHHas apomatasHasi akTUBHOCTb, HELOCTaTOYHOCTb
17-keTocTeponapeayKTasbl, HefoCTaTOMHOCTb 3 -TMAPOKCUCTEPOUAAErMAPOre-
Has3sbl, cMHApPOM PeldeHLuTeliHa, 60ne3Hb KeHHean, TUPEOTOKCUKO3 U Ap.);

* NPV NepPBUYHOM rMNoaHAPOreHNN (MHPMEKLUNOHHbI OPXUT, FpaHyemMaTo3HbIiA
OPXWUT, BPOXKAEHHAA aHOPXUS, KacTpauyums);

* MpY NOYEYHOMN U NEYEHOYHOW HEeA0CTAaTOUYHOCTHU;

* fleKapcTBeHHas (3CTPOreHbl, XOPMOHNYECKUI FOHAJOTPONUH Yenoseka, Cru-
POHOMAKTOH, hlyTaMug, cepaeydHble rIMKo3uAbl, U30HMAa3n, KeTOKOHAa30/1,
MeTpoHMAa30/, 6/10KaTopbl KasibLMEBbIX KaHa/10B, MHIMbuntopbl AMN®, amdpe-
TaMWH, LUUTOCTATUKN, LUMETUANH, AMna3enam, NeHnumnnaMny, MetTmngona,
pe3eprnuH, TPULMKINYECKME aHTUAENPeccaHTbl) AU NpU NpYemMe ONMaToB U
onMonaoB, MapuxyaHbl.

® J1oXKHada rmHekomacTud:

* XXMpoBasi rmnepnaasuns rpyaHbIx >enes;

* OMyX0/ FPYAHbIX Xene3 — [3/710KavyecTBeHHble — pakK, capkoma; gobpokadec-
TBEHHble — afleHoMa, sinnoma, ubpomal.

3Tmonorma m natoreHes

K coxaneHuto, 60NbLWNHCTBO MNPUYNH FTMHEKOMACTUM HELOCTATOYHO U3YUeHbl U
06Ccy>KaloTcs Ha YPOBHe runoTes.
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TKaHb MOJIOUHbIX >Xesie3 3aKnaAblBaeTcs O4MHAKOBO Yy fAeTeli o6oero mnosa.
Pa3BuTNE MOSIOUHbLIX >Xefe3 3aBUCUT OT COOTHOLLIEHUS KOHLEHTpaLMM B KPOBU aHA-
poreHoB K acTporeHam. IMpu npeo6nagaHuu B nyGepTaTHOM Mepuoge 3CTPOreHoB U
HM3KOI aKTUBHOCTU aHApPOreHoB pasBuThe U anddepeHLMPoBKa TKaHN MOJIOYHbIX
YKene3 OCyLL;eCTB/ISAETCS MO )XeHCKOMY Tuny. Mpu 06paTHOM COOTHOLLIEHUMW KOHLEH-
Tpauuu aHAPOreHOB K 3CTpOreHam TKaHb FPYAHbIX YKesle3 He pa3BMBaeTcs. Tem He
MeHee, Aake He3HauunTe/lbHOe YMeHbLUeHWe aHAPOreH-3CTPOreHOBOro COOTHOLIEHUS
MOXKeT CTUMY/IMpoBaTb MponudepaLuio paHee HEAKTUMBHOW >Kene3ancToil TKaHu B
no6om Bo3pacTe, NPMBOAS K Pa3BUTUIO TMHEKOMAaCTUM.

MaToreHeTUYeCcKMe MeXaHW3Mbl, BC/1eCTBUE KOTOPbIX YMEHbLLIAETCS OTHOLLUEeHMe
KOHLIEHTpauMn aHApOreHoB K 3CTPOreHam WAN M3MEHEHMe YyBCTBUTENbHOCTU K
MosiIoBbIM FOpMOHaM, KpaliHe pa3Hoo6pasHbl. Mbl NPUBOAMM Hanbosiee TUMUYHbIE
3a60/1€BaHNSA U COCTOSHUS, KOTOPbIe Pa3/INUYHbIMU NYTAMU NPUBOAAT K nNponudepa-
TUBHbIM U3MEHEHUAM B FPYLHbIX YKefnesax.

dusmosornyeckasa rmHekKoMacTusa

He6onblUoe yBeNMUYEHUE MOJIOUYHBIX Ke.Te3 Y HOBOPOXKAEHHbIX, MOAPOCTKOB U
MOXXUJbIX MY>KYNH 06bIYHO He CHMTAIOT NaTosI0rMYecKUM siBfieHnem (pnsmosiormyec-
Kas TMHEKoOMacTus).

Y HOBOPOXAEHHbIX Ma/IbYNKOB FTMHEKOMACTUS CBsSi3aHa C MPOHUKHOBEHWEM Yepes
naaueHTy MaTepUHCKNX 3CTPOreHoB. B NogpocTKoBOM Bo3pacTe U36bITOUHOE pa3pac-
TaHWe TKaHW FPYAHbIX XKene3 CBsA3aHo, KakK npasBuso, ¢ Pe3KMMUN Kosie6aHUAMMN KOH-
LeHTpauMmy aH4pPOreHoB M 3CTPOreHOB U U3MEHEHMEM MX COOTHOLLEHWS BCMeACTBME
HecTabuAbHOCTU FunoTasnamo-runodusapHoii cuctembl. CRycTsl HEKOTOPOE Bpemsi
aTa TKaHb CMOHTAHHO perpeccupyer.

MMHeKoOMacTUs HepeaKo pasBMBaeTCA M Yy MY>XUMH 3pesioro Bospacta. B aTux
cnyyasix NpUUMHOA YacTo CTAHOBSATCS CUCTEMHbIe 3a60/1eBaHUs, A5 NleYeHnUst KoTo-
pbIX MauMeHTbl BbIHY)KAEHbI NMPUHMMAaTb NIeKapcTBa, BANSAOLWME HA SHAOKPUHHYLO
cuctemMy. MHorga HabnofalTcs HEKOTOPOE CHUXKEHME COOTHOLLIEHMST KOHLLeHTpauum
aHAPOreHoB K acTporeHaM MOCTK/IMMAaKTEePUUYECKOro XapakTepa.

McTMHHaa rmMHekomacTusa

Pa3BuTME N3BLITOYHON XKENE3UCTON TKAHU Y MY>XUUH MOXET MPOMCX0ANTb Mpu
HEN3MEHEHHOM COOTHOLLUEHUM KOHUEHTpauuM aHApPOreHoB K acTporeHam. B atom
c/lyyae 0fHOM 13 BO3MOXXHbIX MPUUNH FTMHEKOMACTUN MOXET ObITb CHUXKEHWNE YyBC-
TBUTE/IBHOCTU TKaHEBbIX PeLenTopoB K aHAporeHam. 3JTa gopMa FMHeEKoMacTum
MOXET PasBMUTbCS AaXKe MNPy HOPMasibHOM WU M36bITOYHOM KOJiIMYecTBe aHapore-
HOB B KpPOBM. BbiCKa3biBalOT MpPeAnosioXKeHne, YTO UMEHHO 3TOT NaToreHeTU4YecKnii
BapWaHT CMY>KMUT OCHOBOW pasBUTUS TUMNepnias3nn Xene3ncTor TKaHu Npyn Hanbonee
yacTo BcTpeyvaemoii (6osiee yem y 50% naymeHTOB) TaK Ha3bIBaeMO «mauonaTnyec-
KO TMHEeKOMacTUn».

C Apyroii CTOPOHbI, YYBCTBUTE/TIbHOCTb XKE/1€3UCTOM TKaHW K 3CTPOreHaMm y MyXK-
UMH TaK >e pas/inuHa, Uy NNl ¢ TMHEKOMAcTUel oHa MoBbilleHa. TOT heHoMeH
cYMTalT Hanbosiee BEPOATHOMN MPUYNHON CEMEHON TMHEKOMAaCTUN.

MPUUYMHBI NEPCUCTUPYIOLLENR MOAPOCTKOBOM TMHEKOMACTUM Masion3y4veHHbI.
HekoTopble cneunanmncTbl cumTatT 3Ty DOpMY BapMaHTOM UAMONMaTUYECKON FTMHEeKOo-
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MacTmu, e Tem OT/IMYMEM, YTO FTMHEKOMACTUS BO3HWMK/IA B MNOAPOCTKOBOM Bo3pacTe U
C TeX Mop He NporpeccupoBasa.

CumnrtomMaTtTmyeckaas rmMHekoMmacTus

MMHekomMacTna MOXKeT 6bITb Hanbosiee NerknM CMMNTOMOM TSXKE10r0 SHAOKPUH-
HOr0, WKW, 4YTO elle cepbe3Hee — OHKOJ/I0rMyeckoro 3ab6onesaHusi. M'MHeKOMacTus
MOXeT pa3BMBaTbCA MPU BCEX COCTOAHUAX, COMPOBOXKAAKLWLIMXCA HefocTaTOYHOC-
Tbl0 aHOPOreHOB WAW HapylleHMeM UX AeicTBus. aTtonornyeckoe ysenmyeHue
MOJIOUYHbIX >efie3 4acTo, XOTA U He BCerga, BCTPeyaeTca Yy MY>XUYUH C CUHAPOMOM
KnaiHdensTepa. 4na cmHapoma KansnmaHa n nanuonatuyeckoro runoroHagoTpon-
HOro rMnoroHagn3Ma TUNMYHa HedHauynTeNlbHas FMHEKOMacTUSA, BblpaXkeHHasa npo-
nudepauns XKenes3ncTo TKaHW BcTpeyaeTcs peaKo.

Bonpoc 0 rMHEKOMACTUM NPU CUHAPOME TECTUKYNAPHOM heMUHU3aLMmM ocTaeTcs
VNCKNOUYNTENbHO TEPMUHONOMMYECKUM, TaK KaK BHeLWHe NauueHTbl He 0T/iM4arTces
0T 340POBbIX XEHLUMH. TMHEKOMacTNA BcTpevaeTcsa Npu cuHapome PelideHLuTeliHa,
X-cuensaeHHOoM CnUHabHOM 1 6yNnbbapHO MbillevHoW atpodumn (6one3Hn KeHHeaw)
1 NPOMEXKHOCTHO-MOLLIOHOYHOM rmnocnagnum rncesaoBAarasiviLem.

MMHeKOMacTUs MOXKET ObITb 00yC/I0B/IEHA N3ObLITOYHOW KOHLEHTpPaLWNERn 3CTPO-
reHoB B pe3y/sbTaTe OMyXosieBOM NPOAYKLMW 3TUX FOPMOHOB B AAMYKAX WAW Hafj-
rnoyeyHmMKax, NM60 KOHBEPCMM B 3CTPOreHbl N36bITKA aHAPOreHoB Ha nepudepun.
VICTOUHMKOM CEKpPELUN 3CTPOreHOB CAyXaT OMyXonu sindeK M3 KneTok Jleigura
nnu Ceptonun v 3aCTPOMbI HaAMOYEYHUKOB, NCTOYHUKOM TMNepaHaporeHun — aHg-
pocTepoMbl, aApPeHOKOPTUKAsbHBIN paK. MMNepacTporeHns MoXeT 6bITb onocpeso-
BaHa CTUMYSALMEN MOMOBbIX XKesle3 NOBbILEHHbIM KOIMYECTBOM XOPUOHNYECKOT0
roHagoTponuHa, BblpabaTbiBaeMoro 3/10Ka4eCTBEHHbIMU OMyXoSssMU OPOHXOB,
rneyeHu, ANYeK, XopruoHa.

HacnencteeHHas nosblleHHas akTUBHOCTb apomaTtasbl, nepegaroLascs no ayTo-
COMHO-JOMWHAHTHOMY TUMy, BCerga CoMnpoBOXAaeTCs CUMMTOMAaTU4ecKoih rumHe-
KomacTuein. Mpn 3ToM 3a60neBaHUN KOHLEHTPaLMSA MY>XCKUX MOSI0BbIX FOPMOHOB
ocTaeTcs B Npefenax HOpPMbI, HO MPU NOBbILLIEHHOM apoMaTa3Hoi aKTUBHOCTU 3HaYM-
TeNbHO YBENNYMBAETCS CKOPOCTh 06pa3oBaHNA N3 HUX 3CTPOreHoB. TOYHbIV reHeTn-
YecKui cybcTpat aToro 3abosieBaHUA HEN3BECTEH.

M30bITOK aHApPOCTEHAMOHA B KPOBWU 00YC/I0BNIMBAET 3HAUUTENIbHOE YyBe/IMYeHue
KOHLeHTpauun acTporeHoB. Mog gelicTBnem hepmeHTa apomaTasbl aHAPOCTEHAMOH U
TecToCTEPOH MpeBpaLLalTCs COOTBETCTBEHHO B 3CTPOH M 3cTpaamon. MN36bIToOK aHA-
POCTEHAMOHA CYNTAT TUMUYHBIM CNEACTBMEM HeAoCTaTOYHOCTM 21-ruapoKcunassl
npu BOKH 1 aHAporeH-ceKpeTUPYLLLNX 0NyXoasax HagnovyeyHUKOB.

Y 30% MY>XXUYUH C TUPEOTOKCMKO30M COOTHOLLEHME KOHLLeHTpaunuum aHAporeHos
K 3cTporeHam yMeHbLUaeTcs, UTO MPUBOAUT K Pa3BUTUIO TMHEKOMACTUW. [pUUmnHoi
3TOr0 C/YXXMWT MOBbILLEHNE KOHLEHTpaunm CeKc-CTEPOUNACBA3bIBaOLWEro rnobynu-
Ha, 06yc/o0BAMBalOLLEE CHUKEHNE COAep KaHUsA CBOGOAHOM0, BUONOrMYEecKN aKTUB-
HOro TecToCcTepoHa.

Ponb n3onmpoBaHHOW rnunepnposakTUHeMUN B pasBUTUM TMHEKOMACcTUMK 3avac-
Ty npeyseninumsailoT. MponakTuH CTUMYNNPYET NaKTaLmio, MOXXeT Bbl3BaTb faxe
ranakTopero y My>KUnH, HO B TMNepPnasnm >Xene3mcTon TKaHU urpaet BTOPOCTEMNEH-
HYI posib. TMHEKoMacTUa Npu runepnposiakTUHEMUU BO3HUKAET 0onocpefoBaHHO
n3-3a pasBUTUA TNMNepnpoNakTUHEMMUYECKOrO TMNoroHaan3mMa.
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MaTonorvyeckne cocTtoAsHUA (Hanpumep, rMoyeyHas, MeyvyeHouHas HejocTaTou-
HOCTb) M HEKOTOPbIE NIEKAPCTBEHHbIE BelllecTBa MOFyT NPUBOAUTL K PasBUTUIO TMHe-
KOMacTuKn gaxke Ha (hoHe HEM3MEHEHHOr0 COOTHOLLIEHMSA KOHLEHTpauum aHaAporeHoB
M acTporeHoB. MpunynHa nponudepaumn TKaHM MOJIOYHbIX XXefe3 B 3TUX crydasx
0CTaeTCs HEesACHON.

Y 60/IbHbIX C pa3/IMYHbIMU 3a60/1€BAHUSIMU U CUMMOTOMATUYeCcKOl TMHEKOMACTU-
el bbiBaeT TPYAHO pasrpaHnunTb BAUSAHME caMOM 60/1€3HU OT AECTBUA neyebHbIX
CpefcTB. BbI3blBaTb FMHEKOMAaCTUIO MOXET OrpoMHOEe YUCA0 JIeKapCTBEHHbIX Mnpe-
napatoB. HeKoTopble U3 HUX HapyLlalT CMHTEe3 TecTocTepoHa. Hanpumep, addekT
MHrubunTOopa cTepomaoreHe3a KeTOKOHa30/1a BbicoKocneunpmnyeH B OTHOLLEHNN TKaHU
Anyek. HanpoTtme, NpyM NPUMEHEHNN NPOTMBOOMYXO0/IEBbIX CPEACTB (LUTOCTATUKOB)
HapylleHVe CUMHTe3a TecToCTepoHa cuMTalT HecneuudpuyeckuMm MNposiBIEHUEM KX
06Le TOKCUYHOCTM. OnuaTbl U oNUonabl NPUBOAAT K BTOPUYHOMY FMNOroHagn3my
BC/IEACTBME HapyLleHUs QyHKUMU runotanamo-runomn3sapHon cuctembl. B To ke
BpeMsi MapuxyaHa obnagaeT nNpPsiMbIM TOKCUYECKUM AEACTBUEM Ha ANYKMU.

JlToXHada r’mHekomacTus

XKnpoBbie 0T/IOXKEHUSI 4acTo BCTPeYalTCa Y TYUHbIX MY>XUUH. Hepeako rmHeKo-
MacTus 6bIBaeT 04HOCTOPOHHEN NN 60/1e€ BblPpaXKEHHO Ha 0AHOW 13 CTOPOH. OC06EHHO
WMHTepecHbl Hab/lAEHWS, KOrAa 0611 ypoBEHb 0XXMPEHNS 0Ka3blBaeTCA MeHee Bbipa-
XKEH, YEM pasMepbl XXMPOBbIX OT/IOKEHWUNM B FPyAHbIX Xenesax. MNaTtoreHeTnyeckne
acneKTbl JIOXKHOM NTMNOMAaTO3HOW FTMHEKOMAaCcTUM [0 KOHLLa HESICHBbI.

B OTHOLIEHMW OMyX0/1IeBOr0 MOpadkeHWUs >Kenes onucaH pag HabnwaeHUn paka
rPYAHOM XXenesbl y My>KUMH Ha (hoHe MyTauuii reHoB, 0TBeYalLLMX 3a CUHTE3 peLen-
TOPOB K aHAporeHam. Pak rpyaHoin >enesbl Yy MY>XUYUH C TMHEKOMAacTUEN NpU CUHA-
pome KnarHtenbTepa BCTpeyaeTcs He yaule, YeM B 06LLE MY>KCKOM Nonynsaynm.

KnnHunyeckasa kapTuHa

KnunHnyecknii gnarHo3 rmHeKoOMacTUM 4YacTo 0Ka3bliBAeTCs CYyObEKTUBHbBIM, TakK
KaK 4YeTKO onpefennTb Ha OCHOBaHUWN (PU3NKa/IbHOr0 McCnefoBaHMS COOTHOLLEHME
YKesie3UCTOM 1 XXMPOBOWM TKaHW TPyAHO.

Mpn KAMHMYECKOM 06C/1el0BaHUM BaXKHO OMpeAenuTb 06Uyl CTeneHb BUpU-
nMsaunm n 06Hapy>XUTb CUMMMATOMbI, YKasbiBalLWMe Ha rmnoaH4poOreHmnio Uam acT-
poreHmnsauyuto (ocnabneHne nNnubmMao, CHYDKEHUE MOTEHLWUWN, U3MEHEHME XapaKTepa
0BO/I0CEHUS). MMayMeHTOB HYXKHO creynanbHO paccnpawmBatb 0 MPUMEHEHUN UMK
thapMaLLeBTUUECKMX U 3aMpeLLeHHbIX (HApPKOTMYEeCKUX) CPeACTB, a TakXe NoTpebrie-
HUW afikorons.

B pamkax hm3vKanbHoOro obcnefoBaHns npyv rmHeKOMacTum HeobxoaMmo mnasib-
nupoBaTb ANYKKN. CnedyeT TakXe obpauiaTb BHUMaHME Ha MPU3HAKM CUCTEMHbIX
3ab6os1eBaHN (NeyeHW, NOYEK 1 aAp.).

MoApPOCTKOBY FIMHEKOMACTUIO CUMTAOT BapMaHTOM HOPMbI, He TpebyloLlei cne-
LMasibHOro flIeYeHUs. Y 4acTu HHOoLWer nponndepaymsa >XKene3nctoi TKaHU MoXKeT
ObITb BblpaXkeHa B 3HAUYMTE/IbHOM CTeneHW 1 co3faBaTb Yy MaLWEHTOB KOCMeTuM4Yec-
Kue M ncuxonornyeckme npobnembl. MoapocTKoBask rMHEKOMAcTUSA pa3BMBaETCs
nocsie Hayasna MNosioBOro co3peBaHus. Mo3ToMy Mpu rMHeKoMacTuM y pebeHka uam
y nogpocTka 6e3 Apyrux npusHakoB nybeptaTa ciegyeT 3anofo3puTb 3HAOKPUHHOE
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3a6os1eBaHVe, B NepByIo ovepeb — FOPMOHMNPOAYLIMPYIOLLLY0 0NYX0/lb, B 60/1bLLINHC-
TBE C/lyyaeB NOAPOCTKOBASA FMHEKOMAacTUSA perpeccupyeT CNOHTAHHO, HO B KaKoM-To
CTerneHM MOXeT COXpaHATbCA. Torja ee HasblBalT MepcUCTUPYIOLLER NOAPOCTKOBOMN
rmHekomacTumeri. Ha camom gene 310 0gHO M3 Hambosiee YacTbiX COCTOSHWUIA y B3pOcC-
NbIX MY>XYUH, 06pallalLMXca K Bpayy Mo noBofy rmMHeKoMacTuun. Takon AMarHos
MOXXHO C YBEPEHHOCTbIO MOCTaBUTbL B TOM ciyyae, ec/in TMHEKOMAacTUS BO3HMK/IA B
NoAPOCTKOBOM BO3pacTe, C TeX Mop He Mporpeccuposasia 1y nauyeHTa oTCyTCTBYIOT
3HOOKPWUHHbIE UK KaKne-nnbo obyme 3aboneBaHms.

Oonyxonu rpyaHoi >kenesbl Yy MY>XUYMH BCTpe4yalwTca peako, HO BO m3bexxaHue
TSAXe bIX KJAVHUYECKUX MOCNeACTBUM MO34HEN ANArHOCTUKM O HUX HYXHO MocTo-
SAHHO NOMHUTbL. OAHOCTOPOHHEE YBeNIMYeHWe TPYAHOM >Kenesbl 6bITb 3TanoM Ha NyTw
pasBUTUA ABYCTOPOHHEW FMHEKOMACTUW, HO MOXET OKa3aTbCA U pakoMm rpyaHoMn
>xenesbl. OHKO/I0TMYeCcKY HaCTOPOXEHHOCTb A0/IKHA Bbi3blBaTb BCAKAsA acMMMeT-
prnyHas 6e360ne3HeHHast U NJI0THaA MPUNYXA0CTb B 06/1aCT OPeOSibl.

AwnarHocrtuka

HecMoTpsa Ha TeopeTuUYecKyl SCHOCTb MPUUYMH FTUHEKOMacTuu, 6osee yem y
NMOSIOBMHbI MNaLMEHTOB He yAaeTca 06Hapy>XWUTb KOHKPETHOro ropmMoHasibHOro
avcbanaHca. ImeHHO No3ToMy Haubosiee YyacTbiM AMArHO30M OKasblBaeTCca «UAu-
onaruvyeckas rMHeKoMacTuA», He UCKAK4Yawwasa HeobxXoaMMOCTU TL,aTenNbHOro
ANarHocTn4eckKoro rnoucka.

Mpu auddepeHLnanbHOM AMAarHOCTUKe Heo6X0AVMMO YyUYMUTbiBaTb BO3MOXHOCTb
3HAOKPUHHOIO WUAM CUCTEMHOro 3ab6osnieBaHMA. OO6bIYHO [0CTATOYHO ONpenenuvTb
6a3asibHYl0 KOHLEHTpauuio TecTocTepoHa, acTpaguona, JIF n ®CIr. MNpu npocToii
NoAPOCTKOBOM FTMHEKOMACTUUN CKOMbKO-HUOYAb MOCTOSIHHbIE TOPMOHaJIbHbIE CABU-
rm OTCYTCTBYIT. Ba)HO OUeHWUTb cTeneHb 06uWieli aHAporeHM3auun nayumeHTa.
JlabopaTopHble nccnefoBaHUA (3HLOKPUHOAOTNYECKUE, KIMHUKO-6MOXNMUYECKME)
OO/KHbI COOTBETCTBOBATb KOHKPETHOMY KJ/IMHUYECKOMY COCTOAHMUIO KaXKAoro
nayueHta. Ecnu rmHekomacTuUs BblpaXkeHa cnabo M He nporpeccupyet UM ecnm
BecbMa BEpOsATEH AMarHo3 MNoAPOCTKOBOW TMHEKOMAacTUM, TO HeobxXoAMMOCTb B
TwaTesibHbIX 3HAOKPUHHBIX KccnefoBaHUAX oTnagaeT. B meHee ACHbIX ciydaax
OCHOBHbIe flabopaTopHble NCCNef0BaHUA A0/KHbI BKOYATL orpefesieHne KoHLeH-
Tpauum TecTocTepoHa, acTpaanona, cekc-ctepons cBA3biBaloLWero rnodynuHa, Jr,
OCrI, MNP, TTI, p-XOpUOHMYECKOro roHaAo0TPoNMHa YesloBeka, a-heTonpoTtemHa, a
Tak>Xe TeCTbl Ha YHKLMIO NOYeK N neyeHW. MHoraa rnonesHbl v gpyrue mccnenosa-
HUA, Hanpumep, onpejesnieHNe KOHLEeHTpaunum ropMmoHoB B UHaAMUKeE, KapuoTUnm-
posBaHune nnun aHanus AHK.

Mpy BbINOAAHEHUM MamMMorpacdnn 1 Y31 Bo3MOXHO 60/1ee YeTKOe KOIMYECTBEHHOE
onpefesieHne COOTHOLLEHUS XXe/1e3UCTOM U XXMUPOBOM TKaHW. Oba meToga MoryT MoMoYb
3arnofo3puTb 0MNyxXosib, MPU MamMmMorpapum MoXHO BbIABUTL 3Be344aToe YN/A0THEHWE C
HEUYETKUMU KOHTYpPOM, npn Y3WM — rrunoaxoreHHoe obpasoBaHue C HENPaBU/IbHbIMA
KOHTYpamMu, BO3MOXXHO C TMMEPIXOreHHbIMU BKIIOYEHUSAMW, TUMNepBacKynspusaLmen
npn UBEeTHOM KapTMpOBaHUM KPOBOTOKaA. [Mpu 1t06oM COMHeHNM B 06pOKayeCTBEHHOM
xXapakTepe o6pa3oBaHUA HE06XO0AMMO BbINOJAHUTL MYHKUWOHHYIO 6uOMNcuio, npu ee
COMHUTENbHbIX U HEUH(OPMATUBHbBIX pe3y/ibTaTtax — 3KCUU3UOHHY0 6M1OTCUIo.

Mpy KAMHNYECKOM 1M nabopaTopHOM MoA03PEHUN Ha N3MEHEHME COOTHOLLEHUSA
KOHLIeHTpaLumM aHApPOreHoB M 3CTPOreHOoB HEeo6X04MMO BbIMOMTHUTL Y3 MOLLOHKM.
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DHAOKPUHHAA XNpyprus

Bpay Ao/KeH MNOCTOSSHHO MOMHMWTL 0 BO3MOXHOCTU CYLLLECTBOBAHMWSI FTOPMOHa/TbHO-
aKTUBHOI ONyX0nun sINYeK.

JleyeHue

AhheKTNBHOCTL TepamneBTUYECKOr0 fleYeHUS TMHEKOMacTuM y MauuneHToB 6e3
SIBHbIX 3HAOKPUHHbIX PaccTPOCTB C MPMMEHEHUEM TFOPMOHasbHbIX CpeacTB (Tec-
TOCTEPOH, AUTNAPOTECTOCTEPOH), a TakKXXe TaMokcudeHa, AaHasona, KaomudgeHa
cnefyeT cuMTaTh HefoOKa3aHHOW. YUmnTbiBass HU3KYH 4YacToTy MO6G0YHbIX 3hiheKTOB
aHTU3CTporeHa TaMoKcudeHa, ero NPUMEHSIIOT B CYTOUYHOM fo3e 20 Mr (Ha 2 npuemMa)
y 60/IbHbIX C «MANONATUYECKOW» FTMHEKOMAcTUEN. Mpyn cBOEBPEMEHHO HAYaTOM Jlieye-
HUK (00 Pa3BUTUA (UOPO3HBLIX N3MEHEHWIA), eCTb BEPOSATHOCTb YMEHbLLUEHUS TMHEKO-
MacTum. O6bIYHO NMPU OTCYTCTBUM 3hheKTa B TEHEHME 2 MEC JleHeHMe NpeKpaLlatoT.

MokasaHUs K XUPYPruyecKoMy sIeHeHMO UCTUHHOM FTMHEKOMACTMWN HOCAT KocMe-
TUYECKUI XapakTep. Henb3s 3abbiBaTb 0 TOM, YTO MCUXO0IOTMYECKUIA AUCKOMMDOPT,
BO3HMKaOLWNIA y 3TOM rpynnbl NaunUeHToB, MOXXET 6biTb MPUUMHON TSHXKENbIX Mcu-
X0COMAaTUYECKNX HapyLUeHWi 1N cekcyasnbHOW Ae3ajantaumun. [locTaTouHO 4acTo B
cny4vasix He3HauYMTeNIbHO BbIpa)KeHHOW TMHEKOMAcTUM, UKW ecrin NaumeHTa He 6ec-
MOKOUT KOCMEeTUYecKnii aethekT — pasbsacHUTeIbHasA 6ecega 06 0TCYTCTBMUM NaTos10-
rMYecKoro BAIMSIHUA Ha OPraHn3M No3BoISIET He NPeANPUHMMATL HUKAKOr0 SIe4eHUs.
ToT >Xe noaxoA MUCNob3yT Npyu (PU3N0OTMYECKON TMHEKOMACTUU, KOrja BbiCOKa
BEPOSATHOCTb CMOHTAHHOIO perpecca.

Ecnn rmHekoMacTuUA oKasbiBaeTcs CMMATOMOM CEPLE3HON0 3ab60/1eBaHmnSA, TO neye-
HVe O0/DKHO 6bITb HaMNpaB/ieHO, MpeX e BCero, Ha ycTpaHeHMe OCHOBHOWM MPUYMHBI.
Tak, ecnm rMHeKoMacTusi cBsidaHa C MOBbILIEHWEM KOHLIeHTpauun 3CTPOreHoB WUn
£enLNTOM TECTOCTEPOHA, TO KOPPEKLUSA 3TUX COCTOAHWUI BMOJIHE MOXXET NMPUBECTU
K ee ncyesHoBeHUo. OfHaKo HeobXxoAMMO yUNTbIBaTb, YTO AaKe Mocne U3feveHus
OCHOBHOr0 3abosieBaHMA U NponmdepaTMBHbIE MPOLLECCHI, U BTOPUYHOE hnbpo3npo-
BaHMe XKes1e3UCTON TKaH MOryT MMeTb Heo6paTUMbIA (UM YaCTUYHO HEOOPATUMbIIA)
xapakTtep. B 3Tux HabnogeHUsIX Ha NepBblii NaH BbIXOASAT KOCMETUYECKMe NoKasa-
HUS K XUPYPTrUYECKOMY JIeUeHMIO.

OC06eHHO TLaTeIbHO HEOOXO4MMO NMOAX0ANTb K 060CHOBAHUIO MAaCcTIKTOMUN Y
MOXXW/bIX 60/1bHbIX. KpomMe He06X0ANMOCTU ANArHOCTUKU NPUYUH TMHEKOMacTUmn
HY>XHO y4YnTbIBaTh 06LLee COCTOSIHUE 30POBbS N PUCK OMepaTUBHONO BMeLLATE b-
cTBa.

Mpy NOXXHOW FMHEKOMAaCTMK, CBA3AHHOW C JIMMOMAaTO30M FpyAHbIX >Xenes, Kak
XUPYPT, TaK 1 60/1IbHOW [0/1>KHbI 0CO3HaBaTh, YTO KOCMETUUYECKNIA 3ah(heKT onepauum
MOXXET OKa3aTbCsl 6osiee yapyyaloLw MM, YeM npegonepayioHHbli BUg 601bHOrO.

Haunb6onee npaBu/ibHbIM 06bEMOM OMEpPaTUBHOIO JSIEYEHUS MPU TMHEKOMAaCTUK,
He CBSA3aHHOI C OMyx0/1IeBbIM MPOLLECCOM, OCTaeTcsa NMOAKOXKHAasA MacTakToMua. Ans
Hanbosiee eCTeCTBEHHOI0 KOCMeTUYECKOro apdpekTa n KoM(popTHOro nocneonepawum-
OHHOro nepmoja >enaTtesibHO COXpPaHeHWe TPYAHOM hacumm U NOAKOXKHOM KeTyat-
Ku. OuncKyTabesibHbIM TaKXXe cCUMTalOT BbIGOP paspesa, paccMaTpuBardT BapuaHThbl
napaapeosisipHbIX 1 cybMaMMapHbIX A0CTYrnoB. [Mpy 601bLINX pa3mepax rpyaHbIX
»Xesnes, Bblpa)KeHHOM MacTOMNTO3e BbIMO/IHAT NEPEHOC COCKOBOAPEOSIAPHOr0 KOoMM-
NleKca BBepX Ha AeannaepMmn3npoBaHHOM KOXHO->XMPOBOM JI0CKYTE.

Ycnex onepauunm 3aBUCUT OT OTCYTCTBUSA pe3nayanibHOM TKaHU FpyaHbIX XKenes u,
B HanboMbLUel cTerneHn, OT oNbITa XMpypra.
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