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BBEJAEHUE

['emaTosiornueckue  METOJbl  JAMArHOCTUKU  TPAJAUIMOHHO
SBJISIFOTCSL CAMBIMH MAacCCOBBIMU BUJAMH HCClieIoBaHus. Bu3yanbHbie
UCCIEAOBaHUSA C TNPUMEHEHHEM  MMKPOCKOIIMYECKOM  TEXHUKHU
TPeOYIOT, C OJJHON CTOPOHBI, MHANBUIYAIbHBIX HABBIKOB, C APYrou —
3HAUYUMBIM SIBIIAETCS CYOBEKTUBHBIN (pakTop. B mocnennee BpemMs 3Tu
BU/Ibl KCCJIEAOBAaHMS B Halled CTpaHE MOJYYWIM MOIIHOE
TEXHUYECKOE  MOJKPEIJIEHHWE B  BHUAE  KOMBIOTEPHU30BAHHBIX
aHAIM3aTOPOB HW300pakKE€HUsT HAa OCHOBE JIaHHBIX IU(POBBIX
BHUJICOKaMEp M Mporpamm oOpabOTKM H300pakeHui. B HacTosiee
BpeMs JJid MOJICUETa M aHaliM3a KJIETOK KPOBU BO MHOTUX KJIMHHUKO-
IUarHocTudeckux jadoparopusx PecnyOnuku benapych ucnonb3ytor
reMaTOJIOTUYECKAE AHAJIM3ATOPbl  PA3HOTO YPOBHS  CIIOKHOCTH.
[IpeuMynIeCTBOM COBPEMEHHBIX TEXHOJOTHUWA TMOJACYETa U OIECHKU
(hOpMEHHBIX JJIIEMEHTOB KpPOBH SIBJISIETCA BBICOKAsI
npousBoAUTENLHOCTh (10 100-120 mpoO B yac), HEOOIBLION 00BEM
KpoBH 111 aHanu3a (12-150 mki), uccnenoBanue OOJIBIIIOTO MacCUBa
(IecATKH ThICAY) KIIETOK, OMNPENEIIEHHE C BBICOKOM TOYHOCTBIO H
BOCITPOM3BOJIMMOCTBIO JIBA/ILATH U 00Jiee mapaMeTpOB aHAIN3a KPOBU
OJIHOBpEMEHHO,  rpaduueckoe  TpeACTaBICHUE  PE3YyJbTAaTOB
UCCleIOBaHUM  (TUCTOrpaMMbl, ckerorpammsbl). JlabopaTopHbie
reMaToJIOTHYECKUE HWCCIIEIOBAHUS SIBJISIIOTCS OJHUM W3 BaXKHEWIIIHNX
paznenoB  1abOpaTOpHOW ~ JUArHOCTUKA B YUPEKICHUAX
3n1paBooXpaHeHusl. VX BBINOJHEHUE TMPOBOJUTCS KakK B paMKax
OOILIEKIIMHUYECKUX HCCIIEIOBAaHUNA, TaK W Ha CIEIUalIN3UPOBAHHBIX
reMaTOJIOTMYECKUX y4acTKax KJIIMHUKO-THAarHOCTUYECKUX
naboparopuii. WuHbopManusi, noJlydeHHass NPU HUCIOIb30BAHUU
reMaTOJIOTUYECKUX METOJOB HCCJIEAOBaHUSA, MO3BOJIAECT CYIUTh O
JUHAMUKE Pa3BUTHUSl TMATOJIOTUYECKOro Ipoliecca, YTO HEO0OXOIUMO
JUIsl CBOEBPEMEHHOW JUArHOCTUKM 3a00JIEBaHUS, a TAKKE OLEHKHU
3¢ (PEeKTUBHOCTH MPOBOIUMON TEPAIIUH.

Haubonee BaxHble U3 3a00J€BaHUI, JUArHOCTUPYEMbIC
reMaToOJIOTUYECKUMH  METOJaMU —  OIYXOJIEBbIE  3a00JI€BaHUS
KPOBETBOPHOM TKaHU, aHEMHUHU U JIp. [loBcEMECTHO remMaTonornyecKue
TECThl MCIOJIB3YIOTCS NIl OIIEHKH pEaKIUyh OpraHu3Ma Ha MHOTHE
3a0oseBaHusg (HE caMOM CHUCTEMbl KPOBH), ONPEACIsIsl TSHKECTh
TeueHHs U YQPEKTUBHOCTH UX JICUCHUS.
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OBIIAA IABOPATOPHASA 'EMATOJIOI' YA

Oco0eHHOCTH NPEeaHAJTUTHYECKOI0 ITana
reMaToJOrH4eCKUX UCCJIe0BaAHUI

KonTtponb npeananutudeckux (pakTOpoB B IeMaTOJIOTHYECKHUX
UCCICAOBAHUAX  SIBJISIETCA ~ KJIIOYEBBIM I OOECHeuYeHHUs
Ka4eCTBEHHBIX PE3yJbTAaTOB TeCTOB. OTKIOHEHHS OT CTaHIApPTOB IPHU
B3SITUM TPOOBbI, TPAHCHIOPTUPOBKE M XPaHEHUM o0O0pasiia, a TaKxKe
(dakTophbl, CBA3aHHBIE C MAIMEHTOM, MOTYT IIPUBECTH K HEBEPHBIM UJIU
HETOYHBIM pEe3yJIbTaTaM aHaJIM30B U, CJICAOBATEIbHO, K MOCTAHOBKE
omubOo4yHoro auarxHo3a. Jlo 70% mnabopaTOpHBIX OMIMOOK CBSI3aHbI
MMEHHO C MPEaHAIUTUUYECKUM ATAllOM HCCIICOBAaHUS KPOBU. 3a CUET
CHIKEHHS 4YHCJIa OIMMOOK Ha JI000M JTame MNpeaHATMTHIECKON
MOATOTOBKHM CYIIECTBEHHO YJy4IllaeT KadeCTBO T'€MaTOJIOTHYECKUX
WCCICAOBAaHUN, CHUKAET KOJMYECTBO IMOBTOPHBIX IMPOO, COKpaIiacT
pacxojpl pabodyero BpeMeHu U CPeICTB Ha 00CIIeOBAHKE MTAIIUEHTOB.

B3zamue kpoeu

Ha TOYHOCTPh M NpPaBWIIBHOCTh PE3YIbTATOB OKA3BIBACT BIUSHUE
TEXHUKA B3ATHS KPOBHM, HCHOJIB3YEMBIE TMPU 3TOM HWHCTPYMEHTHI
(urabl, ckapupuKaTOpel U Jp.), a TaKkKe NPOOUPKH, B KOTOPHIE
3a0upaeTcs, a B MOCJIEAYIONIEM B HUX XPAHUTCS U TPAHCIIOPTUPYETCS
KpoBb. KpoBb 111 KJIMHUYECKOTO aHaiu3a OepyT y MalueHTa Wu3
MaJiblla, BEHbl WM U3 MOYKHM YXa, Y HOBOPOXIECHHBIX — W3 IIATKH.
Marepuan ciegyeTr OpaTh HaTOIIAK, MEXAy 7 U 9 yacamu yTpa, Npu
MUHUMaJIbHOU (U3NUECKON AaKTHUBHOCTH HEMOCPEICTBEHHO Tepen
B3siTueM (B TeueHue 20-30 MUH.), B MOJOKEHUH MALUEHTA JIekKa WU
cund. Biaarue Marepuana clienyeT TPOBOJWTh B PE3MHOBBIX
nepyarkax, coOmto/1as npaBuiia aCenTHKU.

BeHo3Hass KpoBb cuMTaeTrcs JIy4YlIMM ~MATEPUAIIOM IS
KIIMHUYECKOrO HccienoBanus. l[Ipy wW3BeCTHOW cCcTaHIapTH3alUU
MPOLIECCOB B3SITHSI, XPAaHEHMS, TPAHCIIOPTUPOBKH BEHO3HOU KpPOBU
yAaeTcss JOOUThCS MHUHUMAJIBHOW TpaBMAaTU3allMd M aKTUBALUU
KJIETOK, MPUMECU TKAHEBOW >KUJKOCTH, MPU 3TOM BCErAa HMEETCS
BO3MOYXHOCTh TIOBTOPHUTh W/WJIM PACHIMPUTh aHaIu3, HaIpuMep,
n00aBUB HCCIIEIOBAHUE PETHKYJIOLUTOB. JJOCTOBEPHOCTh U TOYHOCTb



reMaTOJIOTMYECKUX UCCIIEIOBAHUM, MPOBOJUMBIX U3 BEHO3HOU KPOBH,
BO MHOTOM OIPEEIISIETCSI TEXHUKOU €€ B3ATHUS.

[TogroroBka marmueHTa K B3ATHIO KPOBU W3 BEHBI BKIIOYACT
HECKOJIBKO 3TaIoB. Mecrto BEHEMYHKIIUU HY>KHO
npoie3suHMUIIMPOBaTh MapiieBOoll calndeTKo WM ClHeluaibHOM
0e3BopcoBoit canderkoit, cMmoueHHOU 70% CIHUPTOM M MOA0XKAATH 10
MOJIHOTO BhIChIXaHUA aHTHcenTuka (30-60 cek.). [IpumeHeHne BaTHBIX
TaMIIOHOB M JPYTHMX BOJIOKHHCTBIX MAaTepHAJIOB MOJOOHOTO poja
MOXET TPUBECTH K  3aCOPEHUI0O  BOJOKHAMH  CUCTHOH |
reMOrJIOOMHOBOM KaMep, 4YTO BJEYET CHUXKEHHUE TOYHOCTH W
BOCITPOM3BOJIMMOCTU M3MepeHusi. He pexoMeHmyeTcs HCIOIb30BaTh
96% cnupT, Tak Kak OH AyOWT KOXKY, MOPBI KOXKH 3aKPBIBAIOTCS, U
CTEpHJIM3AIlM MOXKET OBITh HEMoJHOW. He pekoMeHmyercs BoITUpPATh
¥ 001yBaTh MECTO MPOKOJA, NaJIbIUPOBATh BEHY IMOCIE€ OOpPaOOTKH.
Pyka manmeHTa OKHA MMOKOWTHCS Ha TBEPAOW MOBEPXHOCTH, OBITH
BBITSIHYTa M HAaKJIOHEHAa HEMHOTO BHHU3 TaK, 4YTOOBI IUIEUYO W
npeariedbe 00pa30oBhIBAIM MPsAMYIO JIMHHUIO. HeoO6XoauMo cieauTs,
qTOOBI B MOMEHT B3SITHSl KPOBHM KyJIaK IMamueHTa ObuT pazxkar. JKryT
cJIelyeT HaKJIaJIbIBaTh HEe OoJjiee yem Ha 1-2

MHUHYTBI, TEM CaMbIM 00€CIIEUMBAETCSI MUHUMAJIbHBIN CTa3, MpHU
KOTOPOM KJIETKM KpPOBH HE TOBPEXKIArOTCsA. Mrima momkHa OBITH
JIOCTAaTOYHO OOJIBIIIOTO HUaMETpa U UMETh KOPOTKUM Ccpe3, 4TOOBI HE
TPaBMHUPOBATh MPOTHBOIOJIOKHYIO CTEHKY BEHBI BO H30EKaHUE
TpoMmbo3a. Ilocne B3ATHA KPOBHM HEOOXOIWMO TMPHUIOKHTH CYXYIO
CTEpPWIbHYIO cal(eTKy K MECTY BEHENMyHKIIMH, a 3aTeéM HaJIOXKHUTb
JABSIIYIO TIOBS3KY Ha PYKY WU OaKTEPULIMIHBIN TJIACTHIPb.

Y psga manueHToB  MOXET — HAOMoAaThCs — HEOOJIbIas
CIIOHTaHHAsl arperaius TPOMOOIIMTOB WM peXe TaK Ha3bIBaeMas
O/ TA-3aBucumas MICEBIOTPOMOOLIMTONICHUS (MMMYHHOTO
XapakTepa), MpPUYEM OTH SBJICHHUS MPOTPECCHUPYIOT IO MeEpe
yBEJIWYCHUSI BPEMEHHU, MPOIISAIIETO Mocie B3ATHs KpoBu. Cremyet
MIOMHHUTBH, YTO NMPUMEHCHHE B KA4YeCTBE AHTHKOATYJSHTOB TelaprHa
WIM IIUTpaTa HATPUS COMPOBOXKIAACTCS CTPYKTYPHBIMH U3MEHEHUSIMHU
KJIETOK U MOATOMY OHM HE PEKOMEHAYIOTCS ISl UCIIOJIb30BaHMS KaK
IIPU aBTOMATU3MPOBAHHOM, TaK M MOP(}OJOTHUESCKOM HCCIICIOBAHHH
KkpoBHu. LluTpar HaTpHUsi B OCHOBHOM HCIIOJIB3YETCS LISl OTIPEICIICHHUS
ckopoctu ocenanusi spurpounutoB (COD) mo merony Becrteprpena
uiu [TanuenkoBa. JIJist TOro BeHO3Hasi KpOBb HAOMpPaEeTCs B IPOOUPKHU
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¢ 3,8% pacTtBOpoM wnHTpara HaTpusa B cooTHouieHuu 4:1. C atou xe
LEJIbI0 MOXET HCIOJb30BAThCA BEHO3HAs KpOBb, B3siTas ¢ JDJTA
(1,5 Mr/mi1) 1 3aTeM pa3BejieHHAs] IUTPATOM HATPUsi B COOTHOIICHUU
4:1. Cpasy nocine 3anojHeHus: NpoOUPKHU KPOBBIO /10 YKa3aHHOIO Ha
He oObema MO0y CileAyeT OCTOPOXKHO IepeMelIaTh IUIaBHBIM
MEPEBOPAUYNBAHUEM W BpAIICHUEM MNPOOUPKU B TEUCHHE HE MEHEE
2 muH. (mpodupky ¢ DJTA — 8-10 pa3, mpoOUpKy C IUTPaTOM HATPHS
st onpenenenus COD — Ttakxke 8-10 pas).
Kanumisipayto KpoBb JJIsi TE€MATOJOTMYECKUX MCCIIEIOBAHUIM
pEKOMEHyeTCs OpaTh B CIACAYIOUIUX CIIydasx:
v IIpH  0’KOrax, 3aHMMAIOIIMX OOJBIIYIO0 IUIOIAAb OBEPXHOCTH
TeJa MalueHTa;
v/ IIpU BBIPaYKEHHOM OKUPEHHH IallUEHTA;
v’ IIpH YCTaHOBIIEHHOM CKJIOHHOCTH K BEHO3HOMY TPOMOO3Y;
v’ Yy HOBOPOKIEHHBIX.

MecTto mNyHKIIMM HEOOXOAMMO NPOCYUIUTh s YJAJI€HUs
OCTAaTKOB CIIMPTA, IIOCKOJBbKY OH MOJET BBI3BATb TI'€MOJIN3.
[IpuMeHeHre BaTHBIX TAMIIOHOB U APYTUX BOJIOKHUCTBIX MaTE€pUAJIOB
HE PEKOMEHJIOBAHO, IIOCKOJIBKY 3TO TMPUBOJUT K 3aCOPEHHUIO
BOJIOKHAMH CYETHBIX M TE€MOrJoOMHOBOW Kamep. B pesynbrare
TOYHOCTb U BOCIIPOU3BOAMMOCTH U3MepeHus naaaeT. [lepByro karmito
KPOBH, TMIOJYYECHHYIO IIOCJIE€ TIPOKOJIA KOXH, CIEAyeT YAAINTh
TaMIIOHOM, MOCKOJIBKY OHA COJIEPKUT MPUMECH TKAHEBOM XKUIKOCTH.
KpoBb nomkHa CBOOOJHO BBITEKATh, HEB3s JaBUTh Ha Majel |
MacCHpOBaTh 30HY BOKpPYI MPOKOJA, TaK KAaK IPU 3TOM B KpPOBb
nonajgaeT TKaHeBas JKUAKOCTb, YTO CYIIECTBEHHO HCKaXaeT
pe3yabTaThl uccinegoBaHud. llociie B3sTUsS MaTepuana K paHEBOU
NOBEPXHOCTH  MPUKIAABIBAETCS HOBBIM  CTEPWJIBHBIA  TAMIIOH,
cMmoueHHbI 70% cnuproM. TaMmnoH cleAyeT yIep:KHBaTh, MOKa HE
npeKpaTuTcs KpoBoTeueHue. [Ipyu npukocHOBEeHUH Kpas MPOOUPKH K
MECTy IyHKIMM Kaluli KpPOBU HAYMHAIOT CTEKaTb B HEE IO
nevicreueM kanwuisipHoro dddexrta. Ilocrme 3aBepuieHus coopa
MaTepuaia MNpoOUPKY cleayeT IUIOTHO 3akpbiTh. HeoOxoaumbiM
yCIOBUEM 1Ji1 OO€CHEeYeHUs] KAa4eCTBEHHOW NpoObI SBISETCA €€
00s13aTE€IbHOE HEMEUICHHOE IEePEMEIINBAHUE C AHTUKOATYJSHTOM
OCTOPOXXKHBIM TIepeBOpaunBaHueM mnpobupku a0 10 pa3. B cayuae
MOCJIEIOBATENIBHOTO  B3ATHS KAaNWUISIPHOM KPOBH B  HECKOJIBKO



MUKPOTIPOOUPOK HEOOXOAUMO COOJIIOAATh OMPEACICHHBIA MOPSII0K
ux 3anojHeHus. [locienoBaTenbHOCTh B3SATHUS MaTepuaja TakoBa: B
MIEPBYIO ouepe/b 3anoyHsA0TCs mpodupku ¢ IITA, 3ateM ¢ Ipyrumu
peakTUBaMHU W B TOCJICAHIOI OYepeb 3alOJHAIOTCA MPOOUPKU s
UCCJIeIOBaHUs CHIBOPOTKHU KPOBH.

OcHosHnbie pekomeHOayuu npu pabome ¢ KANULIAPHOU KPOBbIO:

v/ IIpU B3ATHM B NPOOUPKY C aHTHKOATYIISTHTOM HE JOIYCKAeTCs
CTEKaHHE KPOBHU MO KOXKE€ Majblla, CTEHKE MPOOUPKU U JIFOOOM
IPYroil TMOBEPXHOCTH, TaK KaK MTHOBEHHO ITPOMCXOIUT
KOHTaKTHasl aKTUBaIIMsI POrpecca CBEPThIBAHNUS;

v/ KpOBb CaMOTEKOM M3 IPOKOJIA OJDKHA IIONajgaTh IMPSIMO B
AHTUKOATYJISIHT, IEPEMEIINBAsCH C HUM,

v Helmb3s BBIJABIMBATH KPOBb M3 Ialblla BO H30EKaHHE
CIIOHTaHHOM arperanuv TPOMOOIIMTOB M TOMAJaHUS B TPOOy
OOJIBIIIOTO KOJIMYECTBA MEXTKAHEBOH JKHUJIKOCTH (TKaHEBOTO
TPOMOOTIACTHHA).

Crnenyer OTMETUTh, YTO NPH B3ATUM KaNWUIBIPHON KpPOBH
BO3MOKEH PsAJI OCOOCHHOCTEH, KOTOpble ObIBa€T BEChbMa TPYIHO
CTaHIapPTU3UPOBATH:

v’ (usnonorndeckue (XOIOAHbIE, IMAHOTHYHBIE ITAJIbIIBI);
v’ MeTofuueckue (Majblii 00beM UCCIEAYEMONM KPOBH U B CBS3U C

ATUM HEOOXOJMMOCTh pa3BeICHUsS oOpasla /IS aHalau3a Ha

reMaToJIOTHYCCKOM aHaIM3aTope U JIp.)

/locmaeka, xpanenue ouomamepuana u npoHonoo2omoexa

Jlns obecrieyeHusi KaueCTBEHHOTO pe3yJibTaTa HCCIEIOBaHUMN
HYKHO Y€TKO KOHTPOJUPOBATh BPEeMS U YCJIOBHS XpaHEHUS MpoO 10
BBINOJIHEHUS aHAN3a. KpoBb Henb3s 3amopaxuBaTh. KanuispHyro
kpoBb ¢ J/JITA cnemyer XpaHuTh Npu KOMHATHOM TEMIIEpATYpE M
aHAJIM3UpOBaTh B TeueHue 4-x dyacoB mnocie B3stusa. llpu
HEOOXOJMMOCTH TPOBEICHUSI OTCPOUYEHHOTO aHAIM3a MPOObI KPOBU
XPaHAT B XOJIOJWIbHUKE U UCCIEAYIOT B TeueHue 24-x yacoB. OTHAKO
IIPU 3TOM CJIEAYET YUUTHIBATh, UTO MPOUCXOAUT HAOYXaHHUE KIETOK U
U3MEHEHHUE MapaMeTpPOB, CBSI3aHHBIX C UX 00BEMOM. Y MPAKTUYECKHU
3I0POBBIX JIFOAEH 3TU U3MEHEHUS HE HOCIT KPUTUUYECKOrO XapakTepa
Y HE CKa3bIBAIOTCS HA KOJMYECTBEHHBIX MMApAMETPAX, HO IPU HAIUYUHU

IMaTOJIOTMYCCKUX KIICTOK IIOCICIHHUC MOT'YT HU3MCHATLCA HIIM OAXKC
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pa3pylIaThCsl B TEUEHUE HECKOJIBKAX YaCOB C MOMEHTA B3SITUS KPOBH.
HenocpencTBeHHO miepell HUCCIEIOBAaHUEM KpPOBb JOJDKHA OBbITh
THIATEIBHO TI€PEMENIaHa B TEYEHUE HECKOJIbKUX MHHYT s
pa3BeACHUsI AHTHUKOAryJssHTa W PaBHOMEPHOIO pPacIpeAcIICHUsS
(POPMEHHBIX 3JIEMEHTOB B IJIa3Me.

KpoBb, XpaHUBIIYIOCS B XOJOAWIBHUKE, HEOOXOJAUMO COTPEThH
N0 KOMHATHOM TEMIIEpATypbl, TaK KakK IIPU HU3KOW TeEMIepaTrype
YBEJIMYMUBAETCS  BSI3KOCTb, a (OpPMEHHBIE 3JIEMEHThl HUMEIOT
TEHJCHLIMIO K CKJIEMBAaHUIO, YTO B CBOI OYE€peAb IPUBOJIUT K
HapYLICHUIO [TIEPEMEILINBAHUS U HETIOJIHOMY JIU3UCY.

[IpurotroBieHne Ma3KOB KpPOBUM PpEKOMEHAYETCS JenaThb HE
no3nHee 1-2 yacoB mocie ee B3sAThs. CiaeayeT MOMHHUTB, YTO MPH
BBINIOJIHEHUM TIE€MAaTOJIOTMYECKUX HCCIEAOBAaHUN Ha 3HAYUTEIBHOM
yAaJ€HUU OT MECTa B3SITUS KPOBU HEM30EKHO BO3HUKAIOT MPOOIEMBI,
CBA3AaHHbIE C HEOJAronpusATHBIMU YCJIOBUSMH TPaHCHOPTUPOBKH.
Tpsacka, BuOpamus, TOCTOSHHOE MEpeMElIMBaHUE, HapyLICHUS
TEMIIEPaTYpHOr0 PEXUMa, BOZMOXHBIE TIPOIUBBI U 3arps3HEHUs TPOO
MOTYT OKa3blBaThb CYIIECTBEHHOE BJIMSHHE HA KAayeCTBO AHAJIU30B.
B Takux ciy4asx [OJDKEH OBbITh UYETKO OTpadoTaH alropuTM
TPAHCIIOPTUPOBKHU MaTtepuaia B KJIMHUKO-IUarHOCTUYECKY
J1a00paTOPHIO.

Bnuanue npeanailumudecKux qbakmopoe, 3asuciauiux
om nauuenma

Ha pe3ynbTaThl T€MaTOJOTMYECKUX HUCCIACAOBAHUNA MOTYT
BJIUATH (DaKTOPBI, CBS3AHHBIE C MHANBUAYAIbHBIMU OCOOCHHOCTSIMU U
(PU3HOJIOTUYECKUM COCTOSIHUEM OpraHu3Ma IanueHta. M3meHeHus
KJIETOYHOTO COCTaBa MNepUPEepUUEecKOl KpPOBU HAOJIONAIOTCS HE
TOJIKO TPU PA3TUYHBIX 3a00JICBAaHUSAX, OHU TAKXKE 3aBUCIT OT
BO3pacTa, MoOJla, JHUEThl, KYpEHHS W YNOTPEOJEHUS aJIKOroJs,
MEHCTPYaJIbHOTO IMKJIa, OEpeMEHHOCTH, (HU3NYECKOU HArpy3KH,
AMOIMOHAIBHOTO COCTOSIHUSI M TICUXUYECKOIO CTpEcca, HUPKAIHBIX U
CE30HHBIX PUTMOB; KJIUMAaTHUYECKUX U METEOPOJIOrMYECKUX YCIOBUU;
MOJIOKEHUS  TMalMeHTa B MOMEHT B3STUS KpOBHU; IpuUeMa
(papMaKOJIOTHUECKUX MpenaparoB U Ap. Tak, Hampumep, YUCIO
SPUTPOLUTOB M KOHLEHTpalus TIeMOrjoOMHa y HOBOPOXKICHHBIX
BBIIIIE, YEM y B3pOCibIX. C yBEIMUEHHEM BBICOTHI HAJl YPOBHEM MOPSI

3HAYUTCIIBHOC IIOBBIIICHUC Ha6HIOHaCTCH AJIA ICMAaTOKpHUTa H
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remorioouna (10 8% na Beicote 1400 m). Duznyeckue yrnpaxxHEHUS
MOT'YT MPUBOJIUTH K CYIIECTBEHHBIM U3MEHEHHUSIM 4YKCIa JEUKOIUTOB,
OOYCIIOBJICHHBIM TOPMOHAJIbHBIMU CIABUTraMu. Y TalUEHTOB IIpHU
NEepEXoA€ U3 TMOJOKEHUS JIekKa B TMOJOKEHHE CTOSA IOKa3aTelu
reMorjioOrHa U YHMCIIO JICMKOIMTOB MOTYT yBeIUUMUBaThCA Ha 6-8%, a
MOKa3aTe/ii TeMaTOKpUTa U YHUCIO SPUTPOIMTOB BO3pacTtaTh Ha 15-
18%. Otor »ddext o0OycloBIEH MNEPEXOJAOM KHUIKOCTU U3
COCYIMCTOTO pycla B TKaHM B  pe3yJibTaTe€  IOBBILICHUS
TUAPOCTAaTUYECKOTO JaBJICHUs. BbIpakeHHas auapesi ¥ pBOTa MOTYT
MPUBOJIUTh K 3HAYUTEIBbHOW JIETUJIpATAllMM U TEMOKOHIIEHTPAIIUH.
[Tocne peruapaTand HaOMIOJACTCS CHM)KEHHE T'e€MOTrJoOMHA U
reMaTOKPUTA, YTO MOXKET OBbITh OMIMOOYHO MPUHSTO 3a KPOBOIOTEPIO.
Jl71st ycTpaHeHHs UM CBEJICHUS] K MUHUMYMY BJIMSTHUS 3THX (DAaKTOPOB
KpOBb [IJI1 TIOBTOPHBIX aHAJU30B HEOOXOAMMO OpaTh B TEX XKe
YCJIOBHUSX, YTO IIPU NIEPBOM UCCIICTOBAHUM.

OO0mue npeacraBjieHus 0 KPOBETBOPEHUM

l'emono?3 — »3TO cucrtemMa C IUIABHBIM, HENPEPBIBHBIM
OOHOBJICHHEM KPOBETBOPHBIX KJIETOK 3a CYET cOaJaHCHPOBAHHOCTHU
npoueccoB MX oOpa3oBaHuss UM paspyumieHus. HopmanbHoe
KPOBETBOPEHHE MOJIMKJIOHAJIBHOE, T.C. OCYIIECTBIISETCS
OJTHOBPEMEHHO MHOTMMU KJIOHAMH, KOTOPBIE TIOJIHOCTHIO MEHSIOTCS B
teueHnue 1-4 mecsies (okosno 10% KIOHOB CyIIECTBYET A0 MOJIYroja).
[locTositHHAas ~ 3aMeHa  KJIOHOB  OOBSICHSETCS  MCTOLICHUEM
npoarepaTUBHOIO MOTEHIMAlla CTBOJIOBOM KJIIETKH, TaK Kak
MCUYE3HYBIIME KJIOHBI HUKOTJA HE MOSABISIOTCS BHOBD.

B mHacrosimiee Bpemsi MpeJioKeHa HepapXuyueckas MOJeIb
reMomno33a, COMNIACHO KOTOPOM BCE  KPOBETBOPHBIE  KJIETKH
IPOUCXOIAT U3 OTHOCHUTEIIBHO HEOOJBIIOT0 YUCa TEMOMO3TUYECKUX
CTBOJIOBBIX KIIETOK 4epe3 IOCJIeIOBATENIbHBIE 3Tanbl 00pa30BaHUS
MPOMEXYTOUHBIX  KJICTOK-TIpeAmecTBeHHUKoB  (cM.  CD-guck).
MynbTUNIOTEHTHAs CTBOJIOBAasi KJIETKAa 00JaJaeT CIOCOOHOCThIO K
CaMOOOHOBJICHHUIO u  nuddepeHIupoBKe B KIETKH  —
NPEALIECTBEHHUKH, KOTOPbIE IOCTENEHHO OrPaHUYMBAIOT CBOM
nudhepeHIIMPOBOYHBIN U TpoJU(epaTUBHBIN MOTEHIMAT B IIpeAenax
OJHOM KJIIETOYHOM JuHMHU. Ilo Mepe co3peBaHMs YHCIO KIETOK B
npejaesiax OJHOr0 POCTKA pe3Ko yBenuuuBaeTcsa. KOHEUHON LEenbio
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KPOBETBOPEHHMS SIBIIICTCSI OOpa3oBaHUE 3pemblX, (YHKIHMOHAIBHO
MTOJTHOIIEHHBIX TEMOITOATUYECKUX KIIETOK.

OCHOBHBIM OPraHOM T€MOIIOA3a SIBJISIETCS KOCTHBIA MO3T.
KpoBeTBOpHBIM KOCTHBIA MO3I PAcCIIONaraeTcs Cpeau 3SIEMEHTOB
KOCTU M CTPOMBI, SBISIOIIUXCA €r0 MHUKpPOOKpyx)eHneMm. KocTHas
TKaHb OTrPaHUYUBACT 30HY KpOBETBOPECHUS U TMIPEACTaBIICHA
ocTteo0IacTaMu, OCTEOKIacTaMu U octeorutaMu. CTpoMy o0pasyror:

- MPOU3BO/IHBIC ME3EHXUMBbI, KOTOPhIC MPECTABICHBI OOIBIITUM
KOJIMYECTBOM  KJIETOK -  aaunoruramu,  ¢Gubpobractamu,
SNUTEIUAIBHBIMU,  DHAOTEIHAIBHBIMU,  AJBECHTHUIMAJIbHBIMU U
PETUKYJISIPHBIMU KIIETKAMMU;

-KalmWJUJIApHAs CE€Th, B KOTOPOM pa3iuyaroT MUTAIOIIHUE U
(GyHKIIMOHAbHBIC KaWJUISPHI;

- HEpBHBIE OKOHYAHHS;

- TPOU3BOAHBIE CTPOMBI —  BHEKJIETOUHBIM  MATPHUKC,
BKJIIOYAIONIMMA  KOJUIAr€HOBBIE,  PETUKYJIMHOBBIE  BOJIOKHA U
HEpPacTBOpPUMBIE OCNIKU — JaMUHHWH, (PUOPOHEKTHH, TPOMOOCIIOHUH,
[JIMKO3aMUHOTJIMKaHbI, TTIMKOTIPOTEUHBI U APYTHE.

KoctHbie TpaOekylnbl, KIETKU CTPOMBI W B TIEPBYIO O4YEpE.b
bubpoOnacTel,  AHAOTEIUANIbHBIC,  AJBEHTUIMAJIbHBIE  KJICTKHU
00pa3yIoT B KOCTSAX MOJIOCTH, CHHYCOU/JIbI, B KOTOPBIX pacIojararTcs
KPOBETBOPHBIE KJIETKH, SBJSIONIMECS MAPEHXMMOM KOCTHOIO MO3Ta.
Onpenenennast Tonorpadguss KPOBETBOPHBIX KIJIETOK OOYCJIOBJIEHA
«MHCTUHKTOM TIOMa — CITIOCOOHOCTHIO pacro3HaBaTh
COOTBETCTBYIOIINE KIETKU CTPOMBI OJaroaapsi HaJu4dui0 pPelernTopoB
Ha MOBEPXHOCTU MEMOpaHbl FeMOIOATUYECKUX KIETOK. CHHYCOHbI
UMEIOT OOIME€ CTEHKH C BEHO3HBIMH cuHycaMu. CO CTOpPOHBI
BEHO3HOI'O0 CHHYCAa CTE€HKH BBICTJIAHBl 3HAOTEIIMEM, CO CTOPOHBI
CHHYCOH/Ia — KJIETKaMH CTPOMBI (aABEHTUITMATILHBIMH,
aJUTIOIUTAMU ), MEXAY IHIAOTEITUEM M CTPOMOW HAaXOJAUTCs Oa3aibHas
MeMOpaHa. DHAOTENNAIbHbBIE KJIETKU 00pa3yroT nmopel 1-2 MkM, yepes
KOTOpPBIE U3 KOCTHOT'O MO3ra B KPOBEHOCHOE PYCJIO MOTYT IIPOHUKATh
TOJIBKO 3peJible KPOBETBOPHBIEC KIETKH, 00JIaAF0IITHE 3JTACTUYHOCTHIO.
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Pucynok 1. — Cxema Kkposemeopenus

['emomnosTUUueckasi CTBOJIOBAs KJIETKA XapaKTEPU3YETCS:
v’ CIIOCOOHOCTELIO K CAMOOOHOBIJIEHUIO ¥ CAMOIIOIIEPKAHHIO;
v/ BBICOKHM, HO OIpaHHYEHHBIM IPOIH(EPATUBHBIM ITOTEHIHATIOM;
v’ cocoOHOCTEI0 K au((HEPEHLIUPOBKE BO BCe 0€3 HMCKIIOYEHHS
JMHUY TEMOTI0334;
v/ CIIOCOOHOCTBIO K MUTPAITUH;
v’ HanmnuueM xapakTepHoro mmmyHodenoruma (CJ 34+).

HNcTuHHBIE TeMOMO3TUYECKHE KIETKH MPEICTaBISIOT CO00M
HEOOJIbIIIYI0  TOMYJISIIUIO,  KOTOpask  BMECT€ C  KJIETKaMH
MPEIIECTBEHHUKAMU B KOCTHOM Mo3re  coctasisier  0,05%.
['emonoaTHYECKUE KIETKHU CIOCOOHBI K (POPMUPOBAHUIO KOJIOHUN M3
OJIaCTHBIX KJETOK U TMOJHOMY BOCCTaHOBJICHHIO T'€MOII0’3a.
BONbIIMHCTBO W3 HUX, UMES OrpOMHBIM  TponudepaTUBHbBIN
MOTEHUMAJ, HAXOAUTCA B COCTOSIHUM IIOKOS, BBIXOJ H3 KOTOPOTO
NPUBOJUT K CHIDKEHHUIO CIIOCOOHOCTH K mpojudepanuu
OrpaHUYCHUI0  AUDPEPEHIUPOBOUHBIX  BO3MOXKHOCTEM  KIIETKH.
['eMOnIOATUYECKHE CTBOJIOBBIE KJIETKH IOCJIE HECKOJBKHUX LHUKIIOB
JIeJIeHUs CIOCOOHBI BEpHYTbCs B cocTosiHue mnokosi. [lo wmepe
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CHUXEHUS NpoJudepaTUBHOTO MOTEHIIMANIA TeMOIIOATUYECKHUE KIETKH
nuhGepeHITUPYIOTCS B MYJITUIIOTEHTHBIE KJIETKU-TIPEAIIIECTBEHHUKH,
KOMMUTHUpPOBaHHbIE K  AudPepeHIUpOBKE B  ONPEACICHHOM
HaIpaBJICHUM — B OOIIUNA MPEANIECTBEHHUK MUEIIO- WK JIMMGOT033a.
N3  oOmero  MHUETOMAHOTO  MPEAIIECTBEHHHKA  00pa3yroTcs
OJINTOTIOTCHTHBIE KJIETKU-TIPEIIIECTBEHHUKH rpaHyJio-
MOHOMaKpo(daraabHOTO pOCTKA. OO6mmit NPEAIIECTBEHHUK
auM@doronssa JaeT Hayauo KIEeTKaM-MPEAIIECTBEHHUKAM YEeThIpeX
kiaccoB — B-nmumdonuram, T-numdoruram HK-knetkam wu
JEHIPUTHBIM TUM(OUTHBIM KJIETKaM. YHUNOTEHTHBIE
KOMMUTHUPOBAHHBIE MPEIIIECTCHHUKH SIBJISIIOTCS POJOHAYAIbHUKAMU
OJHOTO  pocTKa remMomos’3a: Hampumep, KOE-I' —  gua
rpanynonutapHoro, KOE-M — mist MoHoIuTapHO-MakpodaraibHoro,
KOE-3, BOE-D — npenmecTBeHHUKHA 3pUTPOUAHBIX KIETOK, KOE-

MIKI] — MPEAINICCTBCHHUKH METrakapuoIuToB H T. 1. Bce
KOMMUTHPOBAHHBIE  KJICTKHU-TIPEJAMICCTBEHHUKA  HE  00JajaroT
CIIOCOOHOCTBIO K CaMOOOHOBJICHHUIO, CaMOIIOJJICPKAHUIO, HE

CIIOCOOHBI  BO3BpAIIATHCA B COCTOSIHUE KJIETOYHOro mokos. K
MOP(OJIOTHYECKH  PACMO3HABAEMBIM  KPOBETBOPHBIM  KJIETKaM
OTHOCATCS TU(PepeHIUPYIOMMECs, CO3PEBAIOIINE U 3peJible KIETKHU
BOCbMHU KJICTOYHBIX JIMHUM, HauWHasg C OJacToB, OOJIBIIMHCTBO W3
KOTOPBIX UMEIOT XapaKTepHbIE MOP(POIIUTOXUMUYECKNE OCOOEHHOCTH
(cM. cxeMy KpOBETBOPEHHUSI HA KOMMAT-IUCKE. )

['emonoaTryeckue CTBOJIOBBIC KJICTKH U KJICTKH-
MPEIIIECTBEHHUKA  00JIAal0T  CIIOCOOHOCTBhIO  MUTPUPOBATH B
KPOBOTOK M BO3BpaIllaTbCcsi 0OpAaTHO B KOCTHBIM MO3T, oOecreunBas
oOMeH KPOBETBOPHBIX KJIETOK MEXTY pa3o0ICHHBIMHU
KPOBETBOPHBIMU TEPPUTOPUSIMH.

[Tponmudepanus, nuddepeHupoBka U amnonTo3 — OCHOBHBIE,
FCHETUYECKU  OOYCJIOBJICHHBIE  TPOTPAMMBI,  OMNpPECISIONINe
CYIIECTBOBaHWE U (PYHKIIMOHUPOBAHHE BCEX KIETOK OpraHu3Ma, B
TOM YHUCJIE U KJIETOK KPOBH.

Kaxmas 3 HUX HMEET MEXaHH3MBI, KOTOPBIC PETYIUPYIOTCS
OTpEeNIeICHHBIMUA ITMTOKWHAMH, POCTOBBIMH (DaKkTOpamu, TeHaMH.
Knerka  HaumHaer — nuddepeHIupoBaThCI  TOJIBKO ocJye
B3aMMOJICUCTBUSI ¢ (akTopamMu pocTa, COAEpKaHHWE KOTOPBIX
ONpeAeNsIET KOJUYECTBO MPOAYLUPYEMBIX KJIETOK, YHUCIO MHTO30B,
MPOJICNLIBAEMBIX KJIETKOM, HO KOTOpbhIE HE Y4YacTBYIOT B BBIOOpE
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HarpasieHus AUGPepeHIIIPOBKU. YUUTHIBasE OTPOMHYIO MPOIYKIIHIO
KJIETOK KPOBH (ITPUMEPHO 5-7 THICAY KIIETOK B TEYEHUE BCEH JKU3HH),
JUTSL TIOJJICPKAHUS KJIETOYHOT'O PAaBHOBECHUS JOJDKEH CYIIECTBOBATh
MEXaHU3M yJaJeHusl U30bITOUHBIX, TOBPEKIECHHBIX U CTapbIX KJIETOK.
BaxxHpiM  (pU3HOTOTHYECKUM  PETYISTOPOM TE€MOIMO033a  SBISETCS
amonTo3 — 3alMporpaMMHUpOBaHHas cMepTh. [Iporpamma camMoOyHHUUTO-
KEHUSI KJIETKH, OCYLIECTBIsAeMasi pa3IUYHbBIMA BHEIITHUMU W
BHYTPEHHMMM  CUTHajaMH{,  ypaBHOBEIIMBAETCS  MPOTPAMMOi
antuaronto3a.  CaMbIMH  MOIIHBIMH  QHTHANIONTOTHYCCKUMM
CTUMYJIAMHU [IJI1 HOPMaJIbHOTO KPOBETBOPEHUS SIBISIOTCA POCTOBBIC
daktopel. Cdhepa ux ACUCTBUA OOCTATOYHO ITUPOKA, HAYMHAS OT
CTBOJIOBOM KJICTKM M 3aKaHYMBAas 3PEIBIMU JJIEMEHTAMH, KOTOPHIM
OHM O00ECMeYnBalOT HOpMallbHOE (PYyHKIIMOHUpOBaHUE ((akTop
CTBOJIOBBIX KJIETOK, TPOMOOIIOATHH, SPUTPOIIOITHH,
KoJioHuectumynupyroue gaxropsr, MJI1-2, UJI-3, NJI-6 u ap.).

HcciaenoBanue KOCTHOIO MO3ra

Ionyuenue npo6 kocmnoz2o mo3zea

IIyHKIIMST KOCTHOTO  MO3ra  BBINOJHAECTCA  BpPaduoM B
aCEeNTUYECKUX YCIIOBHSIX, C UCII0JIb30BAHUEM MECTHOU
uH@uiabTpauuoHHot  anecte3uu  (1-2%  pactBop  HOBOKawWHa,
JU0KaWHA WIM JPYyTOro aHECTETUKA), MOCIOMHO: KOXKa — MOJAKOXKHAsI
KJIIETYaTKa — HAAKOCTHUIA. KOCTHOMO3roBOM NYHKTAT IMOJYYarOT
MyTEM MYHKIIUU PYKOSITKH TPYJUHbBI, pedep, TpeOHs nin OyrpucToCTu
MOAB3AOIIHON KOCTH, MATOYHOW KocTU. Hambosee 4yacTo KOCTHBIN
MO3T TOJIYYalOT MOCPEACTBOM AacCHUPAIMOHHON OWoIcuu B 001acTu
Tella TPYyAUHBI HAa YPOBHE TPETHETO-4ETBEPTOro MexkpeOepuid. Jliis
aCTUPAIIMOHHON OWOIICHH HCMOJIB3YIOT KaK MHOT'OpPa30BbIC UTIJIBI
Camn, Knmuma, HMcnmama, uMeromme peryjadpyeMblil OTPaHUYHATEND
(MTOK), TaKk W OAHOpPa30Bbie WUrJbl. [[yHKIMOHHYIO WIJIy BBOJST
OypaBsIIIUM JIBUKEHUEM CTPOTO TEPIEeHIUKYISIPHO TOBEPXHOCTU
IPYAVHBI B KOCTHOMO3IOBOW KaHAJ: IIMTOK WIJIBI PAcIoyiaracTcs Ha
paccrosianu (0,8-2 ¢cM OT TPyAWHBI, B 3aBUCHMOCTH OT KOHCTUTYIUH
nanuenta. [locine wu3BIeUeHUS MaHIpPEHAa W3 WIJIbI Ha Hee
HACAXWBAIOT IIOPHUIL, C TOMOIIBD KOTOPOTO MPOU3BOJIUTCS
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acnmpanua 0,1-0,3 M koctHOro mo3sra. KoctHeii Mo3r u3 mmnpuia
MTOMEIIAIOT Ha mapadWHUPOBAHHOE YAaCOBOE WMJIM MPEAMETHOE CTEKJIO,
a oCTallbHas YacTh MaTepuajga HEMEJJCHHO BHOCUTCS B IMPOOUPKH C
peareHTaMM ISl MOJACYETa MMEI0- M MerakapuouuToB. Cpazy ke
IIOCJIE€ 3TOr0 C MOMOIIBIO NMITM(POBAHHOTO CTEKJAa Ha MPEIMETHBIX
CTEKJax BBIMOJHIIOTCA TOHKHME Ma3ku (mo 10 ImITyK) O OLIEHKH
KJIETOYHOT'O COCTaBa KOCTHOI'O Mo3ra. Bce mporeaypbsl ¢ KOCTHBIM
MO3TOM JIEJIAIOTCS OUYeHb OBICTPO BO M30EKAHUE €TO 3aCTHIBAHUS.

Iloocuem konuuecmea muejtokapuouumoes

[ToacueT MHEIOKAPUOIMTOB MPOU3BOJAT B CUETHOM Kamepe
['opsieBa ¢ HWCHONIB30BaHHEM CBETOBOTO MHMKPOCKOMa. B mpoOupky
c 4 mn 3-5% pactBopa ykcycHoil kuciaorel BHocAT 0,02 M
KOCTHOMO3roBoro myHkrara (pasenaenue B 200 pa3). Coaepxumoe
MpOOUPKH TIIATEIHHO MEPEMEIINBAIOT U 3aMOJIHAIOT Kamepy ['opsera.
Yepes 1-2 MUHYTBI, HCHOJB3YSd Majo€ YyBEJIUYCHUE MHKPOCKOIA
(oxymap x10, o0bektuB x10) TOACYUTHIBAIOT  KOJHYECTBO
MHUEJIOKapuouTOB B 1 MK u ¢ niepecueroM B equnuilsl CU. Iloncuer
apocojiepxkanmx kietok BeayT B 100 Oonplimx KBajpaTax, pacyeT
AIPOCOAEPKAITUX KIIETOK MIPOU3BOISIT 1O hopmyIie:

nx200x250
G = nx500,
100

/i€ X — KOJINYECTBO MUEJIOKAPHUOIIUTOB B 1 MKJI TyHKTATa;

N — KOJWYeCTBO MHUeNokapuonuToB B 100 OonbIIMX KBajparax
CETKHU CYETHON KaMephl;

200 — pa3BejieHre MTyHKTATA,

250 — MHOKUTENB JJIs IPUBEACHUS K 1 MKII,

WU JJ1s iepeBoa B eauHuIlbl cuctembl CH pacCYuTHIBAIOT MO
dbopmyie:

X=n/2x10 9/JI;

B  HOpMe  KOIMYECTBO  MHMEIOKApHUOIIUTOB  COCTAaBIISICT
9
42,0-195,0x10 “/m;
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Iloocuem konuuecmea mezaxkapuouumoes

[ToscueT KOJIMYECTBA METaKapUOLUUTOB MPOU3BOASAT B CUETHOM
kamepe Dykca-Poszenrans. llepen mccnenoBaHueM KOCTHOMO3TOBOU
nyHKTaT pa3BoasaT B 20 pa3: B 0,4 miu 3-5% yKCyCHOM KHUCITIOTHI BHOCAT
0,02 M3 nmyHKTaTa, OPEMEUIMBAIOT M 3aIOJHSIOT CUETHYHO KaMepy.
[Iomcuer MerakapuomuTOB NPOBOIAT 4Yepe3l-2 MUHYTBI 1O BCEH
KaMepe C MCIOJb30BAHHUEM MAJIOTO YBEIMYEHHS CBETOBOTO
Mukpockomna (00wbekTuB x 10, okymsip x 10). Pacuer kosuuectBa
METrakapuoIMTOB MPOU3BOJAT 1O HopmyIie:

nx20
X=emmmmmnennaes ,
3,2
rIe X — KOJHMYECTBO METaKapuoOUMTOB B | MK IMyHKTara

KOCTHOT'O MO3Ta;

N — KOJIMYECTBO METaKapHOIIUTOB B CUCTHON KaMepe;

20 — pa3BeqieHHE MyHKTATa,;

3,2 — 00beM KaMepBHI.

B HOpMe y 310pOBBIX JIOACH KOJMYECTBO METaKapHOIUTOB
koseoaercst ot 50 mo 150 B 1 M mim 0,050-0,150%10 /.

Muenozcpamma. Kocmnomoszoevie unoekcot

KiieTouHblii €cOCTaB KOCTHOMO3IOBOI'O MYHKTAaTa 3aBUCUT OT
paz0aBieHHOCTH ero nepudepuyeckoil KpoBbIO, OT KauecTBa
BBIIIOJTHEHHOW ITyHKIMH, OT BO3pacTa MAauUMeHTa W COCTOSHUS
KOCTHOTO MO3ra B MOMEHT IYHKUHH, Hamnpumep QuOpo3upoBaHue
KOCTHOT'O MO3Ta BJIMUSET HA KJIETOYHBINA COCTAB MUEIIOTPAMMEBI.

IIpuroTroBineHHbIE Ma3KM KOCTHOTO  MO3ra  OKpAaIlIWBAaIOT
OpUHATBEIM B J1abopatopun MetojgoMm (mo PomanoBckomy-I'nmse,
Hoxty u npyrue). [IpocmarpuBaioT Ma3Ku CHadajia ¢ UCIOJIb30BaHUE
Masioro yBenuueHus (o0bekTB X10, okymap x10) ¢ 1enbro
OPUEHTUPOBOYHOM OIIEHKHU KJIIETOYHOCTH KOCTHOI'O MO3ra, KOJIMYE€CTBA
MErakapuoUWUTOB, OOHAPYXKEHUSA CKOIUICHHM MHEIOMHBIX KIETOK,
KOMIUIEKCOB ~ ONYXOJIEBBIX  KJETOK,  KIETOK  bepe3oBckoro-
repubepra-Pug u apyrue. g oueHku Mop(oOJOTHH KIETOYHBIX
AJIEMEHTOB, OTIPEACIICHUS (YHKIMOHAIBHOM AKTUBHOCTH
METakapuoUMTOB M  MOJACYETa  MHUEIOIPAMMBI  HCIOJB3YIOT
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HMMEPCUOHHBIH OOBEKTHB CBETOBOTO MHMKpOCKoma (yBeIUUYEHUE
x100).

MuenorpaMmma — MPOIEHTHOE COOTHOIIICHUE PAa3IMYHbIX KJIETOK
KOCTHOro Mo3ra. [{ns moxacdera muenorpaMmmbl aHanu3upyror 500-
1000 knerok. IlogcuuThIBalIOT BCE  KJICTOYHBIE  DJIEMEHTHI,
BCcTpeyaromuecss B mosie 3peHus. Ilocne auddepenuupoBku 500
KJIETOK, YMCJIO KIETOK pa3HOro BuJaa JAeasIT Ha S5 (mpu
muddepenmmpopke 1000 xmerok — Ha 10), pe3ymbpTaT BBIJAIOT B
nporneHTax. KileTku rpaHyJonUTapHOTO psila B HOPME COCTAaBJISIIOT
60-70%, xmetku osputpougHoro psana — 20-25%, numdbougHbe
sJIeMeHTBI cocTaBisiioT  /-10%, wMoHomuTel — okxono 2%, B
MHUEJIOTpaMMYy  TakXKe€  BXOJAT  IJIA3MOIIUTHI, METraKapHUOIIUTHI.
OTMeyarT B MUEJIOTPAMME TaKXK€ U JPYTHE KIECTKU, BCTPEUYAIOIIHUECs
npu  mojcyere (Ty4yHble KJIETKH, Makpodaru, ocTeo0JacThl,
ocTeokJacThl). [loMUMO MPOLIEHTHOI'O COOTHOIICHUS KJIETOYHBIX, PU
OI[EHKE MAa3KOB KOCTHOMO3TOBOIO IYHKTaTa pacCUUTHIBAIOT
CIEAYIOIE KOCTHOMO3TOBBIE HHIEKCHI.

1. JIeitko-3puTpo0OIaCTUYECKUN UHIEKC — COOTHOIIECHHUE CYMMBbI
BCEX KJIETOK JIEUKOUUTAPHOrO psifla K CYMME KIETOK 3PUTPOUIHOTO
psna. B nopme JI/D unnekc pasen 2,5-4,0:1.

2.lHnexc co3peBaHusi HEUTPOPUIIOB — COOTHOIICHUE MOJIOJBIX
u Oosiee 3penbix Gopm HelTpoduiioB. B HOpME KOCTHOMO3rOBOM
uHaekc HeiTpodumios pasen 0,5-0,9.

3.VHnexkc co3peBaHUs] IPUTPOKAPUOIIUTOB — OTHOIICHHE
reMOTrJI00MHCOIepKAIIUX ~ HOPMOOJAcTOB KO  BCEM  KJIETKaM
spuTpouaHOTO psga. B Hopme atoT muaekc coctaBmseT 0,7-0,9.

[locne  TmATENBHOTO  MPOCMOTPAa  MAa3KOB,  MOJCYETA
MUEJIOTPAMMBl M aHAJIW3a BCEX KIETOYHBIX JIMHUWA BBIIACTCS
pEe3yJIbTaT aHAJIMTHYECKOIO0 MCCIEAOBAHUS MA3KOB KOCTHOTO MO3ra B
mudpoBoil (coaepkaHue KIETOK B MPOIEHTaX) W ONUCATEIbLHOU
dbopme. B omnmcaTrenbHOW 4YacTH MOPEXAE BCErO JAlOT OILEHKY
KJIETOYHOCTH  KOCTHOTO  MO3ra, HampuMmep: KOCTHBIM ~ MO3T
TUIIEPKIICTOYHBIM, CKYIAHBIM, WM KIETOYHOCTb KOCTHOI'O MO3ra
HOpMaJbHas, yMEpPEHHAas1, ITIOHWKECHHAsA, MOBbIICHHAsA. Jlanee maercs
ONMCAaHNE KAXKJIOr0 KIETOYHOTO PsiJia, HAUWHAS C KOJIMYECTBA KIIETOK
M UX COOTHOIICHUSI BHYTPU HETO, a TakXKe JaeTcsa Mopdoiaoruueckoe
ONMCAaHHUE KJIETOYHBIX JJIEMEHTOB B COCTABE MX KIETOYHBIX PAJIOB.
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Pesynbrar oQopMIISIOT, UCTIONB3YSI CIAEAYIONIUE BBIPAXKEHHUS: POCTOK
COXpPAHEH, CYXEH, YTHETEH, WJIM, HalpOTUB, YCHWJIEH, pPa3Ipa)ecH,
TUIEPIIA3UPOBAH. Y Ka3bIBAIOT MPOIEHT (PYHKIIMOHATIBHO aKTHUBHBIX
MErakapuonuToB. B Hopme KOIMYECTBO  (PYHKIMOHUPYIOUIUX
METakapuoUUTOB, T.€.  OTIIHYPOBBIBAIOIIMX OT  LUTOIUIA3MBbI
TpoMOoOIuThI, coctaBisier 60-70% ot oOmero KoJIu4yecTBa
MerakapuouurtoB. Ilpy onuMcaHMM KOCTHOMO3ILOBOIO  ITYHKTAaTa
aKIICHTUPYIOT BHUMAHHUE Ha OCOOCHHOCTSIX MOP(OJIOTHUU KIIETOK, MX
CO3pEBaHUs, YKa3blBAlOT HA HAJMYME JIETCHEPATUBHBIX M3MEHEHUM,
NPU3HAKOB JHCIUIA3UM, HAJIUYUE NATOJOTMYECKUX BKJIIOUYCHUH B
nuroriazMe (majmoyku Ayaspa B JIGMKO3HBIX KJIETKaxX U APyrue).

IpUTPONOI3

[Ipouiecc oOpa3oBaHUsS W CO3PEBAHUSI APUTPOUAHBIX KIETOK B
KOCTHOM MO3re HasbIBaeTcs spumponoszom (cm. CD-auck). IIporece
muPEepeHITUPOBKA U CO3PEBAHUS IPUTPOUIHBIX KIETOK, HaUMWHAS C
spuTpodiacTa A0 3pUTpoluTa, 3aHUMaeT 9-14 nueit. M3 obmiero
MUEJIOWTHOTO  MPEJIIECTBEHHUKAa 00pa3yloTcsi  poJlOHavYajbHbIC
KJIIETKA HPUTPONO033a — OUINOTEHTHBIE KIETKU-TPEAIIECTBEHHUKH
METaKapuOIUTAPHO-3PUTPOUTHOTO pOCTKa, a 3aTeM
KOMMUTHUPOBAHHBIE  YHHUIIOTEHTHBIC  KJIETKH-TPEAIICCTBEHHUKU
(bypctooOpazyrone  eauHuIbl  3puTponon3a — BOE-D) wu
KOJIoOHeoOpa3yromme enuHuibl sputponodsa — KOE-O. Ilocnennue
npojaenbiBalOT 10 S5  geneHuit u auddepeHIUpyroTcs B
MOP(OJIOTHYECKH PACIIO3HABAEMbBIE KIJIETKA 3PUTPOUJIHOTO POCTKA —
3pUTPOOJIACTBI, KOTOPBHIE B T€UEHUE 3-5 CYTOK MPOXOIST B KOCTHOM
Mo3re  craaud  0a30(UIBHOTO,  MOJIUXPOMATO(UIBHOTO  H
okcuduiabHOro HopmobOnacra. IlonuxpomaToduibHBI HOPMOOIACT
ABIISIETCA TIOCJICHENW HEISIIIENCS KIETKOM 3pUTPOUIHOTO psaxa. Ha
JIOJTFO SPUTPOKAPUOIIMTOB KOCTHOTO Mo3ra mpuxoautcsa 20-25% Bcex
apocoaepxkamux kieTtok. Cucrema, 0ObEIUHSIONIAsT caMble paHHUE
MpEeIIIECTBEHHUKU SPUTPOUTHOTO pana, MOPGOIOTUUECKU
uaeHTUDUIIMPYEeMble TPOJUPEPUPYIONINE U HENPOIUPEPUPYIOIIUE
AIpOCcCOAEPKAIIUE KIETKU, PETUKYJIOUUTHI U SPUTPOLIUTHI, MOTydriIa
Ha3BaHue HpuTpoH. Ilponecc auddepeHIUPOBKU IPUTPOUTHBIX
KJIETOK XapaKTEepU3yeTCs IIOCTETNICHHBIM YMEHBIIICHHEM pa3MepoB
KJIETOK, 5i/Ipa, KOHACHCAIIMEH XpOMaTUHA, HAKOIUICHUEM T'€MOTJIO0OMHA
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B 1uroruiazme. CuHTE3 TemorjoOMHa B  SPUTPOKAPUOIUTAX
HAYMHAETCd Ha CTaJuM DJpUTPOOIacTa U 3aKaHUMBAETCS B
PETUKYJIOIIUTE C MCYE3HOBEHHEM MOCJIeAHEeH pubdocoMbl. SAapo
OKCU(PHIBHOTO HOPMOOIacTa CTAHOBUTCS TIJIOTHBIM, MUKHOTUYHBIM U
BBITAJIKUBAECTCS W3 LMTOIUIA3Mbl MPU IMPOXOKJICHUU KIETKU 4Yepe3
MOphl CUHYCOWAOB KOCTHOro wmosra. Ilocrme ypaneHus sigpa u3
HOpPMOOJIACTOB 00Opa3yrTCS KOCTHOMO3TOBBIE PETHUKYJIOUUTHI, B
KOTOPBIX CHHTE3 TeMOIJIOOMHAa HE MPEKpaIllaeTcsl €lle B TEUCHHE
3-4 cytok. He3penbie peTUKYJIOUUTHI OCTYNAOT B niepudepudeckoe
pycno, rae B teueHne 24-30 yacoB IO3PEBAIOT W IPEBPALIAIOTCA B
3peJible KJIETKU 3PUTPOUTHOTO Psifia — SPUTPOLIUTHI.

Yacte ospurpokapuonutoB (5-10%) B (HU3HOIOTHUYECKHUX
YCJIOBUSX, IOCTUTHYB KPUTUYECKOW Macchl reMoriioonHa (27 mr.) Ha
ctaauu 0OazouibHOrO >pUTpOoOIacTa, THOHYT B KOCTHOM MO3Te —
HEed(P(DEKTUBHBIN  SPUTPOIOI3, YPOBEHb  KOTOPOrO  OTpa)kaer
WHTEHCUBHOCTh  amonTto3a. B (U3HOIOTrMYEeCKUX  YCIOBHSAX
HEeAI(DPEKTUBHBIN DPUTPOTOI3  SBISETCA OJHUM U3 PETYIATOPOB
KOJINYECTBA APUTPOIIUTOB B KPOBH.

Mopdghonozusa knemox pumpouono2o pocmka

Ipumpobaacm — niepBasi MOPQPOJIIOTUUECKU pa3TuyuMas KJIeTKa
SPUTPOUIHOTO POCTKA, UMEIOIIAs OKpyriyw dopmy, nuametp 20-25
MKM, SII€PHO-IIUTOIIA3MAaTUYECKOE COOTHOIIEHUE B TIOJIb3Y Spa.
Anpo wMeer NpaBUWIBHYIO (QOpPMY, HEXKHYI MEIKO3EPHUCTYIO
CTPYKTYpY XpOMaTHHA KpacHO-(UOJETOBOTO IIBETA, COIEPKUT 1-3
HYKJICOJIbI.  DpUTpoOJIACT HMMEET  HACBhIIIEHHO  0a30(uibHYIO
LHUTOIIa3MYy, PACHOJIOKEHHYIO Y3KUM OO0OJKOM, LIMTOILIa3Ma MOXKET
UMETh  OTPOCTKM. Mexay sapoM W UUATOIUIA3MOM  BHJHA
NepUHYKJIeapHas 30Ha MPOCBETIICHHUS.

[IponopmoOmacT — KieTka Onu3kas 10 MOpP(OJOTUH K
PUTPOOIACTY, OKPYIJIOM WM Clerka OBaJIbHOM (POpPMBI, pazmepom
18-20 mxMm B guamerpe. CTpykTypa XpomaTHHA HECKOJIBKO Tpyoee,
4yeM y 3puTpoOiacta, B AIpe OTCYTCTBYIOT SApbIIKHU. L{uTomnazma
HACBIIIIEHHO 0a30¢uIbHAs PACIIOI0KeHA Y3KUM 000KOM.

bazoduibHbIl HOPMOOJACT — KJETKa NPaBWIbHOW (OPMBI,
pasmepamu 12-18 Mkm B nuamerpe. Aapo okpyrioit popMbl KpacHO-
¢uosneToBoro 1BeTa, SACPHO-LUTOIIA3MATHYECKOE COOTHOIICHUE B

o3y sapa. CTpyKTypa XpoMaThHa Tipl0yaras, 3a C4eT YIUIOTHEHHS
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XpOMAaTHUHOBOM CE€TH, C TEHJCHUUEW K KOJECOBUIHOU CTPYKTypE
PUCYHKA, C YEpPEIyIOIIMMUCS TEMHBIMA W CBETJIBIMM YYaCTKaMH.
[uTonnasma ©Oa3zoduibHas, paclojlaraeTcs B BHJIE HEOOJBIIOTO
000/IKa, MUMEET CBETIYI0 MEPUHYKICAPHYIO 30HY, KOTOpPAas MOXKET
UMETh PO30BBIM OTTEHOK 3a CYET HAKOIUICHHWS B HEM remMorioOuHa.
Haxkomnsenue remoryiioOnHa 00yciiaBIuBaeT BOCIPUATHE IUTOILIA3MOM
KHUCJIOW KpacKu P03MHA, YTO MPUJIAET €1 PO30BOE OKPAIINBAHHE.

[TonuxpomaTouibHBIA HOPMOOJIACT — KJIETKA OKPYTJION
dbopmbl, 8-12 MKkM B jguameTpe. SaepHO-IUTOILIA3MATUYECKOE
cooTHomieHne 1:1 wimm B mONB3y LOUTOILIa3MbL. fAApo KpacHO-
(GHONETOBOrO I[BETA, PACIIOJIIOKEHO IEHTPATBHO WM KCIEHTPUYHO.
CrpykTypa XpOoMaTHHA rpyOoribiOuaras, KOJICCOBHU/THAS.
[{uroriasmMa, 3a CYET HAKOIUIEHUSI TeMOrJ00MHA, BOCIPUHHUMAET
KUCJIBIE M OCHOBHBIE Kpacku (MOJMXpOMa3us) W CTAHOBUTCS
MOJTMXPOMAaTO(PUIBHON - CepoM, cepo-roay0Ooii, cepoBaTO-CUPEHEBOM
okpacku. OTTEHOK OOYCJIOBJIEH CTEIEHBIO TIeMOIVIOOMHHU3ALINT
nuToruia3Mbel. HakorsieHue reMoryiioOMHa B ITUTOIUIa3ME SIBISIETCS
NPUYMHON TIpeKpalleHus aeiaeHust kiaeTku. [lonmxpoMarouiabHbIN
HOPMOOJIACT — TOCIEIHAS AENAIAscs KIeTKa dPUTPOUIHOTO psija,
NpUYEM K JICJICHUIO CIOCOOHBI 00Jie€ KPYMHBIE MOJOAbIE (POPMBI
KJIETOK.

Okcu(uinbHbIE HOPMOOJACT — KJIETKAa MNPaBUIBLHONW (OPMBI,
pasmepamu 8-10 MKM B auameTpe. AnepHO-UUATOIIA3MATHYECKOE
COOTHOIIIEHWE B TOJIb3y IUTOIIA3Mbl. Snpo okpyrion (opmsl,
KpacHO-(pMOJETOBOIO I[BETA, INIOTHOE, MMKHOTUYHOE, PACTIONOKEHHOE
SKCIEHTpUYHO. [{uTomiazma Oorara reMorgsoOMHOM HMEET CBETJIO-
po30oByr0  okpacky. Ha »3rtoit cragum  nuddepeHunpoBKU
3aKaHUYMBAETCS] T€MOTJI00MHU3AIMS IUTOIUIa3Mbl. HakarnnuBaromuiics
IreMOTJIOOUH CIIOCOOCTBYET BBITAIKMBaHUIO sifpa. [locie ymaneHus
sJipa U3 HOPMOOJIACTOB 0OPA3YIOTCS PETUKYJIOIUTHI.

PeTukynonuTel — He3peible KIETKH SPUTPOUJIHOTO POCTKA.
JlnameTp peTUKYJOUWUTOB cocTaBisieT 7,7-8,5 MiM. HMcnonb3ys
MPUKU3HEHHBIE METOAbI OKPAacK (HarpuMep, METUJICHOBBIM CUHUM,
azyp Wid OpWIJIMAHTOBBIA KPE3WJIOBBIM CHUHHII), B PETUKYJIOIUTAX
oOHapyxuBaeTcss Oa3zoduiibHas ceryatas cyOcranius (substantia
reticulofilamentosa) — arperatsl MHUTOXOHIpW, PUOOCOMHOMN
PUOOHYKIIEMHOBOM KHCJIOTHI, OCTATKOB 3HAOIIA3MATUYECKON CETH U
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apyrux. [lo Mepe co3peBaHus peTUKYJIOLUTOB KOJIMYECTBO CETYATOM
CyOCTaHIIMU B HUX YMEHBIIAETCA.

[To cTenenu 3penocTy pa3auyaroT ISITh TPYIIT PETUKYIIOIUTOB B
COOTBETCTBUU ¢ Kiaccudukanuei ['einpmeiiepa:

(0 epynna — BEHUYMKOOOpa3HbIE PETUKYJIOIUTHI, SABJISIIOLINECS, T10
CyTH, OKCH(UILHBIMH HOPMOOJACTaMH, B KOTOPBIX BOKPYT sapa B
BU/JIC BEHUMKA pacroiaraercsa 0a3ouiabHas ceTyatas CyOCTaHIIUs.

I epynna — wxiryokooOpa3HbIe PETUKYJIOLMTHI, COJAEpIKaIlue B
[UTOIIa3ME PETUKYJSIPHYIO CETUaTyI0 CyOCTaHIIMIO B BUJEC KIyOKa,
PACIIOJIOKEHHOTO B IIEHTPE KJIETKHU WIIA SKCIIEHTPUYHO.

Il epynna — TOIHOCETYAThIE PETUKYJOIUTHI, B IUTOIJIA3ME
KOTOpBIX 0a30(uiibHAs ceTuaTas CyOCTaHIUsl pacrojiaraeTcs o Bcei
KJIETKE.

Il 2pynna — HENOJIHOCETYATbIE PETUKYIOLUUTHI, HUMEIOIIUE
OT/ICJIbHBIC HUTU CETYATON CyOCTaHIIUU B IIUTOILJIa3MeE.
IV 2pynna — TBUIEBUAHBIE PETUKYJIOLUUTBI, B KOTOPBIX

0azodunpHas ceTyaras CyOCTaHIIMS PacloJiaraeTcs B IIUTOIUIa3ME B
BUJIE €IUHUYHBIX MBUIEBUIHBIX 3€PEH.

Iloocuem Konuvecmea pemuKkyi0yumos

Hccnedosanue pemukynoyumos ucnoivb3yom ¢ yeavio:

- OLICHKM CTENEHU AKTHUBHOCTH 3PUTPOIIOA3a MPU COCTOSTHUAX,
CONPOBOXKAAIOIINXCS TEMOJIM30M WM KPOBOITOTEPEN;

- ONpeNeNeHusT HApyUIEHUs pPEreHepaTOpPHONW CHOCOOHOCTH
KOCTHOTO MoO3Tra mnpu aedunurte xkeiaeza, BUTamMuHOB Bl12, B6,
(oMeBOl KHUCIOTBI, MEAM W MOHUTOPHUHIA COOTBETCTBYIOLIEH
Teparuy;

- OLEHKH COCTOSHMSI dJpUTpOmo33a Ha (OHE JICUCHUS
SPUTPOIIOITUHOM;

- OLIEHKM CIOCOOHOCTHM KOCTHOT'O MO3Ta K pEreHepanuu Mocie
OUTOCTAaTHYECKOW TEPANUU U TPAHCILUIAHTALIMA KOCTHOT'O MO3Ta;

- OLIEHKM BOCCTAaHOBJICHUSI CHHTE3a JPUTPOINOITHHA I10CIIE
TPaHCIJIAHTALUH TTOYKH;

- TOITIMHIOBOT'O KOHTPOJIsl criopTcMeHOB (ripuem J110).

Jnsa  noxcuera ©U MOP(OJIOTHMYECKOTO  MCCIEAOBAHUS
PETUKYJIOLIMTOB UCIOIB3YIOT NPUKU3HEHHBIE METOJbI OKPAaCKH, T. €.
OKpaIIMBaHUE KUBBIX, HEQOUKCUPOBAHHBIX KIETOK.
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PeaktuBbl M 000pyAOBaHUE IJiI OKPAaCKH PETUKYJIOIUTOB C
UCIoyib30BaHueM 1% pacTBopa METUIEHOBOTO CUHETO!

1) 1% pacTBOp METHJICHOBOIO CHHETO B H300CMHYECKOM
pactBope ¢ocdarHoro Oydepa;

2) mpoOupKwy;

3) mpeaMETHBIC CTEKIIA;

4) MHUKpPOCKOII,

5) numneTku.

B3situe u xpanenue o0pasIios:

1) u1s TIojIcYeTa MOKHO HCITOJIB30BAaTh KaK IUTPATHYIO KPOBB,
Tak u ¢ DJITA;

2)IIpu KOMHATHOM TemIiepaType oOpaslbl MOXHO XPaHHTh HE
6onee § u, pu 4-8 C — ne Gonee 24 u.

TexHuKa BBIMOTHEHUS UCCIICTOBAHMUS:

1.B mpoOupke CMENMMBAIOT KpacHUTeIb METHJICHOBBI CHUHHHA H
HCCIIETYEMYIO KPOBb B COOTHOIIEHUH 4:1.

2.KpoBb ¢ KpacuTeleM TIIATEIbHO MEPEMEIINBAIOT U Yepe3
20-30 MuH. TOTOBAT Ma3ku. Mas3kaM AT BBICOXHYTh U
MOAMKUCHIBAIOT, OTMEYas (haMIIIHIO TTallMeHTa, HOMEp 00pasiia, AaTy.

3.Ilocne  mOMHOTO  BBICHIXaHWUSA  Ma3Ka TMPOBOJAT  €T0
MHUKPOCKOIIMIO, HCIIOJB3YS MAacCISHO-UMMEPCUOHHBIH OOBEKTHUB C
yBenudeHueM %100,

4. KoHTponb KayecTBa TMPOBOMAT €XKEIHEBHO, HCIOIb3Ys
CTaHAapPTHBIC KOHTPOJBHBIE 00pa3Ilbl, KOTOPHIE TOTOBST TaK JKe, KaK U
KpOBb MarieHTa. Pe3ynpTaThl UCCIe0BaHUS BHOCIT B OTUYET, TOJBKO
€CJIM YHCJIO PETUKYJOIMTOB KOHTPOJIBHOTO 0o0paslia HE BBIXOIUT 3a
IpaHMIBI HOPMBI. B mpaBWiIbHO clIeTaHHOM IIpernapaTe ceTdaras
CyOCTaHIIMSI OKPAIIMBAETCA B CHHUM LIBET, a BCE OCTaJbHBIC KJICTKU
OKpaIlIMBalOTCS B OJICTHBIC JKENTO-3€JICHBIE, 3€JCHOBATO- TOJYObIC
TOHA.

[ToncunteiBator  perukysouutel Ha 1000  s3puTpouuTOB.
Pe3ynmbrar BEIpaKarOT B NPOMWJUIC WM MpoIlleHTax. B Hopme B
nepuepruIeckoM pyciie KOJIUYECTBO PETHUKYJIOIUTOB KOJeOJIeTcsl B
npenenax 2-12 %, (0,2-1,2%, y nmereit — 2,5-6,5%) — 510
npeumyniecTBeHHO petukynouutsl [II-IV  rpynn  (oxono 60%
petukyinouuToB otHocutes k IV rpymme, 30% — k III, 7 — xo Il u
oko10 0,1% — k I rpynme).
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PeTukynomuTo3 OTpaka€T MOBBIIMIEHHYIO PEreHEPATOPHYIO
AKTUBHOCTh KOCTHOTO MO3ra M CTE€NEHb AKTUBHOCTH 3SPUTPONO33a.
Perukynounto3 HaOmonaeTrcss mNpU MOCTIEMOPPArMYECKOW aHEMUH,
reMoJin3e, Teparuu IPUTPONOITHHOM, BUTamMuHOM B12, donueBoit
KUCIIOTOM. YBEIMYEeHHE (PpPaKIUMU HE3PENbIX PETUKYJIOLUTOB OoJiee
yeM Ha 20% sBIE€TCA YYBCTBUTEIBHBIM HWHJUKATOPOM YCIIEHIHOW
TPAaHCIUIAHTAllMKM ~ KOCTHONO MO3ra M 4acTO  HIPEAUIECTBYET
MTOBBILLICHUIO KOJINYECTBA HEUTPOUIIOB. Coxpassromuncs
PETUKYJIOIIMTO3 MOXET HaOII0JaThCs MpPU  MPOAOJIKAIOIIEMCS
KpOBOTEUYEHUH, TeMoin3e. [Ipu npoBeseHuu JOMHTOBOTO KOHTPOJIS y
CHOPTCMEHOB  MCIOJIB3YIOT  [OKA3aTeld  PETUKYJIOLUMTOB  H
remaTokputa. Perukynouuros 0onee 2,4% u rematokput 6omuee 47%
MOryT ObITh 00ycioBieHbl Tpuemom JII0.

Petuxynonurtonenuss  CBHAETEIbCTBYET 00  YTHETCHHH
APUTPOIIOI3a U HAOIIOAAeTCS MpH ariacTudeckou, B12-nepunmrHoi
aHEMWH, MapLUHATbHON KPACHOKJIETOYHOW arjia3uu, MpH MeTacTa3zax
paka B  KOCTHBIM MO3r, JIEWKO3aX, MHEJIOJIUCILNIACTUYECKUX
CUHApPOMAX, MpU MMAPAKCU3MAIbHOM HOYHOW TeMOIJIOOMypHH, MPH
cHmkeHnu ypoBHs JI10.

Petukynomutel B mnepudepuueckoM pycie uepe3 24-30 u
MOJIHOCTBIO YTPauMBalOT 0a30(pUIBHYI0 CETYaTyH0 CYOCTaHLMIO H
MPEBPAIIAOTCS B 3pEJIbIE€ KIETKU 3PUTPOUTHOTO psiia — SPUTPOLIUTHI.

OpuTpolUT UMeeT (POopMy JBOSIKOBOTHYTOro aucka. [[uamerp
3peNbIX JIPUTPOLUTOB KOJEONeTcss B mpeaenax oT 6 10 8 MKM,
IUaMeTp HauOOJIBIIEr0 YHWCJIAa SPUTPOLIUTOB COCTABIAECT 7,2 MKM.
brarogapsi AMCKOBUIHOW ABOSAKOBOTHYTON (hOpME 3PUTPOLIUT UMEET
OOJBIIYI0 MOBEPXHOCTHh  (TUIOWIAAh MOBEPXHOCTH  SPUTPOLIUTA
cocrasisier 140 MKMZ). TonmuHa 3pUTPOLMTa B HOPME COCTABIISIET
2,1-2.4 MkMm, o6beM — 90 MmxM® B Maskax, OKpAIIIEHHBIX 10
PomanoBckomy — ['mM3e, SpUTPOLIMT OKpalleH B PO3OBBIA LBET,
0oJiee MTHTEHCUBHO IO Nepudepru, B LIEHTPE UMEETCS POCBETIICHHUE.
OpUTPOLUT COCTOUT HU3 MEeMOpaHbl M CTpoMbl. MemOpaHa uMeeT
IBOMHON  crmoit  gochonunuaoB ¢  BCTPOCHHBIMH  OeiaKamu
[NIMKONIPOTEMHAMH,  YIVIEBOAHAs  4YacTb  KOTOPBIX  0Opa3yer
HAaIMEMOpAaHHBIBIN cloM — riaukokanukc. CTpoMa mpenacTaBieHa
CeThI0 MHUO(DUIAMEHTHBIX O€NKOB, (HOPMUPYIOIIUX CIIEKTPUH-
AKTUHOBBIN ITUTOCKENET. BHyTpeHHss1 cTOpoHAa MEeMOpaHbl CBA3aHA C
CEThI0 MHO(DWIAMEHTHBIX OCJKOB IIMTOCKENETa, YTO MpPHUAAET
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SPUTPOLIUTY BUJl JBOSKOBOTHYTOIO JucCKa. biarojmapsi TucKOBUAHOM
dbopme, BBICOKON IUIACTUYHOCTH U Je(POpMUPYEMOCTH MEMOpaHBbI,
IPUTPOIUT CIIOCOOEH MPOXOIUTh Yepe3 TMOphI, JHAMETP KOTOPHIX
coctaBisger 0,5-0,7 MxM. B sduelikax IIMTOCKelIeTa HaXOIATCs
MOJIEKYJIbl TEMOTJIOOMHA.

Monekyna remMoriioOMHa COCTOUT U3 CJEAYIOIIUX OCHOBHBIX
4acTeu:

1. I'em. Monekyna remorjoOuHa umeer 4 rema, B COCTaB
KOTOPOTO  BXOASAT 4YEThIpE aToMa JBYXBAJICHTHOTO  JKeJe3a,
oKpy>keHHble npoTonopdupuHom IX. OOpazoBanue npotonopPupuHa
IX Haumnaercs ¢ npeBpameHusa CcykunHwi-KoA B pgenbra-
aMUHOJICBYJIMHOBYIO ~ KHCIIOTy. Ilocieayromue TpOMEKYyTOYHBIC
MPOIYKTHl  BKJIIOYAIOT TOP(POOUTIMHOTEH, YpPONMOPPUPUHOTEH W
kornporniopupus. CBsA3bIBaHHE aTOMa jKejie3a C MPOTONOp(PUPHUHOM
IX 3aBepmiaeT peaknui0 CHHTE3a TeMma. ['eM OJAMHAKOBBIA y BCEX
BUJIOB IeMOrJIOOMHA, Ha ero Joiro mnpuxoautcs 4% cyxoil Macchl
remoriobuHa. I'em oOecreunBaeT (QyHKIMOHAIBHYIO AaKTUBHOCTH
reMoryioOuHa.

2. Tnobun. Ha nmonro rmobunHa mpuxoautcs 96% cyxoi macchl
reMorjoonHa. 3Ta 4acTh MOJICKYJIbI T€MOTJIOOMHA COCTOUT M3 JBYX
map IOJUIICIITUIHBIX IIeTIeH, MOCTPOCHHBIX M3 aMHHOKHUCIOT. Bce
TUIIBI HOPMAJBHBIX TEMOTJIOOMHOB COJIEpkKaT IO JBE OJWHAKOBBIE
anbda-1enu U pa3IndarTcs MO BTOPOU Mape MOJUTICITUIHBIX LIETIeH,
KOTOPBIC U ONIPEACIISIOT BUJT TEMOTJIOOMHA.

3. 2,3-JoI" - dbepMeHT aHa’pOOHOTO TJIMKOJIN3a,
JOTIOTHATETbHBIN KOMITOHEHT, CKPETUIS IO MOJICKYJTY
reMOorjioOMHa M OKa3bIBAIOIIMK MPSIMOE BIHWSHHUE Ha CPOJICTBO
reMOrJI00MHA K KUCITIOPOY.

Oxkonio 65% reMoryioOMHa CHHTE3UPYETCS B SAPOCOACPIKAIINX
KJIIETKaX — MPEAIIECTBEHHUKAX SPUTPONO033a, ocTalibHbie 35% — B
HE3peNbIX peTHKyJonuTax. Ha KOHEUHOW CcTaauu CO3pEBaHUS
PETUKYJIOIUT TEPSICT CIOCOOHOCTh CHHTE3UPOBATh TEMOTIJIOOHH.

B mepBele Tpm Mecsa  BHYTPHYTPOOHOTO  pa3BUTHUSA
cuHtesupyrorcs remorsioounsl Gower I um Gower II, Portland.
deTanbHBIA TEMOTJIOOMH HAYWHACT CMHTE3MPOBATHCS Ha 3-M MeECAIe
SMOPHOHAJILHOTO  pPa3BUTHSI M  OCTAaeTCS  OCHOBHBIM  THIIOM
reMOIJIOOMHA JI0 POXKJICHUS peOeHKA. Y HOBOPOXKACHHBIX (PeTanbHbIN
remorsiooun cocrasisieT 70-90%. Ha mepBoMm roay ku3Hu peOeHKa,
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Mexay 3 uw 6 MecsieM, HaYMHAETCS CHHTE3 TIeMorjoomHa A.
B ospurpoumrax B3pociueix someir Ha HbA (anbda-2, Oera-2)
npuxoautcs 95-98%; 2-3% — na HbA2 (anwda-2, nenpra-2); 1-2% —
HbF (anbda-2, ramma-2).

Ocnoenble napamempul 0711 OYEeHKU IPUMPON0I3a,
onpeoensaemvle Ha 2eMaAmMON02UYECKUX AHATUZAMOpPaAx

1. Koauuecmeo spumpoyumos kposu (x10%/m) (RBC — red
blood cells). B remaTosornyeckux aHaM3aTopax IOJCYUTHIBAIOTCS
BCE YacTUIbl pa3MepoM Oojiee 361  KOHIYKTOMETPUUYECKUM
MeTo oM. KOJIHMYeCTBO 3pUTPOLMTOB BBIYUTACTCS U3 OOIIEro 4YKclia
KJIETOK IIETbHON KPpOBU. B HOpME KOJIMYECTBO 3PUTPOIIUTOB:

-y my>xunH — 4,0-5,0 x 10%%/x1;

- y &eHIuH — 3,9-4,7 x 10%%/n1.

Jloo)kxHO€  3aBBINICHWE  PE3yJIbTAaTOB  HCCICAOBAHHUS  TIPH
KOHJIYKTOMETPHUYICCKOM TIOJICUCTE BO3MOYKHO 3a cuer
KpUOTJIOOYIMHEMHH,  BBICOKOTO  JICHKOIIMTO3a,  alW4ds B
nepuepuueckoM pyciie THTaHTCKuX  TpomOoruToB. JlokHOE
3aHIDKEHHE PE3yJIbTaTOB MCCIICOBAHUS — 3a CUET reMoJim3a oOpasia
KPOBH, arrIFOTHHAIIMH SPUTPOLIUTOB, HAIMYUS MUKPOIIUTOB.

V3MeHEeHNE KOJIMYECTBA IPUTPOIMTOB MOXKET OBITh CBS3aHO C
3a00JICBaHUSAMHU OPraHOB KPOBETBOPCHHUS (IIEpBHYHAS ITATOJIOTHS) HIIH
HAOMIOaThbcl B pe3yJbTaTe IEJIOr0 psjia IMPUYUH, KOTOpHIS
BO3HUKAIOT Ha (OHE KaKoro-iubo 3a00JIeBaHUSI — BTOPUYHOE,
OTHOCHUTEJIbHOE U3MCHCHHE.

DPUTPOITUTO3 — YBEINUCHUE KOJIMUECTBA IPUTPOIUTOB B KPOBHU
Gomee 5x10™/11 MOKET UMEThb PEaKTUBHBIN M OIyXOJIEBBIl XapaKkTep
(Tabmnwuia 1).
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Tabnuna 1. — DpuTpoIruTo3sl

ITaToreHernueckas rpymnmna

Kinnuyeckas popma

1. AOcCoiroTHBIE
SPUTPOIUTO3BI 3a CUET YCHUIICHUS
APHUTPOIOI3A:

1.1 IlepBuuHbIe

— UCTHHHAS TIOJTUITUTEMHSI
(3putpemus), HacJIe/ICTBEHHbIE
PUTPOLIUTO3BI (oOyCOBIICHBI
TCHETUYCCKU 3aKpeTJICHHBIMHU

nedexkraMu  Ha  pa3HBIX  CTagusX
I'YMOPaJIbHOW PETYIISIIIUU 3PUTPOII033a)

1.2 Bropuunsie:
— DPUTPOIUTO3bI, BBHI3BAaHHBIC
TUIIOKCHEH;

— DPUTPOILIUTO3bI, CBSI3AHHBIC C
YBEJIMUYCHHOU MPOYKIHEN
SPUTPONIOATHUHA;

— S3PUTPOLUTO3bI, CBSI3aHHBIE C
M30BITKOM  psila  TOPMOHOB,
CTUMYJIMPYIOIIHNX MPOIYKIHUIO
EPO

— (PU3HOJOTUYECKHE: TOBBILIECHHAS
¢u3nueckass  Harpyska,  OXXHpEHHUE,
npeObiBaHUEe Ha OOJBIION  BBICOTE,
oCJIE  NPHUEMA  DPUTPONOITUHOBOTO
JOTINHT A,

— MaTOJIOTUYECKHUE: MOCTUH(DAPKTHBIN
nepuonq y mnaumeHtoB ¢ HBC,
3a00JIeBaHUE JIETKUX, MOPOKHU CepAla,
HAJIMYUE aHOMAJIBHOTO TeMOTrjo0uHa,
SPUTPOLUTOB, MPU CUHIPOME HOYHOIO
arnHo?;

— MMOYEYHO-KJICTOYHBIN pak,
MOJIMKUCTO3 MOYeK, TuipoHed03;

— HEIMOYEUHbIE OITyXOJIH,
IPOIYLHPYIOLIUE SPUTPONOITHUH:
MIEYEHOYHO-KJIETOUHBIA paK, OIMYyXOJHU
MaTKH, TEMaHTHO0JIaCTOMA MO3KEUKa,

— (eoxpoMolMTOMa, THUIEPTUPEO3,
TMIEPATBIOCTEPOHU3M;

2. OTHOCHUTEBHBIE
SPUTPOLUTO3BI

— gerugparauus (hopMupoBaHHE
OTEKOB, HEYKpOTMMas pPBOTA, IOHOC,
NOCTOSSHHBIA ~ TIPUEM  JUYPETUKOB),
aJKOroJIu3M, KypeHue (MOBBIIICHUE
YpOBHS ~ OKHCH  yrjepona), apTe-
puanbHas TUNEPTEH3Usl, HeBpacTe-HHUS,
JUTUTEIIbHAS aguHaMus
(B 4aCTHOCTH Y KOCMOHABTOB);

3.CMmemanHbIi
SPUTPOIIMTO3 BCJICICTBHE
CTYIICHUSI KPOBH M TUTAIICHTAPHOMN
Tpancysuu

— (PUBHOJIOTHYECKUMA IPHUTPO-IIUTO3
HOBOPOXJICHHBIX
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OpUTPOLIMTONICHUS — CHUXKEHHE KOJUYECTBA DJPUTPOILUTOB
menee 4x10'/1 B emummue o6bema KpoBH. [IprunHON CHUXKEHHS
KOJINYECTBA DJPUTPOLIUTOB MOTYT OBITh KPOBOIOTEPH, YTHETCHUE
KPOBETBOpEHMs (paJuallMOHHOE OOJy4YeHue, aria3usi KOCTHOTO
MO3ra), YCWJIEHHBIA TE€MOJU3 JSPUTPOLUUTOB (FEMOJUTUYECKHE
aHeMHH), NePUIMT TeMOMOITHYECKUX (PaKTOPOB (3KeJIe30, BUTAMUH
B12 wu pgpyrue), 3a0oieBaHMs TEYCHH, IIOYEK, THUIICPCILUICHU3M,
TUNEPruipaTays, XpOHUIeCKUe HHPEKIIUH.

2. Hopmobnacmer (normoblasts)

BonbinHCTBO reMaToJIOTHUYECKUX aHaJIM3aTOPOB
MOJICYUTHIBAIOT BCE SAPOCOJEPIKAIIME KJIETKH, B TOM 4YHCIE U
HOPMOOJIACThI, KOTOpPHIC, UMEsI pazMep Majoro auMd@ormTa, MOTyT
ObITh ~ NPUYMHON  YBEJIMYECHHUS  KOJMYECTBA  JICMKOLMTOB U
JUMQOIUTOB. B HEKOTOPBIX COBPEMEHHBIX aHAINU3ATOpaxX, HAPUMED
Sysmex (XE-2100, XT-2000i) Bayer (ADVIA120), npu Hamuyuu
HOPMOOJIACTOB B MEepUPEPUUYECKOM pyciie, KOPPEKIUsS KOJIMYECTBa
JICUKOITUTOB MPOU3BOJUTCS aBToMaTHuecku. OJIHAKO B OOJIHIIIMHCTBE
CJIy4yaeB HEOOXOJUM BU3yaldbHbIA KOHTPOJIb HOPMOOJIACTOB, KOTOPHIE
noacuuThiBatoT Ha 100 cocuuTaHHBIX B JIEMKOUUTapHOU (opmyie
neiikountoB. B HopMe Ha 100 neiikouuToB BCTpeuaeTcss HE Oosee
5 HOpMOOJAcCTOB NpH MOACYETE JEUKOUUTApHOU (opmyinbl. [s
KOPPEKIIMM HMCTUHHOTO KOJWYECTBAa JIEUKOIIUTOB COCTaBIISACTCS
POTIOPIIMS UCXOS U3 JAHHBIX MO OOIIEeMYy KOJMYECTBY JICHKOIIMTOB,
MOJCYMTAHHBIX HA  aAHAM3aTOpPEe, KOJIMYECTBA HOPMOOJIACTOB
Ha 100 neitkouuToB. Hampumep, oOiiee KOJUYECTBO JIEHKOIIMTOB
COCTaBIISIET 60,0><109/J'I, KOJIMuecTBO  HopmoOjactoB — 20
Ha 100 1eUKOUHUTOB:

120 kietok (00111ee KOTUYECTBO JEUKOIIUTOB

¥ HOpMOOJIACTOB, TOJIYYEHHOE TIPH ~ -------- 60,0x10°%1;

nojcYeTe JCHKOIMTApHON (HOPMYIIBI)

100 kietok (JieMKOUMTBI) ~ =====--- X (MCTUHHBIN
JEUKOIIUTO3)

100x60 10%x
X mmmmm e = 50,0 10°/1 — MCTUHHBIN JIEHKOIUTO3 KpPOBH.
120
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B mnepudepuyueckom pyciae HOpMOOJIACTBI TOSBISIIOTCS TPH
OHKOT€MAaTOJIOTUYECKON MATOJOTUH, TIPH TKEIbIX T€MOJIUTHUYECKUX,
B12- w\mmun  ¢onmeBoaeUIMTHBIX aHEMHSIX, IPH CENTHYCCKHX
COCTOSIHUSIX,  MHTOKCHKAIMSX,  METACTaTUYECKOM  IOPaKCHHUH
KocTHOro Mosra. IlosBiaeHne HOpMOOJacToB B mepudepuuecKon
KPOBH MOKET PacCllEHUBAThCS KaK MapKep TMIIOKCUU U BOCTIAJICHUSI.

3. Temoenobun (HGB - hemoglobin) — koHueHTpaius
remMorasoorMHa B TE€MAaTOJOTUYECKUX  aHAJIM3aTopax  MOXKET
onpeaessIThes GOTOMETPUIECKUM KaK TeMUTJIOOMHIIMAHUIHBIM, TaK U
HEreMUTJIOOMHIIMAHUAHBIM METOJaMHU. JI0’)KkHO3aHU>KEHHBIE
pe3yJIbTaThl MOTYT OBITBH 00yCJIOBJICHBI oOpazoBaHuEM
MUKPOCTYCTKOB B HENPABWUJIBHO  B3ATOM  MpoOE  KPOBH,
JI0’)KHO3aBBIIIEHHBIE — 3a CYET TIeMOJIN3a, MapanpOTEeUHEMHUH,
KpUOTJIOOYIMHEMUH,  TUNEPIUNUIAEMUN,  TUNEPOUTUPYyOHHEMUH,
BBICOKOTO JICHKOIIMTO3a, MPUCYTCTBUSI HECTAOUIIbHBIX TEMOTIOOMHOB.

[ToBbillIeHME KOHUEHTPALIMU TEeMOrJ00MHA HAOIIOAeTCsl MpH
MEePBUYHBIX, BTOPUYHBIX 3pUTPOIUTO3aX. CHMKEHUE KOHIICHTPAIUU —
IIPU aHEMUSX, TUIIEPTUIPATAIIHH.

4. Temamoxpum (HCT — hematocrit) — moka3arens,
OTPAXKAIOIIUA O00BEM HPUTPOIMTOB B €IUHHIIE OObEMa KpOBHU,
BBIPAXEHHBIN B MpolieHTaxX. JIO)KHOE 3aBBIIICHNE T€MAaTOKPUTA MOXKET
OBITh NIPU HAJIWYWHU TMTAHTCKUX TPOMOOLIMTOB, KPUOTJIOOYIWHEMUU,
BBICOKOTO  JICMKOLINTO3a,  TUNEPIVIMKEMUH,  JAUA0ETUYECKOTO
KeToaruao3a. JloxkHoe 3aHmkeHne HaOM0AaeTCs MPU arral0THHALINH,
MUKPOIIUTO3€ SPUTPOLIUTOB. Y BEIIMUCHUE TEMATOKPUTA HAOIIOdaeTCA
IpU TEPBUYHBIX, BTOPUYHBIX HPUTPOIIUTO3aX, CHUKEHHUE — TIPU
aHEeMMUSX, TUTIEPTUAPATAIIMH, BO BTOPOM TPUMECTPE OEPEMEHHOCTH.

5. Cpeonuii ob6wem spumpoyumos (MCV — mean corpuscular
volume) -moka3aTenb, BbIpaXkKacMblii B KYOMYECKHX MHKpOMETpax
(MKM®) HITH B dbemronutpax (1 ¢pemronutp paBeH 1 MKM”), OTpaxkaer
IPSIMYIO 3aBUCHUMOCTh MEXAY AaMIUTUTYAON 3JIEKTPUUYECKOTO
uMItysiabca U oobemom kietku. Onpexaensercs MCV nytem neneHus
CyMMBI KJIETOYHBIX OOBEMOB Ha KOJIMYECTBO 3puUTpouutoB. MCV —
CpeaHul MokazaTeab o0beMa BCEH MOMYJSLHU SPUTPOIUTOB B
nuama3zone ot 36 mgo 360 ¢n, mosTomMy, Koraa HaOIr0maceTCs
CMEIIAHHBIA AHU30LMTO3 WJIM BBIPAXKECHHBIM MOWKWIOUUATO3, 3TOT
MOoKa3aTelib OCTAaeTCA B IpeJesiax HOpMbl. B 3ToM ciydae OoJibiiioe
JMAarHOCTUYECKOE 3HAaYCHUE MPUOOpEeTaeT MUKPOCKOIIUUECKUN aHAIN3
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MOP(OJIOTUU  SPUTPOLIMTOB MW  aHalW3 THUCTOorpamMMm. JIoxkHOe
3aBeiieHre MCV HabmogaeTcss mpu Jua0eTUYECKOM KETOAalMI03e,
runepHaTpueMun, BbIcOKoM (Gomee 50x10 /)  neiikormrose,
PETUKYJIOIIUTO3€, HaTUYUU MaKpoPopM TPOMOOIIUTOB, XOJOAOBBIX
arrJIOTUHUHOB, JIOKHOE 3aHMKEHUE — MPU HAIMYUU [IU30LUTOB, TIPU
koarynomnatuu norpebieHus. MCV wucnonb3yeTcss s pasaeleHUs
aHEeMU Ha HOPMOIUTapHbIE (00BEM SPUTPOLMTOB COCTABISACT
80-100 ¢n.), MukporuTapHbie (00BEM OHPUTPOLUTOB COCTABIISET
Menee 80 ¢u1.), mMakpouuTapHbie (00BEM IPUTPOLMTOB COCTABIISAET
oomee 100 ¢n.). B mepuon HoBopoxaeHHoctu MCV cocrtaBiser
128 ¢b., B TeueHne nepBoi Henmenu Ku3Hu cHkaeTcs g0 100 ., x
rony — gm0 77-79 ¢n., x 3-4 TOomaM KM3HM TIOKa3aTelb
CTAOMIM3UPYETCS U cocTaBisieT 87+/-5 .

6. Cpeonee coodepoicanue cemoenodbuna 8 spumpoyume (MCH —
mean corpuscular hemoglobin) — 5310 pacyeTHBIli TOKa3aTEb,
OTpa)kaeT Maccy reMorjoOnHa B OJHOM J3PUTPOIIUTE U BBIPAKAETCA B
nukorpammax. MCH paccuutsiBaeTcs 1o gopmysie:

['emorno6uH (1/11)
MCH = -
KonmdecTso spurponuTos x10%/1

B HOpMe cpenHee coliepKaHue TEMOTIIOONHA B OTAEIBHO B3ITOM
sputpouute coctapisier 27-31 nr. MCH wucnons3yercs s
pa3zielieHus aHeMUui Ha HOpMOXpoMHbIe, rurioxpomubie (MCH menee
27mr) u runepxpomubie (MCH 06onee 31nr). 9ToT nokaszarenb 0osee
OOBEKTUBHBIN, YEM YCTApEBIIUN IIBETOBOM MoKa3zaresb. CHUKEHUE
MCH nabnrogaercst mpu xKeiae301epUUUTHON aHEMUH, TOBBIIICHUE —
npu B12- u/unu gponueBoaepuuuTHON aHEMUSIX.

7. CpeoHsass KoHyeHmpayus 2emo2100uHa 8 3Ipumpoyume
(MCHC - mean corpuscular hemoglobin concentration)
paccuuThIBaeTCS 1Mo Gpopmylie:

['emorno6un (T/11)

MCHC = ---=-==mmmmmmm oo x100 (r/nm)
I'ematoxput (%)
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MCHC otpaxkaeT HacChIIIEHUE SPUTPOIIMTA TEMOTJIIOOMHOM, B
Hopme MCHC coctaBnsier 30-38 r/nn. Tak kak MCHC uyBcTBUTENECH
K HapylUIeHUSIM CHUHTE3a TeMOIVIOOMHAa, TO €ro CHIKECHHE
HaOJII0aeTCs MpU 3a00JIEBAaHUSAX, COMPOBOXKIAIOIIMNXCA HapyLICHUEM
IpOLECcCOB TeMorioonHoOpa3zoBaHus. JIOXKHOE MOHMWKEHHE WU
3aBbiieHne MCHC, kak npaBuiio, CBSI3aHO C MOTPEHIHOCTSMU TPHU
UCCIIEIOBAHUM  MOpOObl —  TMOrPEHIHOCTAMU B  ONPEACICHUU
remornioonrna, MCV, HenpaBUJIBbHBIM  H3MEPEHHEM  O00BEMa
SPUTPOLMTOB. ODTOT TMOKa3aTrelb TECHO CBsi3aH C  paboToil,
BBIIIOJTHEHHOM Ha TMIpe- M AHAJIUTUYECKOM OJTale W  SBISIETCA
WHJIUKATOPOM OIIMOOK, JOMYIIECHHbBIX HA JAHHBIX ATallax.

8. Ilokazamenv pasnopoOHOCMU IPUMPOYUMOE NO 00bEMY
(RDW — red cell distribution width) — sto pacueTHbIl TOKa3aTENb,
OTPAXKAIOIIUN CTENEHb AHU30LUTO3a SPUTPOLUTOB U MPEICTABISET
coOoi OTHOILLEHUE CTaHJapTHOTO CPEIHEKBAIPATUYECKOTO
OTKJIOHEHHUSI O00Bbe€Ma JIPUTPOIUTOB OT cpeaHero 3HadeHus (SD) k
noKazaTento cpeanero oobema sputpouutoB (MCV), yMHOKEHHOE Ha
100. B vopme RDW cocraBnser 11,5-14,5% u cBugerenbCcTByeT O
HaJJMYMU TOMOTE€HHOMW MO 00BbEMY MOMYJISIIUA SPUTPOLIUTOB (HOPMO-,
MUKpPO- WM MakpouuToB). [Ipy Hamuuum cMemaHHOW MOMYJISLIHUU
KJIETOK (HOPMOIIUTOB U MUKPOITUTOB MJIM HOPMOILIMTOB U MaKPOIIUTOB
u apyrue) HaOmogaercs yBenmdeHue RDW. M3menenue paszmepa
SPUTPOLIMTOB  OBICTpEE  yJIaBIMBAETCs MNpUOOpPOM, YeM IMpHU
BU3yaJbHOM TMPOCMOTpEe Ma3ka KpoBHW. Ilpu BBICBIXaHUU Ma3Ka
auameTp spuTpouutoB yMmeHbmaercs Ha 10-20%, kpome Toro, B
TOJICTBIX Ma3KaxX JWAMETP DJPUTPOLMTOB  MEHbIIE, B TOHKUX —
oonpie. CreayeT Takke MOMHUTh, YTO HAJIMYKE B EPUPEPUUECKOM
pycie MOMyIsiiud HU3MEHEHHBIX APUTPOIUTOB, HO OJHOPOIHBIX IO
pasMmepy (nokazatesib MCV n3MeHeH) He BIUSAET Ha nmokazareiab RDW
U OH MOXET OBITh B Tpeienax HOpMBL. B To ke Bpems mpu
BBIPAXKEHHOM aHU30LMTO3€ Mokazareslb MCV, oTpaxaromuii CpeTHUN
00BEM 3PUTPOLIMTOB BCEU MOMYJISIMU, OCTACTCS B MIPEAEIaX HOPMBI, a
nokazatenb RDW  mnosbimen. Iloatomy 1 Gonee  mosHOIM
XapaKkTepPUCTUKU HM3MEHEHUM KJIETOK HPUTPOUAHOTO POCTKA B
nepudepuyeckoM pycie HEOOXOAWMO OIIEHUBATh MapaJlieIbHO
naHHble JByX mapamerpoB — RDW u MCV, spurpountaphsbie
TUCTOTPAMMBI B COYETAaHUU C MOP(POJIOTHYECKUM UCCIETOBAHUEM
Ma3Ka KpOBH.
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9. OputponuTapHass ~ rucrorpamma  —  rpaduyeckoe
pacmpeieieHUe JSPUTPOLIMTOB MO WX KOJWYECTBY U OOBEeMy B
pe3ysbTaTe aHalM3a HECKOJbKHUX THICSY YacTHIl 00beMOM OT 24 110
360 ¢n. HopmanbHast spuTpouuTapHas THCTOrpaMMa umeeT ¢Gopmy
CUMMETPUYHOTO KoJIOKOJia. M300paxkeHne TUCTOrpaMMbl MOMKET
U3MEHSITHCS:

- IPY HAJIMYUHU PA3HBIX MO 00BEMY SPUTPOLIMTOB KOJIOKOJI UMEET
Oojiee MIMPOKOE OCHOBAHME, YTO coyeTaercs ¢ yBennueHuem RDW
oosee 15%:;

- NPU HAIMYUU JBYX HONYJSIUAA SPUTPOLUUTOB (MHUKPO- H
MaKpOIMTOB, HOPMO- U MAKpOLIMTOB U JIPYTHE ) TUCTOrpaMMa UMEET
7IBa MHKA;

- HQJIMYME IUJIATO CIpaBa OT INHKA TOBOPUT O MPUCYTCTBUU
MakpoopM WM arperaToB TPOMOOIMTOB, OOJBIIOTO KOJIMYECTBA
(GbparMeHTOB YPUTPOIIUTOB,;

- mpu XpoHudyeckoM Jsmmdosneiikoze B oobmactu 200 ¢a Ha
TUCTOTPaMMeE MOSIBJIETCS JIOMOJHUTENBHBIN MUK 3a CYET OOJBIIOro
KOJINYECTBA MAJIBIX JIMM(OIIUTOB.

PucyHok Ha ruUcTOrpaMMe€ TIO3BOJISIET TaKXe  OLEHUTH
MOJIOKUTEIBHYI0 JUHAMHUKY HW3MEHEHUS KOJIMYECTBA U OO0BEMOB
SPUTPOIUTOB MPHU JICUCHUN aHEMUH.

10. CoBpeMeHHBIE T'€MaTOJOTHYECKHE AaHAIU3aTOPhl JAKOT
BO3MOXHOCTh ~ OILIEHUTh  MOMHUMO  OCHOBHBIX  MapaMeTpOB,
JTOTIOJTHUTENBHBIE — PeMUK)I0YyUmapHovle napamempoi.

10.1 xmaccuveckue mapaMeTpbl PETUKYIOIUTOB:

— OTHOCUTEIIbHOE KOIMYECTBO peTUKyIouuToB (RET%);

— a0COJIIOTHOE KOJIMUECTBO peTUKyJIonuToB (RETH);

10.2 o6bemMHBIE TapaMeTPhl PETUKYJIIOIIUTOB:

— MCVr (mean cell volume reticulocytes) — cpennuii 00bem
petuxyaonuToB(¢);

— MSCV (mean sphere cell volume) — cpennuii 06bem chepu-
YECKHUX KJIETOK, BKIIFOYAIOIINX SPUTPOILIUTHI U PETUKYIOIUTHI ((hi);

10.3 mapameTphl, XapaKTepU3YyIOIIUE CTENEHb 3PEIOCTH
PETUKYJIOLUTOBR:

— LER% — nmnonynsuus ManbiXx 3peniblX  PETHKYJIOLMTOB
(87-99%);

— IRF% — dpaknus He3penbIX PeTUKYIONUTOB (2-14%);

10.4 peTukyI0OIIMTapHBIC HHICKCHI:
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— CRC (corrected reticulocyte count) — ckoppeKTHpOBaHHBIMH
moACYCT PCTHUKYJIOHUTOB B CIIyHYaC U3MCHCHUS TOJIBKO I'CMATOKPHUTA
o opmyie:

CRC=RET(%6) x -~
0,45 (uaeanbHBII reMaTOKPHT)

— RPI (reticulocyte prodaction index) — umHAEKC HPOAYKIUU
PCTUKYJIOOUTOB B ClIIydaC COYCTAHUA IIPUCYTCTBUA  HC3PCIIbIX
PETUKYJIOLUMTOB B MEepUDEPUISCKOM pPYyCle C HU3KUM 3HAuYCHHUEM
reMaTOKpUTa PACCUUTHIBAETCS 1O hopMyJIe:

RET(%)xHt
[ et
0,45 nan mmpkynsauun RET B kpoBu

HccnenoBaHre peTUKYIOIUMTOB MO3BOJSET OLEHUTh aKTUBHOCTD
PUTPOIIOI3a MPU COCTOSAHUSX, COMPOBOKIAIOIIUXCA T€MOJIU30M WU
KpPOBOIIOTEPEH; BBISBUTH HAPYILICHUS PETCHEPATOPHON CIIOCOOHOCTH
KOCTHOI'O Mo3ra Iipu Jjeduiure xeneza, BuTaMuHOB Bl2, B6,
¢donaroB, MeaW; OLEHUTh CHOCOOHOCTh KOCTHOTO MoO3ra K
pereHepanyu Mocjiae MUTOCTATUYECKOW Tepanuu W TPaHCIUIAHTAlUH
KOCTHOT'O MO3T'a; OLIEHUTh COCTOSIHUE APUTPOIIOI3a HA POHE Tepanuu
SPUTPONIOITUHOM; UCIOJB3YETCA C LEIbI0 JOMUHIOBOTO KOHTPOJIA Y
CIIOPTCMEHOB; JIJIsi OLICHKH BOCCTAaHOBJICHHSI CUHTE3a 3PUTPONOITHHA
MOCJIe TPaHCIUIAaHTAllMU MOYKHU. VICKaxkaTh pe3yabTaThl UCCIIECIOBAHUS
PETUKYJIOIUTOB MOKET HEJaBHEE IMEpeIMBaHUE KPOBHU, HAIWYKE B
SPUTPOLIMTAX  BKIIOUEHUW, KOTOPHIE MOTLYT OBITh  IPUHATHI
aHAIN3aTOpPOM 3a peTUKyJIoIuThl (Tenbua ['eiinua, tenpua XKomw,
BKJIFOUEHUSI TEMOCHIEPUHA).

CHuKeHHEe KOJIMYECTBA PETUKYJIOIUMTOB HAOMIOMAETCS MpH
arIaCTUYECKOM aHeMHUH, XpOHWYECKOW MH(pEKIuU, Ha (POoHE JTyUeBOU
Tepanuu, TpueMa HEKOTOPBIX XMUMHOTEPANeBTUUECKUX IPErapaToB.
VYBennueHrne KOJIMUeCTBa PETUKYJIOLUTOB HAOIIOAAETCS TTOCIIE OCTPOil
KpOBOIOTEPH, Ha (oHE mHoabeMa Ha OOJBIIYIO BBICOTY, MpHUEeMa
JIEKapCTBEHHBIX MpernapaToB, BO BpeMsi OEPEMEHHOCTH, XapaKTEepHO
TSl TEMOJTUTUYECKUX aHEMUMH.

33



Ilpuzomoenenue, puxcauus, OKpacka mMazkoe 0.
MOPPon02UUECcKO20 UCCIe006AHUSA IPUMPOUUM OB

B Ttex cmywasx, Korma pe3yJbTaTbl aBTOMATHYECKOTO
UCCICAOBAaHUSA HOPUTPOLIUTOB HE COOTBETCTBYIOT TPEOOBAHUAM
mporpaMMbl aHaju3aTopa WM BBIXOAAT 3a PaMKH IPOTPAMMBI,
MPOBOJMUTCS  MCCIENOBAaHME  KJIETOK  BpydHyw. [ aToro
MOCJIEIOBATENILHO BBIMOJIHSAIOT CJICIYIOMINUE ICUCTBUS:

— KaIljIlo  UCCleyeMOW KpPOBM TMOMENIAIOT B IIEHTPE
MPEAMETHOTO CTEKJa Ha PACCTOSIHUU OKOJIO 1 ¢M OT Kpasi y3KOro
pebpa mpeaAMETHOTO CTEKIIa;

— Ha [-2 MM mepen kamied IMOJ YTJIOM 45 IOMEIIAIOT
nummpoBaHHOE CTEKJIO (cmpenep), Oosiee y3Koe, 4eM MPEeAMETHOE
CTEKJIO (Ha 2-3 MM);

— CIBUTAlOT HIIM(POBAHHOE CTEKIO K KaIjie Taku 00pa3oM,
4TOOBI KaIlis pacTeKJIach BAOJb pedpa nn(OoBaHHOTO CTEKIIA;

— C mnoMompl0 NUTMGOBAHHOTO CTEKJIAa KaIullo MPaBUIIBHO
pacnpeiesiaoT Mo MPEeIMETHOMY CTEKITY:

1. Kamuist nomxHa ObITh TTOJTHOCTHIO HCUEpIIaHa U 3aKaHYMBATHCS
MIEPUCTHIM KpaeM.

2. Ma3ok JoipKeH 3aHuMath 3\4 mpeaMeTHOro CTeKJia, MMETh
Hayajo, XOpOIIO BBIPAKEHHBIE Kpas W TOHKYIO 4YacTh, TJE€ KIIETKH
pacronaraiucb Obl B OJMH CIIOM, cojepxamuii okosio 200
HETOBPEKACHHBIX SPUTPOIIMTOB B OJTHOM IT0JI€ 3PEHUAI.

Tonmuuy Ma3zka MOKHO PeryJdpOBaTh MyTEM W3MEHEHUS CHIIbI
JaBJICHUA, yIJIa HAKJIOHA U CKOPOCTH MPOBEACHHUS HUIM(OBAHHOTO
crekina. Ilpu aHemMun HEOOXOAMMYIO  TOJIIUHY  JIOCTUTAIOT
YBEITUYEHUEM YTJIa HAKJIIOHA, TIPU TTOJTUITUTEMUH — YMEHBIIICHUEM;

— Ma30K BBICYIIMBAIOT Ha BO3AYXE;

— B TOJICTOM YacTH Ma3Ka WJIM Ha MaTOBOM KOHIIE MPEAMETHOTO
CTEKJIa KapaHAaIllOM YKa3bIBalOT (PaMUJIMI0O M WHUIIMAJIBI TAlMCHTA,
HOMEp Mas3Ka, JaTy; MO3Ke Ha Ma30K 3aKPEIUISIIOT OYMa)KHBIN SPIIBIK
WM, €clIu JlabopaTopus KOMIIBIOTEPHU3UPOBAaHA, HAKJIECHUKy CO
IITPUXKOIOM.

— Ma3oK (QUKCHPYIOT IS MPEAOTBpAIICHUS TeMOJn3a
SPUTPOIUTOB O] IEUCTBUEM BOJIbI, COACPKAIIECHCS B KpacUTENAX, a
TaKXke JJIsl 3aKperuieHrs Ma3Ka Ha MpeAMETHOM CTekje. B kauectse
duKcaTopa MOryT OBITh HCIONB30BAHBI OTHIOBBIH CIHPT 96
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(bukcanms cocrapisier 30 muH.), popmanus (pukcarys cocTaBiseT 1
MUH.), alleTOH ((hUKcalrs COCTABISAET 5 MUH.), HauOoJIee YacTO Ma3Ku
KpOBH (DUKCHPYIOT PaCTBOPOM 03MHMETHUIICHOBOI'O CHHEro 1mo Maii —
['proHBanb1y B T€UEHHUE 3-S5 MUH.;

— OKpalIMBaHUE MA3KOB BBIMIOJIHIETCS CMECHIO JBYX KpacuTeen
— KUCJIOro (03UH Kajus) U OCHOBHOTO (METHJICHOBBIN CUHMH, a3yp I
u azyp II). HaubGonee wyacTto nis OKpallMBaHUS HCIOIB3YETCS
Moaudukamus 1mo PomanoBckomy - I'mm3e.

[Ipornecc okpalmBaHus B 1a00paTOPUSX BBITIOIHAECTCS BPYUHYIO
WM B aBTOMAaTUYECKOM PEXUME reMaTOJOTHUYECKUM aHaIu3aTOPOM,
OCHAIICHHbIM CHCTEMOW TMOJATOTOBKM M OKpAackKH Ma3KOB WU
aBTOHOMHBIM ~ aBTOMAaTUYECKUM YCTPOMCTBOM. AmmapaTbl s
aBTOMAaTUYECKOM OKPacCKd Ma3KOB MPUMEHSIIOT MPU HEOOXOJAUMOCTH
00pabOTKK OOJIBIIOTO KOJUYECTBA CTEKOJI, OJTHAKO OHU MOTYT OBIThH
3alMporpaMMUpPOBaHbl Ha MPUTOTOBJICHHWE W OKpAIMBAHUE TOJIBKO
OJIHOTO Ma3Ka U3 OJHOW MPOOBI KPOBH, a TAKXKE JIJIS1 BHITIOJHEHHS U
OKpaluBaHus OOJBIIOT0 KOJIMYECTBA Ma3KOB M3 OJHOrO oOpasia
KpOoBHU. B HEKOTOpPBIX aBTOMATUYECKUX CHUCTEMAaX KpacsIuil pacTBOp
HAaHOCSAT Ha CTEKJa, PACIHOJIOKEHHBIE TOPU30HTAIBHO (ITUJIAHIIETHOE
OKpalllMBaHUE), B APYTUX — CTEKJIa OMYCKAlOT B BaHHY C KpacsuMm
pacTBOpoM (TEXHHUKA TOTPY>KEHUS-OKpAIIMBAHUS) JIMOO PaCIBUISIOT
KpPacKd Ha TMpEeIMETHOE CTEeKJI0 B IueHTpudyre. K HemocTaTkam
JTAHHBIX METOJIOB OTHOCUTCSI 4YpPE3MEpPHOE TMpoKpalmBaHue (oHa,
HEJIOCTaTOYHOE OKpaIllMBaHUE TpaHyJ HEHUTPODUIIOB, ACTPAHYJISIIUS
0azo(uioB, CUHEE WM 3€JIEHOE OKpallMBaHUE JSPUTPOIUTOB,
BBINIAJICHUE OCaJKa Kpackh Ha cTekiso. I[lpu ycioBuM mpuMEHEHUs
Ka4eCTBEHHBIX KpacHUTeNeH, TIIATeJIbHOTO COOJIIOACHUS BpEMEHU
MPOBEJICHUSI MPOLEAYPbl M JPYyrHMX TapaMeTpoB, Kak MPaBuUio,
pe3yIbTaThl OKPAIIMBAHUS YAOBICTBOPUTEIIbHBIE.

B o6s13aTenbHOM MOPsIKE OIEHUBAETCS KA4€CTBO BBITIOJIHEHHBIX
Ma3koB. C 3TOM 1ENbIO CHEIUATUCT, OTBETCTBEHHBIM 3a KOHTPOJIb
Ka4yecTBa, B CIy4allHOM MOPSIAKE BBIOMPAET CTEKJIO C OKpAIIeHHBIM
Ma3KoM. 3aTeMm, IpocMaTpuBas Ma30K C IOMOIIBI0 MHKPOCKOIIA,
OIICHMBAET  KauyeCTBO  OKPAaCKU  SPUTPOLUTOB,  JIEHUKOIUTOB,
TPOMOOITMTOB U paclpeliesicHue KJIEeTOK B Maske. Vcmomb3oBaHue
JIBYX KpacuTelie oOecreunBaeT OKpacKy pas3HbIX KJIETOYHBIX
CTPYKTYpP B 3aBUCHUMOCTU OT pH: miesouyHble KJIETOUYHBIE CTPYKTYPHI
OKpaIlIMBAIOTCSl KUCJIBIM 303MHOM B PO30BO-KPACHBIE TOHA, KUCJIbIE —
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IIIEJIOYHBIM a3yPOM H/WJIM METHUJICHOBBIM CHHUM B CHHHE TOHA. Snpa
KJIETOK, OOraThle HyKJIEHMHOBBIMU KHUCIOTaMH, OKPAIIUBAIOTCS] B CUHE-
(bHOJIETOBBIN IIBET, IMTOIIa3Ma MOJIOIBIX KIETOK, coaepxkaias PHK,
BOCIIPUHUMAET CHHIOID WIM TonyOyro Kpacky. lluromnasma
HEUTPO(DWIIOB, DJPHUTPOLMTHI, COJACpIKAIIAE IICIOYHbIE OCNKH,
BOCHPUHUMAIOT KHUCJIBIM 303UH U OKPAIIMBAIOTCS B PO3OBBIN IIBET, a
36pHUCTOCTh  J03MHOPUIOB — B  KPACHO-OPAHXKEBBIM  IIBET.
Cnenuduueckass 3epHUCTOCTh HEUTPO(UIOB €J1ad0 BOCIPUHUMAET
IIEJIOYHYI0 4YacTh KpAaCUTENs, MOITOMY  HMMEET TEMHO-TOIyOyIo,
CHHIOK0 OKpPACKYy, TOKCOT€HHasi 3€PHUCTOCTh HMEET HACHIICHHBIN
(HOJIETOBBII LIBET.

Mopdonoruio SpUTPOLIUTOB OIEHUBAIOT TMPU  BHITTOJIHEHUH
MPOLEAYPHI MOJCUETa JEUKOIUTapHOU (hopMyJbl. Ma3ok UCCIENYIOT,
HCMOJIb3Ysl yBeandeHue oobekTuBa X100 1o MacisHO UMMEpCHUEH.
OuenuBaroT pasmep, I1BeT, ¢(OpMy, HHTCHCUBHOCTh OKPACKH,
OTMEYAIOT HaJu4ue BKIIOYCHUH. Mopdosoruuecku HOpMaibHBIC
SPUTPOLUTHI — HOPMOIIMTHL: UMEIOT pa3sMep B npeaenax 7,2-7,5 MKM B
nuaMmeTpe, (GopMy  JIBOSAKOBOTHYTOTO  JHCKA; HOPMOXPOMHBIC
SPUTPOLUTHI — SPUTPOLUTHI C PO3OBBIM OKPAIIMBAHUEM LIUTOILIA3MBI,
0oJiee THTEHCUBHBIM 10 TIepu(epuu, ¢ EHTPATLHBIM TPOCBETICHUEM
1 0€3 BKIIFOUCHUH.

Mopdghonozuueckue ocodennocmu namoao2uiecKux IPUmpoyumos.
Apumpoyumomempusn

AHHM30LIUTO3 — HAJIUYKE B KPOBU IPUTPOIIMTOB Pa3HOTO pa3mepa.
B wopme B mepudepuueckom pycie coumepxurca 68-70%
HOPMOIIUTOB, OKOJO 15,5% MHKpOLIMTOB, pa3sMep KOTOPBHIX MEHEE
6,5 MKM U okoJi0 16,5% MakpoIuTOB, pa3Mep KOTOPBIX Oojee 8 MKM.
CocrosiHue, mpu KOTOPOM B KPOBU MpeoOJialaloT MUKPOILUTHI,
HA3bIBAETCSI  MUKPOIMTO30M,  MAKpOLMTBI —  MAaKpOIUTO30M.
OpUTPOLIUTHL C JAUAMETPOM, paBHBIM WM Oojiee 12 MKM,
METaJIOIUThI, XapaKTepU3YIOIIMECS HAIUYUEM OKPYIJIOW WU
OBaJbHOU (POPMBI, TUMNEPXPOMUEH, OTCYTCTBUEM LEHTPAIBHOTO
IIPOCBETIICHMUS.

AHM30LIMUTO3 B OTUETE MPEJICTABIAIOT B BUJIE CJIOB, IIJIFOCOB WU
B MPOILICHTAX:

- HE3HAUMTENbHBIM aHU30UUTO3 — +, mnpuMmepHo 25%

OPUTPOLUTOB OTIIMYAKOTCA pasMCpaMu OT HOPMOIIUTOB,
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- YMEpPEHHBIN aHW301UTO3 — ++, mpuMepHOo 50% 3pUTPOLUTOB
MMEIOT pa3Mep, OTIMYHBIA OT HOPMOLUTOB;

- BBIp@XEHHBIM aHWU301UTO3 — +++, mnpumepHo 70-75%
DPUTPOLUTOB OTINYAIOTCSA pa3MepaMu OT HOPMOIIUTOB;
- PE3KO BBIPAKEHHBIM aHU30LMTO3 — ++++, mouTtH Bce

PUTPOIUTHI OTIUYAIOTCS pa3MepaMH OT HOPMOIIMTOB.

B otuere o0si3aTenbHO HEOOXOIUMO YKa3blBaTh, 3a CUET KaKHUX
pPa3MEpPOB JPUTPOIUTOB OOYCIOBIECHO TpeobiiajaHrie, Hampumep,
CMEIIaHHBI aHU30ILMTO3, AHHW30IIMTO3 3a CYET MHUKPOIMTOB WIIH
MakKpoUUTOB. MakpouuTsl 00pa3yrTcsi B pe3yjibTaTe HapyIICHUS
CO3pPEBaHUs  SIIEP DPUTPOKAPHOLIMTOB, OOHAPYKUBAIOTCS  TMpHU
pereHeparuy KpoBU, CTUMYJISAIIMK SPUTPOIIOI3a — Ie(PHUIIUT BUTAMHUHA
B12 u/unu ponueBoii KUCI0ThHI, 3a007I€BaHUIX MIEUCHH, B TOM YHCIIC U
QIKOTOJLHOM  TOPAKEHUHM  TEYCHH, HEIOCTAaTOYHOW  (PyHKIHUH

UIATOBUIHOMU YKEIIE3BI, JIEUKO3aXx, Ha dbone Tepanuu
VMMYHOJIEIIPECCAHTAMU, LUTOCTATUYECKUMU rpenaparamu.
Mukponuto3 00yCJIOBJIEH CHIKEHHEM CHHTE3a TeMOTJI00HWHA, YTO
XapaKTEPHO U1 Kee30/1ePUIIUTHBIX, CUJIEpOOIaCTHBIX,

FEMOJIMTUYECKUX  aHeMHuM, HaOMoAaeTcs NOpU  OMYXOJEBBIX
3a00JICBaHUSX.

[ToHKuIOIUMTO3 — HalWuue B HOepuUEpUUECKOM  pycCIie
SPUTPOLIUTOB C U3MEHEHHON Popmoil. DopMa NONKHIOLUTOB MOKET
OBITH Pa3HOM, HaIIPUMED:

OBayioUTHl  (AJUIMOTOIUTHI) — TOWUKWIOLMUTHI  BBITSIHYTOM,
oBagbHOU (opmbl. OOpaszytorcss npu  jAedekTax MeMOpaHBbI.
OBanonuTsl XapaKTEpPHBI IJIS1 HACIEACTBEHHOIO OBAJOLMTO3a, MOTYT
OBITh MPU TAJACCEMUU, TIPU TIKEIOM TCUCHUU KEIE30/1€(PUIIUTHBIX,
METaao0JIACTHBIX AHEMHUM.

CToMaTolMTEl — SPUTPOLMTHI, UMEIOIIUE IIEJICBUIHYIO 30HY
MIPOCBETJICHUS, PACIOJIOKEHHYIO B IIEHTpE KJIETKH, I0 ¢dopMme
HarnoMHuHarIyw poT. O0pa3yrTcs Npu HApYIIIEHWH OOMEHa HOHOB B
[UATOIIa3ME SPUTPOLIMTOB — MOBBIIIEHUU KOHIEHTPAllUU HATpUs U
CHIDKECHUM KOHIIEHTpanuu Kaiaus. CTOMATOIUTHI TOSABISIOTCS B
nepudepuiaeckom pyciue ocIie reMoTpaHc(y3uu, pu
HACJICJICTBEHHOM  CTOMAaTOLIMTO3€, TMpU HMMYHHBIX  (dopMax
TEMOJIMTHYECKUX aHeMHH, HaOII0Aal0TCs TIPU 3a00JICBaHUSIX TIEUCHU,
aJKOTOJIbHOM  TOPAXXEHUW  TICYEHHU, npu  HUHPEKIUOHHOM
MOHOHYKJIEO3€.
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CdepouuTel — SPUTPOIUTHI, YTPATHUBIIHE JIBOSKOBOTHYTYIO
dbopMy U HE MMEIOIIKUE 30HBI MPOCBeTIeHUs B 1eHTpe. ChepouuTs
UMEIT ¢GopMy Imapa, o0sagaroT OOJIBIION TOJIIUHONW, MOTYT OBITh
OOBIYHBIX Pa3MEPOB U MUKPOCHPEPOLUTHI, JUAMETP KOTOPHIX MeHee 6
MKM. CdeporuTsl MOSABISIIOTCS B KPOBH IMPU  HACJIEICTBEHHOM
MUKpPOC(HEpOLIUTO3€, T'EMOJIUTUUYECKUX  AHEMHUSAX,  BBI3BAHHBIX
OXoraMu, OakTepuaIbHBIMU TOKCHHAMH, TNPU  HECOBMECTHUMOM
nepenuBanud  KpoBu no cucreme ABO, npore3upoBaHuu
HMCKYCCTBEHHBIX KJIAMIAHOB CEP/lld, MCKYCCTBEHHBIX COCYJOB, MpHU
JNBC-cunapome.

AKaHTOLUMTBI — SPUTPOLIUTHI C 30HOM MPOCBETIICHUS B LICHTPE, C
HEPOBHBIMM 3yOUYaTbIMM BBIPOCTAMM ITUTOILJIA3MbI. AKAHTOIMTHI
OOHApY’>KMBAIOTCA B KPOBU IMPU HACIEJICTBEHHOM AaKaHTOLIUTO3E,
a0eTaIuIoNPOTEUHEMUH, 3200J1€BaHUAX MICYCHU (muppo3),
AJIKOTOJIbHOM TIOpaXEHUM TIe4eHU, Ha (OHE JICUYECHUS TEeHapUHOM,
MOCJIE CIJIEHIKTOMMUMU.

OXUHOLMTBL ~ —  DPUTPOLUTHI, HUMEIOIIUE  PABHOMEPHBIC
IIUTIOBUJIHBIE BBIPOCTHI  IIUTOIIA3MbI. DXWHOIUTHI MOSBIAIOTCS B
KPOBM IIPU TSAKEJIOM TEUEHHU aHEMHH, IIPU PaKe KEIyJKa, I3BEHHOU
OONle3HM KeNyaKa, TMOYEYHOM HEJOCTATOYHOCTH, YpPEMHUHU, TIpHU
neduIuTe NUpyBaTKUHA3HI.

KarmneBuaHbie 3pUTPOLUTHI (TaKPUOIUTBI) — 3PUTPOIMTHI, TIO
dbopme HamomuHamume Kamao. KamieBuaHble  3pUTPOIUTHI
O0OHaAPY’>KUBAIOTCSA B KPOBU MPHU MEPBUUYHOM MHENIOPUOpO3e, THKEIOM
TEUECHUU aHEMUI, TOKCHYECKOM MOPAKEHUU TTEYCHH.

MullleHEBUIHBIE SPUTPOLUTHI — SPUTPOLUTHI, UMEIOLIME B
IIEHTPE CKOIUICHHWE TeMOIVIOOMHAa W HANOMUHAIOIIME MUIIEHb WU
Oblunii Tia3. OkpallleHHass B PO30BbIM IBET IEHTpajbHAs 30HA
APUTPOIUTA OKPYIKEHA CBETIBIM 000IKOM, KOTOPHIN, B CBOIO OUepe/b,
— 000IKOM KpacHOro IiBeTa. MHUIIICHEBUIHBIE APUTPOIUTHI
XapakTepHbI ISl TAJIaCCEMHH, OOHAPYKUBAIOTCS B mepudepuuecKoM
pycie TpH TOKEJIOM TEUYCHUU >KeNe30ACUIIMTHON aHEeMUM, MpH
3a00JIeBaHUSX MMEUYCHH, TTOCIIE CIIJICHIKTOMUMU.

AHYJIOIUTBI — SPUTPOLIUTHI B BUJI€ MTYCTHIX KOJIEI] 3@ CUET PE3KO
BBIPQKEHHOTO  I[EHTPAJIBHOTO  MPOCBETJICHUS  TOSBISIOTCS B
nepudepudeckoil KpoBU MPHU THKEIOM Kene30ePUITUTHON aHEMUH.
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CepnoBUIHBIE 3PUTPOLUTHI (IPEMAHOLMUTHI) — SPUTPOLIUTHI B
BUJIC TIOJIYMECSIa, CEPIOB — OOHApYXKUBAIOTCA B KPOBU TIPH
CEpIOBUIHOKJIECTOYHOU aHEMUH.

[u301UTH — (PparMeHTHl HSPUTPOLIUTOB HEMPABUIBHON (HOPMBI,
pa3HbIX pa3MEpPOB TMOSBISAIOTCS B KPOBU IIPU TE€MOJUTHYECKOM
AHEMUMH, 00yCIIOBJICHHOM 0KOI'OM, pa3BUBLICHCS OCJIe
MPOTE3UPOBAHUSA, TIOCIIEC TPAHCIUIAHTAIIMU TMMOYKHU, TIPU TEMOJHUTHKO-
ypemuueckoM cunapome, JIBC-cuHpome, rpu BacCKyJIUTaX.

[1I1eMOBUIHBIE APUTPOIUTHI (IETMAIUTBI) — TOWKHUJIOIUTHI,
oOpazyromuecss 3a CYeT yAaJleHus Tenen [ eWHna-Opnauxa wu3
SPUTPOLIUTOB MPHU MPOXOKACHUU UX YEPE3 CUHYCHI CEIIE3CHKH.

Okpacka  3pUTPOLUTOB oOycioBieHa  KOHIEHTpanuen
reMoriioOnHa, KoTopass B Hopme cocTaBisgeT 32-36%. HopmanbHo
HACBIIICHHBIE TEMOTJIOOMHOM, HOPMOXPOMHBIE SPUTPOIUTHI UMEIOT
PO30BYIO OKPACKY, C HECKOJIbKO OJIEIHEE OKpAIICHHBIM LIEHTPOM 3a
CYET ABOSIKOBOTHYTOU (hopMBbl. I3MEHEHNE OKPACKU SPUTPOLIUTOB:

— TUNOXPOMHUSI — YMEHBIIEHUE COJCpPKAHUS TEeMOrJIO0MHA B
OTJIETIbHBIX 3PUTPOLUTAX, KOTOPOE COMPOBOXKIAETCS OoJee OneaHbIM
UX OKpAIIMBAaHUEM U YBEIWYEHUEM IIEHTPATBHOTO MPOCBETIICHHUS;

— rumepxpoMuss — 0o0Jiee HUHTEHCUBHOE  OKpalllMBaHUE
SPUTPOIIUTOB OOYCJIOBJICHO YBEJIMYCHUEM HX TOJIIUHBI, SBISICTCS
nokaszareyieM o0bemMa SPUTPOLIUTOB;

— TMOJUXPOMa3usi — TOSIBIICHUE HPUTPOIUTOB Pa3TUUHBIX
OTTEHKOB: CEpOBATO-()HOJETOBOrO, CEPOBATO-CUPEHEBOrO IIBETa 3a
CYET BOCIPHUATUS KaK KHUCIBIX, TaK U IIEJIOYHBIX KpacuTelel; Takue
SPUTPOLUTHI HA3BIBAIOTCS MOJUXpPOMATO(UIAMU; U3MEHEHHE 1[BETA Y
HUX OOYCJIOBJIEHO COXpaHEHHEeM 0a30(UIbHBIX D3JIEMEHTOB W
HaJIMYMEM reMOriIo0MHa B [IUTOIJIA3ME;

— aHM30XpOMHUS — TIOABJICHHWE B TepuepudecKkoM pyclie
APUTPOIIUTOB PA3HON MHTEHCUBHOCTH OKpaIlIBaHUS.

N3MeHeHne  OKpacKu  J3PUTPOLMTOB  HCHOJB3YETCS IS
nuddepeHaIbHON JTMarHOCTUKU AHEMUI. Hopmoxpomus
SPUTPOLIMTOB  HAONIOAAETCSs B MEpBbIE JHU TOCIE  OCTPOi
KpOBOINOTEpPH, TMpPHU aIlaCTUUECKUX AaHEMHSX, aHeMUiX Ha (¢oHe
XpOHUYECKUX 3a0o0yieBaHUM, HHQPEKIUH, Tpu HecPepOoUUTapHBIX
FEMOJIMTHYECKUX  aHEeMUsIX. [ umoxpomusi  HaOMIOJgaeTcs  Mpu
KENe30/Ie(PULINTHBIX, CHUIACPOOIIACTHBIX AHEMUSX, TalaCCEMUSIX,
runepxpomMuss — npu aedunure ButamuHa Bl2 w/unu  donumeBoi
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KHUCJIOTHI, HAacJeACTBEHHOM cdepounutoze. AHUZ0XPOMHUS MOXKET
MOSIBUTHCSL Ha (DOHE JIEUEHUS aHEMUU, MPHU MOCTIEeMOPPArHYECKHUX,
KeJIe30/IePUIIUTHBIX AaHEMUSIX.

[Tonuxpomatodunus HaOMIOJAETCA TOCIE TEeMOJIUTHYECKOTO
Kpu3a, yepes3 3-5 AHer 1mociie OCTPOM KPOBOIIOTEPH, PA3BUBACTCS Ha
dbone »sddexTuBHOro jgeuenus Bl2 w/mmm  ponumeBoaeduuTHON
aHeMHu W OO0yCJIOBJE€HAa MPUCYTCTBHEM B MepupepuIecKOM pyciie
OOJIBIIIOTO KOJIMYECTBA PETUKYJIOLMTOB W SIBJISETCA TOKa3aTesieM
XOpOIIeH pereHepaTopHor PyHKIIMU KOCTHOTO MO3Ta;

B HOpMe »3puTpOLMTHI, Kak MpaBWiIO, HE COAEpXKaT B
HUTOIIa3ME  BKJIFOUEHUH. BkitodyeHuss ~— MOSIBISAIOTCA MU
MaTOJOTUYECKUX COCTOSHUSX WJIM KOJMYECTBO UX BO3PACTACT, €CIIU B
HOPME OHU BCTPEYAIOTCS B BUJE €AMHUYHBIX B Ipenapare.

1. Tenbua ['eitHna-Opiinxa — OKPYTJbIEe BKIOUYEHUS, pa3MepoM
1-2 MKM, pacmnoJiararotcsi 1o nepudepur dPUTPOIIUTOB, COCTOST W3

JIeHaTypupoBaHHOTO remorynoouHa. Tenbna IeiiHna — Opiauxa
BBISIBJIAFOTCS TIPU UCIIOJIb30BAHUU MIPUKU3HEHHBIX METOI0B OKPACKH:
Memoo /letiuu

[IpyHIMI MeTOlIa 3aKIOYaeTcsi B MHKYOalMu SPUTPOIUTOB C
0,5% pacTBOPpOM METHJIOBOTO (PUOJETOBOTO B HM30TOHUYECKOM
pacTBOpEe XJIOpHAa HATPUS W TOSBJICHUEM B OOJIBIIIOM KOJMYECTBE
OKpAILIIECHHBIX TEJIEI] B MATOJOTHYECKUX IPUTPOLIATAX.

Xoxa onpexaeneHusa: ucciaenyemyr kKpoBb u 0,5% pactBOp
METHUJIOBOTO (PHOJIETOBOTO CMEIMMBAKOT 1:1, mocie TIaTreJabHOTO
MepEMEIIMBAHUSI CMECh MHKYOUPYIOT MPU KOMHATHOW TeMIepaType
10 MuHyT M 3areM aenarOT Mas3kd. IS MUKPOCKONIMHU HCIIOJB3YIOT
MaciisiHyl0 umMmepcuto, yeenndenue x 100. Tempna [eiiHna-Opnuxa
OKpAIIMBAKOTCS B yPIyPHO-KPACHBIN IIBET.

NuTepnperanys: B HOpME JIUIIb €IMHAYHBIC SPUTPOLIUTHI MOTYT
colepxarhb Tenbla. bonbmioe konmdectBo Tenen ['ediHma - Dpiauxa
NOSIBIISIETCA  NpU  JI€PUUNATE HPUTPOLMTAPHBIX (PEPMEHTOB, B
yacTHOCTH ['11-6-DJ, mpu oTpaBlieHMH aHUIMHOBBIMU KPACHUTEIISIMH,
npu  TEpPeoO3UpPOBKE  Cyib(aHUTIaMHIAMUA,  HUTPOTJIHIEPHUHOM,
HUTPOOEH30JIOM U JIPYyTMMU BEIIECTBAMU, MIPU JTy4EBOM OOJIC3HH.

Taxxxe nns okpacku Tenen ['eitHua - Opauxa MOryT OBITh
MCII0JIb30BaHbl CYNPABUTAIbLHBIE METO/IbI, IPUMEHSIEMBIE JIJI1 OKPACKHU
PETUKYJIOLUTOB.
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2. bazodunpnas nynkramusa — octratku PHK u mutoxonapwid,
mudPy3HO pacmpeseieHHBIX B IMTOIUIa3ME SPUTPOLMTOB U
OKCU(UIBLHBIX HOPMOOJIACTOB B BUE TOUYCUYHON 3€pHUCTOCTH TEMHO-
CMHETO 1BE€Ta pPA3HOW BEIUYMHBL.  BBIABIAETCA KAk  1OpHU
UCIIOJIb30BAHUM  OOBIYHBIX  METOJOB  OKpackv, TaK M TIpH
HCIIOJIb30BAaHMUH CIIEIIMAIbHOTO MeTojia oKkpacku 1mo dpeiidenn.

Memoo Dpeiighenvo

[Ipunoun wmeroma: ocratku PHK, MwuToxonmpuit  xopomo
BOCHPUHHUMAIOT MIEIOYHOW PACTBOP METUIIEHOBOTO CUHETO.

Xon wucclnenoBaHus: TMocie (Qukcanuu OOBIYHBIM CIIOCOOOM,
Ma30K OKpAIIMBAIOT B TEUYEHUME Yaca BOJHBIM PacTBOPOM
METHJICHOBOTO cuHero (5 kamenb 1% pacTBopa METHUIIEHOBOTO CHHETO
cMemuBalOT ¢ 20 MJI JUCTWUIMPOBAHHOW BOABI). Mazok mocie
OKpacKd MOpPOMBIBAIOT  MPOTOYHOM  BOJOW, BBICYUIMBAIOT U
MPOCMAaTPUBAIOT, UCIOJb3ys MACISIHYI0O UMMEPCHUIO U YBEJIMYECHUE X
100 mukpockomna.

NuTepriperanys: B HOPME  KOJIMYECTBO  SPUTPOLUTOB €
O0azounpbHON  myHKTamueW He npeBbimaer 3-4 wHa 10000
IPUTPOIIUTOB. bazodunbHas MyHKTAIUS MOXKET TMOSABISTHCA TIPH
TOKCUYECKOM MOPAXECHUU KOCTHOIO MO3rd, HAIPUMEDP, OTPaBICHUU
COJISIMU  TSDKEJIBIX METaJJIOB, TIPU MErajgo0JIaCTHBIX aHEMUSIX,
TajacceMuu, Ha (DOHE JTyUeBOM Tepanuu, Tepanuu MUTOCTATUYECKUMU
npenaparamMu, —IpUd  aKTUBaUMM  3puTpomnod’s3a.  [losBienue
SPUTPOLIUTOB € 0a30PUIBHON MyHKTALMENW 0053aTENBHO OTPAKACTCS B
KJIIMHUKO-JIMarHOCTUYECKOM  3aKJIFOYEHUHM, TpPHU HEOOXOJUMOCTH
BejeTcs leneHanpanieHHbd mojacueT Ha 10 000 sputpouuToB (CM.
CD-nuck).

3. Tempma Xommm — ToBemna  mpeacTaBIsIOT  COOOM
octatounyto JJHK B BuIie OKpYTIbIX BKIOUEHUN THAMETPOM 1-2 MKM
KpacHO-(pHUOJIETOBOTO I[BETa B IIUTOIIA3ME HPHUTPOIUTOB. ITO
OCTaTKH! AIEPHOTO BEIIIECTBA HOPMOOJIACTOB, KOTOPBIE
OOHApY>KUBAIOTCSA TIPH OOBIYHBIX METOJaX OKpaIlWBaHUS Ma3KOB.
Tenwa Xommm — I'oBemta 0OHAPYXKUBAIOTCST TIPU MeTrano0JIaCcTHBIX
AHEMUAX, NPU OTPABICHUM TEMOJUTHYECKUMH SIAMHU, TOCIE
CIJICHOKTOMUH, Ha (pOHE aKTUBAITUU IPUTPOIIOI3A.

4, Konwsiia KeboTra — 3TO ocTaTku OOOJIOUKH SApa B BHJIEC
BOCBMEPKH, OKPYHOCTH KpacHO-(HOJIETOBOTrO 1BETA,
pacloNiOKEHHBIE B LHUTOIUIA3ME JSPUTPOLUTA. BhIABIAIOTCS npH
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OOBIYHOM OKpacke Ma3KoB Ha (POHE OTPaBJICHUS COJISIMU TSHKEIBIX
METaJIJIOB, MPU METago0JaCTHBIX aHEMUSX, JICHKO3aX.

5. 3epuucrocth IrodgdHepa — Menkue KpacHO-(HUOJECTOBBIS
TOYEYHBIE BKJIIOUEHUS B 3puTpounTax (B cpeaHem 20-30 BKIIOUEHHUI),
BBISIBJISIFOTCSL TIPU TPEXJAHEBHOU Massipuu. [lopakeHHbIE 3pUTPOLUTHI
yYBEJIUUMBAIOTCS B pa3Mepax, UX OKpacka CTaHOBUTCS OJie/THEeE.

6. IlsTHucTocTh Maypepa — KpyIHble pa3HOW BETWYUHBI MSTHA
po3oBo-puoneroBoro mBera (10-15 msaTeH) B IpUTpOIUTAX Yy
MMAMEHTOB C TPOIMYECKOM Malisipuenr. XapakTepHO TO, 4YTO
SPUTPOLIUTHI HE YBEINYMBAIOTCS B pa3Mepax U HE U3MEHSIOT OKPACKHU.

7. Cupeporuueckue rpanyibl — Menkue (0,5-1.5 MxkMm) rpanysbl
HEreMorJIOOMHOBOrO keje3a ((eppuTHH, TEeMOCHICPHH) CHHETO
1BETa. BBIABISAIOTCA MPU IUTOXUMUYECKOM HCCIIEIOBAHUMU.

Meron BBISIBJICHUS CUJEPOTUYECKUX rpa”y npu
HCIIOJIb30BAaHUM CIECHHAIBHON OKpPAacKH B peakiui Ha OEpPIUHCKYIO
Ja3ypb.

[Ipuniun meToma: TpaHyJbl HETeMOTJIOOMHOBOIO Kejle3a B
peakIu Ha OCPJIMHCKYIO J1a3yph OKPAIIMBAIOTCA B CHHMM IBET. X0/
UCCICAOBaHUA: Ma3Kd KpPOBHU TOcie (DUKCAIUM U TOJCYIIMBAHUS
MMOMEMIAIOT B CMECh, COCTOSIIIYIO M3 paBHbIX 4actenl 1% pactBopa
xesnezocuHepoauctoro kanmus u 0,1 N pacTBopa COJSHOW KHCIOTHI
(8,2 M konneHTpupoBanHoit HCl 1oBOsAT TUCTUILIMPOBAHHON BOIOM
10 1000 mn) Ha 20 MUHYT Ha BOJSHOM OaHe (TeMmepaTypa 50-56 0 C).
3ateM B TeueHue 10 MHUHYT Ma30K MPOMBIBAIOT IPOTOUYHOM,
OUCTUJUIMPOBAHHOM BOJOM W JokpammBaroT 1%  pactBOpoM
cappaHMHa B TEUYEHUE HECKOJBKHX CEKyHJ. Ma3ok MNpOMBIBAIOT,
MPOCYIIMBAIOT U TPOCMATPUBAIOT, MCIOJIB3Ys MACISHYI0O UMMEPCHIO,
yBenuueHue X 100 00bekTBa MUKPOCKOTIA.

DOpUTPOIIUTHL € TpaHyJlaMHd HEreMOIJIOOMHOBOTO  JKeje3a
HA3BbIBAIOTCS  CHUJIEPOIUTHI, APUTPOKAPUOILMTHI, COJEpXkKaIIue B
UTOIJIa3ME TpaHyibl (eppUTHHA U TEMOCHUJIEPUHA — CUECPOOIACTHI.
B HopMe B mnepudepuueckom pycie MoxkHO oOHapyxuth 0,8-1%
CUJIEPOIIUTOB, B KocTHOMO3roBom  myHktate —  20-40%
CUJIEpO0JIACTOB, COJEpXKALIMX B IUTOILIa3ME HE Oosiee 5 TpaHyl
HEreMOTJI00MHOBOTO KeJie3a.

[Ipu xene30nepUIUTHBIX aHEMUSX B MEpUGEPUUECKOM PyCIie
CUJIEPOIUTHI OTCYTCTBYIOT, KOJHWYECTBO CHIAEPOOIACTOB B KOCTHOM
MO3T€  CHW)XEHO.  YBEJIHYEHHE  KOJWYECTBA  CHUIAEPOLUTOB,
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CUIepo0IacCTOB  HAOMIOJAeTCsl TMPH  CHUICPOOTACTHBIX  aHEMUSX,
MUETIOUCIUIACTUYECKUX CHHIpOMaXxX, Ha JOHE YCHIIEHHOTO T'eMOJIN3a
IPUTPOIUTOB, TTOCIIEC CTUICHIKTOMUHU.

Kauecmeennwvie npoowt na ghepmenmonamuro

K  naubonee  dyacThiM  (epMEHTONATUSM  OTHOCHUTCSA
HACNIEJICTBEHHbIM  JlePeKkT  ToK030-6-pocdarneruiporeHassl B
sputrpouurtax. JlabopatopHoe  TOATBEPKACHUE  IH3UMOIATHH
OCHOBAHO Ha MCIOJIb30BAHUM KaUE€CTBEHHBIX MPOO U OUMOXUMUYECKOM
OTpe/IeJICHNY aKTUBHOCTH (pepMeHTa B TeMOJIU3aTe.

1. KauectBeHHnsliii MmeToa Motyibsckoro-Kemmnoens ocHOBaH Ha
00€CIIBEYMBAHUM  KPAacKd OpWIIMAHT-KPE3UJIOBOTO  CHHEr0 B
NPUCYTCTBUHU TIIIOK030-6- (ocdara, HAJl u tpuc-Oydepa. Ilpu
HAJTMYHUH B UCCIIETYEeMBIX PUTPOIIUTAX TJIFOK030-6-
docharaeruaporenassr oopasyercs HAJI-H, koTopsrit obecriBeunBaeT
Kpacky. B Hopme obeciiBeunBaHNEe OpHITHAHT-KPE3UJIOBOTO CHHETO
IPOUCXOAUT TIPU TEMIEpAType 37° C B Teuenne 40-55 MUHYT.
3amemienne obecupeunBaHus Oosiee 90 MUHYT CBUACTEIHCTBYET O
nepuumuTe TIIH0K030-6-pocharaeruaporenaspl, 0Oojiee JIIUTEIIbHAS
3aJlepKKa O00ECIBEUMBAHUS TOBOPUT 00 OTCYTCTBUHU TJIFOKO30-6-
docdarmeruaporeHasbl U HAIMYAM Yy TAIMEHTa TEMOJUTHUYECKOU
aHEMUH 3a CYET SH3UMOIIATHH.

2. KauecTtBeHHBIM MeTOJ 1O bepHIITEHHY OCHOBaH Ha
oOeciBeunBaHuM  2,6-1uXI0pPEeHINHAOPEHOa B MPUCYTCTBUU
rIoKo30-6-gpochara, HAJl, denasunmeracynndara, OydepHOro
pacTBOpa M HCCIEIyEMBIX SPUTPOLUTOB. B HOpME mpu Hamuyuu B
IPUTPOIIUTAX TIIOK030-6-PochaTaeruaporenassl uepes 20 MUHYT
nocJie CMEITUBAHUS KOMITOHCHTOB IPOOKI MPOUCXOIUT
o0eCI[BEUNBAHUE KPACKU M COAEPKUMOE MPOOUPKHU MpUuoOpeTaer
KpacHbIi 1BeT. B ciyyae CHW)XXEHUS AaKTUBHOCTH TJIFOKO30-6-
dbochaTaeruaporenasbl 00€eCIIBEUBaHUE 2,6-nuxnopde-
HUIUHAOpEHOIAa  HEMOoJIHOe, a Tnpu  Jaeduiure  TIIFOK030-6-
dbochaTaeruaporenasbl 00eCIBEUMBAHMS HE TPOUCXOIUT.

3. DIyopecueHTHbIH CKPUHUHT-TECT Ha ACPUIUT TIIOK030-6-
dbochatnernaporenassl  beittaepa u Murtdenia, OCHOBaH Ha TOM, YTO

MOSIBJICHUE HAJI®H, 00yCTIOBJIEHHOE TJTFOK030-6-
docharaeruaporenaszoi, MNPUCYTCTBYIOIMIEH B  JHU3aTe  KIETOK
UCCIeayeMOl  KpoBU,  (QuIyopecIuupyer  Toa  JACHCTBUEM

JUITMHHOBOJIHOBOTO  yibTpaduoseroBoro cBera. Ilpu nedurure
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TIFOK030-6-(ochaTaernaporeHassl KJIETKH HE CIIOCOOHBI ITPOU3BECTH
noctarouHoe konumyectBo HAJI®H, 310 mpuBOAMT K OTCYTCTBHIO
bayopecueHIIUM.  OPUTPOIUTHI C  AKTUBHOCTBIO  TJIFOKO30-0-
docdarneruaporenazsl MmeHee 20% He TPOU3BOIAT (PIIyOPECIEHIIUM.
B kauecTBe KOHTpOJISI TOJIOKUTEIBbHOM (IIyOpecleHIIMU BCeraa
HEOOXOJAMMO HCCeAOBaTh o0Opasel] HopMallbHOW KpoBu. Ilpu
PETUKYJIONNTO3€ (HAampUMeEp, BO BpEeMs 3MHU304a OCTPOro IeMoju3a)
(GIyopecueHTHbIH  CKpUHHMHT-TECT MOXET OBITh  JIO)KHOIIOJIO-
KUTEIbHBIM, TaK KaK B MOJIOJIBIX KJI€TKaX aKTUBHOCThH TJIFOKO30-0-
docdaraeruaporeHasbl  BbICOKas. B 3ToM ciiyyae KpOBb HCCIETYIOT
MOBTOPHO, KOT/1a KOJUYECTBO PETUKYJIOLUUTOB BEPHETCS K UCXOIHOMY
3Ha4YeHUI0. JIOXKHBIA AeUIUT TIH0K030-6-hochaTaeruaporeHassl U
COOTBETCTBEHHO HHU3Kasi ()IyOpEeCIEHIHs, MOTYT OBITh OOYCIIOBJICHBI
aHEeMHEN M3-3a OTHOCUTEIBLHO HHU3KOIO0 KOJIMYECTBA IPUTPOLIMTOB B
UCIIOJIB3YEMOM JIsl uccaeaoBanus oopasue kposu (10 mkir). Kaxnoe
U3 BBIIICONMUCAHHBIX OOCTOSITEILCTB MOXHO CKOPPEKTHPOBATH,
OJIHAKO B CJIy4ya€ BO3HUKHOBEHHS COMHEHUM Jydllle TNEPEUTH K
KOJINYECTBEHHOMY OIPE/ICICHUIO0 aKTUBHOCTH (pepMeHTa.

Konuuecmeennwlit.  memoo  onpeodeneHus  aKmMueHOCMU
2/110K030-6-ghochamoezuopozenasuvl

[IpuHIMn ompeneneHus aKTUBHOCTH (epMeHTa TIIFOK030-6-
dbocharaernaporeHasnbl TUNTAYHBIN TS OMOXUMHUYECKUX
WCCIICIOBAHUM: ONpEAEICHNUE NMpHU JIUHE BOJHBI 340 HM KHWHETHKHU
n3MeHeHuss kopakropos HAJIO/HAJIOH B peakuroHHOW cMmecH, B
KOTOPYIO JTOOABISIOT M30BITOK CyOCTpaTOB TaKUM 00pa3oM, YTOOBI
peakue, JTUMUTUPYIOIIEH CKOPOCTh, ObLIA PEAKIIMS C UCCIIEyEMbIM

dbepmeHTOM.
B xaxnaon mabopaTopuu HEOOXOAMMO ONPEAEISATh AHana3oH
HOPMAaJIbHOU AKTUBHOCTH 1I0K030-6-(ocdarneruaporenassl,

KOTOpbIE HE  JOJDKHBI ~ CHJIBHO  OTJIMYAThCS OT  3HAYCHUH
MexnyHapoITHOTO COBeTa [0 CTaHAAPTU3AlMM B TEMATOJIOTHH.
B HOpMe akTHBHOCTH TJIFOK030-6-(hochaTaeruaporeHasbl COCTaBIsSCT
IPUMEPHO:

- 11,0+4/- 1,6 mxmonb cyocTpara/r Hb B 1 MunyTY;

- 30,6 +\- 4,5 MKMOIIBb cyOcTpata/ 10 SPUTPOLUTOB B MUHYTY.

CrnenyeT MOMHHUTB, UTO BMECTE C HCClelyeMOM mpoOoi uiu B
ceputo NpoOd HEOOXOAMMO BKIIOYATh OOpaszell HOPMaJbHOW KPOBU U
KpOBb C JAeHUITUTOM TIIOK030-6-pocdarnernaporenassl (OapaHbs
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KpOBb) Il OOecredeHusi KOHTPOJS  KadyecTBa BBIMOJHIEMBIX
VCCIICIOBAHUN.

IHumoxumuueckoe uccnedosanue pemanvHo2o cemo2noduna

Memoo bemxe

[Ipunuun Metona: ¢eTanbHBIA TEMOTJIOOMH HE DIIOUPYETCS
KUCIOTOM W  JokpammBaercs 1%  pacTBOpoM  METHUIIOBOTO
(1oJIETOBOTO B PO30BBIM LBET B OTIMYME OT reMoriioonHa A. 3t1o
MO3BOJIIET  OTJIMYUTH  DPUTPOLUTHI, COJAEpKalue  (PeTaabHBIMI
reMOrjJoOuH, MO HX OKpacke OT OOECIBEYEHHBIX 3SPUTPOILUTOB,
cojepxxamux remorsnioouH A. Ilpu wucnonb3oBaHUM 3TOrO METOJA
PETUKYJIOLUTHI, KOTOPHIE TAKKE YCTOWUYUBHI K BBIMBIBAHHIO KUCJIOTOM,
OKpAaIINBaIOTCS B CHHUM 1IBET.

PeaktuBbl 1 000py0BaHHUE:

- 80% STUIIOBBIN CIIUPT;

- cmech 0,1 M pactBopa JTUMOHHOW KHUCJIOTHI B LIMTPATHO-
dbocharaoMm Oydepe;

- 1% pacTBOp METUIOBOTO (PUOJETOBOTO;

- TEPMOCTAT Ha 37°C;

- MUKPOCKOII.

Xo4  HCCIENOBAaHMS: TOCIE  BBIIOJIHEHUS  Ma3KOB U3
nepudepruyeckoil KpOoBH OOBIYHBIM CIOCOOOM, UX (QUKCHUpPYIOT 5
MuHYyT B 80% pacTBOpe OSTWIOBOTO CHHPTA, MNPOMBIBAOT
JTUCTULIMPOBAHHON BOJOW M BBICYIIMBAIOT. 3aTEM Ma3KH MOTPYKaroT
B IMpEIBApPUTEIBHO NPOrpeThidi B TeueHue 30 MUHYT 0 37°C
uuTpatHo-pocdatHbiil Oydep ¢ TMMOHHON KUCITIOTON HA 5 MUHYT (JJ1s
ANIOLMM  TEeMOrJI00MHA), TPOMBIBAIOT JAUCTUIUIMPOBAHHOM BOJIOW,
BBICYIIMBAIOT MW  JOKpammBaioT 1% pacTBOpoM  METHIIOBOTO
($buoneToBOroO.

WNutepnperanius pe3yiabTaTOB UccieAoBaHus. B Hopme y
B3POCIBIX  BCTPEUAIOTCS B  Ma3Ke EIUHUYHBIE DPUTPOIUTHI,
cojiepkaie QeTanbHbIi TeMOTJIOOUH (IPUTPOIUTHI, OKPAIICHHBIE B
PO30OBBIM NBET). Y HOBOPOXKICHHBIX M y JETEH 10 S5 MECI4YHOTO
BO3pacTa KOJIMYECTBO OKPAIIECHHBIX 3PUTPOIUTOB YBEIUYEHO, YTO
CBA3aHO C MPEOOJIAIaHUEM SPUTPOLIMTOB COJAEPKAIUX (PeTATbHBIN
remMorsoonH. B fganpHedieM MpPOUCXOAWT CMEHa (peTabHOTro
reMorjio0orHa Ha reMOrJI00WH B3POCIBIX U KOJIUYECTBO OKPAIIEHHBIX
PUTPOLUTOB CHUKaeTcs. IlaTonornyeckoe yBennueHne KOJIMYeCTBa
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SPUTPOIUTOB cojepKamuX (eTaTbHBI TEeMOIJIOOUH HaOJII01aeTCs
IIPH TaJaCCEMUM.

Ipumpouyumomempusn

Ilpunyun memooa: W3MEpPEHUE JHUAMETPAa DSPUTPOLUTOB B
OKpaILlIEHHOM Ma3Ke€ C MOMOIIbIO OKYJISIPp-MUKPOMETPA.

O6opynoBaHue:

- MUKPOCKOI;

- OKYJIIP-MUKPOMETP C KPYIVIOM CTEKISIHHOW  IUJIACTHHOM-
IKaJIOW, pa3neneHHon Ha S0 neneHui;

- 00BEKT-MUKPOMETP — MPEIMETHOE CTEKJIO UMEIOIIeEe MKy
IUTMHOM 2 MM, paszaeneHHyto Ha 200 penenuit (kaxmoe nenenue 10
MKM).

Xoo uccnedosanus. llpexne 4yeM OPUCTYNUTh K H3MEPEHUIO
IUaMETpa 3PUTPOLIUTOB CIEAYET ONPENEIUTh LIEHY OJHOTO ACICHUS
IIKaJIbl OKYJISIPp-MHUKPOMETpPa, KOTOpasi 3aBUCUT OT JJIMHBI TyOyca, Ha
KOTOPBI HACAXKUBAETCS OKYJISIP, U OT yBeJIUYeHUsI 00beKkTuBa. C 3TOM
LENbI0 Ha MPEAMETHBI CTOJIMK YCTAaHABIHUBAIOT OOBEKT-MUKPOMETP
TakKuM 00pa3oM, 4YTOOBI IIKAJIBl OKYJISIP-MUKPOMETpAa U OOBEKT-
MUKPOMETpa COBMNAJIA. 3aTEM OTCUYUTHIBAIOT YUCIIO ACJICHUI IIKAJIbI
OKYJISIp-MUKPOMETPA U ONPEACIISIIOT LIEHY OJJTHOTO ACJEHUS, YUUThIBAs
TO, YTO KaXJ0€ JAeJeHUE 00BEKT-MUKPOMETPA COOTBETCTBYET 10 MKM.
Hanpumep, 20 npenenudt oxynsip-mMukpomerpa coBnasm ¢ 40
JEIEHUSIMU O0BEKT-MUKPOMETpPA, YTO COOTBETCTBYET 40 MKM, TaKuM
o0pazom, ogHo AeneHue — 40/20 =2 MxMm. OIIEHMBAIOT OJIHO JICJICHUE
MIKaJdbl OJIMH pa3 sl ONPENEICHHOIO MHKPOCKOMNA, C MOMONIBIO
KOTOPOT'O HM3MEPSIIOT AHAaMETp SPUTPOUUTOB. M3mepeHue auamerpa
SPUTPOIIUTOB B Ma3Ke BBIMOJHSIIOT, HCHOJB3YysS HWMMEPCUOHHBIN
0o0ObEeKTUB U yBeluueHue Mukpockona x100 mpu MakCUMalIbHOM
ocgemieHnu nons 3penus. M3mepstor nuametp 100-200 sputpountoB
pPACIOJIOKEHHBIX B TI0JIE 3pEHUs HW30JUPOBAHHO. Pe3ynbTarhl
U3MEPEHUS PacCIPEACISIOT MO TPyMNIlaM B 3aBUCUMOCTH OT BEJTUYHHBI
auaMeTrpa. 3Hasl [IEeHY OJHOTO ACJICHUS M KOJIMYECTBO 3PUTPOIIUTOB C
OJIMHAKOBBIM YHCJIOM JICJICHUH, OTHOCUTEIbHYIO BEIUYUHY KaXKJIOU
IPYIIBI MPECTABISAIOT B MpolieHTax. CpeHuil 1TuamMeTp SPUTPOIUTOB
BBIYUCIISIIOT YMHOXXEHHEM MPOIEHTA 3PUTPOLIUTOB C OMPEACICHHBIM

46



IMaMETPOM Ha BEIWYMHY JUaMeTpa AaHHOM rpymnmbl. CymMy Bcex
npousBeacHui nensat Ha 100.

IToctpoenue SPUTPOLUTOMETPUUECKUX KPUBBIX: B
KOOPAMHATHOM CHUCTEME MO OCH aOCIMCC OTKJIAIbIBAIOT BEIUYUHBI
IAAMETPOB JSPUTPOLIMTOB B MHUKPOMETpPAx, MO OCH OpAMHAT —
OTHOCUTEJIbHYIO  BEIIMYMHY  KaXJOW  TPYHIbl  3PUTPOLIUTOB
ONPENEICHHOTO TNAaMETPA, BEIPAXKEHHYIO B IPOLICHTAX.

NuTepriperanyst  pe3yiabTaTOB  MCCIEAOBAaHUA: B HOPME
SPUTPOLIUTHI PACHIPEACISIOTCA MO Pa3Mepy B BUIE TaK HA3BIBAEMOU
kpuBoit Ilpaiic-/[>koHca, koTopas uMeeT (opMy MNPaBHIBHOTO
KOJIOKOJIa C OCHOBAaHWEM, TpaHULBl  KOTOPOro KOJIEOMIOTCS B
npeaenax or S g0 9 MxMm. Bricota kpuBoil gocturaer 70% wu
COOTBETCTBYET CPEIHEMY OUAMETPY  OPUTPOLMUTOB, KOTOPBIN
ompenensaeTrca B npeaenax ot 7,2 no 7,5 Mxm. Ilpm Hanumumm makpo -
WM MUKPOLIUTOB SPUTPOLUTOMETPUYECKAS KPUBASI UMEET HMIUPOKOE
OCHOBaHUE, pacTsaHyTa. B cioydae npeobiiaanus MAaKpOIIMTOB KPUBas
CABUHYTA BIIPABO, B CTOPOHY OOJIBIIMX JAHAMETPOB, B Ciyyae
npeoOsaaHus MUKPOIIUTOB — BJIEBO, B CTOPOHY MEHBIIHNX
JTAAMETPOB.

Ouenka u3uKo-xumuuecKux ceoiicme IpUmMpoOyUmos

Jist  oleHKH  (PUBHKO-XMMHUYECKHX CBOMCTB APHUTPOIIUTOB
UCCICAYIOT WX CTOMKOCTh K BO3JCHCTBHIO PA3IUYHBIX (PAKTOPOB.
HaunGonbiiee mpuMeHeHe B MEAUIIMHE TIOTYYHII METO OTIPEICIICHUS
OCMOTHYECKON PE3UCTEHTHOCTH SPUTPOLUTOB B Moaudukaruu JI.W.
Nnenscon.

Ilpunyun memooa: KOIWYECTBEHHOE OMpENeTeHne CTEeNeHU
reMoJIn3a IPUTPOLIUTOB B 3a0y(PEpEeHHBIX TUTTIOTOHUYECKUX PACTBOPAX
XJIOpUAa HATPHUS.

Peaxmuewt u obopyoosarue:

- 10% 3a0ydepeHHsbIit pacTBOP XJIOpUIa HATPUs (PACTBOP MOXKET
XpaHUThCA TIpU Temneparype +4 - +8°C B TeueHne oxHOrO Mecsla),
TUCTUJUTMPOBaHHAasT Boja. M3  OCHOBHOTO  pacTBopa  Tmepes
UCcCIeIOBaHUEM  nodiydaroT 1%  pactBop  xjopuaa  HaTpus,
UCITOJIB3YEMBIN JJISI IPUTOTOBJICHUST PAOOYUX PaCTBOPOB CICAYIOIINX
kounentpanmii: 0,85; 0,8; 0,75; 0,7; 0,65; 0,6; 0,55; 0,5; 0,45; 0,4;
0,35; 0,30; 0,20; 0,10%.

- (OTORIEKTPOKOJIOPHUMETD;
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- TEPMOCTAT Ha 37°C;

- 103aTOPbI, HAKOHEYHUKH.

Xo0 uccnedosanus:

- B 2 npoOupku, cogepxaiiye mo 2 Karii renapuHa BHOCAT IO
1,5 mn xpoBu, mnepememmuBaroT. KpoBb oaHOM U3 mNpoOHPOK
HCCIIEAYIOT HE MO3/iHee 2 4aCOB C MOMEHTA B3SATHS, TUOO B TeUueHHUe 6
4acoB, €CJIU KpOBb XpaHWiIach B IIpU +4° C. KpoBp u3 BTOpOM
MpOOMPKH — dYepe3 CYTKH IIociae HWHKyOaruM B TEpPMOCTaTe IMpHU
TeMIiepaType 37°C.

B psin npo6upok (14 mTyk) BHOCST MO 5 MJ1 pabounx pacTBOPOB
xjaopuaa Hatpus KoHueHtpanmu ot 0,85 mo 0,1%. B kaxnayro
npoOoupKy ¢ padbouuM pactBopoMm BHocAT 1o 0,05 mui uccinemyeMon
KpOBH, NIEPEMENIMBAIOT U OCTABJISIIOT Ha 30 MUHYT NP KOMHATHOM
TeMIieparype. 3aTeM NpoOUpPKU HEHTpUuPyrupytot 5 munyt pu 2000
00/MuH. HamocamoyHyto JKUAKOCTh U3 KKIA0W MPOOUPKUA UCCIAETYIOT
Ha (oTokonopumerpe mnpu aynuHe BoJHBI 500-560 HM B KIOBETE C
JUIMHOM ONTHYECKOro MyTH | CM MOpOTHUB XoJocToll mpoObl. B
Ka4eCTBE XOJIOCTOM TpoObl HCHONB3YIOT 1% pactBOp Xjopuiaa
HaTpus. BBIUUCISIOT MOPOLIEHT T€MOJIM3a, CpPaBHUBAS AKCTUHKIUU
HaJ0CaJOYHON JKMAKOCTH B KaXJOW NPOOUPKE C HKCTUHKIMUEH
npunsaTon 3a 100% remonus. 3a 100% reMonu3 NpuHUMAKOT reMOJIN3
B mpooupke, coxepxauier 0,1% pactBop xsopunaa Hatpus. Pacuer
CTEIEHU TeMOJIN3a BEAYT N0 GopMmyJie:

rae E; — SKCTHHKIMS HaZO0CaJOYHOM KUJKOCTH B MPOOUPKE C
0,1% pacTBOpOM XJIOpUJA HATPUS,

E, — SKCTUHKIIMS HCClenyeMoi poosl,

100 — mpoment remonusza B mpooupke ¢ 0,1% pacTtBOpoMm
XJIOpUIA HATPHUSI.

Yepes CyTKH UCCIEAYIOT KpOBb, WHKYOMpPOBAHHYIO IIPH
TEMIIEPATYPE 37°C. Pe3ynbpTarhl UCcaeq0BaHUsI HAHOCAT HA CHUCTEMY
KOOpJMHAT: HAa OCH a0CHUCC OTMEYAIOT KOHUEHTPALUIO PACTBOPOB
XJIOpuJa HaTpus, HA OCH OpAMHAT — pe3yJbTaThl pacueToB. Kpuas
HOPMaJIbHOM OCMOTHYECKON PE3UCTEHTHOCTH HMEET S- O00pa3HyIo
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dbopmy. DTO TOBOPUT O TOM, YTO OCMOTHYECKAs PE3UCTEHTHOCTH
HOPMAJbHBIX  JPUTPOLIMTOB B  TUINOTOHMYECKUX  pacTBOpax
pazIMvaeTcs, NOCTEIEHHO U3MEHSIETCS C BO3PACTOM KJIETOK. Y CaMbIX
MOJIOJIBIX KJIETOK OHA HAaWBBICIIAs, B TO BpPEMsl KaK CaMbl€ CTapble
KJIEeTKM Haubonee xpynkue. I[IpuunHoi »TOro sBiIseTcs Oosee
BBICOKOE COJICpKAHME HATPUs B CTapblX DJPUTPOIUTAX MPHU
CHUKEHHOM CITOCOOHOCTH K €T0 BBIBEJICHHUIO.

Unumepnpemayusa pezyromamos ucciedosanus. OCMOTHYECKAS
PE3UCTEHTHOCTh  JIPUTPOLIMTOB  OMPEACISIETCS OTHOIIEHUEM  HX
o0beMa K IUIOMIAU MOBEPXHOCTH U COOTBETCTBEHHO OTpa)X)aeT X
CIIOCOOHOCTh 3aXBaThIBAaTh OMNpPEEICHHOE KOJWYECTBO BOJBI [0
HacTymieHus: Jm3uca. CrnocoOHOCTh HOPMAJIBLHOIO JAPUTPOIUTA
BBIJICPKUBAaTh MPEObIBAHUE B THIOTOHUYECKOW cpene oO0yCIOBIEHA
JIBOSIKOBOTHYTOM (DOpMOH, KOTOpasi MO3BOJISIET KIJIETKE YBEIUYUBATH
cBoi 00beM moutd Ha 70% 10 KPUTUYECKOTO HATSKCHUS
MOBEPXHOCTHOM  MeMOpaHbl,  TMPEOJOJICHHE  3TOr0  Mpesena
COMPOBOXKAAETCA JIN3UCOM. B HOpME Hayano remMoian3a OTMEYaloT pu
KOHIleHTparuu  xjopujga  Hatpus  0,5-0,45%  (MuHHMMabHas
PE3UCTEHTHOCTh), a modHbii rtemomu3s — npu  0,4-0,35%
(MakcuMalsibHasi PE3UCTEHTHOCTh) pAcTBOpE  XJOpUAa HaTPUSL.
[ToHmxeHne OCMOTHYECKOW PE3UCTEHTHOCTH (MOSIBJICHUE T€MOJIN3a
SPUTPOLIMTOB MpHU 00Jie€ BBHICOKOW KOHIIEHTPALMM XJIOpHUJA HATPHA,
4eM B HOpME) HaOJIro1aeTCs pu HACJIEJICTBEHHOM
MUKpPOC(HEpOIUTO3e M JPYyTMX  HACIEJICTBEHHBIX  aHOMAJHUAX
MeMOpaHbl ~ 3PUTPOLUTOB, AYTOMMMYHHBIX  TIE€MOJUTUTUYECKUX
aHeMusx. IloBelIEHME OCMOTHYECKOM PpE3UCTEHTHOCTH — MPHU
TaJacCeMHUU, HACJICACTBEHHOM KCEPOIUTO3E.

I'panyjionuromnods

B kocTtHOM Mo3re u3 oOIero mnpeanecCTBEHHUKAa MHENIONn0d3a
00pa3yloTcsi KOMMUTHUPOBaHHbIEC KJIETKU-peniecTBeHHukn — KOE-
I'M, KOE-T (KosmoHHEO0Opa3yroIIe CIMHULIBI
I'PaHyJIOMOHOLIMTON033a, TPAaHyJIOLMTON033a), KOTOPHIE B PE3yIbTaTe
mudPEepeHIUPOBKY UM CO3PEBaHUS MPEBPAIIAIOTCA B KIETKH
I'PaHyJIOUUTAPHOTO psAga. B KOCTHOM MoO3re BBIIEIAIOT JBa IyJia
KJICTOK TPAaHYJOIUTAPHOTO psifa — MPOTUdEepUPYIOMIN, COCTOSIITHAN
U3  MHEN00JIaCTOB,  MPOMHENOLUUTOB, MHUEJIOLMTOB W  MyI
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CO3PEBAIONINX KIETOK — METAaMHUEJIOIUTOB, IMAJOYKOSIICPHBIX U
CErMEHTOSACPHBIX I'PaHyJIOIUTOB. [Tportecc CO3pEBaHUS
npenacTaBiseT co0oi u3MeHeHrne Mop(oIOTUU KIETOK: YMEHbIIEHUE
pa3MepoB sfpa, YIUIOTHEHHWE XPOMAaTHHA, MCYE3HOBEHHUE SIIPBIIIEK,
CEerMEHTAIlUA si/ipa, yBEeIUYeHUEe 00bemMa IIUTOIIa3Mbl, UICUE3HOBEHHE
ee Oazodunuu, TOSBICHUE B LMUTOIUIA3ME  cCHeHudUUECKon
3€pHUCTOCTU, Perynsius rpaHyiIolMTONO33a J0 KOHEUYHOW CTaJauu
CO3pEBaHMUS I'PaHyJIOIUTOB oOecreunBaeTcs KOJIOHUECTH-

MYJUPYIOIIUMHU TPAaHYJO- U TPaHYJIOMOHOLUMTApPHBIMHU (HaKTOpaMu
(I'M- KCOD, I'-KCD).

Mopgonocusa Kiemok cpanyioyumapno2o paoa

Muenobnact — nepBas MOPGOJOTHYECKH pa3IuduMas KJIeTKa
rPaHyJIOIUTAPHOTO psga pasmepamu 12-20 MKM B Jguamerpe,
OKpyTJIOH (popMBbI. SIepHO-IIUTOIIA3MaTUHYECKOE COOTHOIIEHuE 4:1.
SAAapo pacronokKeHO UEHTPAIbHO, MUMEET OKPYIVIYI0 WM CIIeTKa
oBalbHYyl0 (opmy, mo PomanoBckoMy-I'mm3e  okpammBaercs B
KpacHOBaTO-(PHOJIETOBBIN L(BET. Crpykrypa XpoMaTuHa
HE)XKHOCETUarass. B dape Xopomo pa3inudaroTcs OT 2 10 S5 AAPBIIICK
rojiyooBaroro 1gpeta. [{uromnnasma romyoas, 0ObI4HO 0€3 BKIOUYCHHUIM.
Ha noBepxHoCTH MH€I001acTa PACIONaraloTcs CIEYIONINE KIIacTePhl
muddepenunpoku: CD45; CD13; CD33; CD34; CD38, aHTureHsl
IJIaBHOTO KoMIuiekca rucrtocoBmectumoctu HLA-DR. B nopme
KOJINYECTBO MHENOOJAacTOB B cpeaHeM coctaBiseT 1% Becex
MHUEJIOKapPUOIUTOB.

[Ipomuenouur wmmeer pasMepbl 18-25 MKM B JIHAMETpPE H
ABJISIETCSA CaMOW KPYIHOM KJIETKOW T'PaHyJIOUUTApHOTO psga. Kierka
uMeeT OKPYTIIYIO dopmy. S nepHo-uUTOIIIA3MAaTHYECKOE
cooTtHomeHue 3:1, sApO OKpyryoe Wiu cierka 0000BHIHOE, YacTo
PaCIONI0KEHO AKCIEHTPUYHO, OKPAIIMBAETCS B KPACHOBATO-JIMJIOBBIIM
nBeT. CTpyKTypa XpoMaTHHA HEKHOCETYaTasi, HO Ha Y3JIOBBIX TOYKaX
CEeTKM 00pa3yloTcsl YTOJNIIEHHS Oa3uxpoMaTuHa, [OITOMY OHA
BBITVISIAUT HECKOJBKO TpyOee, yeM y Muenodaacta. SIpeIK B spe
BUJIHBI HEUETKO («yTacarolre HYyKJIeoabD»). [{uTornmasma HECKOIbKO
mMpe, 4eM y MuenobnacTa, roiyoboBaTO-CUHEro I[BeTa C OOMJIBHOM
a3ypo@uiabHOM (KpacHOBATO-(PHOJIETOBOTO I[BETA) 3EPHUCTOCTHIO,
KOTOpasi aKTHBHO oOpaszyeTcss Ha 3Tou cTaauu. MHornma Ha cramuu

50



POMUEIIOLNTA HUTOILIa3Ma  MOXET  COJAEpKaTh yKe
c(hOpMUPOBAHHYIO CHEIU(PUUYECKYIO 3€PHUCTOCTh: HEUTPODUIbHYIO,
0azouinbHy0, 203MHOPUIBHYIO. [l cTaguu  MOpoMHUeIoNHTa
XapakTepHbl chenytomue kinactepbl nuddepenuupoBku: — CD45;
CD13; CD33; CD15. CoaepxaHue NPOMHUEIOLUTOB B KOCTHOM MO3I€
B HOpME cocTtaBJsieT 1-4%.

Muenonur — KJIETKa CIEAYKLEW CTaalud CO3PEBaHUSA
IPaHyJIOLUTOB UMEET pa3Mepsrl 12-18 MKM B [uamerpe, OKpyIJion uiu
OBaJIbHOU (hOopMBI. SnepHO-IIUTOIIA3MaTHYECKOE COOTHOIIeHue 2:1.
Anpo pacnosaraercsi B UEHTPE WM ClIeTKa 3KCIEHTpuyHO. Dopma
AJipa OKpyTJiasi WK cjerka 0000BUIHAsSL, TP ITOM BBIEMKA B SIAPE HE
JIOCTUTAET MPEANoJIaraeMoro mneHTpa kiaetku. CTpykTypa XpoMaTHHA
OoJiee rpy0Oas, 4eM y IpOMHUEIIONUTA, HEOJHOPOHAs, C pa3/IeICHUEM
Ha OKCHU- U OasuxpomatuH. Monojbie (OpMBbI MUEIOIMTOB HUMEIOT
0oJiee PBIXJIIYIO CTPYKTYpPY XpoMaTuHa, 0oJiee 3pesible MUEIOIUTHI —
KOMIIAKTHYIO. Aapeimek B sape HeT. llurommazma uMeeT pO30BBIN,
P030BaTO-(HUOJIETOBBIM WU TOJyOOBAaTO-PO3OBBIM IIBET, COJAEPIKUT
a3ypoQWIibHYyl0 W B  3aBUCUMOCTH OT JaubdepeHIIUpOBKU
cnenupuaecKyro 3€pHUCTOCTb. HuddepeHupoBka  KIETOK
IPaHyJIOLUTAPHOTO PsAjia Ha HEUTPOPUIIbI, 303UHODIIBI U 0a30(PUIIBI
HAYMHACTCS Ha cTaauu muesnornurta. HeiTtpodunbHas 3epHUCTOCTH
MeJiKasi, TbUIEBUJIHAS CHUHE-(QUOJIETOBOrO IBETa. D0O3MHO(DHIbHASA
36pHUCTOCTh KpyIHas, OKpyTJias, OJMHAKOBOTO pa3Mepa, KEJTO-
PO30BO-OPaH)KEBOTO, KPACHO-KOPUYHEBOTO IBeTa. bazoduibHas
3€epHUCTOCTh MPEJICTABIsACT COOOM pa3HOro pa3Mepa rpaHyibl (OT
KPYIHBIX 10 TBUIEBUIHBIX), T€MHO-(UOJIETOBOTO IIBETA, KOTOPHIC
HacjauBaroTcsa Ha Anpo. Knacrepsl auddepeHImpoBKky Mueaonura —
CD45; CDI13; CD15; CD33; CD11b/11c. Muenooutr — IocaeaHss
KJIETKA TPaHyJIOUTAPHOTO pssia, criocoOHas k neneHuto. Coaeprkanue
MUEJIOLUTOB B KOCTHOM MO3re kKojieoiercs ot 7 1o 12%

Meramuenonur wumeer pasmepsl 10-16 mMxkm B auamerpe,
OKPYTIIYIO WIn CJIeTKa OBAJILHYIO bopmy. AnepHo-
[UTOIIa3MaThudeckoe cooTHomeHnue 1:1. SAapo nmmeer 6000BUAHYIO
WM TOYKOBUJHYIO (GOpMy, BJIaBJICHHE B MeTamuesonure Oolee
BBIPAKEHO, YeM Y MHUEJIOIUTA, U JOCTUTAET WJIM BBIXOJUT 3a MPEACIIbl
mpeanosaracMoro  IeHTpa  sjApa, OKpallMBaeTcss B KpacHO-
¢uoneroBbiid 1BeT. CTPYKTypa XpoMaTHHA TriblOuYarasi, KOMIAKTHasi,
sfpeiiek HeT. [[BeT muTomiasMel oT 0JeIHO-TOIYy00ro 10 PO30BOTO,
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[ATOIJIa3Ma COJEPKHUT MENKYI0 a3ypodUIbHYIO0 M CHEelU(pUISCKYIO
36pHUCTOCT B 3aBUCUMOCTH  OT  JUDPEpeHIUpOBKH  —
HeUTpobUIbHYIO0, 203uHOGUIBHYIO, 0Oa3zoduiabHyro. Knacrepsl
muddepeHIMPOBKH METaMHUEIOIUTa TaKhue K€, KaK U y MHUEJIOIHUTA.
CojneprkaHre METaMHUEIOIMTOB B KOCTHOM Mo3re — 8-15%.

[TanoukosiIepHBIN TpaHyJOUUT uMmeeT pasmepbl 10-14 MM B
auamerpe,  Okpyriayio  Gopmy.  SmepHo-LIMTOIIA3MAaTHYECKOE
cootHomieHue 1:1. SIapo TeMHOro KpacHO-(HUOIETOBOTO I[BETA, UMEET
MaJOYKOBUAHYIO ()OPMY C OJJMHAKOBBIM JUAMETPOM IO JJTMHE, MOKET
ObITh M30THYTO B BHJI€ MOJKOBBI, 3aKkpydeHo. [lomepeuHuk sapa
MaJOYKOSIICPHOTO TpaHyJOIMTa, B OTJIWYHME OT METaMHUEJIOIHTa,
YKJIQJIbIBACTCS B JUIMHHUK si/ipa Oojee 3 pa3 (y METaMueIoIuTa MeHee
3 pa3). CtpykTypa XpomMaTHHa HEpaBHOMEpHas KPYMHOTJIbIOYaTas,
IJIOTHAsA, sApbliek HeT. LluTommazma po30BOro IBETa, COJEPKUT
criennpUUeCKyI0 3€pHUCTOCTh B 3aBUCUMOCTU OT AU PEpeHIIUPOBKHU.
Ha craguu nanoykosiiepHOro rpaHyJIoONHUTa 3aKaHUYMBAETCS MPOLECC
dbopmMupoBaHUS crienpuIecKon 3€PHUCTOCTH. Knacrepsl
muddepeHIIMPOBKHU TajgoukosiepHoro rpanyionura - CD45; CD13;
CD15; CD11b/11¢c. B HOopMe B mepudepuueckoM pyciie KOJTUYECTBO
NaJOYKOAICPHBIX HeuTpopunoB cocraBiser 0-5%. VYBenuueHue
KOJIMYECTBa TAJOYKOSAJICPHBIX HEUTpoduioB B mnepudepudeckon
KpPOBM  SIBJISIETCA ~ 4Yallle  BCEro  CJIEACTBHUEM  BOCHAJICHUSA,
OakTepUaIbHON UH(EKIINH.

CerMeHTOSIICPHBIA TPAHYJOIUT HUMEET pa3Mepbl 9-15 MkMm B
IUuaMeTpe, OKpyriiod ¢Gopmbl. SAApo TEMHOro KpacHO-(HOJIETOBOIO
[[BETA, PACHOJIOKEHO LEHTPAIbHO. SJIEPHO-IUTOIIA3MATHYECKOE
COOTHOIIIEHUE HU3KOE, B MOJb3Yy UTOIUIa3Mbl. CTPyKTypa XpoMaThHa
B CErMEHTax HepaBHOMEpHas, KpymHorieiOuaTas. I[luTommazma
pO30Basi, COJEPKUT CHEeHU(UUECKYIO 3EpPHUCTOCTh. [ paHylouuT,
cojiep Kalluii B IIUTOILIa3Me 203MHO(PUIBHYIO 36pHUCTOCTD, SIBIISICTCS
703UHOPUIOM, 0a30PUIBHYIO 3€pHUCTOCTH - Oa3zoduiaoMm, npu
HaJW4YUW TBIJICBUAHOM, CHHE-(PUOJETOBOTO IIBE€Ta 3EPHUCTOCTH,
IPaHyJOLUT siBNgeTCs HeUTpopuiaoMm. CerMeHTosAIepHbIN HeUTpohu
COCTOMT M3 2-5 CETMEHTOB, KOTOPBIE CBSI3aHbI MEXKIAY COOOM TOHKUMU
nepeMbIYKaMi, B KOTOPBIX HE OMpeessieTcsl BelecTBO sapa. B Tex
ClIy4asix, Korja HaOJIFoJjaeTcsl HarpoMOXKJIEeHUE YacTel siapa JIpyT Ha
Ipyra W HEBO3MOXKHO  pa3JIW4YUTh  MNaJOYKOSAEPHBIA U
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CErMEHTOSIACPHBIA HEUTpouII, KIETKY NPUYHUCISIIOT K Hauboliee
BCTpEYAIOIIEHCs TPYTIE — K CErMEHTOSIEPHBIM HEUTpoduiam.

ITponiecc popmupoBanus 3penoro HeTpoduia u3 muenodacta
3anumaeT 10-12 ngueid. 3penbie HEUTPOPUIbHBIE TPAHYJIOLUUTHl HE
cpady BBIXOAAT B nepudepuyeckoe pycio, a  obpasyror
KOCTHOMO3roBoi pesepB (coctanisier 60-70% Bcex HeUTpoduion), B
KOTOPOM B Te4YeHUE 5-7 JHEW MOBBIMIACTCS WX (PYyHKIMOHAJIbHAS
aKTUBHOCTh. B KpPOBOTOK IOCTYIAKOT TOJBKO 3pEIbIE MOJHOCTHIO
nuddepeHIMpOBaHHbIE  KJIETKH, HMEIOIIME  TOJHBIM  Habop
MOBEPXHOCTHBIX PEUENTOPOB (B TOM YHUCIE MOJEKYJ, SBISIOLIAXCS
peuenTopamu U1t XEMOTaKCUYECKUX CUTHAJIOB),
[UTOIJIA3MATUYECKUX TPaHyJ M OUOJOTMYECKH AKTHBHBIX BEIIECTB.
OCHOBHBIMU MapKepamu 3pembiXx HeuTtpoduioB sBisiorca - CDA45;
CD50; CD32; CD33; CDI18; CDl6; CDI3; CDllc; CDIO,
cnenu(pUUEeCKUM  MapKepoM  3pelibiIX  HEUTpO(DWIOB  SIBIISIETCSA
COUETaHME HECKOJbKUX TJIHUKOMpPOTeHnHOB Ha MemOpane CD w 18,
o0Opa3yommii MeMOpPaHHBIN TITUKOMPOTEHHOBBIN KOMILJIEKC.

B nepudepuueckom pycie yactb HEUTPO(UIOB pacroiaraercs
MPUCTEHOYHO, 00pa3ysl NPUCTCHOYHBIM WM MaprUHAJbHBIA Iy,
4acTh oOpa3yer UUPKYJIAPYIOIINI myJI. CootHomeHue
MPUCTEHOYHOr0 TyJa K HUPKYJIUPYIOUIEMY Myjay cocraBiseTr 1,5-
2,0:1. HeittpoduibHbie TpaHYJOIUTHl MNepuPEPUIECKOro pyciia
COCTaBIIAOT NpuMepHO 1% oT Bcex HelTpodunoB. B Hopme 3penas
KJIETKA IHUPKYJIUPYET B KpoBOTOKE 2-10 yacoB, a 3aTeM MOCTyINaeT B
TKaHHU, 00pa3ys TKaHEBBIN ITyJI, KIETKA KOTOporo cocTaisitoT 30-40%
OT BCEX HEUTPOPWIBHBIX TpaHyJOLUTOB. B TKaHsSX mpoTeKaer
[JIaBHBIA 3Tanm HEUTPO(UIOB — BBIMOJIHEHHUE CBOUX (DYHKIIHM.
[IponomKUTENBHOCTD KU3HU HEUTPOPUIOB B TKAHSAX COCTaBIsACT 2-3
JTHS, 3aT€M MPOUCXOIUT UX THOEIH 110 MEXaHU3MY aronTo3a.

Knerounas wmeMOpaHa HEHUTPOPUIOB HMEET MHOXKECTBO
pPELEeNTOPOB, KOTOPHIE PETyIUPYIOT (PYHKIIMOHAIBHYIO AKTUBHOCTD
HEUTpodmIOB U OOYCIaBIMBAIOT CBS3b HEHUTPOPUIOB C HX
MUKPOOKpYXeHHeM. Ha moBepXHOCTH HEUTpO(PHUIOB PacHoOIOKEHBI
peuentopbl mist  Fc-pparmenta MMMYHOTJI00YJIMHOB, KOMIIOHEHTOB
kommuiementa (C3, C5a, CR1), a Takxke HMHTETPHUHBI, CEJICKTUHBI,
KOTOpbIE  OOCCIEUMBAIOT  B3aUMOJICMCTBHE  HEUTPOPUIOB ¢
SHIAOTEIUATBHBIMU  KJIETKAMU W TOCJIEAYIONYI0  MHIPAIUIO
HEUTPO(WIOB W3 KPOBEHOCHOTO pycia B TKaHHW. [loa KieTO4HOM
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MeMOpaHOUW pacmoiaraercsi CeTb MHKpPOTPyOOUeK, MUO(UIAMEHTOB,
KOTOpbI€ O00ECMEeUnBaIOT MOJBMXKHOCTh HeWTpoduioB. [{uromnazma
HEUTPODUIIOB HMEET HECKOJbKO BHUJOB TpaHyl — T[EPBUYHBIC
«Hecnenuduueckre», BTOPUUYHBIE «cHelU(UUECKUe» W TPETUUHBIE,
COJIEP>)KMMOE T'PaHyJl BKIIOUYAET CIEIYIOUIME BEIIECTBA!

- 1epokcujgasy, Oonee 20 pas3aUYHBIX ITPOTEOIUTHUYECKHUX
depmeHToB, OakTepuiuaHbie Oenku (JakTodeppuH, AePEH3UHBI,
KaTHOHHBIE aHTUMHUKPOOHBIE Oelku — KatencuH G, a3ypouuauH A),
JW30IIUM, KHCIYHO, Ieaodnyro ¢ocdarasy, oOyclaBadBaroIme
MPOTEOJIU3 U MePEeBapUBAHUE MUKPOOPTaHU3MOB,;

- anacTta3zy — (PEpMEHT, KOTOPBIM MPU yBEIUYCHUU KOJIUYECTBA
HEUTPOPHUIOB, MOXKET NPHUBOJWTH K JECTPYKIIMM TKaHEW B odyare
BOCIIAJICHUS;

- METaJUIONPOTEHUHA3bl (KOJUlareHasa, >KellaThHa3a), KOTOpbIe
MOTYT BBI3BaTh pa3pyIlleHNEe BHEKJIETOYHOTO MaTpUKCa U JIpyTHe.

Helitpodunsl oTHOCATCS K HecmenupuiyeckuMm ¢pakTopam
3aIUTHl OT BHEIIHWX M BHYTPEHHUX AareHTOB, JCUCTBHE KOTOPBIX
HANPaBJICHO Ha TOJJEp>KaHUE TIOCTOSHCTBA BHYTPEHHEH Cpebl
OopraHusma.

OcHoBHOI  QyHKIUEN HEUTpoPUIOB sBisieTcsl (Harouuros,
KOTOPBI MPOXOJUT B HECKOJBKO 3TaroB. MHTETpUHBI — MOJIEKYJIbI
aare3nu, K KOTOPHIM HEUTPOUIBI 3KCHPECCUPYIOT PEUENTOphl Ha
MTOBEPXHOCTHU MeMOpaHBbl, CITIOCOOCTBYIOT MPUKPEIUICHUIO
HEUTPOPUIOB K IHAOTENUIO cocynoB. llom nelcTBUEM ITMTOKHMHOB
MPOUCXOIUT OBICTpass MUTpaIUsi HEUTPOPUIOB B TKAaHU Uepe3
COCYIMCTYIO CTEHKY M WX XEMOaTTpaKTaHTHas  aKTHBaIUs
(HampaBJIEeHHOE JBIDKEHHWE K Oouary BOcCHayieHus). B TkaHsX, mocie
BCTpEYM  HEUTPOPHUIOB C  AHTUTEHOM, TIPOUCXOIAUT  3axBat
gykepoaHoro  oo0bekta. HeiTpoduibl  3aXxBaThIBAalOT  TOJIBKO
OTICOHM3UPOBAHHbBIE (C MOMOIILI0 ONCOHMHOB aCcOpPOMpPOBAHHBIE Ha
MOBEPXHOCTh) 4acTullbl. OMNCOHUHBI (HEKOTOpPbIE KOMIIOHEHTHI
CUCTEMbl  KOMIUIEMEHTa, = WUMMYHOIUVIOOYJIUHBI,  (PUOPOHEKTHH,
JUTIOTIOJINCAXAPU-CBA3BIBAIOIINN O€JIOK M JIpyrue) OOBOJIAKUBAIOT
aHTUTEHBbI, TOTOBS WX K (aromuro3y. 3aTeM HEUTpOPUI MyTeM
MHBarvHaluu MeMOpaHbl GopMUpyeT GparocoMy, KOTopasi OKpyKaeT u
3aMBIKae€T OOBEKT B MOJOCTH. B pe3ynbraTe KOHTaKTa JU30COM C
(darocomoli, rpaHyibl HEUTPOPUIIOB MPOHUKAIOT B (arocomy, rie
MPOUCXOJIUT UX BHYTPUKJICTOUHAS JACTPAHYJISIIUSA, U Jlajee KUIIJTUHT
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obobekTta  (aroumrosza. Ilocmemgnss  craams  ¢aromuroza  —
nepeBapuBanue. B pesynprate  3ddextuBHOTO  Paroumrosa
HelTpodun paspymiaercss nyTteM (U3MOJOTMYECKOM, T€HETUUYECKHU
3aMporpaMMHUPOBAHHON CMEPTH — alonTo3a.

HetitpodunbHbie IPaHyJIOLUTHI BBITIOTHSIOT
JNE3MHTOKCUKAIIMOHHYI0  (YHKIHMIO, TaK KaKk  BbIpaOaTHIBAIOT
(dbepMeHTbl MPOTUB KOHKPETHBIX TOKCMHOB U BEHIECTB (HAmpumep,

JUMOKCUHBI —  MPOTHUBOBOCIAJIUTEIbHBIE  MEAUATOPhI,  allWJI-
OKCHanwiITuapanasy — (GepMeHT, paspylaronmid aunug A,
SBJISIIONIMNACS ~ AKTUBHBIM  KOMIIOHEHTOM  T'paM-OTpHUIATEIbHON
MUKPO(DIIOPHI).

Helitpodunbl CHUHTE3UPYIOT U CEKPETUPYIOT MLEJIbId  pAl
mutoknHoB (PHOa, WI-lansda, NJI-16era, WUJI-6, UJI-8, NJI-12),
KoJoHuecTuMynupymux ¢akropos (I'M - KCO, I'-KCD, M — KCO,
TGF 0Geta), koTOpblEe YYaCTBYIOT B UX CO3PEBaHUU, 00ECIEUNBAIOT UX
(YyHKIIMOHAIBHYIO aKTUBHOCTh, YYaCTHE B PEaKIMW BOCHAJICHUS, a
TaKKe€ OMNPENeNA0T BiIMsSHUE HeUTpodmioB Ha dddeKkTopHbIe
GYHKIIUU IPYTUX KIETOK;

Kpome Toro, HeHWTpoduiabl MPUHUMAIOT y4acTHE B PEAKIUSIX
CBEpPTHIBAHUS KPOBH, TaK KaK SIBJISIFOTCA UCTOYHUKAMHU MEMOpPaHHOTO
aKkTUBaTOpa  BHYTPEHHETO  IYTH  CBEPTHIBAHUSA,  BBIACISAIOT
MpEKAJUIMKPENH, BXOJSIT B COCTaB 0€J10ro Tpomoa.

B Hopme B  mepudpepuyeckoM  pyciae  KOJHMYECTBO
CErMEHTOSIEPHBIX HENUTpopuioB coctanisier 47-72%. Mobunuzarus
KJIETOK M3 KOCTHOMO3IOBOIO pe3epBa B IepU(EpUUECKOE PYCIO U
IIepepacIpeiesiCcHue KIETOK U3 NPUCTEHOYHOIO B LMUPKYJIUPYIOLINN
nyJ U O0paTHO MPOUCXOJUT MOJ BIMSAHUEM Pa3IUYHBIX (PAKTOPOB.
[Ipy MHTEHCHUBHOU MBIIIIEYHON HArpy3Ke, Ipu OEPEMEHHOCTH U POJIaX,
npuemMe OOJIBIIOrO KOJIMYeCTBa OEIKOBOM, KMPHOW MHUILHU, CHUIIBHBIX
OMOIUAX, TMOCIe BaHH, (QUIHONPOUEAYpP, IMOCIE CYIOPOKHBIX
COCTOSSHUM W B JPYTUX CIy4asxXx HPOUCXOIMT IEpepaCIpPEaCICHUE
HEUTPOPUIOB M3 MAPTHHAIBHOTO IyJia B LUUPKYJIUPYIOUUNA Myd —
nepepacnpeienuTeNbHbiil - HelTpoduie3. Ilpu 3ToM  KOJIUYECTBO
HEUTPO(DWIOB B MUPKYJIUPYIOIIEM IyJie Bo3pactaeT B 1,5-2 paza.
['myOokuii coH, mepeoxiaxaeHue, MOKOBOE COCTOSHUE, IUTEIbHOE
rojioflaHue, JJIUTEIbHOE TMpeObIBAaHME Ha COJIHIIE CIOCOOCTBYET
nepexoay HEUTpo(PUIOB U3 MUPKYIUPYIOIIETO MyJia B TPUCTEHOYHBIN
nyJ, oOyciaBiauBasl NepepacipeaeuTeNIbHyI0 HeUTponeHuo. Takue
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W3MEHCHHUSI KOJIMYEeCTBa HEUTPOPUIIOB B Tepu(EepHIECKOr KpOBU
KPaTKOBPEMEHHBI U HA3bIBAIOTCA OTHOCHUTEJIbHBIMH, TaK Kak oOlee
KOJIMYECTBO JICHKOLIMTOB IIPU ATOM HE U3MEHSIETCS.

AOCONIOTHBIN  HeUTpoUIUiIe3 — YBEIWYECHUE KOJIMYECTBA
HeuTpopuaoB  Ooiee 6x10"%/1 na doHE NEeNKOIMTO3a — 4YacTo
HaOIIOAThCA TPU  OCTPHIX OaKTepUATbHBIX HHMEKIUIX, K30- U
SHJOT€HHBIX HWHTOKCUKAUUSIX (ypemus, TeMOJIM3, JIM3UC KIIETOK,
OTPABJIEHUSI W JIPyTHE), TPAaBMATHYECKOM IOBPEXKICHUU TKaHEW.
B stom ciiyuae B mepudepudyeckoil KpOBH OTMEUAETCsS yMEpPECHHBIN
nelikoruto3 — 15-20x10 /i, capur JeKouuTapHOr (HOPMYIIBI BIEBO
10 €IUHUYHBIX MUEIOIUUTOB H JEr€HEPATUBHBIE HW3MEHEHUS
HEUTPO(PUIOB.

VcTtrHHOE yBENMYEHHE YHUCIA HUPKYJIUPYIOUIUX HEUTPODUIOB
Ha0II0JaeTCA B TOM Cllydae, KOrja MOBBIIIICHHAS TPOIYKIHS U BBIXOJ
B Mnepudeprueckoe COCyJUCTOE PYyCio HaOMI0JaeTcsi B pe3yJibTare
CTUMYJISIIUA ~ KOCTHOMO3TOBOTO  KpPOBETBOpeHUA.  BosmeuncrBue
J1000TO M3 3THOJOTUUECKUX (PAaKTOPOB CTUMYJIUPYET BBIXOJ KJIETOK
M3 KOCTHOTO MO3Ta U CHUKEHHE KOCTHOMO3TOBOT'O TPaHyJIOIUTAPHOTO
pe3epBa. Beixo KIIETOK U3 KOCTHOT'O MO3Ta MPUBOJIUT K YBEIMUYECHUIO
HUAPKYJHUPYIOMIEro MyJia HEUTPO(DUIOB U MAPAILICTBHOMY CHUKEHUIO
OPUCTEHOYHOTO  Myja. AKTHBalMs  CUCTEMbl  KOMIUIEMEHTA,
BBIPA0OTKA MHTEPJICUKUHOB U MOBBIIICHHAS! TPAHCMUTPALIUS KIETOK B
TKaHW TIOBBIMIAET MPOJU(PEpPALUI0 KOCTHBIM MO3TOM  KJIETOK
rpanyjonuTapHoro psga. KpailHe BbIpaK€HHbIH HEHTPOPUIbHBIMN
JeUKonuTo3 (00llee YMCIIO TPaHYJOUUTOB MOXET MpeBbImaTs S0
THICSY Ha MKJI KPOBH) C TUIIEPPErE€HEPATOPHBIM CIBUTOM BIIEBO, MPHU
NOJIMKJIOHAJIBHOM XapakTepe TPaHyJIOLMTOB, HAOIIOIAETCs MpU Tak
Ha3bIBAEMBIX MHEJOUIHBIX JIEMKEMOUJIHBIX peakiusix. [J1yOuHa
CABUTA BJICBO OTpakaeT TSHKECTh MATOJOTMYECKOTOo Tpolecca. B
KpPOBU IPU MHEIOUIHOW JIEUKEMOUIHOW PEAKUUHU TMOSBIISIIOTCS
MUEJIONUTHl M J1aK€ MPOMUENIOLUUTHL. DTO — KpalHee MpOsBICHUE
peakTuBHOM HeUTpoduauu. TepMuH «JIeHKEeMOUIHBIE PEAKITUN» ObLI
npeaioxked B 1926 r. KpymOxapom 111 0003HauYeHUST U3MEHECHUHN B
KPOBH U OpraHax KpOBETBOPEHHUSI, HATOMUHAIOIIUX HEOTUIACTUYECKUE
3a00JIeBaHUS CHUCTEMBbI KPOBETBOPEHHS, HO HMEIOIIHNE PEaKTHUBHBIN
xapaktep. JudepennuanbHas  IUAarHOCTUKAa  HEUTPOPUIBLHOTO
JIEUKOILIMTO3a M XPOHUYECKOT'0 MHUeJIoJIeiKo3a (Tadi. 2).
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Tabmnura 2. — JuddepennmanpHas JIMArHOCTHUKA
HEUTPOPUIBLHOTO JIEMKOIMTO3a W XPOHUYECKOTO MHENIOJIEHKO3a
(XMJI)

Npusnak .JIeﬁUKeMonnHaﬂ peakums XML

HEUTPOPUJIBHOI0 THIIA
KJIMHUKA KJIMHAYECKUE  MPOSIBICHUS | JUIMTEILHOE  COCTOSTHUE
OCHOBHOTI0 3a00JI€BaHuUs OTHOCUTEJILHOTO
Oyraronory4us
KOJINYECTBO YMEPEHHBIN JIENKOLUTO3 BBICOKMI JIEUKOLIUTO3,
JIEUKOLIUTOB pexe KOJINYECTBO
JIEUKOLUTOB HE U3MEHEHO
WJIM CHHXKEHO
JerKouTapHas CIBUT BJIEBO JI0 €UHUYHBIX | CIABUT BJIEBO 10
dbopmyna MUEJIOLUTOB, IIPOMHUEIIOLIUTOB,
MOJIMKJIOHAJBHBIM  XapakTep | MUEI00IacTOB, HAJIUYUE
IPaHyJIOLUTOB, [IUTOJIOTHYECKUX
JlereHepaTUBHbIE U3MEHEHUS | 0COOEHHOCTEN
sanep u [IUTOTIJIa3MBbl | HEOTUJIATHYECKUX
IPaHyJIOLUTOB MHUEIIOUJHBIX 3JIEMEHTOB
(Hanpumep, TeJbLA
Aynapa)
KOJIMYECTBO CHWKEHUE  JO0  TOJHOTO | 303MHOPUIBHO-
703UHO(DUIIOB OTCYTCTBUS 0azoduibHas accoIUaIMs
KapTUHA KOCTHOTO | KJIETOYHOCTh  HOpMajbHas | TUIEPILIa3Hsl
Mo3ra UM HEKOTOPOE YBEJIMYEHUE | TPAHYJIOUUTAPHOTO
KJIETOK TPaHyJIOLUTAPHOTO | POCTKA, JeNKo-
pocCTKa, JIEUKO- | SpUTPOOIACTHUECKUI
PUTPOOTACTUYSCKUI nnuaekc 50:1
uHaekc 5:1
LIUTOXMMHYECKOE | BBICOKAsl WJIM HOpMajbHas | HU3Kas aKTUBHOCTb
UCCIIeI0BaHKE AKTUBHOCTD HIEJIOYHOM | mienoyHou Gocdaraszbl
docdarazbl
[UTOT€HETUYECKOE | HE BBISABIIIET XPOMOCOMHBIX | Hanuuue Ph- xpoMocomsl,
UCCJIeIOBaHUE aHOMAaJIH MOJIOKUTENbHBIA TECT Ha
XUMEpHbIA Oenok  AB/
BCA
JTUHAMUKA TPEXOASIIHIA XapakTep | TCHJAEHIMS  HapacTaHUs
COCTOSIHUS U3MEHCHUM, ObICTpas | JISHKOITUTO3a,
nepudepuvecKkol | TMHAMUKa KapTUHBI KPOBU. | HApacTaHUE aHEMUU
KpOBU
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AOcontoTHAass HEUTPONEHHs] — COCTOSHHE, MPU KOTOPOM B

nepudepuyecKon KpOBH HEUTPODUITBHBIX IPaHyJIOLHUTOB
HACUUTBLIBACTCS MCHEE 1,84 X 10 /1. ITomumo
nepepacupeeIMTeIIbHON HEUTPOIICHUU pa3InYyaroT TAKXKE

HEUTPONIEHUIO CEJIEKTUBHYIO:

1. BpoxieHHy1o:

1.1 cemeiiHaa HeutponeHus liacceHa —  ayTOCOMHO-
JOMUHAHTHAsA OCOOEHHOCTh, KOTOpash MOXET CUUTAThCS PACOBOU H
MpUCYIIa UHAUBUJIAM HETPOUIHON pachl, y KOTOPBHIX KOJIUYECTBO
HeuTpodumoB Koaebaercs B mpeaenax 2,0-2,5 x 107/m;

1.2 cunppom IlIBaxmana-/latimorma-OCKH — TAHIUTONICHUS B
COYETaHUHU C MMAaHKPEATUYECKON HEJOCTATOYHOCTHIO;

- Jpyrue€ BPOXKIICHHBIC HACJECACTBEHHbIE (OPMBI CEIEKTHUBHOMN
HEUTPOTIICHUH.

2. IlpuoOpeTeHHYI0 HEUTPONEHHI0, KOTOpas oO0yCJIOBJIEHA
YTHETEHUEM TMPOAYKIIMH, YCKOpPEHHEM THOenu, Ju00 BBIpAKEHHON
MapruHaiuen 1 TpaHCMUrpaluei HeuTpouaIoB B pe3yabTaTe:

2.1 nabeKuu:

- HauOoJIee YacTO HEUTPONEHUYECKUE COCTOSIHUSI CBA3aHbI C
BUPYCHBIMH MH(EKIUAMH (MH(DEKIHMOHHBIIT MOHOHYKJIE03, BUPYCHBIN
renaTut, KpacHyxa, BeTpsiHas ocna, rpumnn, BUY-undexkunu wu
oonpmmHCcTBO OPN);

- HEUTpONEeHHs] HAOIIOAAETCS MPHU OTIACIbHBIX OaKTEepUaAIbHBIX
nHpekuax (caabMOHeIIe3, 0COOCHHO — OPIOITHON THU(, KOKJIIOII), Ha
(doHE NHOreHHOW OakTepuanbHOM HMHPEKUUH, MOCJE JIUTEIbHON
HEUTpopuIMU, TpPU  TSHKEJIOM  TE€HEPAJIU30BAHHOM  TEUYEHUH
OakTepUaIbHBIX UHGPEKIINH — «KHEUTPOICHUS UCTOIICHUS;

2.2 ayToamnepruu K HEUTpOUIbHBIM aHTUTEHAM, HalpuMep,
IpAU CUCTEMHOM KpAaCHOM BOJYAHKE, PEBMATOUIHOM apTPHUTE,
cuHapome @DenTH, TMNPU CUCTEMHBIX HWMMYHONATOJIOTHUYECKUX
BackyJutax (6onesnsr Illenneiin-I'eHoxa, rpanyiaemaro3 Berenepa),
MO/ ICMCTBHEM JIEKApPCTB-TAIITCHOB U APYTUX CIydasx;

2.3  TOKCHMYECKOTO  TOpaXeHUs  HETpodUIOB, KOTOPOE
pa3BUBAETCA MOJI JACHCTBUEM JIEKAPCTBEHHBIX IpemnapaToB WM MX
KOMOWHAIIUKM (aHTUTUPEOUIHBIC TIpernapaThbl, aMUHOTJIMKO3UIbI, OeTa-
JaKTaMOBbI€,  MaKpOJIUJIHbICE  aHTUOUOTHUKH,  CYJb(paHWIAMUIBI,
HecneuduUeckrue MTPOTUBOBOCHANMUTENBHBIE CPEICTBA W ApPYTHe).
IIpy nexkapCTBEHHOW HEWUTPONICHUU CTENEHb MMOPAXECHUS YacTO
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9
TsDKENIasi, BIUIOTH 10 arpaHyioruro3a (menee 0,75 x 107/n
HEUTPOPUIOB B IepudepruuecKoM pycie);

2.4 MeTabOoIMYECKUX PacCTPOMCTB (KeToaluao3, 0oje3Hb I ome

U JIpyTHE).

H3zmenenue mopghonocuu ecpanynoyumos

KauecTBeHHBIE M3MEHEHHMS, KOTOPhIE MOI'YT 3aTparuBaTh SApO,
HUTOILIA3MY HEUTPO(UIIOB, OBIBAIOT BPOXJIECHHBIMU U
IPHOOPETEHHBIMM. Ilon JICICTBUEM HHGbEKIHH, TSKEJIBIX
WHTOKCUKAIIUNA, BOCTAJIMTEIBHBIX MPOILECCOB HEUTPOPUIBI MOTYT
npeTepreBaT MOPGOJIOTHUECKHE W3MEHEHHS — JIeTeHEPAaTHUBHBIC
U3MEHEHUS, KOTOPBIC BBISABIAIOTCS Ha (POHE YBEIWYEHUS 4YHCIIA
HEUTPO(DWIIOB WIJIH CABUTA JIEUKOIMTAPHOU (POPMYIIBI BIICBO.

1. TokcoreHHas 36pHUCTOCTh

B Hopme HeHTpodumiabl B 3aBHCHMMOCTH OT METOJa OKpacKu
coAepkKaT B IUTOIJIa3ME MEJIKME MbUICBUIHBIE CUHE-(DUOIETOBBIC TN
KpacHble TpaHydbl. IIpyM TOKCHMYECKOM HM3MEHEHHU B LMTOIIA3ME
HEUTPO(UIIOB BBISBISICTCA TpyOasi, OOMIbHAS YEPHO-CUHEr0 IIBETa
3€pPHUCTOCTh, OOYCJIOBJICHHAs YCHUJIEHMEM CHUHTE3a JIM30COMAaIbHbBIX
dbepmenToB. Ilpu moacuere neHKonUTapHOM (OPMYIIBI OLIEHUBAEM
TOKCOT€HHYIO 3€pPHHUCTOCTb, BbIpakas pe3yJbTaT B MPOIEHTAX WU
IJTFOCAMU:

- 25% HelTpodUIoB coAaepkKaT TOKCOTEHHYIO 3€pHUCTOCTD - +;

- 50% HelTpohUIOB COEPKAT TOKCOTCHHYIO 36PHUCTOCTD - ++;

- 75% HeUTpoUIOB COAEPkKAT TOKCOTCHHYIO 3€pHUCTOCTD - +++;

- 100% HelTpoduiioB coaepkaT TOKCOIEHHYIO 3€pHUCTOCTD - ++++,

2. Bakyonuzaius sijiep ¥ UTOILIa3Mbl

IIpy MaTOJOTMYECKUX COCTOSHUSX MOXKET  HaOJIoJaaThCs
BAKyOJM3alMs sJep HEUTpOPHUIOB, a TaKkKe HaJWuhe KPYIHBIX,
HEPAaBHOMEPHO pacHpeieCHHBIX BaKyoJied B I[UTOIUIa3ME —
MIPOSIBJIICHUE KUPOBOM JIereHepaIiuu KJIETOK.

3. Tenswua Jlene

Tenpua Jlene — DOUTOINIA3MATUYECKHE BKJIIOYECHHUS B BHJEC
0JIeAHO-TOJIYOBIX MAJOYKOBUIHBIX MATEH, JOKAIM3YIOIIUXCS BOIU3HU
KJIETOYHOW MEMOpaHbl, COCTOST U3 pudbocomaibHoit PHK.

4. llenprepuszanus siaep
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[TosiBneHrne HEUTPOPHUIOB C TUIIOCETMEHTUPOBAHHBIMU SIPAMHU
— paHHUU MOP(OJIOTHIECKUN IIPU3HAK HapYILIECHUSs
rPaHyJIOIMTONO033a -  MOPOLECC  CO3PEBaHUsS  TPaHYJOLHUTOB
3aKaHYMBACTCS Ha CTAJAMM MaJOYKOSJAEPHBIX HeUTpoduiaoB. Sapa
IpaHyJIOUTOB HWMEIOT BHJ TICHCHE, TaHTenw, 000a, apaxwuca,
KOPOTKOM TOJICTOW MAJIOYKH.

5. T'mmepcermenTanus saep

SAApo HOpMAaNBbHBIX CETMEHTOSAEPHBIX HEUTPODUIIOB pa3/ieeHO
Ha 3-5 cerMmeHToB. [losiBieHHE 3HAYUTETBHOTO  KOJIMYECTBA
HEUTPO(UIIOB, s/Ipa KOTOPBIX COCTOSAT OOJiee YeM M3 5 CETMEHTOB,
TOBOPUT O THUIEPCErMEHTAIMU AI€p WIH HEUTPOPUIBHOM CIBHUIE
BIpaBo. [umepcerMeHTalus sAep XapakTepHa i 3a00JieBaHUM,
COCTOSIHMH, CONPOBOXIArommxcss  Hapymenue cuHre3a JIHK
(MeranoOnacTHasi aHEMUS, JICYEHUE [TUTOCTATUKAMM ).

6. IlukHo3 siApa

[lukHO3 smpa — MopdoJgoruueckoe MPOSBICHUE aroITo3a,
YCUJIMBAIOLIETOCS MPHU MAaTOJIOTHYECKUX COCTOSIHUAX. SAApo wiM ero
OT/ICJIbHBIE YYaCTKH CTAHOBSTCS Oojee TEMHBIMM, IUIOTHBIMU U
OECCTPYKTYPHBIMHU.

K nereHepaTMBHBIM HW3MEHEHUSIM HEUTPO(DHUIOB OTHOCSTCS
Takke Kapuopekcuc ((pparmeHrtanus siapa), JU3UC sAApa WM Bce
KIIETKA, AaCHHXPOHHOCTb CO3pEBaHUS fApa MW  [UTOIUIa3MBbl,
TUNIOTPAHYJISIUSA (YMEHBIICHUE KOJIWYECTBA TpaHysl B IUTOILIa3Me
HEUTPO(DWIOB), AaHU3O0IUTO3 HEUTPODWIOB (HATUYUE MHUKpPO- U
Makpohopm).

K HACJIEJICTBEHHBIM MOP(hOTOTUYECKUM U3MEHECHUSIM
HEUTPOPUIOB OTHOCATCS:

1. Anomanus Omngepa — peakoe HacjeICTBEHHOE 3a00JieBaHMUE,
KOTOpPOE TIPOSIBJISIETCA HAJWYUMEM KPYIHBIX TEMHBIX TpaHyl B
IIUTOIIJIa3Me HE TOJIbKO HEUTPO(DUIOB, HO U APYTUX JICHKOIMTOB, YTO
no3Bojsier auddepeHurpoBaTh 3TO 3a00jeBaHUE OT TOKCOTCHHOM
3€pPHUCTOCTH, JIJI1 KOTOPOU XapaKTEPHO IMOSIBIICHUE TPaHyJI TOJBKO B
HehuTpopunax. Ilpum anomanum Ompepa CHMXKAETCA MNPOTYKIUS
MYKOIIOJIMCAXapUJIOB, UYTO  COINPOBOXJAeTcsi OOpa3oBaHUEM U
OTJIO’)KEHUEM B ITUTOILIA3ME JIMITHJIOB.

2. Cungpom Yenuaka-Xuracu — peakoe 3abojieBaHue, KOTOPOE
HACJIEAYETCd ayTOCOMHO-PELHECCUBHOMY THUIy M XapaKTEPU3YETCS
00pa30BaHMEM THTAHTCKHX 3€JIEHOBATO-CEPOr0 M KPACHOTO IIBETa
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rpaHyJ B LuTOIUIa3Me HeulTpoduiioB. 3abosieBaHuE 00YCIOBIEHO
nedexTom Oenka, KOTOPBIM MPUHUMAET YYacTHE B CIUSHUM JIM30COM C
HAOCOMAaMH, 4YTO TMPUBOJUT K HAPYIICHUIO BBICBOOOKICHUS
COJICPKUMOI'0 JIM30COM, TaKKe HAOMIOAacTCs HapylieHHe (PyHKIUMA
HEUTPOPUIOB U TPOMOOIUTOB.

3. AHOomanus [Tensrepa-Xproera HACJIEYETCA (Y]
JTOMUHAHTHOMY THIy — 3TO JOOpPOKayeCTBEHHOE 3a0o0jeBaHuE, MPH
KOTOPOM sifjpa HEUTPOPHUIOB TEPSIIOT CIIOCOOHOCTh K CErMCHTAIIWH.
Hocutenn aHoManuu — TPaKTHYECKH 3J0pPOBBIC JIOJU, TaK Kak
JIEMKOUUTHI TIOJHOIEHHBIE B (DYHKIIMOHAIBHOM OTHOIIIEHUH, IIOITOMY
aHoManus  Ha3biBaeTcsl HEBUHHOW. (OCHOBHBIMU  TPU3HAKAMH
AaHOMAJIMHM  SIBJISIIOTCS: THIIOCETMEHTHPOBAHHOE SAPO C TPpyOoid,
IJIOTHOM, TIOYTH NUKHOTUYHOW CTPYKTYpOH XpomaThHa Ha (QoHE
3pesof MUTOIIa3Mbl. 3pelible HEUTpOoHIIbI cofepkaT siapa C IBYMsI
cerMmeHTamMu  (OYKM, TIGHCHE) Wik uMerT ¢opMmy  000a,
TMMHACTUYECKUX THUPb, MECOYHBIX YacOB, HWHOT/JA MOXHO BHJCThH
kpyriaeie  sapa.  Ilpu  anomamum  Ilensrepa-Xnitoera  70-95%
HEUTPOPHUIIOB COACP)KAT THUIIOCETMEHTUPOBAHHBIC SI/Ipa, OCTOBASCH
IIPA 3TOM TIOJHOLICHHBIMU KieTKaMmu. [Ipu moacuere nerkomuTapHOU
dbopMyIbl B OTYETE 00s3aTEIHHO YKA3bIBACTCS HA TO, YTO JICUKOIUTHI
MPEACTABICHBI NIEIBICPOBCKUMH KJICTKAMHU HIIA TA€TCS 3aKIFOUCHHE O
TOM, YTO KapTHHA KPOBHU XapaKTEepHA JJIsl HACIEICTBEHHOW HEBUHHOM
IEJIBIEPOBCKOM  AHOMAJIMM  JIEMKOUMTOB. {1  TOATBEpXKICHUSA
HACJCACTBEHHOW  MpUPOABI  3a00JIeBaHUS  HCCIEAYIOT  KPOBb
OJMKaUIIIUX POJICTBEHHUKOB.

Do3unogunvnuie cpanyaoyumaot

Pacno3HaBaHue KIJIETOK O3TOW JIMHUM HAYMHAETCS HA CTaJuu
MUEJIOINUTA, KOTJIa aKTUBHO (DOPMUPYIOTCS CrielM(PUUECKUE TPaHYJIbI.
Jlanee 503WHOMUIIBI MPOXOJAT BCE MOCIEAYIONIUE CTaJuu
nupdepeHIIMPOBKY,  HE  OTJIMYAIOIIMECs  OT  TAaKOBBIX Y
HEUTPODWIBHBIX TPaHYJOUHUTOB. 3peible KIETKA 303MHO(PUIBLHOIO
psilla UMEIOT OKpyriyio ¢opmy, pazmepbl 10-16 MkM B auameTpe,
AIEPHO-IIMTOILIa3MaThIeCcKoe cootHomenne 1:1. fapo TtemHO-
(UONETOBOr0 IBETA COCTOUT OOBIYHO M3 2 CErMEHTOB, CTPYKTypa
XpoMaTHHAa HEpPaBHOMEpHAas, KpymHO-TibIO4YaTas. [{urormiazma
OKCU(UIIbHAS, 3aM0JIHEHA KPYITHBIMU, OJITMHAKOBOTO pa3Mepa, JKeJITO-
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pPO30BO-OPAHXKEBBIMH ~ WJIM  KPACHO-KOPUYHEBBIMU  OKPYTJIBIMU
rpaHyjaMy — 3TO BTOPUYHBIE WIH CeIU(DUUECKUE TPAHYJIBI.

IIpouecc oOpa3oBaHus S03MHO(PUIOB B KOCTHOM MO3Ie
3aHUMaeT S5-7 CYTOK, TJA€ TakkKe KaKk U y HEUTpoPHUIbHBIX
IPaHYJOIMTOB pa3MYyaloT JiBa IMyJla — NOpoiupepupyrmmi u
co3peBaroiuii. PoctoBeiM dakTopoM 303uHOGMIOB sBiseTcs MJI-5.
B omimmune oT HeWTpodusioB, 3penble HEACHANIUECS KIETKH
703MHO(UIBHOTO pPsifia CO3PEBAIOT OBICTPEE M Cpa3y K€ BBIXOIAT B
nepudepudecKoe pycio, Iae HUPKYIUpyT 6-12 yacoB, He oOpa3ys
MapruHajibHOTO TyJa. 3aTeM 203MHOGUIBI MHUTPUPYIOT B TKaHW,
MPOJIOKUTENBHOCTh JKM3HU TKAHEBBIX Y03MHO(PUIOB COCTABIISIET
4-30 yacoB. TkaHeBbIl MyJl 303MHOGUIOB 3HAYUTEIHLHO IPEBHIIIACT
WX KOJUYECTBO B COCYIHUCTOM pycie. DJ03uHOPUIBI B TKaHAX
pacrpeeieHbl HEPaBHOMEPHO. HauGonbiiee KOJIUYECTBO
HO3UHO(PUIIOB HAXOJIUTCS B TOACIU3UCTOM CJIO€ JbIXaTEIbHOTO,
MUIIEBAPUTEIIBHOTO M YacTMYHO MOYEnoyioBoro Ttpakrta. Ilo
HEKOTOPHIM JITaHHBIM D03WHO(MWIBI CHOCOOHBI BO3BpAaIlaThCAd U3
TKaHEH B Mepu(PEpPUIECKYI0 KpPOBb, TEM CaMbIM yBEIUUYUBAS IMEPHUOJ
MOJIYKWU3HU B KpoBU 10 44 wyacoB. [Ipomykuusi 303MHOGHUIOB B
KOCTHOM MO3T€ U MX BBIXOJl B KPOBb CTUMYJUPYETCS IMUTOKUHAMH -
NnJI-3, UJI-5.

Ha noBepxHOCTH MeMOpaHbl 303MHO(DUIOB UMEIOTCA KJIACTEPHI
mudpepenumpoku CDS52; CD69; CD40 u apyrue; peuentopsl k Fc-
dparMeHTy  MOJEKYJbl ~ MMMYHOTJIOOyJIMHA,  pPEHenTOopbl  JJis
KOMIIOHEHTOB KOMIUIEMEHTAa, MOJEKYJIbl aIare3uu, pernenTopbl K
TUCTAaMUHY U JPYTUM Ba30aKTUBHBIM KHHHMHAM. B mnwuromnmasme
P03UHOUIIOB coJiep)KaTrcss TpaHyidbl. Ha cramum mnpomuenonura
HaOIr0at0TCs 2 BUAA TpaHyJl: Mpeo0Iaaronue NepBUIHbIC KPYITHBIE
noutu Oazo(uiibHbIE W BTOPUYHBIE 303MHO(MUIBbHBIE. BTOpuuHbIC
IpaHyJbl 00Jee BBIpAXKEHBI HA CTAIUH MHEIIOIUTAa U O0YCIIaBIMBAIOT
cnenPuIHOCTh  303MHOGUIBLHOTO  TrpaHysonuta.  OCHOBHBIMH
KOMITOHCHTaMH TPaHyJl 3pEIbIX Y03MHO(DHUIOB SBISIOTCS — TJIaBHBIN
IEJIOYHOM OeJTOK (KaTMOHHBIN O€JIOK), Tak)Ke MEPEKUCH, 00J1a1arolre
OakTepuuaHbIM AciicTBUeM. [loMHMO KaTHOHHOTO O€lKa TpPaHyJIbI
703UHO(HUIIOB COoJiepKaT KHUCIYyI0 pocdarazy, KojmareHasy, 3j1acTasy,
KaTETCHH, pOCTarIaHuHBI, TUCTaMHHA3Y, docdonumnasy,
apwicynbdarazy W Jpyrue. ['JaBHbIA 1IeI0YHON Oelok oOJazaer
UTOTOKCUYECKUM JCHCTBUEM, TOBPEXKJIAET HEKOTOPhbIE JUYUHKHU
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r'eJIbMUHTOB, HEUTpanu3yeT renapuH. [IpocTarnanauHbl
NPENSTCTBYIOT JACTPAHYJISIIUM TYYHBIX KIETOK, (PEPMEHTHI TpaHy
703UHO(PUIOB HHAKTUBUPYIOT TUCTAMUH, TEMapUH U TEM CaMbIM
HEUTPAIU3YIOT MPOAYKTHI CEKpeLnun TYYHBIX KJIETOK.
Apuncynbdartaza  mojaaBisieT — aHaQUIAKTOWJHBIE  BEIIECTBA,
yMEHbIIIasi PEaKIUI0 TUIIEPUYBCTBUTEILHOCTA HEME/IJIEHHOTO THUIIA.

OyHKIIMOHATBLHBIMU aKTUBATOPAMH 303MHO(UIIOB  SBISIOTCS
AUNUAbl (TEHKOTpUEHBI), 0eIKku (MMMYHOTJIOOYJIMHBI, B YaCTHOCTH g
G), xommoHeHTHI KomiuieMeHTa (C3a, C5a), nurokunsl (MJI-3, NJI-5)
U KOJOHUECTUMYIUPYIOMINI (akTop I TpaHyJ0-MOHOIIMTONO33a
(KCD - I'M). [IBmxkeHne 303MHO(PIIOB B TKAHIX K MECTY MOPaXEHUS
OOyCIIOBJIGHO ~ TaKMMU  XEMOATTPaKTaHTaMH, KaK THUCTaMUH,
UMMYHHBIE KoMmITIekchl, MJI-8, BocmamuTenbHbI Oelok Makpodaros
(MIP-1a). OgHuM K3 OCHOBHBIX XEMOTaKCHYECKUX (HAKTOPOB IS
H03UHO(UIIOB SBJISIETCS PETYJISATOP aKTUBALMH, DKCIPECCUPYEMBIN U
cexkperupyembiii  T-nmumponutramu (RANTES), kotopsiii Haubonee
3¢ pexTUBHO MOOUITN3YET 03UHO(DMIIBI B OYar MOPaKEHU.

OYHKIMHU 203UHO(UIIOB 3aKJIIOYAIOTCS B YYACTUH B CIEAYIOIINUX
BAKHBIX MEXAHU3MAax 3aIUThl OPraHu3Ma:

- HUrparor BaxHYH0 poib B AUVIEPTUUYECKUX  PEAKIUSIX
HEMEJICHHOTO THIA, TaK Kak MPeaylpexIaloT TeHEepaIU3aIuio
UMMYHHOTO OTBETa, KOHTPOJUPYIOT U HEUTPAIU3YIOT H30BITOUYHOE
BBIJIEJIEHUE TUCTaMHHA. D03MHO(UITBI CIIOCOOHEI OBICTPO
MUTPUPOBATh B TKaHU, KOHIICHTPUPOBATHCS, OrpaHWYMBas ouar
aJUIEpTAYEeCKON peakuuh C TOMOIIbI0 MECTHOTO HEKpo3a U
(¢uOpo3upoBaHUs BOKPYT oyara.

- B Mexanu3max 3amuThl TIpU  [Mapa3uTo3axX, ydyacTHE B
MPOTUBOIEILMUHTHOM HMMYyHUTETE (SIBIsAIOTCA APdexropamu), B
pEaKIMiAX  AHTUTEIO03aBUCHMOM  KJICTOYHOM  IIMTOTOKCHUYHOCTH.
brnarogaps skcrnpeccun Ha MmeMmOpane perentopoB Fe-pparmenty IgE,
HaJMYUI0 B TpaHyjax LMUTOIIa3Mbl OCHOBHOIO IIIEJIOYHOTO OenKa,
703UHOQUIBI CHOCOOHBI JU3UPOBATHh JUYMHKUA. COMPUKOCHOBEHHE
703MHOGUIIOB ¢ JNUYuHKamu, nokpbiTbiMu IgE, 1gG- anTuTenamu u
AKTUBUPOBAHHBIMU O€IKamMu cUCTeMbl KomiuieMeHTa C3, BBI3bIBAET
NETrpaHyJSIAI0 W MPOHMKHOBEHHWE  COJEP)KUMOTO TpaHyl B
IIATOIIa3MY JIMYUHOK C OTJI0KEHHEM OCHOBHOTO IIIEJIOYHOTO Oeika U
503UHOPUILHON TMEPOKCUIA3bl Ha IMOBEPXHOCTH JIMUMHOK, YTO
BBI3BIBACT UX THOEIb.
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- obmamasi, XOTA W cJIaboW MO CpPaBHEHUIO C HEUTpoduiIamMu,
darouuTapHO  aKTUBHOCTBIO, OOYCJIABIMBAIOT  BHEKJIECTOYHBIN
IUTOJU3 OOBEKTOB (haroIuTo3a, KOTOPHIMU MOTYT OBbITh OaKTepuU,
rpuObl, MPOAYKTHI pacmaga TKaHEW, HWMMYyHHBIE KOMIIJICKCHI.
Mexanusmbl  aroumro3a y 5S03MHOPUIOB Takuhe e, KaKk U Yy
HEUTpOoGhUIIOB, HO MEepeBapuBaHUe U OAKTEPUIIUJIHAS CIIOCOOHOCThH Y
703WHO(UIIOB 3HAYUTENIBHO YCTyHaeT HeUTpoduiam.
- Ilponykuusa u cexkpeuuss uurokunos (MJI-2, WJI-3, WNJI-4,
NJI-5), dakropa Hekposa omyxomu (PHO), ramma - umHTepdepoHa
(MH® - ramma), KpomMe TOro, UMTOILIa3MAaTHUYECKUE TPaHYJIbI
CEKPETUPYIOT OOJIbIIOE KOJIUYECTBO (PEPMEHTOB, 0OYCIaBIUBAIOIIUX
XapaKTepHbIE CBOMCTBA DO3MHOMHIOB. D03MHOMHIBI CIIOCOOHBI
CUHTE3UPOBATh CEPOTOHHMH, MPOCTArJaHIAWHBI, (aKTOPbl AKTHUBALIMH
TpomOo1nTOB (DAT) 1 HEKOTOpBIE APYTHE MEAUATOPHI BOCIIAJICHUS.
- Yyactue B BOCHAIMTENBHBIX IMpoIleccax:  SIBISIOTCA
MOHWXAIOIUMH PEryJIATOpaMU THIEPEPTUYECKOr0 BOCMAJICHUS, TaK
KaK  CEKPETHPYIOT  MPOTUBOBOCHAIUTEIbHBIE  MEAUATOPHI  —
dbocdonumnazel B u D (pazpymator @AT), ructamunazy (MHAKTUBUPYT
TUCTAMUH  CEKPETOPHBIX  TpaHysl  TKaHEBBIX  0a30(uioB),
apwicyJibdarazy I1B (pa3pyiiarot JEUKOTPHUEHBI),
kapOokcunentuaazy N (MHAKTUBUPYET aHA(PUIOTOKCHUHBI), KHHUHA3Y
(CHMXaeT aKTUBHOCTh KUHUHOB);
- cekpeuusi (EpMEHTOB, OMOJIOTUYECKM AaKTHUBHBIX BEIIECTB
oOyclaBiIMBaeT ydacTHe S03MHOPUIIOB B TMpolleccax CBEPTHIBAHUS
KpOBH.
[Ipu noxacuere  nelWkonUTapHOM  (OPMYJBI  KOJUYECTBO
r03uHOGUIOB B HOpMme cocrtaBisieT 0,5-5% wunu B aOCOMIOTHBIX
mudpax - 0,02-0,3 x 10%/1. VBenuyenue KonudecTsa 703UHO(DUIOB
oomnee 5% — sozunodunus. [TpuanHamMu 303UHOPUITUN SIBISIOTCS
1. TlpeanpuctynHblii mepuo aHaQUIAKTUYECKUX COCTOSHUWM MpHU
OpOHXHAJIBHOM acTMe, aTONUYECKOM JIepMaTUTE, KpalUBHHUIIE,
cunpome CrtuBeHca-/[xoHcoHa, Jlaiiemia Tak Kak B 3TOM CJydae
MacTOLIMTBI WM Makpodarm  CIM3UCTBIX  00OJIOYEK |
COCUHUTEIIPHON TKAaHU KOXH M CTPOMBI OpPraHOB BBIJEISIOT
XEMOATTPAKTAHTHI JJIs1 303UHO(PUIOB — JOTOKCHUHBI.

2. Ilapasutaphpie 3a00jeBaHUS — aAHKUJIOCTOMO3, CTPOHTUIIOHIO3,
bunapuo3, MUCTOCOMO3, TPUXHUHEIIE3, TOKCOKAapo3, ACKapujo3,
OMUCTOPX03,  DXUHOKOKKO3,  ITHEBMOIIMCTHAs  IMHEBMOHUA,
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aAMONIM03, MEHee  XapakTepHa  dS03WHODWIMS  JUIs  JUIs
muduo00Tpro3a, UCTUIIEPKO3a, IHTEPOOHO03a.

3. HauanbHbIil mepuo; BRI3JOPOBICHUS MTPH MHOTHX OaKTepHaIbHbIX
UHDEKIUAX, uHpexuun HEO0AKTepUATILHOTO xapakrepa
(XmaMuauiiHasT TMHEBMOHHUSA, JHTEPOBUPYCHBIC, PECIHUPATOPHO-
CUHTHUIIMAJIbHBIC MHPEKIINH, KOKKITUTUOMHUKO3 U IPYTHE).

4. NmmyHomatogoruuyeckue 3a00JeBaHUsI — PEBMATOUIHBIN apTpUT,
cunapom lllerpena, 6one3ns Kpona, Hecrienupuyeckuil s3BEHHBIN
KOJIUT, CUHIpOM Jlpecciepa, ayTOMMMYHHBIN I'€NaTUT U IPYTHE.

5. Ummynonedunutaeie coctosHus (cunapom HMoBa, cunapom
Buckorra-Onapuya u apyrue).

6. I'emoOmacTo3bpl U Jpyrue Heorazuu (auMmdorpanyiemaros3, T-

KJIETOYHbIE TUM(POMBI — rpUOOBUAHBIN MHKO3/ cuHapom Cesapu,

XPOHUYECKAM MUEJOJEUKO3, THUCTUOLMTO3, PAaK HOCOTJIOTKH,

OpOHXOB, JKETyJKa, TOJICTOTO KHIIEYHUKA, NTUTOBUIHON KEIe3bl,

OCTE0CapKOMa U APYTHUE).

OHpokpuHonatuu (00Jae3Hb AJITUCOHA, MAHTUIIOMUTYUTAPU3M ).

8. XpoHHUECKHE KOKHBIE OOJIC3HHU.

~

BripaxkeHHas, Tpo0IKUTEIbHAS 303MHOPUINS HE3AaBUCUMO OT
NPUYUH, BBI3BABIIMX €€, MPUBOJAUT K BTOPUYHBIM CHCTEMHBIM
HapyIIEHUSM, KOTOPBIE CBA3aHbl C IMTOTOKCUYECKHUM JICHCTBUEM
MPOAYKTOB 303MHO(PUIOB HAa COOCTBEHHBIE KJIETKH, OCOOEHHO —
HEpPBHBIC W JNUTENUANIBHBIE ¢ (HOPMHUPOBAHUEM DO3UMHOPUIBHBIX
UHPUIBTPATOB. D03MHOPUIIbHBIE HHOWIBTPATBl (HOPMUPYIOTCS B
MaJlbIX apTepusiXx MO3ra, JIETKUX, IE€YEeHH, CEJIE3€HKH, CcepAlla u
IPYyTUX OpraHoB, Hapymas wux QyHKOuo (HecnenupuuecKuit
03UHOPUIBHBIA ~ MHOKapauT  AOpamoBa-®uanepa,  0oJie3Hb
Jleddnepa, renaTonaTuu, acuuT, Y03MHOMDUIBHBIA IPaHyJIEMATO3HBIM
BackyuT Yapra-Ctpocca, cepaeunas HeJOCTaTOYHOCTh U JPYTHE).

CHmwxkenne koinuuectBa do3uHopmioB wMmenee 0,2% —
HO3UHONEHUSI — HAOMI0MAETCsl MPU CTPECCOBBIX COCTOSHUSX, MPHU
WHTOKCHUKAIUSIX, aJUZIEPTUUYECKUX PeaKIusiX, Ha (OHE HEUTPOTIIEHNUH, B
MOCJENPUCTYIIHOM Tiepuojie aHaUIAKTUYECKUX COCTOSHUM, IIpHU
BBICOKOM YpOBHE KOPTUKOCTEPOUJIOB, Harpumep, npu
TUIEPKOPTUIIM3ME, XapAKTEPHO ISl OCTPOTO Mepruoaa UHPEKITUH.
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bazogunvnuie cpanynoyumaor

bazodusr u MAaCTOIUTBI mudbepeHIupyroTCs u3
KOJIOHHEOOpa3yloIux  eIuHMI Ty4HbIX Kierok (Mast-CFC).
HuddepenupoBka 6a30(puiioB B KOCTHOM MO3T€ MPOUCXOJIUT TOJ
nectBueM poctoBbix ¢daktopoB — NJI-3, NJI-4, UJI-5, 'M - KCO u
3aHUMaeT oT 1,5 no 5 cyrtok. B xone nuddepeHIupoBKU BBIACISIOT
aBa myna - mnpohudepupyromuii u co3peBaromuii. KomauuecTBo
0a30puUIbHBIX  0JacCTOB, MPOMHUEIOIMTOB ¥  MHEJIOLUUTOB B
muenorpamme cocrtasiser 0,1-0,5%, T.e. 3TO J0BOJBHO pEAKHUE
KJIETKH KOCTHOTO MO3ra. 3penbie 0a30(puiIbHbIE TPAaHyJIOUUTHl UMEIOT
OKpyTIIyt0 GhopMy, B JUAMETPE COCTaBISAIOT 8-15 MKM, comepikar
s/ipa HEMPaBWIHLHOM, HEOMPEACICHHON (OpPMBI, JOMACTHBIC, MHOTIA
paszienieHHbIe Ha 2-3 J10JId, OKpaIlleHHbIE B (DMOJIETOBO-PO30BBIM IIBET.
KoHTyp#I siep v CTpyKTypa XpoMaTUHA HEYETKHUE, PACILIBIBUATHIE U3-
3a OOWJIMSI TpaHyJl, HacJauBarOIIMXCS Ha A1po. bazodunsl comepxar
B IUTOIJIa3ME KPYTJIbI€ pasHOKATUOEPHBIE TEMHO-(HUOJIETOBOTO WM
YepHO-CUHETO IBeTa rpanyibl. Co3pesiine 06a30(uiIbl U3 KOCTHOTO
MO3Ta TOCTYIMalT B MNEpUPEPUUECKYIO KpPOBb, TI€ IUPKYIUPYIOT
OKOJIO 6 4YacoB, 3aT€M MWUIPUPYIOT B TKaHU, TAe 4depe3 1-2 CyTok,
MoCJ€e JACTPaHyJISIMA U BBINOJHEHUS  OCHOBHON 3¢ dexkTopHOn
¢yHkuuu, norubarT. ['panHynsl 0a30(puIOB coAEp)KaT THUCTAMUH,
TUCTUJIMH, TemapuH, XOHJApouTuHcylibpar A u C, CEpOTOHUH,
dbepMeHThl  (TPUIICMH, XUMOTPUIICUH, Tnepokcunaszy, PHKa3zy,

apwicyibdarasy, OeTa-TIIOKYypOHHU A3y ), JIEHKOTPUEHHBI,
TPOMOOKCaHbI, TPOCTATrJIAHANHBI, (DAKTOP XEMOTAKCHCA 303UHO(DUIIOB,
dakTop  aKTUBaMU ~ TPOMOOIMUTOB,  (AKTOp  XEeMoTakcuca

nevirpoduinos, NJI-3, NJI-4, NI-5, UJI-6, ®HO-ansda, IM-KCD u
Apyrue.
B pa3BuTuu TyuyHbIX KII€TOK nmpuHuMaroT ydyactue WJI-3, NJI-4,

ni-6, NJi-9, WJi-10, NJ-11, ramma-untepdepon (MHD-ramma),
Tpanchopmupytomuit poct dakrop, IM-KCD, IgE. Tyunsle kieTku
UMEIOT pazMepbl OT 5 a0 30 MKM B JIHWaMeTpe, HEONPEAECICHHON
dbopmMbl  SApO W OOMIME TpaHyJl TEMHO-(HOJETOBOIO IIBETA,
HacJIauBaroOIIMXCs Ha A1po. B rpanynax copep:karcs nmojmcaxapusl,
aMUHBI, METaJUIbl, PepMEHTHI, OenKku. MacTOoUThl Ha MOBEPXHOCTH
MeMOpaHnbl 3kcnpeccupytor perentopsl Kk IgE, 1gG, CD28, CD34 —
MapKkep paHHUX MHEIOMAHBIX MpeamecTBeHHnkoB, CD123 —
CHelU(pUIECKUI MapKep MAacTOIUMTOB, MOJEKYJbl aAre3uu. |ydHbIE
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KJICTKH JIOKAJIM3YIOTCS B SIUTENNHU, TIOJICU3UCTOM CJIO€ JIBIXaTEIbHOTO,
YPOT€HUTAIIBHOTO M KEJIYJOYHO-KUIIEYHOrO TpakTa, B  KOXKE,
COCJIMHUTEILHON TKaHU, CEpO3HbIX o00Oojoukax. Ha ¢opmupoBanue
OKOHYATEJIbHOTO (DEHOTHMA TYYHBIX KJIETOK BJIHMSIET MHUKPOOKPY>KEHHE.
Ha nuddepeHmpoBKy, aKTUBHOCTh, MPOJOIKUTEILHOCTh KU3HU
MaCTOITUTOB OKa3bIBAIOT BIUSHUE OETKU BHEKJIETOYHOIO MaTpHUKCA.
Tyunbie keTKH B OTJIMUKE OT 0a30()MII0OB CIIOCOOHBI K JCJICHUI0, KPOME
TOT0, MTPOJIOJIKUTEIILHOCTD KU3HU B TKAHIX y TYYHBIX KJIETOK OOJIbIIIE U
MO>KET COCTaBJISITh MECSIIBI U TOJIBI.

bazoduinbl ¥ TydHbIE KJIETKH BBITOTHAIOT Psii PYHKIIHIMA:

-  BmusAror Ha  OPOHUIIAEMOCTH  COCYAUCTOW  CTEHKH
(BbIpaOaTHIBAIOT BA30AKTUBHBIE BEIIECTBA) U TEM CAMBIM PETYJIUPYIOT
MUKPOLUUPKYJIISINIO U TPOPUKY TKaHEH.

- IlpyHuUMaOT y4acThe B pEaKUMSAX THUNEPUYBCTBUTEIBLHOCTU
HEMEJICHHOTO THIA, TaK KaK »JKCIPECCUPYIOT Ha IOBEPXHOCTU
peuentopel Kk IgE. B cnydae ceHcuOuiau3anuu B OpraHuzMe
BbIpabaTeiBatoTcsl aHtutena IgE, koropeie aacopOupyroTcs Ha
MOBEPXHOCTU 0a30(pUI0B, MACTOIUTOB. AJUIEpreHbl, TMomnaaas B
opranuszM, oOpazyror ¢ IgE KoMIUIeKChl aHTUIE€H-aHTUTEIO Ha
MOBEPXHOCTU TYYHBIX KJIETOK, 0a30(pMJIOB, BBI3bIBASI WX AKTUBAIIMIO,
CIUsiHUE MeMOpaHbl TpaHysd C IUTOIIa3MAaTHUUYECKOM MeMOpaHON u
BBIOPOC COJIEP’)KUMOTO TpaHysl HapyXky. TydHble KIETKH CIIOCOOHBI
BOCCTAHABJIUBATh IPAHYJIbI IIOCIIE JIETPAHYISIIAH.

- ITpoaylMpyrOT U CEKPETUPYIOT XEMOKHWHHMHBI U ITUTOKUHBI —
WnJI-3, NJ1-4, UJI-5, NJI-6, NJI-13, I'M-KC®, ®HO (xapakTepHO 11
TYYHBIX KJIETOK), MakpodarajibHblii BOCHAIUTEIbHbIN npoTenH MIP-
lanbda (xapakTtepHo mis 06a3o¢uiaoB), (akTOp CTBOJOBBIX KJIETOK
(D®CK). NJI-4, cexkpeTupyeMblii MAaCTOLIUTAMHU, SBJISIETCS PETYJIITOPOM
B-nmumdonuto, 06a30(pua0B, MOHOIMTOB, JIEHIPUTHBIX KIIETOK,
y4acTBYET B aJJIEPrUYECKUX, MIPOTUBOOITYXOJICBBIX u
MPOTUBOBOCHAIUTEIBHBIX Ipoleccax. bazouibl TakKe CEKPETUPYIOT
JEHKOTPHUEHBI, TPOMOOKCAHBI, TMPOCTarjaHIWHbI, CEPOTOHUHBI,
dakTOop XemoTakcuca H03MHOMGWIOB U HelTpodumioB, QakTop
aKTUBAILIU TPOMOOIIUTOB U JPYyTHE.

- [IpyauMaloT yuyacthie B Mpolieccax CBEPTHIBAaHUS KPOBU, TaK
KaK B rpaHyJiax 6a30(UiI0B COAEPKUTCS TenapuH (aHTUKOATYJISIHT).

-  VYyacTByloT B MeETa0OJM3ME TPUTIULEPUIOB (TenapuH
AKTUBUPYET JIUIIA3Y).
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B neiikonuraproit dbopmyne Ha A0J10 0a30(UIIOB MPUXOIUTCS
He Oonee 0-1%, a B abcomoTHBIX HHUdppax HE Oosee 0,065%10%/1.
VYBenuuenue konuuectBa 0OazoduioB Oonee 1% — Oazodunus.
VYBenuuenue  KoauuecTBa  0a3opuiIOB  HaOMOJgaeTcs — IpHU
ayTOMMMYHHBIX 3a00JieBaHUsAX (HecnenupuyecKuil S3BEHHBIA KOJIUT,
KOJIJIAar€HO3bl), aHA(QUIAKTUUECKUX AJJIEPTUYECKUX PEaKIUsiX, MpU
HEKOTOPBIX TeJIbMUHTO3aX (QHKUJIOCTOMMJIO3), MPU ayTOMMMYHHBIX
SHAOKpPUHOMATUSAX  (TUPEOUAMT, caxapHbli guaber 1  Tumna,
MUKCeJIeMa), TIpU MUeIonpoudepaTUBHBIX HeEOIUIa3usix (MCTUHHAA
MOJIMIIUTEMHUS, ICCEHIUAIbHAST  TPOMOOLMTEMUS, XPOHUUYECKUI
MHUEIIOJIEUKO3). bazodumnus MOYKET Ha0II01aThCs pu
muMmdorpanynemaro3e. M30BITOK COCIMHUTEIBHOTKAHHBIX TYYHBIX
KJIETOK HaOJII01a€TCs IPU UANOMATHYECKOM CUCTEMHOM MacTOIIMTO3E.
bazodunusa Takke MOXKET HaAOMIOAATHCSA TEpea MEHCTpyalluel, BO
Bpemsi OepeMeHHOCTH, Ha ¢oHE JIeYeHHUs] DSCTPOTCHAMH, TOCIIe
CIUICHIKTOMUH.

MoHouMTONnO0?3

B 1969 r. KjJ€eTKM MOHOUMUTOMIHOIO pPsANa — PaHHUE
KOCTHOMO3T'OBbIE MPEAINICCTBEHHUKH MOHOITUTOB U Makpodarop, my
UPKYJIUPYIOMUX B MepUPEpuIEecKoM pPyciie MOHOITUTOB U TKAaHEBbIE
Makpodaru — ObUIM OOBEIMHEHBI B CHCTEMY MOHOHYKJIEAPHBIX
daroruroB (CM®), uto oduimairHO YTBEpkAeHO B Oroyierene BO3
1972 r. PaHHMe NOpeANIeCTBEHHUKH MOHOHYKJIEAPHBIX (haroIuToB
Pa3BUBAIOTCSl U3 IMOJUIOTEHTHBIX CTBOJIOBBIX KPOBETBOPHBIX KJIETOK
(CKK),  KOMMHUTHpPOBAaHHBIX B  OOIIME€  MPEAIICCTBEHHUKHU
rpanysnoMononuTonod’3a (KOE - I'M). KommutupoBanHbie oOI1ue
IpeAIIECTBEHHUKHU IrPpaHyJIOMOHOILIMTOIN033a JaroT Hayaso
KoJIoHHeoOpasywomuM  eauauiiam  makpogaroB (KOE — M),
mudpepeHIUpyOIUMCs U Opoau(epupyromyM B MOHOOJACTHI U
IPOMOMHOIIUTBHL. B KOCTHOM MO3re KJIE€TKM MOHOLMTApHOTO psjia
MPEACTABICHBI TPEUMYIIIECTBEHHO MPOJIUPEPUPYIOLIUM ITYJIOM, JTHUIITH
HEOOJIBIIIOE  KOJIMYECTBO  MOHOLMTOB  nuddepeHuupyercs B
PE3UACHTHBIC WM OCEJIble Makpodaru KOCTHOro Mo3ra. B xocTHOM
MO3Tre KOJIMYECTBO MOHOIIMTOB coctaBiasgeT 1-2% oT Bcex
MuenokapuouTos (cMm. CD-nuck).
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[Iportecc perymsiuu  pocta W AUGEPEHIIUPOBKH  KIETOK
MOHOIIUTAPHOM JIMHUU OCYILIECTBIISIETCS PSAIOM POCTOBBIX (PAKTOPOB —
ctumyisitopoB  (MJI-3, ITM-KC®D, M-KC®) u uHrubutopon
(uatepdepon — anba u Oera, npocrornanauubl, WUJI-10). ITo mepe
mudPepeHIupOoBKY MOHOOACTa B MPOMOHOIIUT, MOHOITUT U Jajiee B
Makpodar KieTka mpeTeprieBaeT IENbld P MOP(OJOTHUESCKUX H
(GyHKIIMOHAIBHBIX U3MEHEHUH.

Mopgonozua knemok monoyumapnozo paoa

Monobaacm — onHa U3 paHHUX MOP(OJOTUYECKH Pa3THUUMBIX
KJIETOK MoOHouMTapHoro psga. Kierka wumeer okpyriyio dopmy
nrametpoM 15-20 MM. AnepHO-IUTOILIA3MAaTUYECKOE COOTHOILICHUE
4:1. SInpo KpacHO-TUIOBOIO I[BETA, OKPYTJIOW, OBAIIBHOW WJIN CJIETKA
0000BUAHON POPMBI, UMEET HEKHOCETUATYIO CTPYKTYPY XpOMATHHA,
coaepxkuT 2-4 HykJeoJibl ToisyOoBaTroro 1Bera. Iluromnaszma
MOHOOJIacTa y3Kas, ToJiyOoro IIBe€Ta, HE COJCPKUT BKIIOYCHUH.
HuddepeHpyoT MOHOOJIACT C IPYTUMHU OJIACTMU B COOTBETCTBUH C
KJIETOYHBIM (OHOM TIpemapara, a TaK)Ke HCIOJIb3ys COBPEMEHHBIC
MeTOo bl AU PEepeHINPOBKH (LIUTOXUMUYECKUE, UMMYHOXUMUYECKHE
METO/IbI).

Ilpomonoyum — KJeTka OKpyrjaod (OpMbl, JAUAMETPOM
11-15 mxm. SApepHo-nMTOIIa3MaTU4YeCcKoe cooTHomeHue 3:1 SAmapo
MPOMOHOIIMTa HMEET OBaJibHYI0, 0000BUAHYIO (OpMy CO cierka
BOJIHUCTBIM KOHTYpPOM, OoJiee rpyOyro, 4eM y MOHOOJIaCTa CTPYKTYpPY
XpOMaTHHA, COJEPKUT OCTaTku saphimiek. [luTommazma cepo-
rojiyooro 1BeTa MOXKET COJIepKaTh HEXKHYI MBUICBUIHYIO
a3ypo(UIbHYIO 36pPHUCTOCTb.

Monoyum — 3penas KJI€TKa MOHOLMTAPHOTO psifa, OKPYIJION
dbopmbl, auameTrpom 12-20 MKM. SmepHO-IIUTOILIa3MAaTHYECKOE
cootHomienue 1:1. Sapo MoHouMTa uUMEET HENmpaBWIbHYIO (opMy
(60060BHIHYIO, JIOTIACTHYIO, J0JIbYATYIO, MaJIOYKOBUIHYIO),
HEpPOBHBIM,  (ecTOHUaThli  KOHTYp U  PBIXJIYIO, B  BHJE
KPYIHOIIETJIUCTBIX HUTEW CTPYKTYpy XpomaTuHa. OKCHUXpPOMATHUH,
MPUCYTCTBYIOIIUMA B CTPYKTYpE sjpa, JAeiaeT sSapo MOHOIMTa Oojiee
CBETJIBIM TI0 CPAaBHEHUIO C SJIpaMH HEUTPOPUIOB U JTUMQPOITUTOB.
[{utormiazmMa MoHOIUTa roTy0OBaTO-Ccepasi, JpIMUaTasi, Helpo3payuHas,
MOXET COJepKaTh MEJIKYI0 a3ypoUIbHYIO 3€pHUCTOCThH, KOTOpas
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OoJjiee 4eTKO BHJHA MPH MCIOIL30BAaHUM KpacuUTeNsi-(huKcaTopa Io
Mair-I pronBasiby.

JuddepeHimpoBka MOHOIMTOB M3 MOHOOJacTa B KOCTHOM
Mo3re 3aHuMaer 5-10 gHed, mocie Yero OHHU, HE 00pa3ys
KOCTHOMO3IOBOI'O PE3E€PBHOrO IMyja, IMOCTYMAalT B KPOBOTOK, IJI€
pacmpesieNialoTcsl B BHUJE JIByX IMYJOB — TPUCTEHOYHOTO U
nupkyiaupyomiero. CooTHOIIEHUE ATUX MYJOB cocTaBiger 2,5-3,5:1
COOTBETCTBEHHO. MOHOIUTHI IUPKYJIUPYIOT B Mepudepudeckom
pycae ot 36 no 104 yacoB, 3aT€M MOKHUAAIOT COCYAUCTOE PYCIIO, BHE
KOTOPOrO MPOUCXOJUT KX OKOHYATENbHAs CHEUUAIN3alNs, OHH
oOpazyroT cyomonynsiiuioo  audPepeHIIupOoBaHHBIX  OpPraHo- |
TKaHecneruduuecknux MakpodaroB. Murpaius MOHOIIUTOB dYepes
COCYIHCTYI0 CTEHKY OOYCJIOBJIEHA HAJIMYMEM HAa MOHOLMUTaX U
SHAOTENUANBHBIX  KJIETKaX  CHCIUATU3UPOBAHHBIX  aJATrE€3UBHBIX
MOJIEKYJI, Onaromapsi KOTOPbIM  MOHOLMTBHI  MOPWIMNAIOT K
AKTUBUPOBAHHBIM OSHJIOTEIMOLIMTAM U BBIXOJAAT B TKaHU. OTOT
MPOLECC SABIAECTCS OOBIYHOM CTaJANEHN )KU3HEHHOTO IIUKJIA MOHOIIUTOB.
TkaHeBbId MyJT MOHOHYKJIEapHbIX (haronutoB B 25 pa3 OoJbliie
KOJIMYECTBA MOHOLIMTOB B KpoBU. Haubosblliee KOIUYECTBO
MakpodaroB cozepkutcs B neueHu — kinetku Kyndepa (56%), merkux
(15%), cenesenke (15%), neputoHeanbHOU T00CTH (8%), HECKOJIBKO
MEHbIIIE Makpo(aroB COAEPKHUTCS B LUEHTPAIbHON HEPBHON CHCTEME
(KJIETKM MHKPOTJIMM M aCTPOLIUTHI), KOCTHOM TKaHU (OCTEOKJIACThl) U
apyrux TKaHsX. [[poaoKUTeIbHOCTD KU3HU TKAHEBBIX Makpodaron
HCUHUCIIIETCS OT HECKOJIBKUX YacOB JO HECKOJBKHX MECSIEB, JIET.
TkaneBble Makpodaru Npu HEOOXOJUMOCTH CIIOCOOHBI JIEIHUTHCA, B
pe3yJibTaTte 4ero oOpazyiorcss Takue ¢Gopmbl MakpodaroB, Kak
SMUTEIMOUJIHBIE KIJIETKH, MHOTOSIICPHBIE KIETKA WHOPOJHBIX TEIL.
Kpome  Ttoro, wmakpodarm  cmocoOHBI ~ BO3BpalIaThCi B
nepudepuveckyr0o KpoBb B BHJE CBOCOOPa3HBIX MOHOIIUTOUIHBIX
KJIETOK — THCTHOIMUTOB. EJWHWYHBIE TUCTUOLUUTHI B HOPME MOTYT
BCTpEUaThCsi B Ma3Ke KpPOBH 370pPOBbIX Jrojael. B Oombiiom
KOJIMYECTBE THUCTUOIUTHI MOSBIISIIOTCS MPH CENTUUYECKUX COCTOSTHUSX,
TSDKEITBIX UHTOKCUKAITUSX.

Makpodaru — QyHKIHMOHAIBHO Pa3HOPOHAS TOMYJISIITUS KJIETOK
CM®, yto 00BsicHsIeT uUx Mopdosornueckoe pazHooOpazue. Ilon
BIMSHUEM MHUKPOOKPYXKEHHUS U crenuain3anvu GyHKIUA Makpodaru
OpraHoOB W TKaHEW MpUOOpPETArOT BhIpaKEHHBIE MOP(OIOTUYECKUE U
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(GbyHKIIMOHAJIbHBIE OCOOCHHOCTH, OJIaroiapss KOTOPHIM BBIACISIOT JIBA
OCHOBHBIX KJIacca KJIETOK:

- aHTUTeHIepepadaTbiBatoiine (mpodeccuoHabHbie (HarouThl);

- aHTUTCHIIPEJICTABIISIIONIME (JICHAPUTHBIE KJIETKH, Y4acTBYIO-
1IMe B peayin3alii UMMYHHOTO OTBETA - UMMYHHBIE aKIIECCOPHI).

AHTHUTeHIIepepabaThIBAIOIINEG WIH PE3UICHTHBICE Makpodaru
UMEIOT HEMPaBWIbHYIO (pOopMy, TuaMeTp KJIETOK KoJiebieTcst oT 15 1o
80 MKM. faepHO-UMUTOIIA3MAaTHYECKOE COOTHOIIEHHWE CMEIICHO B
M0JIB3Y ITUTOIUIA3MBI. SIIpo MMEeT OKPYIIIYI0 WIIM OBaIbHYIO (hopMmy,
CETHATYI0 CTPYKTYpY XpomatuHa. [{uTomnazma makpodara oOunpHas,
CBETJIO-CEpOro  IBeTa, 0€3  UYEeTKUX  KOHTYpPOB,  COACPKUT
pa3sHOOOpa3HbIe BKIOYEHHUS, TPAHYJIbl PA3JIMYHOTO IIBETA M Pa3MEpOB,
BaKyOJIM, pa3pyIlIeHHbIC KJIETKU, A/pa KIETOK. Takoe pa3zHooOpasue
BKJTFOUCHUN 00yCJIOBJICHO (GyHKIIMOHAIBHOU aKTUBHOCTBIO
MakpodaroB u B TEPBYIO odYepeb CIOCOOHOCTBIO K (haroiuTo3y.
Makpodaru, wumeronme TMEeHUCTYI UTOIUIa3My, (arupoBaBIIme
JUNUAL Ha3bIBAIOTCS Junodaramu, (parupoBaBIIMEe T€MOTJIOOUH —
nurMeHrodard,  ¢arupoBaBIiue  JAPYrHEe  KICTKH, HaIpumep,
IPUTPOIUTHI — dpUTpodaru (siBIeHue remModarouTos3a). ITHU KIETKH,
oOnazasi pa3aTUYHBIMH MOPQOJOTHYECKUMH XapPaKTEPUCTHKAMH U
(GYHKIIMOHAIBHBIMA OCOOCHHOCTSIMU, MMEIOT PsJl OOIIUX CBOKMCTB,
MOATBEPXKAAIONINX HMX MOHOIMTAPHOE TMPOUCXOXKIACHUE — OHHU
colepkaT  OOJIbIIOE  KOJHUYECTBO  JU30IMMa  (MypamuIasbl),
Hecnieruduieckyo anbda-HadTun-acrepasy, kuciyw docdarazy, u
UMEIOT CXOJHble UMMyHOpeHoTunnueckue npuzHaku (CD11; CDI14,
HLA-DR 1 u II kmaccoB). OCHOBHON (QyHKIMEH PE3UACHTHBIX
Makpodaros sBisieTcs (aroryuTo3 MHKPOOPTaHU3MOB, (parMeHTOB
KJIETOK, IIUPKYJIUPYIONIUX UMMYHHBIX KOMIUIEKCOB M JIPYTUX YaCTHII.
KpoMe TOro, OHM OCYMIECTBISIOT THHOIIUTO3 — TIOTJIOIICHUE
pacTBOpUMOTO aHTHreHa. KMJUIMHT 1 repeBapuBaHue (harupoBaHHBIX
OOBEKTOB MPOUCXOIUT MPH YIACTUU MPOTEOJUTHUUECKUX (PEPMEHTOB,
B MEPBYIO ouepeb Ju3onuma. B mporecce daromurosa HaOIr0MaeTCs
TTOBBIIIICHHOE noTpebieHne KHCIIOPOJIa U IPOTYKITHSI
MUKPOOHUIIUIHBIX KHUCJIOPOJHBIX PaIUKAIOB, TEPEKUCH BOJOPOJA,
00JaaroMuX MUTOTOKCHYCCKMM W OaKTEepUIIMIHBIM CBONCTBAMH,
KOTOpPBIC, OTHAKO, YCTYNalT TAaKOBBIM y HEHTPOPHUIOB — 3a CYET
OTCYTCTBHS y Makpo(daroB MHUEIONEPOKCUAA3bl, OaKTEPUIIUTHBIX
O€JIKOB, BbIpaOATHIBAIOIIMX THUIIOXJIOPUT - aHUOHBI. DTO CO3AAET IS
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psna MHUKPOOPTraHU3MOB BO3MOKHOCTb YCKOJIb3aTh oT
MHUKPOOHUIIUTHOTO JNEUCTBUS Makpodaros U JUTUTEIBHO
MEPCUCTUPOBATh B KJETKaX, 4YTO CIOCOOCTBYeT (HhOPMUPOBAHUIO
XPOHUYECKOTO TEYEHUs BOcnalieHusi, Gpuoporiazuu u GOpMUPOBAHUIO
ouaroB ['3T, B TOM uncie — rpanyiaeM NpOAYKTUBHOTO BOCTIAJICHMUS.

K aHTUreHnmpeACTaBISIIOIUM  (QHTUT€HIIPE3CHTUPYIOIINM)
Makpodaram B HacTOsIIEE BPEMSI OTHOCAT B OCHOBHOM JICHJIPUTHBIE
KJIETKA. VIMMyHHBIE AaKIIECCOPbl BKIIIOYAIOT SNUACPMOLUTHI HIIH
KJIeTKd JlaHrepranca, WHTEPAUTUTAIbHBIE W WHTEPCTUIMATILHbBIC
neHaputHele kietku. Krnerkm JlaHrepranca pacrnosiararorcss B
SUAECPMHUCE, HUMEKT auameTp 14-20 MKM, IIMPOKYK) CBETIYIO
[UTOIIa3My, OKPYTJI0o€ Ui 0000BUIHOE Sapo, dKcnpeccupyroT CDla
u S-100 mporenH u conepxaTr aaeHo3uHTpudocharazy. B 1o xe
BpeMsi KieTku JlaHrepraHca He SKCIPECCHUPYIOT XapaKTEpHBIN s
MoHonutoB antureH CDI14, wumeror cnabyio QaronurapHyio
aKTUBHOCTb, HE COJAEp>KaT JU30LMM M HE MOTYT IPEBpAIlaThCS B
Makpodaru. CBA3bIBaACh C AaHTUTEHOM, OHU T[OCTYNAlOT B
peruoHajgbHble JUMdaTHdeckue y3ibl, Tae auddepeHIupyroTcs B
WHTEPJIUTUTAIIBHBIE JICHAPUTHBIE KJIETKH, CIOCOOHBIE MPEICTABIATH
antures T-nmumdonuTam.

BONBIIMHCTBO ACHAPUTHBIX KJIETOK UMEET 3Be3A4aTyi0 hopMy ¢
MHOKECTBOM TOHKHX OTPOCTKOB — JEHIAPUTPOB. 3Be3guaras (popma,
MOJABMKHOCTh TO3BOJISIFOT JICHJIPUTHBIM KIIETKaM 3aJ€pKUBaTh U
dbuKCHpOBaTH AaHTUIEHBI, a TakKXke B3auMoJielcTBoBaTh C T-
auM@onuTamu. JleHapuTHBIE KIETKH, KpoMe TOro, npoayuupytot WUJI-
12, NJI-8, MIP-ansda m Gera. AHTUTCHNPEACTABIIAIONINE KISCTKH U
npodeccroHaNibHbIe (aroUThl HMMEIOT CXOJHBIE PEIEnTOphl Ha
KJIIETOYHOW MeMOpaHe, B TOM YHCJE PELEenTOphl I KOMIOHEHTOB

CHUCTEMBI KOMILJIEMEHTA (C3; C4), Fc-pparmenTon
UMMYHOTJI00YJIMHOB, IIMTOKMHOB, TpaHC(heppruHa, MHOTHX TOPMOHOB,
a TaKXKe AHTUICH CD14, BBISIBIISICMbIH Ha

aHTUTeHIIepepabaThIBalOMUX Makpodarax, HO OTCYTCTBYIOIIMN Ha
UMMYHHBIX aKI[eCCOpaXx.

AKTUBaTOpaMu JICHAPUTHBIX KJIETOK SIBJISIOTCS aHTUTCHBI
(MUKPOOPTaHWU3MBbI,  JUTOMOJIUCAXapUIbl  MHUKPOOOB,  MPOIYKTHI
Bocnanenus), WJI-1, T™M - KCO®O, ®HO-anbda. Ilpesenrtanus
AHTUT€HOB  BKJIIOYA€T HECKOJbKO JTamoB: 3axBaT aHTUIEHA
JICHIPUTHBIMHA KJIETKaMHu, (PEPMEHTAaTUBHYIO OOpabOTKYy aHTUIEHA,
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TPAHCIIOPTUPOBKY TENTHAHBIX (parMEHTOB aHTUTE€HA — IMUTOIOB B
COCIMHEHUH C TJIABHBIM KOMIUIEKCOM TucrtocoBmectumocty [ m II
TUIOB Ha TOBEPXHOCTb JACHIAPUTHOM KJIETKU JJi1 pacrno3HaBaHus T-
auMdoruTaMi. AKTUBHPOBAHHBIC JEHIPUTHBIMM KJIEeTKamMu -
AUM@OUUTH  3allyCKalOT HWMMYHHbBIC pEaKlIHWH, CTUMYIupys B-
JTUM@OITUTHI K MPOYKIIMU aHTUTEIL.

NHTepcTuralibHble AEHAPUTHBIE KJIETKM MOTYT HMETh Kak
MHUEIIOUTHOE, TaK U auMdouHoe MPOUCXOXKICHUE.
HNuTtepcTuimanbHbie JICHJIPUTHBIC KJIETKU MHETOUIHOTO
npoucxoxaeHus skcnpeccupytor CD14, nox Bausauem ['M — KCO,
M — KC® moryT npeBpamiatbcsi B Makpodaru, B OTJIIMYHUE OT KIETOK
Jlanrepranca CTUMYJUPYIOT HEIMOCPEACTBEHHO B-muMdornutel k
OpOAYKUUHM  aHTUTEN.  JleHApUTHBIE  KIETKH  JUMQOUIHOTO
MPOUCXOKACHUS MOPGHOJIOTHYECKH CXOAHBI C IJIa3MaTHYECKUMHU
KJIIETKAaMHA, WMEIOT HHU3KYI0 DKCIPECCHUI0 MHEJIOUIHBIX MapKEPOB,
MOJIOKUTEIBHBIN 2P (EKT Ha KJIETOYHBIN pocT noj BiausaueMm WJI-3 u
orcyrctBue 3¢dexra mnpum aeiictBuu I'M — KC®. Kpome Ttoro,
JNEHJIPUTHBIC  KIETKA  JUM(POUAHOTO  MPOUCXOXKACHUS  MOTYT
NpUHUMATh  y4yacTME B  IMpoleccaxX  MHAYKIUU  HUMMYHHOU
TOJIEPAHTHOCTA — CHOCOOHBI TOAABIATH He3pesbie T-TuMQOIUTHI
TuMyca U 3penbie T-muM@oruTel TUMQOY3JI0B, NEUCTBHUS KOTOPBIX
HaIpPaBJIEHO TPOTUB COOCTBEHHBIX AHTUTE€HOB.

Takum 00pa3oMm, KJIIETKA CUCTEMbl MOHOHYKJICAPHBIX ()aroiuToB
MPUHUMAIOT y4acTue B peann3anuu Hecnenupuyeckoit
PE3UCTEHTHOCTH OpraHu3ma, o0ecrnieunBaroT WHULMALIAIO
crnennu(pruuecKoro MUMMYHHOT'O OTBETA OpraHW3Ma Ha aHTUTEH.

MoHonykiieapabie  (HarouuThl CHUHTE3UPYIOT U BBIJCISIOT
UUTOKUHBI U Jpyrue OHOJIOTUYECKHM  aKTHUBHBIE  BEIIECTBA,
pETyIUPYIONINE nposrdepanuio, nudbepeHITMpOBKY u
(GYHKIIMOHAJIBHYI0 aKTHBHOCTh Pa3JIMYHBIX KJIETOK, Y4YacTBYIOT B
penapaTUBHBIX MTPOLIECCAX:

- ipoBocnanutenbHbie nuTokunsl (MJI-1, WUJI-6, NJI-8, NJI-12,
Ni-18, ®HO - anwsda, wunTepdhepoH-aibdPa, MOHOIUTAPHBIN
XE€MOTAKCUYECKUU MPOTEHUH, HUHTMOUPYIOIIUIA MUTpaluio GpakTop);

- mpoTuBoBOCHanuTeNbHbIe TUTOKUHBI (MJI-10, TGF- 6eTa);

- IPOTEA3HI;

- aJINE3UBHBIC MOJICKYJIbI;

- (pakTOpBI aHTHOTEHE34;
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- (haxTOpHI pocTa HUOPOOIACTOB U JIPYyTHE.

Kietku CM® urparT BaXXHYIO pOjb B PErYJSIIMA TEMOII033a,
TaKk Kak mpoayuupyror kak ctumyistopbl (I'M — KCD, M — KCO,
NJI-1), tak uaruduropsl (TGF —anbda, TNF —ansda) remomnos3a.

Mononykneapsabie  (aronmuThl y4acTBYIOT B MeTa0oIHM3Me
METAJJIOB: JKenesza, Meau, HuHka. Knetku CM® mnoanaepKuBaroT
MOCTOSTHHBIN YPOBEHbB KeJie3a B OpraHu3Me, 00ecrieduBas peryJssinio
PELUPKYJISIMUA JKelle3a, Karaballu3M COCTApUBIIUXCS IPUTPOIUTOB,
BBICBOOOXKJCHHE JKelie3a Hu3 TreMorioonHa u (opMupoBaHUE, U
XpaHEHWE OCHOBHBIX (DOHJIOB 3allaCHOTO JKejie3a B BUAE (eppUTHHA.
Kpome toro, makpodaru nmpoayluupyroT >KeJe30CBA3bIBaIONIE OCITKH
— TpaHceppud u QepputuH. IlomMmumo yyactuss B MeTabOIU3ME
METAJUIOB, MOHOHYKJICApHbIE (DAroUMUThl MPUHUMAIOT YYacTHUE B
oOMeHe O€NKOB, >XHUPOB M YIJIEBOJAOB, YYacTBYIOT B pPEaKIMIX
CBEPTHIBaHUS KPOBH, TaK KaK MPOIYIUPYIOT OMOJIOTUUECKHA aKTUBHBIE
BemiecTBa.  KileTkm ~ mMakpodaraabHOM  CUCTEMBI  00JaJaroT
ATOTOKCUYECKOU AKTUBHOCTBIO POTHUB OMYXOJIEBBIX,
MHQPUIIUPOBAHHBIX U APYTUX U3MEHEHHBIX KJIETOK.

B HOpME KOIMYeCTBO MOHOLIMTOB IPU ITOJCUETE JIEMKOLUTAPHOU
(bngMy.HI)I coctaBisieT 3-11%, a B abcomtotHbix mudpax - 0,09-0,6 x
10°/n. YBeanueHue KoJIuuecTBa MOHOIIMTOB — MOHOIIUTO3.

Ipuuunsr monoyumosa:

1. WHpekiuu U BOCHAIUTENIbHBIE MPOLECCHl, BHI3BAHHbBIC
BO30OyuTeNsiMu, (GarolUTUPyeMbIMH, B OCHOBHOM, Makpodaramu
(TyOepkyine3, Opyuenne3, CHUPUINC, CaTbMOHEIUIE3bl, JIUCTEPHO3,
MMKO3BI, call, MPOTO30HHbIE HH(EKIHUH -TOKCOIIa3M03, ameOuas,
JEeHIIIMaHUO3, CENTUYECKUM SHJOKAPIUT, 00y CITOBJICHHBIM
rpaMoTpUIATENIbHON MUKPO(MIOPO U APYTUe); BUPYCHbIE HUH(PEKIUU,
NIEePUOJ BBI3IOPOBICHUS OT OCTPHIX MH(EKITUH.

2. HeundekimonHble TPUYUHBI, HAIPUMEDP, HECMeUOUISCKU
SA3BEHHBI  KOJIUT, AayTOMMMYHHBIA TUPEOUAUT, HWMMYHONATO-
JOTUYECKUM IUPPO3 TICUEHH U JIPyrHe HUMMYHOIATOJOTHYECKUE
3aboJieBanus, mpoTekaromue ¢ peakiueit I'3T.

3. Heomnactuyeckue 3aboneBaHus (reMo0JacTO3bl — OCTPBIi
MEJIOOJACTHBIA JIEMKO3, OCTpPhIi MHEJIOMOHOONACTHBIM  JIEHKO3,
OCTPbI  MOHOONACTHBIM  JIE€HKO3, XPOHUYECKUH  MHEIIONEHKO3,
auM@orpanysieMaTo3;  MHOXKECTBEHHass  MHUEIOMAa;  JIUM(OMBI;
3JI0KaUY€CTBEHHBIE OIYXOJIH; paK JIETKOTO U APYTHE.
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4. Tsxenble OTPABICHUS, COCTOSIHUE BOCCTAHOBJICHUS KOCTHOTO
MO3Ta ITOCJIE €r0 MOIaBICHHUS.

Ilpy  TspKemoM  TeuyeHHMHM  UHGEKIUH,  BOCHAIUTEIbHBIX
mpoiieccoB, Ha (¢GOHE OTpPaBICHUM MOHOIMTHI MPETEPIEBAIOT
MOP(OJIOTHIECKHE U3MECHCHUSA (mosiBJICHUE BAaKYOJIM3allU1
IUTOIJIa3MbI, ~ TOKCOT€HHOW  3€pHUCTOCTH), a  TaKXke B
nepruepuIecKoM pyciie MOSBISIOTCS MPOMOHOIMUTHI, THCTHOIUTHI.

Merakapuouuronod3

Knetounsie AJIEMEHTHI METaKapUuOIUTPAHOTO poCTKa
mudPepeHITUPYIOTC W CO3PEBAlOT B KOCTHOM  MO3T€ U3
KOMMUTHUPOBAHHBIX KJIETOK-NMPEIIIECTBEHHUKOB METaKapUuOLHUTapHO-
IPUTPOUIHBIX KJIETOK-IIPEAIIIECTBEHHUKOB (MEP) 151
METaKapUOIMTAPHBIX  KoJoHueoOpasywommx kietok (Meg-CFC).
OCHOBHBIMHU CTUMYJISITOPAMHU METakapuoIuTorod3a seistorces: NJI-1,
NnJI1-3, NJI-4, NJI-6, NJI-11, dpakTop cTBONOBBIX KiIeTOK, IM — KC®D,
I' — KC®, »spurponodTvi, TpOMOOINOITUH, HHTHOUTOpAMU -
TpoMOoIuTapHbii (aktop 4, TpanchopMUpPYIOMHI (QaKkTop pocTa
oera-1, wuHTepdeponsl - ambda U - ramma U npyrue. Perynsuus
METaKapuOIMUTOIO33a OCYILIECTBISETCS MO MPUHIUMIY OOpaTHOM
CBSI3U: M30BITOK TPOMOOILIMTOB B KPOBH TOPMO3HUT TPOMOOITUTOIOI3,
TPOMOOIIUTOIICHUSI CTUMYJIUPYET OOpa3zoBaHue TpoMOouuToB. B
KOCTHOM MO3T€ KJIETOYHBIE 3JIEMEHThl MErakapuoIMTApHOIO POCTKA
pEeTEpNeBaAOT HECKOJIBKO Mopdonornyecku auddepeHunpyemMbIx
craguii.  Cpeam  HMX — pa3iIMyalOT  CJICAYIOIIME  CTaJuu:
Merakapuoosacra, poMerakapuoIura u METraKapuoIuTa.
KosmyecTBO MerakapuomuToB cocTaBiseT 75-85% Bcell momnydiuu
KJIETOK METrakapuOIMTApHOTO POCTKA, Ha JOJI0 MErakapmooJiacToB
npuxoautbes okosio 10%, mnpomerakapuonutoB — okoio 15%.
[Iportecc auddepeHINPOBKU M CO3PEBaHHUS Merakapuobiacra B
Merakapuouut 3anumaeT 24 yaca. OTIMYUTETBHOW OCOOEHHOCTBHIO
METaKapuOIMTOIO33a SIBISETCS CHOCOOHOCTh METrakapHOIUTOB K
SHAOMHUTO3y. B  pesynbrare  mMOCIENOBATEIBHOTO  YIBOCHUS
XpPOMOCOMHOTO Habopa - MOJUIIOWAU3AIMU (JeyieHue sapa 0e3
pazfesnieHusT IUTOIUIA3Mbl W JICJICHUSI KJIETKU) 00pa3zyercs: KIeTKa
TUTAaHTCKUX pa3MepoB. KojnyecTBO 3HIOMHUTO30B MOXKET JOCTHUIaTh
oT 3 10 6, YTO COOTBETCTBYET IIOMTHOCTH 3PEJIOr0 MErakapuoluTa
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oT 8 10 64 ramionuaHbIX Ha0OpOB xpomocoM (n). Bpems co3peBanus
METaKapHuoINTa, T.€. BPEMS JOCTHKEHUS MAaKCUMAIIBHON TUIOUIHOCTH
(128 n), cocraBnser 54 gaca, oCie YEro SHIAOMHUTO3 IIPEKpaIaeTcs U
MPOUCXOJIUT ATOTTO3 KICTKH.

Mopgonozusa Knemok mezakapuoyumapHozo paoa

Meeaxkapuobracm — mnepBas MOPQHOJOTHYECKH pa3IuuuMast
KJIETKa METaKapUOILMTON033a, UMEET OKpyriyto dopmy, 17-25 MkM B
IUuaMeTpe. SnepHO-UMTOIIa3MaTHYECKOE COOTHOUIEHHE CMENIEHO B
o3y siApa. SOpo TUNEPXPOMHOE, TEMHO-(PHUOJETOBOrO IBETA,
UMEET OKpyIiylo (opMy, CeTyaTyr CTPYKTYpy XpOMaTHHA,
HECKOJIBKO CJa00 pa3IuyuMbIX HYKJIEO0J, OKPY>KEHHBIX BAIMKOM
YIUIOTHEHHOTO XpoMmartuHa. [luTomiasma MerakapuoOiacta y3kas,
O0azodwibHasg, 0e3 BKIOYEHHH, C TEPUHYKICapHOM  30HOMU
MIPOCBETIICHMUSL.

[Ipomerakapuonur mmeer 30-50 MM B auamerpe. SmepHo-
UTOIIA3MATHYECKOE COOTHOIIEHUE CMELIEHO B MOJIb3Yy siApa. Aapo
TEMHO-()HOJETOBOTO IIBETa, MMEET TEHJCHIMIO K MOJIUMOphU3IMYy:
MOXET ObITh 0OOOBUHBIM, CETMEHTHUPOBAHHBIM, C OyXTOOOpa3HbIMU
BIaBieHussMU. CTpyKTypa XpoMaTUHa slpa rpyoOoribiovaTasi.
[{utomiazmMa y3Kkasi, CHHSII, MOXET HMEThb OTPOCTKH, COIEPKaThb
a3ypo(UIbHYIO 3€pPHUCTOCTb.

Mezakapuoyum — NOJUIUIONAHAS KJIE€TKA TUTAHTCKUX Pa3MeEpoB,
nocturaromas 60-120 mxkm B gumamerpe. U aapo m uwuromnasma
OONbIINX pa3MepoB. bomnblIoON pa3mep 3TUX KIETOK OOYCIOBJIEH
Oo4eHb BBICOKUM cojepkanueMm B Hux JIHK. Cpenu merakapuonuTon
pa3nuyaloT Oosiee Mosoable 0azoduibHBIE W OoJjiee  3pelible
IpaHyJISIpHBIC bopmBI, cpeau KOTOPBIX BBIJICTISIIOT
MOJTMXPOMaTO(PUITbHBIC U OKCU(HUITILHBIC METaKapUOIUTHI.
bazounbHBIl MerakapyoluT HUMEET HEJOOYISIPHOE SAPO C IUI0XO
Pa3IMUMMBIMU HYKJICOJIaMH, Y3KYH0 0a30(puiIbHYI0 HHUTOIUIa3My, HE
CoJIepJKallylo 3epHUCTOCTh. B HOpMe OT 1uTOoIa3mMbl 0a30(hUIbHBIX
METaKapuoIMTOB HE OTJCJISIIOTCS TPOMOOIIUTHI. Anpo
MOJIMXPOMATO(PUIBHOTO METraKkapuolMTa TEeMHO-()HOJIETOBOTO IIBETA,
JonacTHoe, ¢ OyXTOOOpa3HbIMU BJIaBIICHUSIMU, HUMEET IUIOTHYIO,
MHOT'0/IOJIbYATYI0, TPYOOIETIUCTYI0, C MHOXECTBOM BBIPE30B U
pPE3KUX YIIyOJIEHUM CTPYKTYpy XpOMaThHa, HE HUMEET HYKJIEOJ.
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[{utoriasmMa MOXET OBITh CEpOro, CBETJIO-CHMHEro, Troiayooro,
CUPEHEBO-PO30BOr0 1IBETA, COACPKUT OOUIIME PO30BATO-CUPEHEBBIX
rpanyi. [lomuxpoMaroriibHBIM MerakapuoOlUT — TJaBHAas KIIETKa,
OTIIETISIOIIas TPOMOOIIUTHI. OxkcuunbHbINA MErakapuoIuT
Xapakrepuszyercss ciabod  (PyHKIMOHAIBHOM aKTHUBHOCTHIO. ITO
KpynHas KJIeTka ¢ TpyObIM NOJUMOPGHBIM SAPOM, C IITHPOKOM
PO30BOT0 I[BETA LUUTOILUIA3MOM, COAEPHKAIIEU CKYIHYH 3E€PHHUCTOCTb,
OT KOTOPOM, KaK IPaBUJIO, HE OTHAENSAIOTCA IUIaCTUHBL. Co3peBaHUE
METrakapuoIlMTOB COMPOBOXKIACTCS HAKOIUICHUEM B IHUTOILIa3Me
rpanyi. ['panynsl copepkat OOJbIIOE KOJUYECTBO OENKOB: (PaKkTop
Bunnebpanaga, TpoMOOCTIOHAMH, TpoMOOIUTapHbIil (dakTop 4,
¢buOpoHEKTHH, TpOMOOLIUTAPHBIN pocTOBOM (akTop, IV u V daktopsl
CBEpPThIBAaHUS KpPOBU U Jpyrue. TpomOonmTapHas TMepOKCHUIa3a
NPUCYTCTBYET  Ha  BCEX  CTaaAMSIX  CO3PEBaHMS  KIJIETOK
METraKapHuOIIUTAPHOTO Psa, BKIFOYAs TPOMOOITUTHI.

OcHOBHOM (YHKIIMEH METaKkapuOIIUTOB SIBJISCTCS PEMOMYJISIIUS
TPOMOOILIUTOB, OTIIHYpOBKAa TPOMOOIIMTOB OT IIUTOIUIa3Mbl U
MOJIJICp)KaHUE WX KOJMYECTBA B KPOBOTOKE Ha IMOCTOSHHOM YPOBHE.
Or onmHOro  wMmerakapuoumra OTIIHYpoBbeiBaeTrca a0 5000
TPOMOOILIUTOB, TPHU HTOM TMPOUCXOAUT TOJHOE pacTpadyrBaHUE
IIUTOTLIA3MBI, OCTAIOTCS TOJIBIE s/Ipa MErakapruoIuToOB. B nanpHemem
NPOUCXOAUT (parMeHTauusi sjuep W ux Qaromuro3 Makpodaramu
KOCTHOTO Mo3ra. B HopMme (YHKIIMOHAIBLHO AaKTUBHBIMH, T.C.
OTILIHYPOBBIBAIOIIUMHU TPOMOOLIUTHI, ABJISIIOTCS 60-70%
MEraKapHuoIUTOB. EsxenHeBHO MerakapuoIyTapHas JUHUS
npomsBoxut 10 10" TpoMGonuTOB. TPOMGOLHTEL HE IEOHUPYIOTCS B
KOCTHOM MO3re¢ — 0K0JIO 80% M3 HUX [IUPKYJIUPYIOT B KPOBH, & OKOJIO
20% — HaxomsaTCS B KpacHOW MyJiblie ceJie3eHKH. B KpOBEHOCHOM
pyciie TpOMOOITUTHI pacHpeiCisaioTcsT B BHJAC JABYX IIyJIOB —
IPUCTECHOYHOTO M IUPKYIUPYIOIIEero. [IpoaomKuTeIbHOCTh UX KU3HH
B COCYIUCTOM pyciie cocTaBisieT 7-11 cyTok.

Tpomboyumsi — KPOBSHBIE IUTACTUHBI, UMEIONIUE OKPYTIYIO,
oBaJbHYIO (opmy. B TpombOoruTax paznudaroT mnepudepudecKyro
OECCTPYKTYPHYIO, OKPAIICHHYIO B CHPEHEBBIN 1IBET YaCTh — THaJIOMEP
U ICHTPaJbHYI0 4YacThb — TpaHyJoMep, KOTopas TNpelcTaBlieHa
obwnreM  TpaHyl  po3oBo-puoieToBoro  1Bera. llomymnsius
TPOMOOILIUTOB HEOTHOPOJIHA, B HEHM pa3IMyaroT:
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- 3peJible TPOMOOITUTHI, UMEIIINE AuaMeTp 2-4 MKM, YeTKUU
IpaHyJIOMEpP U CUPEHEBOTO I[BETA THATIOMED;

- IOHbIE TPOMOOIUTHI C HEYETKUMU KOHTYPaMHU, HEKHO-PO30BbIM
CKYJIHBIM TPaHYJIOMEPOM M TOJIyOOBaTbIM THAJOMEPOM; JAUAMETP
IOHBIX TPOMOOIIUTOB COCTABIIAET 3-5 MKM;

- cTtapple TpoMOomuThl, uMeromme auamerp 0,5-2 MK,
COJIepIKaT MJIOTHBIM HACBIIIEHHOTO (PUOJIETOBOTO LIBETA TPAHYJIOMED U
Y3KHM PO30BOTO LIBETA THATIOMED;

- (opMbl pazfpaxkeHusT — MHUKPO(OPMBl WJIM TUTAHTCKUX
pa3MepoB IJIACTHUHBI, MOTYT OBITH BepeTeHOOOpa3Hoi (popMbI, B BUE
LETOYEK;

- JereHepatuBHbie (OPMBI TPOMOOIIUTOB MOTYT HMETH
BaKyOJU3UPOBAHHBIM THATIOMEDP, HE COJIEpkKaTh TPaHyJIoMep, TUO0 OH
KOMKOBATBIN, IJIOTHBIHN, JINOO MBUICBUTHBIM.

KonuuectBo pa3nuyHbiX (GopM TpPOMOOIUTOB OTPAKEHO B
dbopmyrne, coriacHO KOTOPOM B HOPME 3pelbIX TPOMOOIUTOB
conepxurcst 90-95%, ronupix — 0-0,8%, crapeix — 2,2-5,6%, dopm
pazapaxenus — 0,8-2,3%, nereneparuBubix hopm — 0-0,2%.

B TpomOonTax BeIIETSIOT HECKOIBKO (DYHKITMOHATBHBIX 30H:

- Ilepudepuueckas 30HaA, KOTOpass UIrpaeT BAXHYIO pOJb B
aJIre3UM M arperaiuu TpoMOOITUTOB.

- 30Ha 3oJisI-Telisl, KOTOpasi MpPECTaBIsieT COOOM MAaTpPHUKC

[UATOILIa3MBlI, 00J1acTh JIOKaU3aluU IUTOCKEJETA C
PaCIOJI0KEHHBIMU B HEM MHUKPOTPYyOOUKaMH, MUKPO(UIAMEHTAMHU U
IPYyTUMH CTPYKTYpaMHU, o0ecrieynBarouMu oOpa3oBaHue

NICEBIONIOANMN, BHYTPEHHIOID KOHTPAKIMIO M CEKpEelHIo. JTa 30Ha
UTpacT BaXHYIO poJib B (QOPMUPOBAHMM KOHTAKTOB MEXIY
aAKTUBUPOBAHHBIMHU TPOMOOIIUTAMH.

- 3oHa opraHei, KOTOpas COCTOMT U3 OecrnopsigouHO
PaCIIOJI0KEHHBIX MHUTOXOHJIPUN, TIEPOKCUCOM M TpaHyJ XpaHCHUS —
anb(da-ranys, aeiabTa-rpaHyi (IUVIOTHBIE TeENblld) W TraMma-TpaHyll
(u3ocombl).  Anbda-TpaHysbl XpaHAT O€nkd, OOJBIIMHCTBO U3
KOTOPBIX CHUHTE3UPOBAHBI €Ill€ Ha CTAJUM Merakapuoiura: (HaxTop
BunneOpanna, TpomMOOCHOHAMH, TpoMOouuTapusii ¢dakrtop 4,
¢ubpoHekTHH, TpoMOouUTapHbId pocToBOil dakTop (PDGF), IV u V
(dakTophl CBEpTHIBAaHUS KpPOBHU, anb(ha-aHTUIIA3MUH, albda-1
AHTUTPUIICHH, TIPOTEUH-S,  JICUKOIUTAPHBIA  XEMOTAKCUYECKUU
dakTop m napyrue. benku anbba-rpaHya TPUHUMAIOT Y4acTHE BO
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MHOTHUX (DU3UOJIOTUYECKUX U MATOJOTHUUECKUX MPOIECCaX: BHI3IBAIOT
MUTOTEHHBIN, XeMOTAKCUUECKUN U UMMYHHBIN 3P HEKThl, IPUHUMAIOT
ydacTMe€ B aAre3ud W arperaiuud TPOMOOILMTOB, B ILJIA3MEHHOM
reMOCTa3€e, OKa3bIBaIOT BA30AKTUBHOE JICVICTBHE.

[InoTHBIE TenbUa XpaHAT aJcHWIOBblE HyKieoTuabl (AT,
AJlI®, AM®D, tAM®, I'’1®), cepoTOHUH, aipeHATIMH, HOPaJIpECHAINH,
nopamun, rucrtamud, Cat++ u Jpyrue, KOTOPBHIE€ BBI3bIBAIOT
COCYJIMCTBIE PEaKIIMK U arperaiuo TpOMOOITUTOB.

B nu3ocomax XpaHSATCS TUAPOIUTHYECKHUE (EpMEHThl —
nepoKcuaaza.  IJIOKo3uaasza, Oera-ruiepodocdaraza,  Kucmas
docdaraza, Hecmemupuueckas dcTepaza, CEKpeHus  KOTOPHIX
MPOUCXOAUT MpuU HeoOpaTtumon akTtuBanuu. CojepKuMoe TpaHyll
MOXET CEKPETUPOBATHCA KAaK YaCTUYHO, YTO MPOUCXOJUT MPH
oOpaTUMOW aKTUBAIlMH, TaK W TMOJHOCTBIO - TP HEOOPATHUMOM
aktuBanuu. Ilocime  cekperuu  rpaHyibl  TPOMOOIIMTOB  HE
BOCCTAHABJIIMBAIOTCS, B PE3YJIbTATE€ YEr0 TPOMOOLMTHI TEPSIIOT CBOIO
(U3HOIIOTMYECKYI0  aKTHMBHOCTH,  IOJBEPralOTCs  amonTro’y |
AIUMUHUPYIOTCA MakpodaraibHOM CUCTEMOM;

- 3oHa cuctemMbl MeMOpaH, KOTopas  MpeAcTaBICHA
ANIEKTPOHOIJIOTHBIMUA TPyOOUKaMH, KOTOpBIE COAEpKaT (PEPMEHTHI,
HEO0OXOUMBIE JI1 CUHTE3a MPOCTarjaHIuHOB.

TpoMOOIUTEI BEITOTHSIOT Psil BAXKHBIX (DYHKIIHIA:

1. Anrunorpoduueckass QpyHKIHS 0O0YCIABIUBAET HOPMAIbHYIO
MIPOHUIIAEMOCTh U PE3UCTEHTHOCTh COCYIUCTON CTEHKU. TpOMOOIIUTHI
MOCPEJACTBOM Yy4YacTUs B PEIHAOTEIM3ALMM MECTa IOBPEXKICHUS,
BOCCTAaHABJIMBAKOT  COCYAUCTYKO  CTEHKY. lIpumepHo 15%
HUPKYJUPYIOMIMX TPOMOOLMTOB M3PACXOIYyETCS Ha BBINOJIHEHUE
anruotpouueckoil GpyHkuuu. CHUKEHUE KOJIWYECTBA TPOMOOIIMTOB
BEJIET K TUCTPODHUHU IHIAOTEIHUS U, KaK CJICACTBUE - K IOBBIIICHHOM
MIPOHUIIAEMOCTH COCYAUCTON CTEHKHU JJIS TUIa3Mbl U SPUTPOIIUTOB, UTO
COMPOBOXKAAETCA 00pa30BaHWEM MEJKUX KPOBOM3IUAHUHN (TIETEXUN).
[Ipu BeIpa’keHHOW TPOMOOLUTONEHUH Pa3BUBAETCS reMOpPparuuecKui
CUHPOM.

2. AJre3uBHO-arperaiuoHHas byHKIIMSA 00ycloBJIEeHa
CIIOCOOHOCTBIO TPOMOOIMTOB MPWJIMNATh K IMOBPEKIECHHOM CTEHKE,
aKTUBUPOBATHLCS C BHIOPOCOM U3 TpaHyJl MEIUATOPOB M arperupoBaTh.
AJres3us onocpeoBaHa AByMs MEXaHU3MaMHU:
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- HenocpenctBennas aare3uss TpoMOOIIMTOB uepe3 perenTopbl
GP Ia u Ila GPVI k komnareny cyOsumpoTenus. J[aHHBIM MeXaHU3M
Hed(PhEeKTUBEH MPU BBHICOKOM CKOPOCTU KPOBOTOKA (B apTepusix U
apTepuosax).

- OnocpenoBaHHas ajre3uss TPOMOOIMTOB YEPE3 MOJIEKYJIbI
anre3uu - dakrop BumieOpanaa (mina3MeHHBIH U TPOMOOLMTAPHBIH),
(UOPOHEKTHH, BUTPOHEKTHH, JIJAMUHUH, TPOMOOCIIOHJIUH U JPYTUMH,
3¢ (PEeKTUBHO YIEPKUBAET TPOMOOIUTHI MPU BBICOKOM CKOPOCTH
kpoBoToKa. IIpu orcyrctBum (akropa BuneOpanaa paszBuBaercs
0one3np BuneOpanna, mpu KOTOpPO#l aare3upoBaHHBIE TPOMOOIUTHI
HE CIOCOOHBI YJEpPXKUBAThCS Ha TMOBPEKICHHON IOBEPXHOCTH
COCYIUCTOMN CTEHKH, 4TO POSIBIISICTCS CITIOHTAHHBIMU
KPOBOTEUEHUSIMU W3 CIM3HUCTHIX OOO0JOYEK, YAJIMHEHHEM BpPEMEHU
KPOBOTEUEHUS U3 paH, MEHOPPATUsIMU, TEMATYPHUEH, MOCIECPOJOBBIMU
KPOBOTCUYCHHUSMHU.

B pe3synbTaTe KOHTaKkTa pELENTOPOB aAre3ur TPOMOOLUTOB C
cyOcTpaToM U BBIPAOOTKM B MECTE MOBPEKICHHS COCyAa TPOMOMHA
HAYMHAETCAd TMPOLECC aKTUBAUUM TPOMOOIUTOB. TpoMOOIUTEHI
MEHSIOT (OpMYy, YV HHUX TMOSABIISIIOTCS TCEBIOMOINU, yBEIUINBACTCS
IJIONIAJb TMOBEPXHOCTH, W3MEHSETCS COOTHOUIEHHE Pa3JIMYHBIX
dbochomunmuaoB MeXIy BHYTPEHHHMM ¢ HapY>XHBIM JINCTKaMU
KJIIETOYHOW MeMOpaHbl. OTO CONPOBOXKAAETCA TMOSIBICHHEM HAa
HapyKHOH  MOBEPXHOCTH  TpPOoMOOLMUTOB  ¢docoaunuaoB ¢
MPOKOAryJISTHTHBIMA CBOMCTBaAMU — TpPOMOOUUTApHBIN (akTop 3,
MOBBIIIEHUEM HSKCIPECCUM HHTETPUHOB M CEKpPEUUEH COAEPKUMOTO
rpaHysl HapyXy. AKTUBHPOBAHHbIE TPOMOOILIMTHI, HAXOASIIUECS B
TOKE KPOBHU NPWIMNAIOT K paHee (PUKCHPOBAHHBIM TpoMmOaruTtaMm B
0o0JIacTU  TOBPEXKJEHHS, CHOCOOCTBYS JallbHEHIIEH arperamnuu
TPOMOOITUTOB. AJTre3usi TPOMOOIIMTOB K MECTY TOBPEKICHHS COCY/Ia,
arperanus TpoMOOUUTOB cTUuMyupyroTcs AJlD, kotopasi B O0JIbIIIOM
KOJIMYECTBE COAEPKHUTCS B TPOMOOIMTAX, 3PUTPOLUTAX, CTEHKE
COCYJIOB, B TKaHAX. AKTHBaTOpamMu TpoMOOLUTOB, nmoMumo AJID,
ABJISIIOTCS  TPOMOWH, TpOMOOKCaH A2, CEpOTOHMH, aJpCHAIMH U
apaxuI0HOBas KUCJIOTA.

Takum oOpazoM, TPOMOOLIMTHI 0OECIIEYUBAIOT TPOMOOLIUTAPHOE
3BEHO reMocTasa. [ToBpexnenue COCYIUCTOMN CTEHKH
COMPOBOXKIAETCSA CIIa3MOM COCYJa U aAre3ueil TpOMOOLUTOB K MECTY
noBpexaeHus. I[lon BiausHHUEM MHOTUX (DaKTOPOB MPOUCXOIUT
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MIepBUYHAS WJIM 00OpaTHMas arperanus TpoOMOOIIUTOB ¢ 00pa3oBaHUEM
TpoMOouuTapHOM TpoOku. JlanbHeillmas arperanus U YIUIOTHEHHE
IPOOKH COIPOBOKJIACTCS BTOPUYHOM HeoOpaTUMOM arperamuen -
o0OecreueHreM TepBUYHOTO reMocTaza. OCHOBHBIM PELENTOPOM
arperanuu sisercs perentop GP 11b- I1la. AxtuBanuu TpoMOOITUTOB
noBbimaer adpuHHOCTh penentopa GP IIb- Illa mo oTHolIeHUIO K
¢bubpuny. Ha ocHoBe mepBUYHOrO TpoMOa MPOUCXOAUT COETUHEHUE
TPOMOOIIMUTOB,  OMoOcpenoBaHHOe  (puOpmHOM UM (haKTOpPOM
Bunnebpanma ¢ oOpazoBaHuMeM  TpoMOouTapHO-(pHOPUHOBOM
npoOku, oOecleunBaromied OKOHYATENbHBIA WM  BTOPUYHBIM
reMocCTas.

3. Cekpetupyst muorue daxkropsl (I, V, VIII), Baustonue Ha
TJIa3MEHHBIM TeMOCTa3, TPOMOOIMTHI TPUHUMAIOT HEMOCPEICTBEHHOE
ydacTHe B IUIa3MEHHO-KOAryJSIIIUOHHBIX MexaHu3max. Kpome Toro,
BBIZICISISL Pl OMOMOIYJIATOPOB, TPOMOOITUTHI BIHMSIOT Ha XOJ
BOCIIAJICHUS U UMMYHOIIATOJIOTHYECKUE TIPOIIECCHI.

4.  CopOuMOHHO-TpaHCHOpTHAas  (YHKIUS  TPOMOOILIUTOB
3aKJII0YaeTcss B HMX CIOCOOHOCTM  ajacopOupoBarh Ha  CBOEH
MOBEPXHOCTH U  TPAHCHOPTHPOBATH K MECTy KPOBOTCUCHHS
Ia3MeHHbIE  (aKTOpbl CBEPTHIBAHUS, OHOJIOTHYECKH aKTUBHBIC
BEIIIECTBA, AHTHUKOATyISHTHL. Kpome TOoro, TpoMOOLHMTHI CHOCOOHBI
NMEePEHOCUTh Ha CBOEH MeMOpaHe NHMPKYJIUPYIONMEe HWMMYyHHBIC
KOMILJIEKCHI.

5. Perpakums Ccryctka — CHOCOOHOCTh aKTHBHPOBAHHBIX
TPOMOOIIUTOB 3a CYET aKTHMHA W MHO3WHA «CXKUMAThY ITUTOILIA3MY,
CIIOCOOHOCTh BBICNATh TPOMOACTEHWH U  NPWIKMMNATh K HUTAM
¢bubpuHa, KOTOpPHIE B pe3yJbTaTe B3aUMOJACHCTBUS C TPOMOOIIUTAMHU
COKpAIIAOTCA, YTO MPUBOAUT K YIJIOTHEHUIO BCETO CTyCTKa KPOBH,
BBIZICICHUIO M3 HEro M30BITKA CHIBOPOTKH H  0Opa30BaHUIO
NEepBUYHOTO  TpoMOa. Perpakmmst  CIOCOOCTBYET — YIyUIISHHUIO
MEXaHWYECKUX XapaKTEPUCTUK CTYCTKAa W CHIDKCHUIO aKTHBHOCTHU
¢bubOpuHOIN3a BHYTPU HETO, UTO 00ECIIEYMBAET HAJIC)KHBIA FeMOCTa3.
[Ipu Bpoxknennoit HemocrarouHoctu GP IIb- Illa - TtpomOactenun
['maniMaHa HapymiaeTcsi arperarus TPOMOOIIMTOB M KaK CIICJICTBHE
HapymaeTcsl peTpakmus CrycTka KpOBH, YTO MPUBOJHUT K
KauecTBEHHOMY JAedeKTy oO0pa3oBaBIIErocss Cryctka u rpyoomy
nedexkTy TpoMOOIIMTapHOIO0 TeMOCTa3a.
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6. AaTureMocrarudeckas (PyHKIHS CBsi3aHA C HAKOIJIEHUEM U
BBICBOOOK/ICHHEM TaKWX AHTUKOATrYyJSHTOB, Kak aHTuTpomOuH III,
npoteuH S, npoteuH C.

7. 3amyCK DpPOLECCOB penapaudd TKAaHEW M aHTHOreHesa
MOCPEACTBOM (PAKTOPOB pOCTa IS KIETOK COCYAUCTOM CTEHKU U
cTpoMbl opraHoB. Ilpomecc pereHepauuyd CcoCyJa0B, OpTraHU3alMU
TPOMOOB  OCYIIECTBIAECTCS  MeauaropamMud  npoaudepaTUBHO-
penapanuoHHbIX MPOIIECCOB — TPOMOOIUTAPHBIMHU (PaKTOpamMu pocTa
st GuOpo06aacCTOB, JJIs TJIAJAKOMBIIICUHBIX KJIETOK U SHJOTEIHS.

Memoowvt onpeodenenusn Koauuecmea mpomooyumoes 6
nepugpepuueckoii Kposu

PaznuuaroT nOpsiMble W HENPSAMBIE  METOAbl  ONpPEACIICHUs
KoJiM4yecTBa TpoMOouuToB. HenmpsiMoii MeTol mojicuera KOJIMYeCcTBa
TPOMOOIIMTOB MPOBOJUTCA B OKpAIIEHHBIX Ma3kax KpoBU. [Ipsimbie
METOAbl BKJIIOYAKOT MOJCYET TpoMOOUMTOB B Kamepe [opseBa u c
ITOMOIIBIO ATOMAaTHYECKUX FEMATOJIOTMYECKUX aHATIU3aTOPOB.

1. Tloncyer konuyecTBa TPOMOOLUMTOB B OKPAIIEHHOM MAa3Ke

nepudepudeckoit KpoBu (1o @oHUO)

PeareHTsr:

HawnOonee 4acTo B KIMHHUKO-IMATHOCTUYECKUX J1aOOpaTOPUSIX
HCHOJIB3YIOT 6% pacTBOp ATWICHAWAMUHTETpAALETaTa HATPUSA
(OATA).

X0/ ucciaelOBaHus:

PactBop DJITA (6%) cmemmBaroT ¢ HCCIETyeMOH KPOBBIO B
cootHomieHun 1:4. M3 cmecu kpoBu u pactBopa DTA rorosar
TOHKHUE Ma3KH, BBICYIIMBAIOT UX U MOANUCHIBAIOT. Ma3ku (UKCUPYIOT
OOLIENPUHATHIM CIIOCOOOM M OKpamuBaroT o Pomanosckomy-I'umse
B TeueHue 30-40 muHyT. OKpallleHHbIE Ma3KH NPOCMAaTPUBAKOT C
MOMOIIBI0 MUKPOCKOIIA, UCIIOIB3YsI UMMEPCUOHHBIN 00bekTUB X 100,
okyssip X 10. TpomMOOIUTEI OKpAIIUBAIOTCA B PO30BATO-(HUOIETOBBIN
IBET.

TexHuka noxacyera:

Jlns  monacuera TPOMOOLIMTOB MCHOJIB3YETCS  CIICMAIIbHBIN
OTpaHUYMTENb MOJIA 3peHus (mo ®oHuo), umernmi GopMy Kpyra.
HuameTp Kpyra JIOJKEH COBHaAaTh C AUAMETPOM OKYJISIpa, TaK Kak
OTPaHUYMUTENL MOMENIAETCS IOJ BEPXHIOI JMH3Y OKYJpa.
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OrpaHnyuTENb BBITIOIHAETCS U3 MaTepralia YEPHOTO IIBETA U UMEET B
[EHTpE POMOOBHUAHOE OTBEpCTHE. B oOrpaHnyeHHOM IMOJ€ 3pEHHUs
JOJDKHO OBbITh BUAHO mpumepHo 50 sputporuToB. Iloacuer BenyT B
TOHKMX y4YacTKax Ma3Ka, IJie KJIETKU pacrnojiararoTcs B OAWH pan. B
KOKJIOM TMOJIE 3PEHUS IMOJCYUATHIBAIOT YHUCIO HSPUTPOLUTOB U
TPOMOOIIMTOB JO Te€X IMop, Noka He Oyayr cocuutansl 1000
SPUTPOLIUTOB.

PacdeT xonmyecTBa TPOMOOITUTOB:

YMHOXKHUB YUCJIO BCTPETUBIIUXCS B Ma3ke TPOMOOIIMTOB Ha LUDPY
SPUTPOLIMTOB B MHJUIMOHAX M Ha 10/, MOJIYYarOT KOJUYECTBO
TPOMOOIIMTOB B JINTPE KPOBH.

2. Iloxcuer konnuecTBa TpOMOOIIUTOB B Kamepe ['opsieBa:

Pearentsr:

- 1% pacTtBOp OKCanaTa aMMOHMUSI.

X0 ucCleJOBAHUS:

B 4 mn 1% pactBopa okcamara ammoHusi BHocAT 0,02 mut
uccrnenyemon kKpoBu (passeaeHue B 200 pas). Pa3BeneHHyr0 KpOBb
NepeMeIInBaOT 0e3 BCIICHUBAHUS W OCTABISAIOT Ha 30 MUHYT s
reMoJIn3a SPUTPOIUTOB. ITepen UCCIIEIOBAHUEM KPOBb
NEepEMEIINBAIOT, PAaBHOMEPHO 3alOJHAIOT €10 Kamepy [opsiesa,
KOTOPYIO IMOMEIIAIT BO BIAXHYK Kamepy. Uepe3 5 MUHYT BeayT
MOACYET TPOMOOIIMTOB B 25 OOJIBIINX KBaJpaTax KaMepbl C MOMOIIbIO
MUKPOCKOIIA, UCTI0JIb3Ysl 00BbeKTUB X 40, okysip x 10.

PacueT konuyecTBa TPOMOOIUTOB:

KonugecTBo TpOMOOIIUTOB PACCUUTHIBAIOT IO popMyIIe:

A x 200 x 4000
G = A x 2000,
400

riae A — KOJIMYECTBO TPOMOOIIMTOB COCYUTAHHOE B 25 OOIBIINX
kBagpatax (400 maneix) kamepsl ['opsieBa, 200 — pa3BeseHUe KpOBH,
4000 — mHOxwuTENb (TpUBEAEHUE pe3ysibTara K o0beMy B 1 MK,
ucxoJ U3 oobeMa majoro kBajpara), 400 — yuciao Maliblx KBaJpaToB,
X — KOJIMYECTBO TPpOMOOUMTOB B 1 MK KpoBW. [ns1 BbIpakeHUs
KOJIM4YecTBa TPOMOOUUTOB B 1 nuTpe KpoBH, (HOpMYJy YIPOIIAIOT,
MOJYYEHHBIN PE3YyJIbTAT YMHOXKAIOT Ha 2 X 10%/m.
3. [logcuer xommuectBa tpoMmboruToB (Pletelets, PL, PLT) c
MOMOIIbI0 aBTOMATHYECKOTO CUETUHKA:
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B COBpeMEHHBIX TEMaTOJOTHYECKUX aHaJIM3aTOpax TPOMOOITUTHI
pacrno3HaroTcs o pasmepam B auanazone ot 2,0 1o 30,0 da. Beixon
KOJIMYECTBA TPOMOOITMTOB 3a pedepeHTHBIE MPeeibl OTpaKaeTcs Ha
Onanke B Buje QuarupoBanus. CieyeT MOMHUTD, UTO (piarupoBaHue
Ha OJIaHKE MOXKET HaOJI0JaThCs HE TOJIBKO MPH MNATOJOTHYECKUX
npoieccax, coosix B paboTe aHanu3aTtopa, HO U OBITh PE3yIbTaTOM
JIO’)KHOTO 3aBBIINICHUS WJIM 3aHWKEHUS KOJUYECTBa TPOMOOIIUTOB,
CBSA3aHHBIM C OCOOCHHOCTSIMU UCCIIEAYEeMOM KpoBH (Tabi. 3).

Tabmuma 3. — IMeHeHus: KoJImdecTBa TPOMOPOITUTOB

IIpUYHHBI JT0KHOTO 3aHUKEHH S IIpuYHHBI JT05KHOTO 3aBbIIIIEHHUS
YHCcJIa TPOMOOIIMTOB YHCJI1a TPOMOOLIMTOB
- arperanusi TPOMOOIIUTOB; - IPYU MUKPOITUTO3E:
- arrJloTUHALMS TPOMOOIMTOB MO | - NpU (GparMeHTaluk SPUTPOLIUTOB
JEUCTBUEM aHTUTEN, AyTOAHTHUTEIL; (Hamyuu  OOJBIIOTO  KOJUYECTBA
- aare3us TPOMOOIIUTOB K | IU30IIUTOB)
JerKouTaM npu BBICOKOM
JICUKOIIUTO3E;
- TIpU TOBBbIIIIEHUH yucia (6onee 15-
35%) TUTaHTCKHUX dbopm
TPOMOOIIMTOB, KOTOpHIE aHAIU3ATOP
CUMTACT BMECTE C SPUTPOLIUTAMH

Upcno TpoMGomuToB B HOpMe cocrapmser 180-320x10%/1
(nomyctumsle pedepeHTHble rpaHunpl coctapisior 150-450%10%/1).
Takoe KOIWYECTBO TPOMOOIMTOB OOECIIEUMBACT WX ITOJTHOIICHHOE M
3 PekTuBHOE PYHKIIMOHUPOBAHUE.

HctunHOE CHUKEHUE KOJINYECTBA TPOMOOIIUTOB
(TpOMOOILIUTOTICHUSI) MOXKET OBITh OOYCJIOBJICHO  CJEAYIOIIUMU
IpUYNHAMU:

1. CHmxeHue TPOAYKIUMU TPOMOOIIUTOB B  pE3yJbTaTe
HACJIEJICTBEHHBIX M MPUOOPETEHHBIX 3a00JIEBAHUIA:

- TeHeTUYeCcKHe 3a00J1eBaHusl U CUHAPOMBI (CUHIpOoM DaHKOHH,
OUKJINYECKas amerakapuouuTapHas TpOMOOUMTONEHUS, CHUHIPOM
Buckorra - Onzgpuya u npyrue);

- TemaToJIoTM4Yeckue  3a0oJieBaHMS -  amlacTUYecKas,
Merajo0jacTHas ~ aHeMus,  JICMKeMH3aluus  3JIOKQa4eCTBEHHBIX
HOBOOOPa30BaHUM;
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- MH(EKIMOHHO-BOCTIAIUTEIbHbIE 3a00JeBaHusl (BUPYCHBIE U
OakTepuaibHble HHMEKIMHU, CETICUC, 3a00JIeBaHUS TICUCHN );

-9K30T€HHBIC U JHJIOTCHHBIE MHTOKCUKAIMU (IIMTOTOKCHUYECKOE
NEWCTBUE XHMHUYECKUX BEIIECTB, JICKAPCTBEHHBIX IMPEINApaToB,
BKJIFOYAst XUMHOTEPANEBTUYECKHE CPEACTBA, BO3JICICTBUE
MOHM3HUPYIOMIETO U3ITyYCHUS, AIIKOTOJIs).

2. IloBblllieHHAs JECTPYKUUSI TPOMOOIIMTOB B KPOBEHOCHOM
pycie ® cene3eHke (MOCTTpaHC(PY3MOHHAS TPOMOOIMTOICHUS,
UMMYHHBIE TPOMOOIIMTONEHUUH, TPOMOOIUTONCHUYECKAs MypIypa,
Ha (QoHe  MuenonpoaudepaTuBHbIX, JUMGONPOIUPEPATUBHBIX
3a00J€BaHMU, CHUCTEMHasi  KpacHas  BOJYaHKa, MOpTaJbHAs
TUIIEPTEH3Us, [UPPO3 MEUCHH, IKIAMIICUsI OEPEMEHHBIX, TEMOJIUTHUKO-
YPEMUYECKUN CUHIPOM, CUHJPOM TUNepcIuieHn3Ma, cuaapom denru,
TaJIACCEMUS U IPYTHUX).

3. TloBeiuennoe mnotrpednenue tpomoOonutoB (JABC cunmpom,
TUTaHTCKas reMaToMa, TpPOMOO3bl).

[ToMHMMO HCTUHHOIO CHMXKEHUS KOJWYECTBA TPOMOOLIMTOB B
nepudepuyecKkom pycie MOXKET HaOIIOaaThCA JIOKHAS
TPOMOOILIMTOIICHHSI, TaK Ha3biBacMas TPOMOOIIUTOIIEHUS DPa3BEIACHUS
(Ha ¢oHe runeprujpataini, BO3MENIEHUS KPOBOIOTEPU ILIa3MOMH,
PUTPOLUTAPHOMN Maccoil), nepepacnpeneauTeabHast
TPOMOOIIMTOIICHHS, KOTOpasi d4alie Bcero HaOmomaercs Ha (oHe
IIEPBUYHOM CIIJICHOMETAJIUU.

[ToBpillIeHHE KOJIMYECTBA TPOMOOLMTOB B TMepudepudeckoit
kpoBu Oomee 450 x 101  moxer GBITH PEAKTUBHBIM U
HEOIJIACTUYECKUM. Paznuyaror TpoMOOLIMTO3 ¥ TPOMOOITUTEMHIO.

TpoMOOIIMTO3 — TMOJMKIOHAIBHOE HEOMYXOJEBOE YBEIWYEHHUE
KOJINUECTBA TPOMOOIIUTOB B pe3yabTaTe aKTUBAIUU
METaKapUOIMTAPHOTO POCTKA KPOBETBOPEHHS TPOMOOMOITHHOM U
apyrumMu  nutokMHamu. Kak  mpaBwiio, HOCHT  BpPEMEHHBIH,
npexoasumi xapakrep. TpoMOOIIUTO3 MOKET OBITh:

- PEaKTUBHBIM OCTPBIM, Pa3BUBAIOIIMMCS TIOCJIE OCTPOM
KpPOBOIIOTEPH, B MOCIEPOIOBOM MEPUO/IE, MOCIE CIJICHIKTOMHH, TIPU
CTpecce, MOXKET OBbITh JIEKAPCTBEHHBIM, UH(PEKITMOHHBIM;

- pPEaKTHUBHBIM XPOHHMYECKUM, HAIpUMeEp, MPH KOJIareHo3ax,
&Kene30e(PUIIMTHBIX COCTOSTHUAX, HH(apKTE UM aTpOPUU CEIE3CHKH,
XPOHUYECKUX BOCTATUTEIbHBIX MPOIECCaX, MPU HOBOOOPA30BAHUSIX.
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TpomOonMTEMHS — CTONKOE MOHOKJIOHAJIbHOE HEOTUTACTUYECKOE
YBEIIMUCHUE KOJIMYECTBA TPOMOOIIUTOB B MEpUPEPUUECKOM pYCIe,
HMMEIOIIee aTOHOMHBINM xapakrTep. Hambonee yacto TpoMOomMTEMHUSs
HaOJIr01aeTCs pu XPOHUYECKUX MHUEIIONTPOTU(EePaTUBHBIX

HEOIUTa3usIX  —  HMCTHHHOM TOJIMIIUTEMUH, XPOHUYECKOM
MHUEJIOJICHKO3€,  JCCEHIHAJIbHONH  TPOMOOLUTEMHH, IMCPBUUYHOM
Muenopuopose.

TpomMOonuTapHbie UHACKCHI.

1. Cpennnii 00bem TpomOoruToB (mean platelet volume, MPV)
B HOpMe cocTtaBisieT 6,0-12,0 ¢a. [lokazarens HaxoauTCs B 0OpaTHOM
3aBUCUMOCTH OT KOJMYECTBA TPOMOOIMTOB, YBEJIUYUBACTCS C
BO3PACTOM, HECKOJBKO BBIIIE Yy MYXYUH TI0 CPaBHEHHUIO C
xeHmmHamu. Ha Bemnunny nokasarens Biusier JITA — B TeueHue
MEPBOr0 Yaca MOCJIE B3ATUS KPOBU CPEAHUNH OOBEM TPOMOOIMTOB
yBenuuuBaeTrcs Ha 10-12%, 3arem mnokaszaTenb CTaOMIM3UPYETCS.
[lokazaTtens  YyBCTBUTENEH K  M3MEHEHHUSM  TEMIEPaTyphI
OKpy’Karomiei cpensl. MHTEepnpeTupoBaTh MoKaszareilb HE0OXOIUMO
BMecTe C Kodb(HUIMEHTOM BapHalud oO0beMa TPOMOOIIMTOB
(rucrorpamMmmoit). YBEIWYCHHE CpPEIHEro 00beMa TPOMOOILMTOB U
CMEILIEHUE THUCTOTpaMMbl  BIIPaBO, B  CTOPOHY  MakpodopMm
TPOMOOITUTOB, Ha0r01aeTCs npu MUEJIOUCIIA3USIX,
MErajgo0JacTHBIX aHEMHUAX, TPOMOOIMTONATUIX, HIUONATUYECKOM
TPOMOOIMTONIEHUYECKOW MypIype, TaJacCeMHUHU, CaxapHOM auadere,
XOBJI, cencuce, B pepoA0BOM Iepuo/ie, Ha hoHe TabaKOKypEHUS U
IpYTHUX.

CHmkeHue cpeaHero oObema TpPOMOOLUMTOB M CMEIICHUE
TUCTOTPaMMBI BJIEBO, B CTOPOHY MHUKpodopm, HaOIogaeTCs Mpu
arIaCTUYECKUX aHEMUSIX, [IUPPO3€ NEYEHU, TPOMOOIIMTO3aX, HA OHE
LUATOCTATUYECKOM, JIy4eBOM TEPAIUHU.

2. Jluctiepcust pactpeiesieHrs TpoMOOIUTOB 110 00beMy (platelet
distribution width, PDW) — wmepa anu3onuto3a (TreTepOreHHOCTH
pa3mepoB) TpomOoruToB. B HOpMe Benmuuuna PDW cocraBaser 15-
17%. Ilokazatenh HaXOAWUTCS B OOpaTHOM 3aBUCUMOCTH OT YHCIA
TPOMOOIIMTOB U TMepuoaa ux Ku3Hu. llokazarenb HEOOXOAUMO
UHTEPIPETUPOBATh B  JAUHAMHKE H  BMECT€ C  JPYTUMH
TPOMOOITUTAPHBIMKM ~ TMOKazaTeasiMu.  YBenuuenne PDW  wu
OJIHOBPEMEHHOE CHMXKEHUE CpEeIHEro o0bemMa TpOMOOLMTOB FOBOPUT
0 mpeobaaHui MUKPOGOPM Cpeair OOIIEH MOMYISIMA TPOMOOITMTOB
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(yruerenue TtpomOonuronod3a). Coueranue mnoBbiieHus PDW c
MOBBIIICHHBIM TTOKA3aTEJIEM CPEIHET0 00bemMa TPOMOOIIUTOB, TOBOPUT
0 npeobaagaHuy MakpohopM cpeau O0IIeH MOMyJIIIud TPOMOOIIUTOR
(ycunmenue TpomoOormTonodsa). YBenudenue PDW nHa (done
HOpMasibHOTO Mokazarens MPV naGmrogaeTcs B ciaydae MPUCYTCTBUS
B nepudepuueckoM pycie, KakKk MHUKpPO - TaKk U Makpodopm
TPOMOOIIMTOB.

3. Tpom6okpur (pletelet crit, PCT) — moka3atenb, oTpakaromui
MPOIEHT TPOMOOIMTAPHOW MacChl B 00ObeMe KpoBU. OmpenensieTcs
NyTeM CYMMHUPOBAHUS TPSIMO H3MEPEHHBIX O0BEMOB TPOMOOIIMTOB
WIW TPOU3BEICHHEM CpeaHero o0bMa TpPOMOOIIMTOB Ha HX
KOJINYECTRO.

PCT= (MPVxPLT)/ 100. B HOpMe BelnyuMHa TPOMOOKpHUTA
cocraBisier 15-35%. Y 310poBOro d4enoBeka JTOT ITOKA3aTeNb
OCTaeTCs CTaOMJIbHBIM, 32 CYET TUHAMUYECKOT0 paBHOBecHuA. Tak mpu
YMEHBIIEHUH YUCIIa TPOMOOILIMTOB, YCUIUBAETCS TPOMOOIIUTOIIOA3 U B
neprudepudaeckoe pyciao BbIOpAchIBACTCS OONBIIOE  KOJIHMYECTBO
Makpodopm (monoapix dopm) TpomOoruToB. Ilpm TpomOoIKTO3E
OPOAYKIHUSI TPOMOOIIMTOB B KOCTHOM MO3I€ CHUXAETCS, YTO
COMPOBOXKAAETCA CHUKEHUEM B MEepUPpepruyecKoM pycie MakpohopMm
U cooTBeTCTBeHHO yMeHbIlienneM MPV. [1pu HapylieHnn paBHOBECHS
pa3BUBAETCS TMATOJOTHS MEPBUYHOTO TeMOCTa3a: MPU YMEHBIICHHUU
PCT Bo3pacraer pHCK BO3HUKHOBEHHS KPOBOTCUCHHH, TMpHU
MOBBIIIIEHUH — PUCK PA3BUTUS TPOMOO30B.

Hccneoosanue ynkyuu mpomooyumoe MOXKHO Pa3JIeINTh Ha
6 OCHOBHBIX TpYII: TECThl aAre3WH, TECThl arperaiuu, OICHKa
COICP)KUMOTO  TpaHyJ, OLEHKa pEakuuh  BBICBOOOXKICHUS,
UCCIIeIOBaHUE MPOCTOTIAHIMHOBOTO IMYTH M TE€CThI KOATyJISIIIMOHHON
aKTUBHOCTH TPOMOOITUTOB. B KJIIMHUKO-JTHarHOCTUYECKUX
naboparopusix oOmiero mnpoduiss Hauboiee YacTo HUCCIEAYIOT
arperamuio TpoOMOOIIUTOB.

ArperaiyoHHy0 ClIOCOOHOCTh TPOMOOIIMTOB MOYKHO OLICHUBATH
METOJIOM MPOTOYHOM UMTOMETPUU, ONTHUYECKOW, HWMIIEJAHCHOU,
nmromuHectienTHoit 1 POCT (point-of-care testing) arperaromerpumn.
Meron mPOTOYHOM UUTOMETPUM HCHOJNB3YETCA PEAKO, TaK Kak
ABJISIETCSI TPYJAOEMKHM M TpeOyeT MNPUMEHEHHS JIOPOTOCTOAIICH
arnmapaTyphl. NmnenancHas, JIFOMAHUCLIEHTHAS, POCT
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arperaToMeTpUH MO3BOJISIOT MCCIICOBATh arperaiyio TPOMOOIIMTOB B
[EJIbHOM KpPOBU, TJA€ TMPOLECCHl arperamiuu MaKCUMaJIbHO
OpUOIMKEHBI K  (PU3HMOJIOTMYECKHUM  yCJIOBHSAM IN VIVO, dYTO
o0ecreunBaeT  BBICOKYIO  CHEIU(UUYHOCTH U JOCTOBEPHOCTH
pe3yabTaToOB uccienoBanus. Hemoctatkom 3TUX METOJIOB SIBIISIETCS UX
JOPOTOBU3HA, MOATOMY B KIMHUKO-THArHOCTHYECKHUX JITA00OPATOPHUIX
UCIIOJIB3YIOTCS TPEUMYIIIECTBEHHO ONTUYECKUI METO/ HCCIIECIOBAHUS
arperaruu.

Hccneoosanue undyyuposannoil azpezayuu mpomoouumos
gpomomempuueckum memooom no Born G. (1967 2.)

Vcnosus nposedenus acpecayuu:

[TamueHTH, KOTOPHIM HAa3HAYEHO HCCIICIOBAaHUE arperamum
TPOMOOIIUTOB, Kak MUHMMYM 10 &HHEW HE IOJDKHBI YIOTPEOJATH
JEKapCTBCHHBIC TIpemaparhl, HAMWTKA ¥ MHIIEBBIC TPOIYKTHI,
BIIMSIIONIME Ha arperaiuro (Tadi. 4).

Tabmuua 4. — BemecrBa, BIMSIOIME Ha arperamuro
TPOMOOITUTOB
1. BemecTBa, HapyIarmue CHHTE3 MPOCTOTIAHIHHOB:
- A0CTUWJICAJIUIINIIOBAA KUCIIOTa
- HIIBC
-IJIIOKOKOPTUKOHN IbI

2. BemectBa, cBs3bIBaOIIMECS C pelenTopaMu Ha MeMOpaHe
TPOMOOITUTOB:

- anb(a- u 6eTa- aIPEHOO0IOKATOPHI

- aHTUTMCTAMUHHBIE TIPETIapaThI

- TPUITUKIINYECKUE aHTHICTTPECCAHTBI

- TUKJIOTTUUH

- KJIOMUIOTPEITh

- onokatopsr 11b\lla

3. AHTHOMOTHKU:
- MIEHULIUJLJIMHBI
- nedarocropuHbI

4. BelecTBa, yBeIMUMUBaroIIe KOHIEHTpanuo HAMO:
- TUTTAPUAAMOJT
- aMUHODUIITUH
- IPOCTAHOU/IbI
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5. Hpyrue:
- TEeMapUH

- IEKCTpaH
- ATAHOJ

- ki1o¢uobpar
- peHOTHA3UH
- YECHOK

HccnenoBanue HEOOXOAMMO TMPOBOAUTH HATOIIAK, TakK Kak
HaJMyMe XUJIOMUKPOHOB MOXKET HapyllaTh Xapaktep arperauuu. Jiis
UCCIICIOBAHUSl arperaidyd BEHO3HYIO KpPOBb O€pyT B CTaHJIapTHbHIC
npoOupku ¢ aHtukoaryiasatom  (3,8% uurpar Hartpus) B
COOTHOIIIEHUU KPOBB/aHTUKOAryasHT 9:1. KpoBb HeNb3sl OXJIaXIaTh,
TaK KaK 3TO BBI3BIBAET aKTUBAIIUIO TPOMOOIIUTOB.

Iloozomoska npobwl K ucciedo8anuro:

JIs mosiydeHus 1ia3Mbl, 00OTaIEeHHON TpOMOOIMTaMU, KPOBb
HEHTPpUPYTUPYIOT NPpU KOMHATHOU TemmepaType B TeueHue 10 MUHYT
npu 1000 06/mun. [1na3my 3abuparor, He AOMyCKas €e KOHTaMHUHAIINH
SPUTPOLIUTAMU WIIH JIEHKOKOHIICHTPATOM, XPAHSIT 10 UCCIICIOBAHUS B
IJJACTUKOBBIX MpOOMpKax TMpuU KOMHATHOM Temmeparype. [s
MOJIYYEeHUs] TUIa3Mbl  O€HOW TpoMOouMTamu, IUIa3My OOraTyto
TpombouuTamu ueHtpudyrupytor 20 munyt npu 3800 o06/MuH.
[TonydenHas miaa3ma cTaOMJIbHA B T€UEHHE 3 YaCOB MPU KOMHATHOMU
TeMIepaType.

Ipunyun memooa:

C nomomipio (HOTOONTUYECKOTO arperoMerpa perucTpupyror
U3MEHEHUS CBETONPOITYCKaAHUS J1a3MBI 00oraIeHHOM
TpomOorutamu. [lorynoimenne cBeTa IJIa3Moi, 0OOTraIeHHOM
TPOMOOIIUTaMH, YMEHbIIAETCS pU (POPMUPOBAHUN TPOMOOIIUTAPHBIX
arperatoB. Ha rpaduke perucrpupyercsa NaJeHHE ONTUYECKON
MJIOTHOCTH Y YBEJIMYECHUE CBETOMPOMYCKAHUS TJIa3Mbl KPOBH 3a CUET
noTpedsieHusT TPOMOOIMTOB B arperarax Moj JCHCTBUEM HHIYKTOpa
arperaiuu.

B kadecTBa HWHIyKTOpa arperaiyu HCHOJIB3YIOT CIETYIONINE
BEIIIECTBA:

1. Anenosun-5 nucynbdar (AD).
2. Konnares.

3. Pucronernna cynnpar.

4. Anpenanus (AiMHEPPHUH).
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5. ApaxuoHOBas KUCIIOTA.
st kaxaoro wuccienryeMoro oopasia IiazMbl 00OTaleHHOU
TpoMOoITaMu TpoBoauTCs KanuOpoBka: 3a 100% mnpuHuMaeTcs
CBETOIpomnyckaHue OenHod TpomOouuTamu 1ia3mbl, 3a 0% —
CBETOIPOITYCKaHUE TUIa3Mbl, 000TaIEHHON TPOMOOITUTAMH.
lloxazamenu acpecamozpammol.

1. Crenenp arperanuu. OLIEHUBAIOT IO MAKCUMAIIbHOW aMIUIUTY/IE
arperaTorpaMmbl, KOTOpas COOTBETCTBYET MaKCHUMaJIbHOMY
YPOBHIO  CBETONPONYCKAaHHWS  IUIa3Mbl  IIOCJ€  BHECCHHS
MHIYKTOpa (eXuHUIEH n3MepeHus sBisercs %).

2. CKOpoCTh arperaiuu. OueHuBarOT 110 aAMIUIUTY 1€
arperarorpamMmbl depe3 | MUHYTY TOCIe Hadaja arperauu
(equHMIICH W3MepeHUs SABISETCS % CBETONPOINYCKAHUS B
MUHYTY).

3. Bpems arperanmmm — BpeMs JOCTHKCHHS MaKCHMAaJIbHOU
arperanuu (eIUHUICH U3MEPEHUS SBIISACTCS MUHYTA).
Arperamua ¢ AJl® npoBoauTcs A HUCCIENOBAHUA IEPBOU

¢a3bl — a3pl 0OpaTUMOI arperaliii ¥ YaCTUYHON CEKPEIMH U BTOPOM
da3pl — ¢a3pl HeoOpaTUMOW arperanyyd W TOJHOM JETpaHyJIsIUU.
Xapaktep arperaiuv TPOMOOILIMTOB OMpPEACNISIeTCS 1030 aroHHCTA.
[Tpu ncronp3oBanuu Manbix 103 AP (0,5-1,0 MKMOJIB/IT) BO3HUKAET
oOpatumasi arperauusi. Ilpu xkonmentparuu 1,5-2,0 MxMonw/m —
nByx(dazHas HeoOpaTuMmas arperaunusi, npu OoibIIeld KOHIIEHTPAIUH,
ot 2,5-5,0 no 10,0 mxmosb/n — HeoOpaTtumasi ogHo(da3Has arperaus
(mepexox 1 BomHBI BOo 2 Hepaznmuuum). [Ipu MCONB30BaHUN MAJIbIX
no3 AJI®, nepBast BOJIHA Ha arperatorpaMmMe OTPa)kaeT HaYalbHYIO
arperaiuio TPOMOOIIMTOB, OOYCIIOBJIICHHYIO BBEICHHUEM aroHHUCTA.
AJI® cBs3bIBasCh € peLeNnTOpaMU Ha IOBEPXHOCTH TPOMOOIIMTOB,
aKTUBUPYET UX, YTO TPHUBOAUT K OKCIPECCHH Ha MeMOpaHe
tpombormroB komiuiekca |1b/llla u passurmio mepemunoit Ca’*
3aBUCHUMOM  arperanuu. BropuuHas  arperamusi  oOycCJIOBJIEHA
BHYTPUKJIETOUHOM  mepenadeid  curHanma  yepe3  G-Oenku  C
MOBBIICHHEM BHYTPUKICTOYHOI KOHUEHTpauuu wuoHoB Ca’’ m
aKTHUBAaLMEUN MPOCTOTJIAHANH-TPOMOOKCAHOBOM CHUCTEMBL. B
pe3yJibTaTe dYero IPOUCXOAUT CeKpelus u3 anbda-rpanyn Oeta-
TpOMOOMOJyJIUHA, TpOoMOOCHOHANHA, (UOPOHEKTHUHA U APYTUX
aKTUBHBIX KOMIIOHEHTOB. Ha arperarorpamme BTOpUYHAs BOJIHA
OTpaKaeT PEAKIINIO BHICBOOOXKJACHUS U3 TPOMOOIIUTOB OMOJIOTUYECKHU
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aKTUBHBIX  BemectB.  OTCyTcTBHE  BTOPUYHOM  BOJHBI  Ha
arperaTorpaMMme MpH HCMHOJb30BaHUU MaybiX 103 AJID roBoput 00
YMEHBIIIEHUH B  TpoMOonuTax rpaHyi, coaepxkamux bBAB
(HEAOCTATOYHOCTh ITyJia HAKOIUICHWS) WJIM, O HapyLICHUU PEaKIuu
BBICBOOOKICHHUS.

Hcnons3oBaHue  acnupuHa B KOMIUIEKCHOM  Tepamnuu
UIIMMHYECKOTO UHCYJIbTA BEJET B 2-3 KPATHOMY CHHU)KEHUIO CTEIIEHU
u ckopoctn AJl®-arperanuu, yAJIUHEHUIO BPEMEHU JIOCTHKECHUS
MaKCUMaJbHON arperamuu. Kpussie arperaTorpaMmal
XapaKTEPU3YIOTCS OTCYTCTBHEM BTOPUYHON BOJIHBI arperanuu, 3a
c4eT OJIOKMPOBAHUS ACTUPUHOM TpOoMOOKcaHa As.

[Ipu rcnosb30BaHUM B KaU4€CTBE MHIYKTOpA arperaiuu pacTBop
aJpeHaInHa, OTBET HAa WHIYKIMIO HAalOMUHAET peakuuto Ha AJ[D.
JIByxda3zHas arperanyds BBIABISIETCS B CiIydyae HCIIOJIb30BaHUS
PacTBOPOB ajpeHaHa B KOHIIEHTpauu OT 2 10 10 MKMOJIB/MII.

Arperanusi TpOMOOIIUTOB C HCIIOJIb30BAaHUEM B Ka4yeCTBE
arOHHWCTAa arperalydd PUCTOLIETHHA Cyibdara BO3MOXHA MpHU
HOPMaJIbHOM KOJIMYECTBE TPOMOOLMTOB M CcOAepKaHuU (akropa
Bunne6panna. B ciyuae nedekra dakropa Bumnebpanma, kak 3TO
HaOromaeTcs npu Oosie3Hn BuiieOpanaa, a Takke MPU CHHIAPOME
bepnapa-Cynbe, arperaniionHas (yHKIUST TPOMOOLMTOB CHH)KEHA.
Arperarorpamma HOpMaau3yeTcsi ipu 0oJiesHu Buiebpannaa, eciu B
UCCIEAYEMYIO O€AHYH0 TPOMOOLMTAMHM IUIa3My BHECTH JOHOPCKYIO
mia3My OOOTAIllEHHYI0 TPOMOOLIMTAMU M HE HOPMaJU3yeTcd NpH
cunapome bepnapa-Cyinbe.

Arperanys C KOJJIareHOM OOYyCJIOBJIEHAa BBICBOOOXXIEHUEM U3
TPOMOOLIMUTOB aICHWJIOBBIX HYKJICOTUIOB U UCIIOIB3YETCS 1JI OLIEHKU
ceKkpeTopHou (yHKIMU KIeToK. KoJmareH3aBucumasl arperarorpamma
OJIHOBOJIHOBass M MMeeT jar-gasy, B XOJie, KOTOPOM NIPOUCXOIUT
MOJIMMEPU3ALINS KOJJIareHa.

B 3aBucumocTM OT BHJAa HapylIeHUs arperaudd  Ha
ONPENICTICHHBI HHAYKTOP MOXHO Ju(pepeHInpoBaTh pa3iuyHbIe
TUTBI TpoMOoMTONAaTH. B Tabnuile HUXKE MpeaCTaBICHbI MPUMEPHI
HapyIIEHUs arperalliOHHON (PYHKIIMKU TPOMOOIIMTOB MpU Haubolee
qacThiX (opMax BPOXKIACHHBIX U MPUOOPETEHHBIX TPOMOOLMTONATHI
U TpOMOOITUTONIeHHH (Tao. 5).
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Tabmuma 5. — H3MeHeHue arperaniu TPOMOOIIMTOB TMpHU
HEKOTOPHIX 3a00JIeBaHUIX
3a0os1eBaHNEe Arperauusi TPOMOOIUTOB
AdD KoJnaren ApeHaJNH
1 BosHA 2 BOJIHA
TpombacTeHus CHIDKEHHE | CHUXKEHHUE | CHIIKCHHE CHIKEHHE
[ manmana
bone3np Hopwma Hopwma Hopwma Hopwma
BunneOpanna
Cunnpom Hopma Hopma Hopwma Hopwma
bepnapa-Cyibe W WJIn
CHIDKCHHE | CHUIKCHHUE
Hedunur Hopma Hopma Hopma CHmxenue
MJIOTHBIX TPaHYJI WJIn WJIn
CHIDKCHHE | CHUIKCHHUE
Hedunur Hopma Hopma | Hopma nnm Hopma
IUIOTHBIX ~ TPaHyJ W W CHUKEHHE
(CMHAPOM  CephbIX | CHI)KCHHE | CHIDKCHHE
TPOMOOITUTOR)
CMenaHHbIi Hopma Hopwma Hopwma Hopma nnmn
neduut ansha- u WIN WIN CHI)KEHHE
TJIOTHBIX TPaHYJI CHIDKCHHME | CHUIKEHHE
AyTOMMMYHHBIE Hopma Hopma | Hopma nunm Hopma
TPOMOOIIUTOTICHUHN Wu Wu CHUKEHHUE CHIKEHUE
CHIDKCHHE | CHUIKCHUE
PesynbTars UCCJIEIOBAHUSA arperalmoHHOMN byHKIIMN

TPOMOOIIMTOB CPAaBHUBAIOT ¢ Pe(EPEHTHBIMU 3HAUEHUAMU. B Kaxaoit
OTZIENIbHO B3SATOM J1abOpaTOpUM PEKOMEHIYETCS yCTaHaBIMBATh
coOCTBeHHBIE pedepeHTHbIe TpaHMIlBl TOKa3aTelie arperanuu
TPOMOOIIMUTOB MPUMEHUTEIBHO K HUCIOJIb3yEeMOMY OOOPYIOBaHUIO U
peareHTam.

JlumdouuTronoss

JIuM@pOIUTHI U MUEJIOUIHBIE PJIEMEHTHI UMEIOT OOIIYI0 KIIETKY-
MPEAIIECTBEHHUKA HAa YPOBHE CTBOJOBOM KPOBETBOPHOW KIIETKH,
3aT€M OHHU MPUOOPETAIOT HE3ABUCUMYIO JIMHUIO AUDPEPEHIUPOBKH.
Hauanbnsie 3Tanbl qu@depeHIupoBKU MPOXOASIT B KOCTHOM MO3TE.
JIumpouuTsl MpeaCTaBlICHbl TPEeMs OCHOBHBIMU  KIJIETOYHBIMU
muanssMu — B-, T-, HK-xnetkamm ¢ oOmeld KIETKOW —
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MPEAIIECTBEHHUKOM, KOMMHTHPOBAHHOM B HaIpaBJIeHUU
aum@oronsa. B kocTHOM Mo3re M3 OOIIero 4yucjia KapuoIUTOB Ha
10110 TUMGpOUIHBIX KieToK npuxoautcs 10-15%. M3 aux okomno 60%
COCTABJISIIOT ~ CO3PEBAIOIIME JJEMEHTHl JUM(pATUYECKOTO  psija,
OCTaJIbHBIE — 3peJIble KJIETKH, KOTOPbIE TUOO0 MUTPUPOBATIU B KOCTHBIM
MO3T U3 KPOBH, JINOO TOTOBBIE K AMUTPAITUH.

B xocTtHOM MoO3re OopMUPYIOTCA paHHHME MpeaiecTBeHHUuk T-
IUM(OLUTOB, KOTOPHIC 3aTEM MUTPUPYIOT B TUMYC U J1ajiee 3aCelsII0T
nepudepudeckue auMdbouHbIe opra"bl. Hambonee paHHUMU
mapkepamu T-knetok siBisitorcss CD7, CD10, mo3ke MNOSBISIOTCS
CD5, CD2 wmapkepsl. OCHOBHBIM U Haubojiee crernudUIHbIM
MapkepoMm 3penbix T-mumdoruro  saBisiercss CD3. Hespenbie
npoTuMoLUThl dKcpeccupytor CD45, no ne wumeror HLA- I,
TdT(repmunanbHas  Je3okcuHykieoTuarpancdepaza), CD3. B
TUMYCE II0J] BIUSHUEM MHKPOOKPYKEHHUS CO3MAI0TCS HEOOXOIUMBIC
yCJIOBHS I JanpHeumier — auddepeHiupoBkun T - KJIETOYHOH
nonyasauuu  JuMmdornuToB.  Hespenbie  TUMOUMTBHI — TPOXOMIST
omnpefieieHHble  dTanbl  AU(PGEPEHIMPOBKH, B  X0JI€ KOTOPBIX
dopmupyercs T - wmerounsni penentop (TCR), cmyxammit s
pacrio3HaBaHUs aHTUTeHa. B 3aBUCMMOCTH OT BapuaHTa KJIETOYHOTO
peuenTopa paziauyaroT anbda-Oera- T-kiaeTku u ramma-aenbTa —1-
KIeTku.  Anbda-Oeta- T- knerouHas mnomyiasiuus JTUMQPOIUTOB
nojapasaeNsieTcss Ha JiBe cyonomyaanuu. KineTkn oqHON U3 HUX HECYT
Ha cBoeil moBepxHOCcTH CD4 M cnocoOCTBYIOT OCYHIECTBICHUIO
UMMYHHOTO OTBETa WJIM UWHAYIUPYIOT €ro. 2JTa CyOmomymsius
nonyuuna HazBanue T-xenmepsl. Cpenun T-xenmepoB BeiAeHsArOT T-
Xenmepsl IepBoro u  Broporo mopsaka (Thl, Th2), kotopsie
MOMOTAIOT Pa3BUTHIO KJIETOYHOTO W TyMOPAJIbHOTO HWMMYHHOTO
OTBETa COOTBETCTBEHHO.

Knetku apyroi#t cyonomymsiuu HecyT Mapkep CD8 u oTHOCATCS
K [HUTOTOKCHMYECKMM T-muMmdonmram, Tak Kak  00J1aaroT
ITUTOTOKCUYSCKUMHU CBOHMCTBAMH.

['amma-genpra-T-KI€TOUHAST MOMYJISAIAS MOXKET yCHUJIMBATH
UMMYHHBIH OTBET, CEKpETHpYys ramma-uHTephepoH, pakTop Hekposa
omyxosied (anba-OHO), XeMOKuHBI, HUIrpaeT BaXHYI pOJb B
IIPOTHBOOITYXOJICBOM  OTBETE, BOCCTAHOBJICHWHM  DJIHUTCIHUS |
NoJIIepKaHuu roMeoctasa. Kpome Toro, sta momyJsius MOKET OBITh
BOBJICYEHA B  PAa3BUTHE HEKOTOPHIX HMMMYHOIATOJOTUYECKUX
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cocTossHUM (OpoHXHManbHAs acTMa, CaxapHblM jguader, OOJIe3Hb
bexuera u npyrue).

3penble T-KIETKM SMUTPUPYIOT U3 TUMYycCa B Nepudepuyeckoe
pycIio Yyepe3 KOPTUKOMETYJUIAPHBIE 30HBI U BXOJAT B COCTaB €UHOTO
nyJia PELUPKYIUPYIOITUX T-nmumdonuTos. T-nmumdoruTe!
nepudepudeckux JUMOOUIHBIX OPraHOB SMUTPUPYIOT B My (U3
CEJIE3€HKH — C TOKOM KpoBH). T-mumponuTbl mpoxomsaT 2 a3l
muddepenruposku. IlepBas ¢daza nuddepeHIIUPOBKU HE CBA3aHA C
JEUCTBUEM aHTUIEHA W 3aBepiiaetcs (OpMUPOBAHUEM B KPOBOTOKE
MOMYJISAIUKA  3peNibiX HawBHBIX T-mudomuroB. Kaxapii takonr T-
TUM(OLIUT MOXKET OTBEUYATh TOJIBKO Ha «CBOW» aHTUTEH. B pe3ynbpTare
aKTUBAIlMA aHTUTCHOM HauBHbBIC T-muMdonuTsl nuddepeHupyoTes
B T-mumdorutel mamsati. OHU UMEIOT Pa3HYyIO MPOJIOKUTEIBHOCTD
KU3HH, TIEPUOJ] UX OOHOBJICHUS MOXET COCTaBIISITh HEICIH, MECSIIHI,
rojibl. T-TMMQOIUTE TPUHUMAIOT YYaCTHE B PEaTM3alliK KJIETOYHOTO
MMMYHHOTO OTBETa, KOTOPBIH MpOsBiseTcs B 2 (opmax: B BHIAC
IIUTOTOKCUYECKOTO OTBeTa (paspymieHue T-xenmepamu KIETOK-
MUIIIEHEH) ¥ B BUJIE PEAKIIUH TUIIEPYYyBCTBUTECIBHOCTH 3aMEJICHHOTO
Tumna (HampapieHHas T-xenmepamu peakuus mMmakpodaros). Cpenu T-
XenmnepoB paznnyaroT nomyisuio T-mamdbonuror CD4+, CD25+,
dakTop Tpanckpunimu FOXP3 +, Tak Ha3zpiBaeMbIx T-TUMQOIIUTOB
cynipeccopoB. Onm perynupyroT T - KJIETOYHBIM TOMEOCTa3,
MPENATCTBYIOT Pa3BUTHIO ayTOMMMYHHBIX 3a00JI€BaHH, ajIepruu,
pEaKIMd  «TPAaHCIUIAaHTAT TMPOTHUB  XO3SIMHA», MPEIOTBPAIIAIOT
TUNEPUYYBCTBUTEIHLHOCTD. B TO KEe  Bpems CHUXKAIOT
MPOTUBOOITYXO0JICBBI HMMYHUTET U UMMYHUTET K HHMOEKITHIM.

Hudbdepenmupopka B-muMponnuToB MPOUCXOIUT B KOCTHOM
MO3re, B OKPY>KEHMH KIJIETOK CTPOMBI, MOJ JCUCTBHEM MOJEKYI
MEXKIIETOYHOTO  MaTpHWKCca, TyMOpalbHBIX (akTopoB (Tamma-
uatepdepon, WUJI-1, WI-3, NJI-4, NJI-7) no 3penbix B-mumdonnron
AKCIPECCUPYIONMNX Ha mMoBepxHocTu cnenuduyeckue Ilg D-, Ig M-
peuentopbl.  JuddepeHiupoBka HOCUT  aHTUTCHHE3aBUCHUMBIN
xapakrep. B panpHeMmeM B IpoLecce HMMYHHOIO OTBETa Ha
MOBEPXHOCTH B-TUMQOIMTOB MOCIEA0BATEIHHO TOSBISIOTCS APYTHE
petienitopbl. K MomeHTy 3aBepiiieHus: GOPMUPOBAHUS PEIETITOPHOTO
KOMILIEKCA B-nmumdonute puoOpeTaroT CITIOCOOHOCTH
B3aMMOJICUCTBOBATh ¢ aHTureHamu. OOmmmu Mapkepamu B-
aumdoruToB sBisroTes CD19, CD 20, CD 22. 3pensie B-mumdonuTs
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U3 KOCTHOTO MO3Ta 3MUTPUPYIOT B Nepudepuueckoe pycio, a Takxke
3aHOCATCS B TUM(OUIHBIC OpPTraHbl, T/I€ BHIMIOJHSIIOT CBOU (YHKIIUH,
pacrojiarasich B KpacBoi 30HE O€J10M MyJIbIIbI CEJE3EHKH, B HAPY KHBIX
CJIOAX KOPBI TUM(PATUUECKUX y3TIOB.

B-num@ouuTel, BCcTpeyasch € aHTUTCHAMH, MPOXOMAT dTall
aHTureHzaBucuMmon auddepeHuupoBKku. B OTCYyTCTBUM aHTUTE€HHOMU
CTUMYJISIITUU MPOJOJKATEIBHOCTD KU3HU B-THUMQOIIMTOB cOCTaBIIsIET
HECKOJIBKO MECSIIeB. | TaBHBIM UCTOYHUKOM OOHOBJICHUS TOMYJISIIUU
B-nmuM@o1uToB sSBIsSE€TCS KOCTHBIA MO3T.

Cpenu B-numd@onutos BBICIISIFOT TpH OCHOBHBIE
cyononyisuun: CD5+ B-nmumdonurer (B-1); CD5-  B-numdonutsl
(B-2); B-kmeTku mamsTu.

['maBHOM (¢yHKIUeH B-mumdponuToB sBIsSETCAS peanu3aius
rYMOPAJIBHOTO MMMYHHOTO OTBET4, B OCHOBE KOTOPOTO JICKHUT
aktuBanus B-kinerok u ux auddepeHIUpoBKa B IUIa3MaTHYECKUE
KJIETKH, CUHTE3UPYIOIIHE UMMYHOTJIOOYJIMHBI. AHTHTENA
OTICOHM3UPYIOT  KIETKU-MUIIEHU  (ParonuroB,  €CTECTBEHHBIX
KWUJIEPOB, aKTUBUPYIOT KOMIUIEMEHT, CBSI3bIBAsICb CO CBOOOHBIMU
aHTUTEHaMU, 00pa3yI0T KOMIUJIEKCH U TEM CaMbIM HEHUTPaIHU3YIOT HX.
B xone uMmyHHOrO OoTBeTa 00pasyroTcst B-kieTku mamsTu, KOTOphIe
o0ecnieynBalOT  pa3BUTHE  BTOPUYHOTO  HMMYHHOTO  OTBETA.
AxTuUBHOCTh cyoOmnomymsiniust B-1 numdonuToB accomuupoBaHa C
MPOAYKIIMEH ayTOaHTUTEI W ayTOMMMYHHBIMHU Tpolieccamu. B
YaCTHOCTU OHU UTPAIOT BaXXHYIO POJIb MPHU PEBMATOUIHOM apTPHUTE,
CHUCTEMHOM KpacHOU BOJIYAHKE, TUPEOUTUTE XanmMmoTo,
WHCYJIMH3aBUCUMOM CaxapHOM auabeTe.

T- u B-kjieTkn namMaTtu oOECneyruBalOT Pa3BUTHE BTOPUYHOIO
UMMYHHOTO oTBeTa. O0sanas OOIBIION MPOOKUTEIBHOCTBIO KU3HU
U CIIOCOOHOCTBIO K PELUPKYISIMU, OHU OOECIEUUBAIOT JJIUTEIBHOE
COXpaHEHHUE UMMYHHUTETA K Uy>KEPOIHBIM are¢HTaM.

[Ipu OTCYTCTBHMM aKTUBUPYIOIIMX CHUTHAJIOB, MPU JACHUCTBUU
HEKOTOPBIX (DAKTOPOB, a TAKXKE IMOCJE BBHIMOJHEHUS CBOMX (DYHKITUI
BCE JTUM(OIIUTHI MTOJIBEPTAOTCS arlONTO3Y.

Cpenu KJIE€TOK JIUM@ATUYECKOTO psiia BBIACTSIOT (PPakiuio
€CTeCTBEHHBIX  WJIM  HaTtypaidbHbIXx  KujiepoB  (HK-kmetkm).
EcTecTBeHHBIE KHIUIEPHI  SIBJISIOTCS  BaXKHBIMH ~ KOMITOHCHTAMHU
BPOXKJICHOH HMMMYHHOUM cucteMbl. OHHU 00J1aal0T HUTOJIUTHUYECKON
AKTUBHOCTBIO, BBI3bIBass KOHTAKTHBIM IUTOJNIM3 KJIETKU-MUIICHH,
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NPUHUMAIOT yYacTHE B PETYISUUU BPOXKICHHOTO M aJalTHBHOTO
MMMYHHHBIX OTBETOB C IIOMOIUIBIO CEKpELIUH XEMOKHUHOB U
IIUTOKWUHOB. BBIJEIAIOT HECKOIBKO MOJATUIIOB 3THX KjeToK: mpe-HK-
kieTku, 3penble HK-knerkm wu  aktuBupoBanuble. HK-kietkn,
KOTOpble B mnepudepuueckoM pycie coctapisitor 9-20% ot Becex
auMmdonuToB. 3penbie upKyaupyomue HK-kietkn uMeroT ¢peHoTun
CD56+, CD16+, B otnuuune ot T-kineTok He uMmeroT perenropa CD3, B
OTJINYME OT B-KJIETOK — HHUKOrJa HE JKCIPECCUPYIOT MeMOpaHHBIE
UMMYHOTJIOOYJIMHBI. AxtuBupoBanaele ~ HK-kmetkm  mmeror
MOBEPXHOCTHBIC akTHBalMOoHHBIE Mapkepsl (CD25, CD18, CD29),
aanturensl (HLA-DR, CD71, CD69). Cpemnn  mnomyisiuu
mupkyaupyrommux  HK - KJIeTOK  BBIAEISAIOT JBE  OCHOBHBIC
cyononyJisiiuu:

1. Tlepas momymsmusa HK-kimerok skcmpeccupyer CD16 u ¢
HU3KOM TI0THOCTRIO CD56. DTa monyssiiusa coctapisieT 80-90% HK-
KJIETOK TepudepruuecKkol KpoBH, cIab0 CEKPETUPYIOIIUX ITUTOKUHBI,
HO 00JIaJaI0NIUX BEICOKON ITUTOIMTUYECKON aKTUBHOCTBIO.

2. Btopas mnonymsuus skcapeccupyer CD56 u ¢ Hu3KoU
mwiotHocTbio CD16, ona 3anumaetr 10-20% oOmero xonnuecta HK-
KkieTok. Kietku 3Toi momyssinuu 00siafaloT BBICOKOM CEKPETOpPHOM
CITOCOOHOCTBRIO U CJIa00U [IATOIUTUYECKON aKTHBHOCTBIO.

Mopghonozua knemok aumgpamuueckozo paoa

Jlumgpobracm — camasg Monopas KieTka JTUMQPOUIHOIO psiaa
okpyrioil ¢opmbl, pazmepamu 15-20 mxMm B amametpe. SnepHo-
[IUTOIJIA3MATHUECKOE COOTHOIIEHUE B TMONB3Y sapa. SAapo umeer
OKpyIiIyto (opMy, HEXKHYIO pPABHOMEPHYIO MEIKOTPAHYJISPHYIO
CTPYKTYpYy XpomaTuHa ¢ 1-2 kpymHbIMH HyKieomamu. [Ipu oxpacke
no metony PomaHOBCKOro-I'MM3bl PO UMEET KPacHO(UOIETOBBIM
nBer. lluromnazma pacmosnoxkeHa y3KdM OOOAKOM Troiiyboro IBera,
0e3 BKJIIOYEHUH.

[Iponumdonut umeer okpyriyro gopmy, nuamerp 12-18 mkwm,
SAnpo pacnoyioKeHO LEHTPAIbHO WIIM CIErka SKCIEHTPUYHO, UMEET
OKPYTJIYI0, OBaJbHYIO WJIU clieTka 0000BUIHYIO (popmy. CTpyKTypa
XpoMaThHa OoJjiee TpyOas 1O cpaBHEHUIO C JuM@oOIacToM,
paBHOMEpHAsI, B KOTOPOU TOJIBKO HamMedaeTcst TMMQPOUIHBINA PUCYHOK.
B sagpe MOXHO BHIETHh yracarolue HykieoJibl. llurorurazma
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pacrojiokeHa Y3KUM OOOJKOM ToiayOoro I[BeTa, HWHOT/AA MOXET
COJIepaTh KPYIHbIE a3ypOPUIIbHBIE TPAHYIIHI.

Jlumdorut umeer okpyriaywo ¢opmy, 7-15 MKM B IuUaMeTpe,
SAIEPHO-IIUTOINIA3MAaTUYECKOE COOTHOIIICHUE B TOJIB3Y siApa. Y snapa
OKpyrjas wiauM  cierka OoOoBugHas  gopma,  KOMIAKTHAs
rpyooraeiOuaTas CTpyKTypa xpomarwHa. [Ipu ucmonbp30BaHHH
OOBIYHBIX METOJOB OKPACKH B SJIp€ HE BBIABISIOTCS  HYKJICOJIBI.
[MuTonnazma wyaie y3kas, ¢ pa3gIuyHOM cTemeHblo Oazodunuu, y
OOJBITMHCTBA KJIETOK JIMM(GOUTHOTO PsiZia HE CONCPKUT 3EPHUCTOCTH,
Y dactu JuM@OLMTOB B MHUTOIUIa3ME COJEPKUTCA KpyIHas
azypoduibHas 3€pHUCTOCTh, TaKUE KJICTKU HA3BIBAIOTCS OOJbIIMMHU
IpaHyJsIpHBIMU JUMonUuTaMu. B HOpME HX KOJHWYECTBO MOXKET
COCTaBJIATH O,2-0,4><109/J1 OT OOIIEero KOJWYeCcTBa JHUM(OIMTOB
nepudepudeckoro  pycma. Mopdonorus IEMEOOIUTOB  MOXKET
MEHSATHCS B 3aBUCHMOCTH OT (P)YHKIIMOHAJILHOT'O COCTOSHUS, TIO3TOMY
nomyJIAus TUMM(OIUTOB B niepudepudeckom pyciie MophoIorudecKu
HeoaHopoaHa. Hampumep, moa [nelCTBHEM aHTHT€HA WJIM WHOTO
cTUMYyJa JIUMQOIUTHI, TPAaHCHOPMHUPYSACh B ICIANIUECS OJacTHBIC
KJIETKH, MOTYT JaBaTh KJIOHBI HOBBIX JIMMGPOUAHBIX KIETOK,
MOSIBIIATECS B TepudEepuueckoM pyciae Ha pPa3HbIX CTaAMIX
ctumyssiiiui. K akTUBHpOBAaHHBIM  JTUM(OIMTaAM OTHOCSTCS Tak
Ha3bIBaEMbIC ITUPOKOIUTOTIA3MEHHBIC JTUMQOIUTHI, KOTOPHIE MOTYT
BCTpEYaThCAd B HOpME B HeOosbIIOM KonudecTBe. [Ipu pazapaxkeHuun
UMMYHHOH  CHCTEMBI  KOJHMYECTBO  IMMPOKOIMTOIIA3MEHHBIX
TuM(OIUTOB B MepupEepUIECKOM PycClie BO3pacCTaeT U B ATOM CiIydyae
BO3HHMKAET HEOOXOIMMOCTh yKa3bIBaTh HA WX MPUCYTCTBUE.

B-nmuM@onuTel 1ocie CTUMYJISIIMA aHTUTEHOM TIPEBPAIIArOTCS
B ITUTA3MaTUYECKUE KJIETKH, KOTOpPBIE MPOXOAAT IMOCIEI0BATEIHLHO
CTaANU: nIazmod1acma, nponiasmoyuma u niazmoyuma.

[InazmobmacT — kJeTka Okpyrioi ¢opmsel, pasmepamu 16-20
MKM B JUaMmeTpe. SIepHO-IUTOIUIa3MaTUUYEeCKOE COOTHOIICHHE
CMEIICHO B TOJIB3y sapa. Snpo wuMeeT OKpyriayw dopmy,
paBHOMEPHYIO, HEXHYIO  CTPYKTYPy XpOMaTHHA, HYKJICOJBI.
[uTonnazma TEMHO-T0Ty0as, MOXET OBITH CJEerKa
BAKYOJIM3UPOBAHHOM.

[IporurasMoruT — KIJIETKa OKPYTJIod (OPMBI, JTHAMETPOM
16-18 MKM C DKCIEHTPUYHO PACIHOJIOKEHHBIM sIpoM. SmepHo-
UTOIUIA3MAaTUYECKOE  COOTHOIIeHHWe  ymepeHHoe.  CrTpykTypa
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XpoMaTHHa B sJipe TpyoOee, ueM y 0y1acTa, HO BBITJISAIUT €Ie HEeXKHOU
M PaBHOMEPHOM, MOTYT OBITh BHIHBI HYKJICOJIBI WUIM HUX OCTATKH.
[uTonnazmMa mporiasMouuTa 0oJiee MUpoKas, 4eM y OJjiacta TEMHO-
rojiyoas ¢ puagkoBBIM OTTEHKOM, BaKyOJIM3UPOBAaHHAs, ICHUCTAS.

[ImazMonuT — 3penas mia3mMaThdeckas KJIeTKa, KOTOpas MOXKET
ObITh pa3HOOOpAa3HOM MO BeIMYMHE W 1o ¢opme. SaepHo-
[UTOMIa3MAaTUYECKOE COOTHOIIICHNE CMEIIECHO B MOJIb3Y [IUTOILIa3MBbl.
SAApo KOMITAaKTHOE, WMEET OKPYTIYIO0 WM OBaJbHYIO (HOPMY, MOXKET
OBITh C KOJIECOBUIHBIM PUCYHKOM XpoMaTuHa. I{uTomniazmMa mmupokas,
TEeMHO-TOJTyOOT0 WM CHHEro IiBeTa C (DHAIKOBBIM OTTEHKOM,
BaKyOJM3UpOBaHHas, IeHucras. Kpas nuromiasMbl MOTYT OBITh
HEPOBHBIMH, (DECTOHUYATBHIMHU, C (PparMeHTalMell B BHUJIEC «IJIaMEHU
CBEYM.

B HOpMe mpu mojacuere JEUKOIUTApHOU (HOPMYJIBI KOJUYECTBO
auMpouuToB coctaBisier 18-37% uau B aOCOMIOTHBIX unciax — 1,2-
3,0x 109/11, a I1a3MOIIMTOB — 710 5%.

VYBenuuenne KoaudecTBa JIUM(POMUTOB B IepuPEpUISCKOM
pycie Oonee 40% wunu B abcomtoTHBIX HUdpax Oosee 5,0x10%n
Ha3bIBaeTCs TUMQPOIMTo30M. K OCHOBHBIM mpuiynHaM JUMQOIUTO3a
OTHOCSITCSI:

1. ®uznonorndeckuii TMMQPoIUTO3 — ¢ 4-5 THS TTOCIE POXKACHUS
JUMQGOLUMTEI B KPOBUM HAUYMHAIOT OTHOCHUTENBHO Ipeo0sanaTth Haj
CPaHYJIOLIMTAMUA — TaK Ha3blBAEMbIM «IIEPBBIU IIEPEKPECT.
du3nosiornyeckuii  TUMQOIUTO3 coxpaHseTcs a0 4-5 Jer, Korma
HaOJII0JIaeTCs  BBIPaBHUBAHUE OTHOCHUTEJILHOTO KOJINYECTBA
JTUM@POIUTOB U HEUTPpOPWIOB  —  «BTOPOUM  TEPEKPECT».
DU3NOJIOTUYECKU OTHOCUTEIBHBIN TUM(POIIUTO3 MOXKET COXPAHITHCS
0 8 JIET WU 3aTATUBATbCSA NpPU HAJIWYMM TUNOTpoduu, aeduuuTa
xKeseza, paxuTa. MakcuMaabHOE KOJIWYECTBO JIMM(OIMTOB, Kak
MpaBUIO, B HOpPME HE NOKHO mpesbimarts 9,0x10%m y mereit
JOIIKOJIbHOTO BO3pacTa 1 7,2x10%m — y JAeTel IKOJbHOTO BO3pacTa.

2. [TaTosmornueckuit MMOJIMKJIOHAIBbHBIN JUMQOITUTO3
(JIeMKeMOUWIHbIE PeakIuu JUMGOUTHOTO THIIA), KOTOPBIM SIBIISICTCS
UMMYHHBIM OTBETOM Ha WHMEKIIMOHHBIE U HEUH(PEKIMOHHBIC
QHTUTEHBl W  CYNEPaHTUTCHBI, TOJHMKIOHAJIbHBIE HMMYHOCTH-
MYJISITOPBHI.

[TonukiIoHANBHBIN JTUM(OLIMTO3 HAOIIOAAETCS MPHU !
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- BUPYCHBIX MHOEKIUIX (MHPEKIMOHHBIH MOHOHYKJIEO03, KOpb,
KpacHyXa, IMTOMETAJIOBUPYCHAsI HHPEKIINS U APYTHEC);

- OakTtepuanbHblX  HMHGEKIUSIX  (JIUCTEPUO3,  KOKJIIOIIL,
TyOepKyJie3, JIENTOCIUPO3, TYJSIpeMUsi, OpylLesie3 u Ipyrue);

- 1apa3uTo3ax (TOKCOIUIA3MO3);

- MH(EKIUAX, BBI3BIBAEMBIX BHYTPUKJICTOYHBIMHU MapazuTaMu
(PUKKETCHO3, XJIaMHUIHO03, MUKOILIa3MO3 U JIPYTHE);

- IPOTO300HO03aX (JICHIIIMaHNO3, TPUIIAHOCOMO3 U JAPYTHE);

- MuKo3ax (TucToIia3Mo3, 0JaCTOMHKO3, KOKKIIMIHO3,
KPUITOKOKKO3 U IpYTHUE);

- aCEeNTUYECKUX HMMMYHOINATOJIOTHYECKHX Mpolueccax (00Jie3Hb
AnucoHa, CUCTEMHasl KpacHas BOJYaHKA, HM30MMMYHHBIA pe3yc-
KOH(JIUKT U ApyTHeE).

Haubonee sipkuMm mpeAcTaBUTENIEM JICMKEMOUIHBIX pPEaKIUn
AUM(OUTHOTO TUTIA SBISETCS MHPEKIIMOHHBI MOHOHYKJIE03 — OCTPOE
BUPYCHOE 3a00JIEBaHUE, BBI3BIBAEMOE TIeprec-Bupycamu. Bupyc
Ommrerina-bappa ob6namaer Tpormu3smMoM K - B-mumdoruram, Ha
IOBEPXHOCTH KOTOphIX uMeroTcs BOB-penentopsr (CD 21). Bupyc
BCTPAMBAETCSl B T'€HOM JIMM(OUIHOW KJIETKHM U CTUMYIHPYET €€ K
omactorpanchopMalu. Y CUICEHHOE JIEJICHUE KIETOK B JIMM(DOUIHBIX
TKaHAX TPUBOJUT K WX TUINEPIUIA3Ud W  TOSBJICHUIO B
nepudepuyeckoMm pycie JTUMQPOUIHBIX KIETOK € aTUIHYHOU
Mopdosoruell — aTHUNUYHBIX MOHOHYKJIeapoB. HWMHQPEKIHOHHBIM
MOHOHYKJIEO30M Haille OOJICIOT IeTU U MOJIoJble JiIoau (0T 5 o 25
JeT), yamie B BeceHHee BpeMsA. MCTOYHMKOM HMH(PEKUUU SBISIOTCS
OoJibHBIE W BHpycoHocutenu. I[IyTh mepenaun — KOHTAKTHBIN,
BO3yIIHO-KaneabHbId. MTHKyOallMOHHBIN NIEPUOJT COCTABISET OT 7 110
35 nuei. Knunuuecku 3a00j€BaHUE MPOSBISIETCA JMXOPAIKOM, Ha
dboHe KOTOpOM oOTMeuaeTcss Ha30(apUHTUT O3 HSKCCYAATUBHBIX
NpOSIBIICHUM, aHruHa (OT KarapaJlbHOM 1O HEKPOTHYECKOW),
yBETMYCHHUE TUM(ATUICCKUX y3710B (HA 3aTHCH MOBEPXHOCTH IICH, 110
3aJHEMY  Kpal  TPYIUHO-KIFOUMIHO-COCIICBHIHOW  MBIIIIIIHI)
pasMepamu oT 1.5 10 5 cM., yBEeIMYEHUE CEJIC3CHKH, nedyeHu. [Ipu
UCCIICIOBAHUN TepUPEPUUYECKON KPOBH OTMEUACTCS JIEUKOIUTO3,
MOXET OBITh yYMEPEHHBIH MOHOLMTO3, JUMQOUUTO3, CpEeAu
aumdorutoB ot 10 mo 70% - aTumuuHble MOHOHYKJIEApbl. Jliis
ATUIIMYHBIX MOHOHYKJIEAPOB XAPAKTEPEH MOIUMOP(PHU3M pa3MeEpPOB,
dbopMbl  sApa, CTPYKTYpPhl XpOMaTHWHA, IBE€Ta  IUTOILIA3MBI.
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Mopdororndeckn aTUNUYHBIE MOHOHYKJIE€Aphl — 3TO KJIETKU
HEMPaBWIbHOU (POPMBI, SIAPO MOXKET ObITH OKpyTIIoe, 6000BUAHOE, B
BUJIC Pa3HOOOpPA3HBIX TEOMETPUUYECKUX (Uryp, €O CIVIaXKECHHOU
CTPYKTYpOH XpomaThHa, Oe3 Hykjeod. [luTormmasma aTHIAYHBIX

MOHOHYKJIEapOB HIMpOKas, HEPaBHOMEPHO OKpalieHHas
(6azodunbHas KailMa 1o nepudepun), MOXET  OBITh
MJ1a3MOTHU3UPOBAHHAS.

3. IMaTonoruveckuii TMMEGOIMTO3 MOHOKJIOHAIIBHOTO XapaKkTepa,
SBJISIFOLTUANCS PE3YyJIbTaTOM HEOIUIACTHUCKUX M3MEHEHUM CO CTOPOHBI
auM@OUIHBIX  KJIETOK  (ocTphii  JUM@OOIACTHBIN  JIEHKO3,
XpoHUYECKU# TUMPOIeKo3, TMM(POMBI, MUETOMHAs 00JIC3Hb ).

CHIWKEHHE KOMMYeCTBa JTUM(POIIUTOB B TIEpUPEPUICCKOM PyCIie
menee 1,2x10%1 nasbiBaercs TUM(OLUTOTICHHEH, KOTOpasi MOMKET
ObITh  OOyCJIOBJIEHA HapylIeHHEeM 00pa3oBaHUA  JUM(DOLUTOB,
YCKOpeHHUEM UX THOend, HapylmIeHHWeM MUTIpaluk, a TakXke B
pe3yJbTaTe COYETaHUS ITUX MPUYKH.

K nmnpuuvHam CHWXEHUS WM OTrpaHUYECHHS OOpa3oBaHUsA
JUM(}OIIUTOB OTHOCSTCS:

- neunuT O6esKka B BUCIIEPATILHOM ITyJie (KBAIIMOPKOD);

- KOCTHOMO3TOBasi HEJOCTATOYHOCTH;

- MPUMECHEHUE UMMYHO/ICTIPECCAHTOB;

- HaCJIeJICTBEHHBIC BPOXKICHHBIE UMMYHOAC(HUIINTHI;

- numpoma XOJKKUHA.

YckopeHnHas Tuoens TuMQONHUTOB HaOI0IaeTCs MPU JICHCTBUN
TUM(OTPOTHBIX BUPYCOB (KOPEBOM BHUPYC, MOITUOMHUETUTHBIN, BUPYC
UMMYyHOZe(dUIINTa  YeJOBEKa),  JIGKAPCTBEHHBIX  IPEnaparos,
AaHTUIUM(OIIUTAPHBIX ayTOAHTUTEIL.

[Ipu ctpecce, THUNEPKOPTHUIIM3ME HAOIIOIACTCS MUTpaIUs
auM(OIIUTOB B TKaHH, a TIPH JUIUTCIIBHOM CTPECCE M BBICOKHX J03aX
TTFOKOKOPTHUKOMJIOB — YCHUJICHUE alloNTo3a TUM(OUTHBIX KICTOK.

100



YACTHAA JTABOPATOPHASA I'EMATOJIOI'UA

I'emo00/1aCTO3BI

['emoOnacTo3pl — oOmyXxoJieBble 3a00J€BaHUs, MCXOIHBIMU
KJIETKaMHU KOTOPBIX SIBJISIFOTCSI CTBOJIOBBIE MJIM MOAOOHBIE UM KJIETKH -
npeanecTBeHHUKU. [laTonornueckuM cyOCTpaToM TaKuX OMyXoJen
ABJISIFOTCSI MAJINTHU3UPOBAHHBIE KJIETKU KPOBHU.

B 3aBucMMOCTH OT TEpPBUYHON JIOKAJIM3AIMKA TEeMOOJIACTO3bI
OBIBAIOT:

1) noxanbHBIC WM  COJMJIHBIC ONyXOJW —  JIUM(OMBI,
auM(OCapKOMBI, TIPU KOTOPBIX MOXET HE HAOII0IAaThCS MOPAKECHUS
KOCTHOTO MoO3ra, B mnepudepuuyeckod  KpOBH  OTCYTCTBYIOT
onyxoieBble kieTku (Jlumpoma XomKknHA, HEXOJKKUHCKHUE
JTUMQOMBI);

2) NeHKO3bl — OIyXOJH C IEPBOHAYAIBHOW JIOKAJIM3alluel B
KOCTHOM MO3re, C IOCHEAYIOLIEN AUCCEMUHALUEN OITyXOJIEBBIX
KJIETOK BO BC€ OpPraHbl M TKAHU U TOSABJICHUEM UX B NepudeprudecKoit
KpPOBH.

B 3aBucHMMOCTH OT CHOCOOHOCTHM ONYXOJEBBIX KJIETOK K
nuddepeHIIPOBKe, CO3PEBAHUIO PA3IUYAIOT OCTPhIE U XPOHUYECKUE
Jerko3bl. B 3aBucHUMOCTH OT MOpP(HOJIOTHH JIEMKO3HBIX KIIETOK -
JIEMKO3bl MUEJIOTEHHOTO U JIMM(OT€HHOTO TPOUCXOKICHUSI.

Onyxonu u3 B-nmumdonuTos, CEKPETUPYIONIUE
MOHOKJIOHAJIbHbIE UMMYHOTJI00YJIMHBI (TTapanpoTenHbl), 00bHEIECHEHBI
1o OOIIMM Ha3BaHUEM IAPANPOTEUHEMHUYECKUE TeM00JIaCTO3BI.

Kaaccudukanuss 0OCHOBHBIX IPyI reMo0J1acTo30B

(BO3,2008 r.)

OcTpbie MHENO0TaCTHBIC JIEUKO3BI.

OcTppble TEHKO03bl HEOITPEAETEHHOW JIMHUY.

MuenoauciacTH4eCKue CUHIPOMBI.

XpOHUYECKHUE MUENIONPOIU(EpaTUBHBIC HEOTUTA3UH.

M C/muenonponudepaTUBHbIE HEOIITIA3HH.

MuenonaHbie OMyX0Jid, aCCOUMUPOBAHHBIE C 303UHOPUIUENH U

nosomkamu PDGFRA, PDGFRB, PGFR1.

7. Onyxonu u3 npenamecTBeHHUKoB T- u B- numdonuTos.

ok whE

101



8. Onyxomnu u3 3pensix T-, B- u HK- kierok.

9. JIumpoma XoKKuHA.

10. JIumdonponudepaTuBHbie 3a00JI€BaHUS, ACCOLIMUPOBAHHBIC C
UMMYHOACHULIUTOM.

11. Heomma3uu u3 TUCTHOLIMTOB U JEHIPUTHBIX KIIETOK.

ITHOJIOTHS, IATOTeHEe3

OTuosorus reMo0acTo30B 0 KOHIIA HE YyCTaHOBJIEHa. B
HACTOSIIEE BPEMSI PACCMATPUBAIOTCS HECKOJBKO 3THOJOTHYECKUX
(bakTOpoB:

1. I'enetnueckas IIPEAPACTIOI0KEHHOCT, XpPOMOCOMHas
HECTAOMJILHOCTh. BepoATHOCTh BO3HHMKHOBEHHsS TreMo0iacTo3a y
ONMKaWIIMX POJICTBEHHUKOB BBIIIE, YEM Yy JIPYTUX MPEICTABUTEIICH
MOMYJIAIMK. YCTAHOBIICHO, YTO PAJI BPOXKICHHBIX 3a00JEBaHMI
(Oone3np JlayHa, BpOXIEHHBII arpaHyJOLUUTO3, CUHApOM BuckoTtra-
Onapuyua W HEKOTOphIE JApPyTrHe) W 3a00JIeBaHUW C BPOKICHHOU
HECTAOMJIBHOCTRIO XpOMOCOMHOro ammapara (anemus dankoHwu,
cuHapoM biyma), cOnmpoBOXIAaOTCA BBICOKUM PHUCKOM PpPa3BUTHUS
OCTPBIX JIEUKO30B.

2. Bupycwl. Ilpeamosiaraercs  BO3MOXKHOCTH — y4acTHS B
neriko3orenese, oHkorenese PHK- u JIHK-Bupycos. B Hacrosuiee
BpeMsl JOKa3aHa MpsiMas 3aBUCHUMOCTb MEXIY IMEepPCUCTUPOBAHUEM
Bupyca HTLV-1 (human T-leukemia virus-1) u pa3Butuem T-
KJIETOYHOTO JIEHKO03a WK JUM(OMBI Y B3pPOCIOTro HacenaeHus AnoHuu
u KapuOckoro 0acceitna. 3 JIHK-Bupycos - Bupyc Omnireitna-bappa
Y4acTBYET B OHKOTeHe3e TuM@ombl bepkurra, B-kineTouHoro octporo
muMmponeiikoza u  B-kiaeTouHblx AUM(OM, acCCOUMHPOBAHHBIX C
MPUOOPETEHHBIM UMMYHOAEDUITUTOM.

3. Honusupytoimee uzinydeHue. Puck pazButusi reMo01acTo30B
BO3pAcTaeT C yBEJIMYECHHEM [03bl 00dyueHus. B Hactosiiee Bpems
YCTAHOBJIEHO,  4YTO  BBICOKOJO3HAas  JydeBas  Tepanus Yy
OHKOJIOTUYECKHX OONBHBIX B 5-10 % cilydaeB BBI3BIBAET BTOPUYHBIC
OITYXOJIEBBIE MPOIECCHI, B TOM YHCII€ U TeMOOJIACTO3HI.

4. Xumuorepanusi.  CWIbHBIM  MyTareHHbIM 3¢ dexkTom
o0JaaroT cleaylolue JeKapCTBEHHbIE Mpenaparhl, UCIOIb3yEMbIC B
nporpaMmax — JICUEHHS: XJOpPOYTHH, MYyCTapreH, MpoKapOasuH,
mukiiogochan, TOMYyCTHH, TEHUNIO3UI, 3TONO3UA. YacToTa pa3BUTHS
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JEUKO030B yepe3 2-10 JieT nmociie J0CTHKEHUSI PEMUCCUU JOCTUTAET 3-
15% y B3pocioro HaceneHus.

5. Kypenne. CymectByeT H0303aBUCHMasi CBSI3b  MEKIY
KYPEHUEM M PA3BUTHUEM OCTPOTO MHUEIIOMIHOTO JIEUKO3a y MOMKHUIIBIX
MallUEHTOB.

6. Xumuyeckue BelIeCTBa, HampuMmep, OEH301, JIeTyuyue
OPraHWYECKHUE PACTBOPUTEIM TPU  JUIATEIBHOM  BO3JECWCTBUU
oOnmagaroT  Jeko3oreHHbiM  3ddektom. OnHOW U3  TPUYMH
BO3HUKHOBEHHMSI I'eMOOJIaCTO30B  MOXKET ObITh  yHmoTpeOJeHue
HEJIOCTATOYHO OYHILEHHOW BOABI. K 4HWCIly OmacHBIX Il 310POBbS
BEIIECTB, MOMAAAONIUX B IUTHEBYIO BOAY, OTHOCATCS apOMAaTUYECKUE
aMHHBI, NECTUIM/bI, COJMU IHUHKA, THAPA3UH U €ro MPOU3BOJHEIE,
oOnajaromue  KaHUEPOTeHHBIM 3P ¢heKToM. Kpome  Toro,
MOTEHIIMATbHbIE MYyTareHbl BCTPEUYAIOTCS U B TMHIINE, OCOOEHHO
KOITYEHOM.

/. IlpuoOpeTeHHbIe 3a00JICBaHMsI, TaKWE KaK arlacTHYecKas
aHEeMMsl, CUIEpOOIaCTHAS aHEMUS U JIPYTUE, MOTYT SIBJISITHCSI OCHOBOM
JUIS pa3BUTHUSL TeM00JIacTO30B. YBEIUUECHUE YAaCTOTHl BCTPEYAEMOCTH
BropuyHoro  OHJUJI  nmabmromaercs y  JuI,  TOJy4YaBIIUX
ANKWINPYIOINE COCIUHEHHUS IO TOBOJY paka JErKOro, OIMyXoJien
SUYHUKA U MOJIOYHOM KeJe3bl, TuMQOoTrpaHysieMaTo3a U psaaa IpyTrux
3a00JIEBaHUN OIyXOJIEBOM MPUPOJBL. YBEIMYEHUE BCTPEUAEMOCTHU
OHJIJI nabmroaeTcst TakKe B IPYIE HEOHKOJIOTUYECKUX TMAIIMEHTOB
C HeppUTOM, PEBMATOUIHBIM APTPUTOM, IICOPHUA30M, CHUCTEMHOU
CKJIEPOJAECPMUEN, CUCTEMHON KPACHOM BOJYAHKOM U I'PAHYJIEMATO30M
Berenepa, KOTOpBIM aJIKWIMPYIOIIUE COCAUHCHUS HA3HAYAIINCh
HapsAy C APYTUMU MpenapaTamu.

8. NMMyHOAe(UIIMTHBIE COCTOSHUSI.

B opranusme B TeYeHHE IKU3HU TPOUCXOIUT OOJBIIOE
KOJIMYECTBO MYTallMil, KOTOpPbIE YCTPAHSIOTCS KJICTOUHBIMU
penapaTuBHBIMM MEXaHU3MaMHU U, €CIM HaOMoAaeTCsd UX AePUIINT
WM HECOCTOSITEIbHOCTh, TO JTO NPUBOAUT K KIOHHUPOBAHUIO
MYTHPOBABIIINX KJIETOK.

Kaxnas kietka B OpraHM3Me  4YEJIOBEKA  COJECPIKUT
MPOTOOHKOTE€HBI, KOHTPOJUPYEMBbIE Te€Hamu-cynpeccopamu. Ilon
NEeUCTBUEM HEOJarompusATHBIX (PaKTOPOB U MEXaHH3MOB aKTHUBAIIUM
(MyTanuu B TEPBUYHON CTPYKTypE MPOTOOHKOTEHA, aMILIU(UKaIuu
NnpoTooHkoreHa, mnepectporkn JIHK knerkm, 3arparuBaromias
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CTPYKTYpPY MPOTOOHKOTE€HA), HApYyIIatOTCsA (PYHKIIMU MPOTOOHKOTEHOB
Ha Pa3JIMYHbIX YPOBHAX ME€PEIaun CUTHANA!
— MEXKJIETOYHOTO B3aUMOJEHCTBUS;
— B3aUMOJICHCTBUS KJIETOYHBIX PEIENTOPOB C CUTHAJIbLHBIMU
MOJIEKYJIaMHU (JIUTaHJIaMu );

— Mepellaud  CUTHaja OT  KJIETOYHBIX  PEIENTOPOB K

a(pdbexTopHbIM (DEepMEHTHBIM CUCTEMAM U LIUKJIMHAM KJIETKH,

— PperyJisiiiuy TPAHCKPHUIILINY;

— peryJisiiiuy KJIETOYHOTO LHKJIA W CYIPECCHH OIyXOJEBOIO

pocrTa;

— PpEeryJisiiiuy anonrto3a (MporpaMMUPOBAHHON CMEPTH KJIETOK).

Brigenstor 1Ba OCHOBHBIX MEXaHHW3Ma HapyIIeHHUS (YHKIIUU
MIPOTOOHKOI'E€HOB B OMYXOJEBbIX KIIETKAX:

1. TI'eneTnueckue MIEPECTPOUKH, COMPOBOXKIAIOIIMECS
CTPYKTYPHBIMU HM3MEHEHHUSIMU TMPOTOOHKOTeHa ¢ (opMUpOBaHUEM
XUMEpPHBIX TE€HOB, T.€. KAuECTBEHHbIE HM3MEHEHUsS  OEJKOB,
MPUOOPETAIOIINX OHKOTEHHYIO aKTUBHOCTb.

2. T'enetnueckue MEPECTPOMKH, CONPOBOXK/IAIOIIIAECS
MIEPEHOCOM MPOTOOHKOT€Ha B 00JIACTh TEHOB UMMYHOIJIOOYJIMHA WIIA
B- KJI€TOYHBIX pPEIEenTOpoB W T'€HOB PerenTopoB T-TUMQOIUTOB C
KOJINYECTBEHHBIMU U3MEHEHUSIMU B IKCHPECCUU MPOTOOHKOTEHOB.

B pe3ynbrare TreHETHMYECKHX TNEPECTPOEK  HaOIromaeTcs
yrHeTeHne (QyHKIMA TeHOB (B TOM YHCJE TeHa-Cympeccopa) M
HapylIEHWE CUHTE3a OEJIKOB, PETyJUPYIOMIHUX ACSTEIbHOCTh KIETKH
(OTBET Ha BHEUIHHWE CUTHAJbI, OpOJU(EPAUI0 U KICTOUHBIM ITUKII).
DTO MPUBOJUT K TOMY, YTO TTPOTOOHKOTEH MPEBPAIACTCS B OHKOTEH.
OHKOT€H CUHTE3UPYET OHKOOEIKHU, MOJ JAEHUCTBHEM KOTOPBIX KIIETKA
HAYMHAET WHTEHCUBHO JEIUTHCS, O00pa3ys KIOH MYTHPOBABIIUX
KJIETOK. B omyXoJieBoil KJIeTKe MOBBIIIIEHa aKTUBHOCTh TEJIOMEPashbl, B
HOpPMAJIbHOMW KJIETKE €€ AaKTUBHOCTh MHUHHMMAajbHasi. Tenomepsl
o0ecneynBaroT I€JOCTHOCTh XpPOMOCOM. B mporecce XKu3HU, C
KOKIBIM  JICICHUEM IPOUCXOAUT YKOPOUCHUE TEJIOMEpPOB U
COOTBETCTBEHHO 3aTyxaHue TponeccoB jeneHus. OTcyTcTBUE
TEJIOMEPOB TMPUBOAUT K TMPEKPAIICHUIO0 YIBOCHHUS XPOMOCOM H
neneHuss kietok. Ecmu  Tenmomepasza aKTUBHpPYETCS, TO KIETKa
OECKOHEUHO JOJITO JIENIUTCS, YTPAYMBAET CHOCOOHOCTh K aromTo3y.
Knerku OIyXOJIEBOTO KJIOHA OTJIMYAIOTCS MTOBBILIEHHOU
CIIOCOOHOCTBIO K JIeJIeHWI0, HapyiieHueM audPpepeHInpOBKH,
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CHIDKCHHOM  CIIOCOOHOCTHIO K  amomnTo3y, HECTaOMILHOCTHIO
TeHETUYECKOro amnmnapata (BOSHUKHOBEHHE TIOBTOPHBIX MYyTalui).
Bricokass MyTaOenbHOCTh BHYTPH KJIIOHA BCTpEUYaeTCs IIPH BCEX
nerko3ax. C  3TMM  CcBfi3aHAa  OmyXoJieBasg  IPOTPECCHS U
03JI0KQYECTBJICHUE JIEMKO30B — BHYTPU KJIOHAa BO3HUKAIOT HOBBIC
XPOMOCOMHBIE TTOJIOMKH, MYTaIllMd U OOpa3yrTCs JOMOJHUTEIbHBIC
KJIOHBI — CYOKJIOHBI, KaK MPaBUIIo, 00Jiee arpeCCUBHEIE.
Paznmnuaror 2 craguu T€4EHUs JTEUKO30B:

1 craausa — MOHOKJIOHOBAas C OTHOCHUTCIBHO
,Z[OGpOKaquTBeHHBIM TCUCHUCM
2 craausa — IIOJIMKJIIOHOBAsA C HCYNPABJISICMBIM  ICJTICHUCM

KJIETOK, 00pa3oBaHueM 00JIee arpeCCUBHBIX CYOKIIOHOB.
{1 omyXoJeBoi Nporpeccuu XapakTepHO:

1) uameHenue MOP(OJIOTUUESCKHX M ITUTOXMMHYCCKUX IPU3HAKOB
KJIETOK;

2) yrHETECHHE HOPMAJIbHBIX POCTKOB KPOBETBOPCHUS;

3) pa3BuTHE JICHKO3HOH TUIEPIUIa3uU U METAIUIA3UU JPYTUX OpraHOB
U TKaHell (IUCCEMUHAIUMSA OMYyXOJEBBIX KJIETOK [0 BCEMY
OpraHu3My);

4) pe3UCTCHTHOCTh K IIMTOCTATHYCCKUM TIpernapaTamM (HOBBIA KJIOH
BBITECHSIET MPEABIAYIIMNA KJIOH M, MO3TOMY HEYYBCTBUTEJIEH K
MPUMEHSIEMbIM PAHEE IIUTOCTATHKAM).

5) HapyIIeHHe MTPOIIECCOB aloNTO3a.

MeToanl TUarHOCTUKU reMo0J1aCTO30B

HaumenoBanue MeToasbl
UCCIIeAOBAHMI
1. ITuTosiOrMuecKoe HcciaeJoBaHUE Ma3KOB KPOBU U
KOCTHOT'O MO3ra.
2. Muenorpamma.
Mopdonoruueckue
3. 'ucronornueckoe  HMCCIEJOBAaHUE  KOCTHOTO
MO3ra.
4. TpaHCMUCCHOHHAS AIEKTPOHHASI MUKPOCKOMHS
1. CBeToBasi MUKPOCKOIIHSI.
[Mutoxumuueckue
2. YIbTpacTpyKTypHas IUTOXUMUS
1. KynbTUBHUpOBaHUE TE€MOMOAITUYECKUX KIIETOK.
Kynberypanbubie
2. KiionupoBaHue reMono3TH4eCKIX KJIETOK
1. ITpoTouHast HUTOMETPHSI.
NMmyHOIOrN4yeckue
2. OIr00peclieHTHAasE MUKPOCKOTIHSI.
(aHaMM3 KJIETOYHBIX
3. UMMyHOUIUTOXHUMUS.
MapKepoB)
4. IMMYHOTUCTOXHUMHUS
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1. JuddepenumanpHas oOKpacka XpOMOCOM C
TIOCJIEAYIOIIEH CBETOBOM MUKPOCKOITUEH
1. JHK-ruopuamzanms (mo  Southern bloting,
MounekynspHo- FISH).
OMOJIOTHYECKHE 2. IILIP.
3. CekBeHUpPOBaHHE
1. Omnpenenenue sxkcupeccuu Fas- anTureHa.
2
3

[luTorenetnueckue

Omnpenenenne skcnpeccun rera bel-2.
. Onpenenenne  ¢parmenraumun  JHK B
UccnenoBanmue TUCTOJIOTUYECKHX Cpe3ax.
aronTo3a 4. Omnpenenenne aerpagauun JJHK ¢ momoiibio
resb — dNeKkTpodopesa.
5. Ompenenenne W3MEHCHWH B  IHTOILIa3Me,
Mopdosoruu aapa
1. buoxumudeckuit aHau3 KPOBH.
DnekTpodope3 OCIKOB MOYM M CBIBOPOTKH
KpPOBHU.
Anammz CMX
PenTtrenonorunueckue.
Y apTpa3ByKOBEHIE.
MPT.
KT

N

JlonmoaHUTEIbHbBIC

NucTpymeHTalIbHBIE

PoONE

JlaGopaTopHasi IMATHOCTUKA OCTPbIX JICHKO30B

OcTpble JEHWKO3bl — TeTEPOreHHasl rpymnma OMyXoJIeH CUCTEMBI
KPOBU KJIOHOBOW TMPUPOABI C MCXOAHOM KIETKOM Ha YpOBHE
r€MOIIOATUYECKON CTBOJIOBOM KJIETKU WIM OJM3KOW K HEM KIETKH -
MpEAIIECTBEHHUKA, KOMMUTUPOBAHHON B KaKOM-JIMOO HampaBJICHUM.
JIJ1s1 KIIETOK OCTPOro JIEMKO3a XapaKTEPHO:

— TOBBIIICHHAs Npoiaudepanus;

— HapyIICHUE aronTo3a;

— HapymeHue JIUGPEepeHITuPpOBKU ¢ COXPAaHCHUEM YaCTUYHOM
U3BpalnieHHon TudHepeHIIMPOBKHU 10 OJIACTHBIX KIETOK.

Mopdonorudueckum cyoOCTpaTOM OIYXOJIU SIBJISIOTCS OJIaCTHBIC
KJIeTKU. KieTku JIeMKO3HOTO KJI0HA TT0 MOP(OJIOTHH CYIIECTBEHHO HE
OTJIMYAIOTCSI OT THUIUYHBIX OJACTHBIX KIIETOK, HO y 3HAYUTEIHLHOU
4acTH HAOJIIOAAETCS aTUINS U TOJIUMOPPHU3M:

— pasHble pa3Mepbl U popma KIETOK, Sep;

— LUTOIUIa3Ma pa3HOTO LIBETA;
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— HaJIW4YME TPaHyJI, 36pHUCTOCTU B IIUTOILIIA3ME.

OnyxoJieBble KIJIETKH COXPaHAIOT UMMYHO(PEHOTHUN HCXOIHOU
KJIETKH, T.€. HECYT Ha cebe mapkepbl nudpEepeHIUPOBKH UCXOTHOU
MYTHPOBABIIEN KIETKHU.

INUAEMHOJIOTUA

B cTpyKkType 310Ka4ECTBEHHBIX OITYXOJEHU OCTPBIE JIEMKO3bI
COCTaBIAIOT Okoyio 2-3%. 3a00jeBaeMOCTh OCTPBHIMHM JIEHKO3aMH B
cpenHeM coctaBisgeT 3-5 ciaydaeB Ha 100 000 HaceneHust B ToOjI.
CpenHee COOTHOIIEHHWE MHUETOUAHBIX M JUMQPOUAHBIX OCTPBIX
Jeiko30B cocTaBisgeT 6:1. Cpenu B3pOCIOro HaceJaeHus vaie 00T
Myx4uHbl cTapiie 40 et (MeanaHa 3a00JIEBAEMOCTH MPUXOAUTCS Ha
60 ner). B 80% ciydaeB — 3TO OCTpble MHEJOHUAHBIE JIEUKO3bl. Y
nerer B 90% caydaeB HaOmogaroTcsi OCTphle JAUMQOOIACTHBIC
Jeiko3bl (MenuaHa 3abosieBaeMocTu mpuxonutcs Ha 10 jer). Yaie
OOJICIOT MAJIbUUKU U MOJIOJBIE MY>KUUHBI.

Knaccupuxkanus

B cooTBeTcTBHM € COBPEMEHHOM CXEMOW KpPOBETBOPEHUS
OCTpbI€ JIEUKO3bI MOIPA3ACIISIIOTCS Ha JBE OOJBIINE IPYIIIbI:
1) octprie HemuMdoOaacTHbIE Jeiko3bl (OHJI);
2) octpeie umdooaacTHbIe netiko3bl (OJLI).
3) cMeIaHHOKICTOYHBIC JICHKEMHH.

[Tocnenuss rpyrmna B CBOIO O4€pe/ib BKIIOYAET:

- OCTpbIE TUMQPOUTHBIE JEHKO3bI C MUEITIOUTHBIMA MapKEepaMU;

- ocTtpble HenuM@OOJAacTHBIE JIEHKO3bI C JUMQOUIHBIMU
MapKepaMu;

- OM(EHOTUTIMYECKHUE JICUKEMUH.

[IpencraBnenrue 06 OCTPOM JIEMKO3€ Kak 00 OIMyXO0JIEBOM ITpoIlecce
dbopmupoBanoch 6osiee 100 ner. BnepBoie noHsATHE JeUKEMUU OBLIO
BBeJIecHO B 1856 roay P.BupxoBbiM i1 0003HaueHHs 3a00JI€BaHUS
COMPOBOXKAAIOMIETOCS ~ TemaToCIJICHOMEraJue W U3MEHCHHEM
KapTuHbl nepudepudeckoil kporu. B 1889 r. Obu1 BBEACH TEpMUH
«ocTpasi JeHKeMusi», KOTOphlil mnpennoxun B. O0mreitn. Ilocrne
onucanusi Mmopdonorun muenoodiaacta B 1900 r. Hauanacek TiiareabHast
Mopdoaorudeckas AeTanu3aius pa3IndHbiX (HOPM OCTPBIX JIEUKO30B,
KOTOpas MpoJIoJHKanach CeMb JECATUICTHH.
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B 1976 r. rpynna remaronoroB ®OpanHuuu, AMEpUKUA U
BenukoOputanuu npenoxuia KiacCUpUKAIUMI0 OCTPBIX JIEHKO30B
(FAB-maccudukanus), OCHOBaHHYIO Ha MOP(OJOTHUCCKHX |
MUTOXUMUYECKUX XapaKTEPUCTHUKAX KJIETOK MepuepruyecKoil KpoBH
1 KOCTHOTO Mo3ra (Tabi. 7).

Tabnuma 7. — Mopdomnorndeckas (FAB) kmaccuduxarmst OHJII

Mopostoruteckue HuToxuMuyeckue XxapakTepruCTUKU
Bapuant OHJIJI Kputepuu (10 TaHHBIM Mueno-epoKci- Hecrewd-
MUEIOIPaMMBI)
naza (MIIO), WYECKUE
munuel (JIIT) sctepasbl (HD)
MO ocTpsrii 30 u 6onee %
MUEI00IaCTHBIH Mueno6iacToB 0e3 rpaHyil,
JIEHKO3 C MUHUMaJIbHOU nanoyku Ayapa (-) - -
mudepeHIPOBKOMA
M1 octpsrii 30 u 6onee %
MUEI00IaCTHBIH MHUeno0acToB 0e3 rpanyi
JeiKo3 0e3 MPU3HAKOB WIA C MUHUMAJIbHBIM
CO3pEBaHUS KOJIMYECTBOM T'PaHyII, + -
CO3PEBAIOMINX KJIETOK
IpaHyJIOLMUTAPHOTO PsAa
Mmenee 10 %, manouku
Ayapa (+/-)
M2 ocTppiii 30 u 6onee %
MUEN00TaCTHBIN MUeNno01acTOB coJepxkar
JIEHKO03 C MPU3HAKAMH rpanyiel, 10 1 6o1ee %
CO3pEBaHMS COCTaBJISIFOT
IPOMUEIONUTHI UIIN ++ -
JpyTHE CO3PEBAIOLIHE
kietku, meree 20 %
MOHOIIUTBHI, TAJIOYKH
Ayapa (1)
M3 octpsrit 30 u 6onee %
IPOMHETIOUTAPHBIN MUEN00IacTOB U
JeiKo3 POMHETIOLUTOB, MEHEE
10% cocTtaBasitoT
co3peBarolue +++ -
rpaHyJIOIUTapHBIE
KJIETKH, AJIOYKH Ayapa
(++)
M4 ocTppiit 30 u 6onee %
MHUETOMOHOIUTAPHBIN MUENo0IacToB ,
JIEHKO3 MOHO0JIaCTOB,
MIPOMHEIIOLUTOB, OoJiee ++ ++
20% MOHOUHUTAPHBIX
KJIETOK, MMaJlouku Ayaspa
(+1-)
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MS5a ocTpsrit
MOHOOJIACTHBINA JI€HKO03

Bonee 80% cocTaBisroT
MOHO0IaCThI, MAJIOYKH

6e3 mudhepeHIupOBKI Ayoapa (-) +/- +++
M5B ocTpblit Mounob6uactoB menee 80%,

MOHOOJIACTHBIN JIEHKO3 npeobasaroT
C IIpU3HAKaMU IPOMOHOIMTBI U +/- +++

nudepeHIPOBKI

MOHOIIMTHI, AJI0YKH
Ayapa (+/-)

M6 ocTpslit
3PUTPOJIENKO3

MuenobnacTsl
coctaBisitoT 6osee 30%
CpeAu HE3PUTPOUTHBIX

KJICTOK, KOJIMYECTBO
SPUTPOUIHBIX
IIpeIIECTBEHHUKOB 0oJiee
50%, nanouku Ayspa B
SpUTpoKapuonuTax (+)

M7 ocTpslit
MerakapuoLuTapHbIN
JENKO3

Merakapuno6acToB 6oJjiee
30%, MerakapuoOIUTHI C
NpU3HAKAMU JIUCII093a,

nanoyku Ayapa (-)

[To3nHee, MO Mepe COBEPIICHCTBOBAHUS HMMYHOJOTHYECKUX,
IIUTOT€HETUYECKUX METOIOB JUATrHOCTHUKH, HAKOTUJICHUS KJIIMHUYECKUX
JTAHHBIX, OHA HEOJHOKpaTHO aonojHsanack. B 2008 r. BO3, onupasce
Ha COBOKYITHOCTb JaHHBIX MOP(OJIOTUUECKUX, HIUTOXUMUYECKUX,
UMMYHOJIOTHYECKUX U IUTOTCHETUYECKUX HCCIETOBaHUN  ObLIO
MPEI0KEHO UCTIO0JIb30BaTh OMOJIOTHYECKUE XAPAKTEPUCTUKH KIIETOK
st quddepeHuanu  OCTPhIX MHUEIOUIHBIX JIGMKO30B U OIICHKU
KIMHUYECKUX ocobeHHocter OMJI. B  oOHOBieHHON Bepcuu
kiaccudukanuu OMJI BbiziesIeHO 7 OCHOBHBIX MOATPYIIIL.

Jlnst 11000# 01aCTHOM KJIETKHM B HOPME MPUCYILU TPU OCHOBHBIX
MOP(hOJOTUYECKUX CBOMCTBA: HEXHAsI CTPYKTypa XpOMaTHUHA B SJIpE,
MPUCYTCTBUE YETKO OYEPUEHHBIX, TOTYOOBATHIX SJAPBIMIEK (HYKJIEON),
0azodunus UTOIIa3Mbl (TOJTy00i IIBET),

[Ipu ocTtpom HenuM@poOIACTHOM JEHKO3€ pa3inyaroT TpHU
MOpP(}OJIOTHYECKUX THUIIA OJIACTHBIX KJIETOK:

| mun xnemoxk. Knetku kpymHble U CpeIHUX pa3MEpOB, SIEPHO-
UTOIJIA3MAaTUYECKOE COOTHOIIEHHUE B KJIETKAaX BhICOKOE (Ooisiee 1), B
AJIp€ XOPOILIO BHUJHBI HYKJIEOJIbl, XPOMAaTUH — HEKHOCETYATHIM.
[{uTomiasMa KJIETOK HMMEET BHJ Y3KOro o000J/Ka, C pa3IM4HOU
CTEIEeHbI0 0a30()UIINK, HE COICPIKUT TPaHyI.

Il mun xnemox. baactel || Tuma cxoxaus! ¢ kireTkamu | Thma, HO B
HUX YK€ BUIHBI OTACNIbHBIC PU3HAKK U] hepeHInaimm.
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SAnepHO-IIMTONIAa3MaTUYECKOE COOTHOILICHUE YMEPEHHOE, SAPO
B KJIETKE PacCIOJIOKEHO IEHTPAJIbHO, pa3Hoe Mo ¢Gopme, ¢ HEKHOM
CTPYKTypoil xpomaTuHa. KieTka uMeeT 00Jiee MUPOKYIO IIUTOIIA3MYy,
cozepxairyto He 6osiee 20 a3ypopriIbHBIX TpaHyJI.

Il  mun xnemox. DTOT THUN KIETOK XapaKTEPU3YETCS
noauMOphHOCTBI0O  pa3MepoB U Qopmbel  siapa.  SaepHo-
IUATOIUIa3MAaTHYECKOE€ COOTHOLIEHHE HU3KOE, SAIpO B  KIETKE
pPaCIONOKEHO LEHTpanbHO. LlUTOMmIaZMa colepKUT OOWIME rpaHyl
W/Wn najiouku Ayspa (rpaHyJsibl, COOpaHHbIE B TPYOOUKH, AJTIOUYKH).

Xapakmepucmuka eapuanmos oCmpuix HeaumM@poo1acmuvix
J1eUK0308

Mj — BapuaHT ¢ MUHUMaILHON THU(dEepeHITUPOBKON OIACTHBIX
KJIETOK.

[Ipu »>TOM BapuaHTe JEHKO3HBIC KJIETKH — OJACTHBIE KIETKH |
tunia  (6onee 20%) ¢ MHUHUMAJIbHBIMH  MOP(OJIOTHYECKUMU
npu3HakamMu  TuPepeHIUpoBKH, B KOTOPHIX ITUTOXUMUYECKUE
peakIy Ha MHUEJIONMEPOKCHAA3y M JUMHUABI OOBIYHO OTPHUIATEIbHBIC
(okpammBaetcsi Menee 3% OnactoB), IIIMK — peakuus B nudy3Hoi
dopme, peaknus Ha anb(a-HadTUIALETATICTEPA3Y HE MOJABISAETCS
dbTOopUIOM HaTpHUs.

JIist  KJIeTOK  JTaHHOTO BapuaHTa XapaKTepHbI  MapKepbl
mudPepeHIIMpOBKA CTBOJIOBBIX Temomno3Tnuueckux kierok CD34,
CD117, manmuenounnnsie Mapkepsl auddepenmuporku, CD33, CD13.

[{uToreHeTHYECKUMH  MapKepamMud TP JaHHOM BapUaHTe
BBISIBIISIFOTCSI aHOMAJIUM S, 7 XPOMOCOM.

Bcerpeuaemocts Bapuanta Mg — 2-3% citydaeB OT BCE€X OCTPBIX
MUEIIOUJHBIX  JIEWK030B.  JToT  Bapuant OMJI  sBisgercs
MPOTHOCTUYECKH HEOIarONmpHUsITHBIM.

M; - BapuaHT 0€3 TMPU3HAKOB CO3pEBaHUS KIETOK, C
npeobsiananueM OnacTHeIX KiaeTok | tuma (6omnee 90%), ¢ pe3kum
CHUKEHHEM CO3peBaroluX (OpM KIETOK TIpaHyJOLUUTAPHOTO psaa
(menee 10%). bomee uwem y 3% OmactoB HaOMIOAIOTCS
MOJIOKUTEIbHBIE ITUTOXUMUYECKHE PEaKIMM Ha MHEJIONEPOKCHAA3Y
w/vmu unuasl, [HIUK-peakuus - B nuddysHoin popme, peakuus Ha
anb(da-HadTHIALIETATICTEPA3Y CJ1a00MOI0KUTENbHAS, HE
nojaasisieTcs PTopuaoM HATPHUS.
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OnyxoineBble KIeTKH npu M1 BapuaHTe XapakTepHU3yIOTCS

HaJM4ueM pEeLEenTOpOB andpepeHITupoBKU CTBOJIOBBIX
remomnodTuueckux kietok - HLA-DR awmturen, CD34, CD117,
BBICOKOM AKCIPECCUEN MMAHMHUEJIOU THBIX MapKepoB

muddepenmuporkn CD33, CD13. [luTtoreHeTHYECKUMU METOAAMHU
npu M1 BapuaHTe 0OHApYKUBAETCS MyTallus - iNV3 XpOMOCOMBI.

Bcerpeuaemocts coctaBnsger g0 10-20% oT Bcex OCTpBIX
MHETOUIHBIX JIEUKO30B.

M, - BapuaHT C MOpHU3HAKAMHU CO3pEBaHUs, MOP(OJIOTUUYECKU
BBUBJISIFOTCS  omyxoJieBble kietku | w |l tuma. KommuectBo
CO3PEBAIOIINX M 3PETbIX KJIETOK TPaHyJOIUTAPHOTO pPsa MOXKET
nocturath 30-60%, monomurapHoro psaga — g0 20%. Iuromnasma
0J1aCTOB HMMEET a3ypOo(PUIbHYI0 3€PHUCTOCTH U MOXKET COJIepKaTh
eAuHUYHble mnanodku Ayspa (Oonee yeM B 10% knertok). Y Ooliee
MOJIOBUHBI ~ OJACTHBIX  KJIETOK  OTMEYAETCS  IOJIOKUTEJIbHAS
MUTOXUMHUYECKAsl pEakusi Ha MHUEIONEPOKCUIa3y, TJIUKOTeH B
muddys3noit popme. C moMoIb0 UMMYHO(DEHOTUITMYECKUX METOOB
BBISIBIISTFOTCS MapKepbl mudGepeHITTPOBKH CTBOJIOBBIX
remonoaTnueckux  kimetok  HLA-DR, CD117, »skcmupeccus
MaHMUETOUIHBIX MapkepoB muddepennupoku, CD11b, CD33,
CD13, CD15, uro cBUIeTEeNbCTBYET O 00Jiee BBIPAKEHHON 3pPEIOCTH
MHUEII00IaCTOB MpH Bapuante M2 no cpaBHEHUIO ¢ BapuanToM M.

[{uToreHeTHYECKUMH  METOAAaMH TIPU  JaHHOM  BapUaHTe
BRISIBJISICTCT  MyTanus - TpaHciokamus t (8;21) B 35-40% cmyuaes.
Jlannas MyTanusi SIBISETCS MapKepoM MPOTHOCTUYECKH Oosee
OJIarompUsTHOTO TEYCHUSI BapHAHTA.

Berpeuaemocte — 25-30% OT BCeX OCTpPhIX MHUEIOUAHBIX
JIEUKO30B.

Mjs-BapyaHT —  OCTpPBIA  NPOMUEJIOLUTAPHBIA  JICUKO3,
XapaAKTEPU3YIOIIUKCS npeodagaHueM KJIETOK n THIIA.

Mopdoiiornueckum CcyOCTpaToM OIyXOJIM SIBJIAFOTCS aTUIIWYHBIE
npoMHeNouuTsl. biacTel, comepxaliue B LUTOIJIA3ME 3€PHUCTOCTD,
coctapisitor Oonee 40%. Ilpu naHHOM BapuaHTe XapaKTEPHBIM
SBJISIETCS] BBIPAKEHHAS MOJIOKUTEIbHAA HUTOXUMUYECKAs peakus Ha
MUETONEPOKCUAA3y, JIUMUAbL, TIIUKOTeH B Auddy3HOM Popme.
NMMYyHODEHOTUNMMYECKUMH ~ METOJAaMHU  BBISIBIISIIOT ~ HU3KYIO
skcnpeccnro CD34 u orcyrctBue HLA-DR anTurena, skcrpeccuro
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MaHMUETOUAHbIX MapkepoB muddepenmupoku - CD11; CD13;
CD3s.

[{utoreneTnyeckue METO/IbI MO3BOJISIIOT BBISIBUTD
TPaHCIOKAMI0 Yy4acTKOB xpomocoMm t 15;17, B pesynbrare yero
obpasyercs  onkoreH PML/RAR-  anbda, cuHTE3UpyIOUIHii
OHKOOEJIOK, KOTOPBIM HaKaIljiuBach B HM30BITOYHOM KOJMYECTBE B
HUTOIIa3ME€ W SIAP€  MUETOMAHBIX  KJETOK,  OJOKHUpYyeT
nudpepeHIIMpOBKY KJIETOK Ha ypOBHE MpomuesnonuTa. s maHHoro
BapuaHTa OCTPOr0 MHUEJIOUIHOTO JIEWKO3a XapaKTEpHO pPa3BUTHE
BBIPAXKEHHOI'O TE€MOPPATMYECKOTO CHUHIApPOMA, oOcioxHeHHoro J[BC
CHUHJIPOMOM.

Bcrpeuaemocts Bapuanta M3 — go 5-10% Bcex ciyvaes
MHUEJIOU]THBIX JIEHKO30B, Yallle Y MOJOIBIX JIFOJIEH.

M, -BapuaHT — OCTpPbIM MHUEIOMOHOOIACTHBIA JIEMKO3, OKOJO
20% KJIETOK MpH JaHHOM BapHaHTE COCTaBJAOT Menobmactel | u Il
TUIIOB, MOHOOJACTBI, MPOMOHOIUTHL. OOIIEee KOJUYECTBO KIETOK
MOHOIIUTAPHOTO psiia B KOCTHOM Mmo3re cocrasiser a0 20%, a B
nepudepudeckoil kposu — 10 5x10%/m. Jlist KIeTOK MOHOLMTAPHOrO
psina, Kak Il MOHOOJIACTOB, TaK JJIi MPOMOHOIIMTOB, XapaKTepeH
oUMOP(hU3M.

[Ipy jgaHHOM BapuaHTe Yy MHEI00JIACTOB  OTMEUaKOTCs
MOJIOKUTEIBHBIE ITUTOXUMUYECKAE PEAKIMU Ha MHUEIIONEPOKCUIA3Y,
JUIALIBI, XJIOpaleTaTdCcTepasy, y MOHOOJACTOB — IMOJOXKHUTEIbHAS
peakiusg Ha HecnenudpUuuecKkyro 3cTepasy, moaaBisieMas (GTOPUIOM
HaTpuss M cijabas WIM OTpUIlaTelIbHas - Ha MHEJIONEPOKCUIA3y.
Peakius Ha riaMkoreH y wmuenodsactoB B auddyszHolt dopme, y
MOHOOJ1acTOB — B AU Py3HO-TpanHyIsipHOM PopMme.

[Ipy UMMYHO(DEHOTUITHMPOBAHUU BBISIBIISIIOTCS TAHMUEIIOW THBIC
Mapkepbl Au(GEepEeHIMPOBKH W MapKephl KIETOK MOHOIIUTAPHOTO
psana, nanpumep, CD14; CD64;

YacTota BcTpewaeMocTtu coctaBisieT 15-20% Bcex ciydaes
OCTPBIX MUEJIOUJTHBIX JIEHKO30B.

Beinenstor noaBapuant MzEq — ¢ no3uHOduUINEH B KOCTHOM
mo3re (Oonee 5%), aHOMaJbHBIMU 303MHODWIAMU C HE3PEIbIMU
(KpacCHO-CUHMMHU) TpaHyJlaMH, M OTCYTCTBHEM DO3MHOPUINU B
nepudepudyeckoid kpoBu. IlonBapuant MyE, xapakrepusyercs
HaJIMYKEeM clienyromux mytamuid — inv16; (pl3;022) u  t(16;16),

112



HAJIMYMEM OYaroB SKCTPAMEAYJSAPHOIO KPOBETBOPEHUS (IICiHBIC
MUMQaTHIECKUE y3JIbl, MUHJIATHHBI, SHYKH U JIPYTOH JTIOKATH3AIIHIH).

Ms. BapuaHT — OCTPbIiA MOHOOJIACTHBIN JIEUKO3.

M;s, — mogBapuaHT — 0e3 npu3HakoB AUGPHOEPEHIUPOBKH, IS
KOTOPOr0 XapaKTepHO Halnuyve OJIACTHBIX KjIeToK | Tuma. biacTHbie
KJIETKM B KOCTHOM MO3re cocTaBiisitoT 0osiee 80%. [luToxumudeckue
peaKkUry Ha TJIMKOTEH, MUEJIONEPOKCUA3Y, JUIUIBI COMHUTEIIbHBIE,
BbIpaKCHHAas MOJIOKUTEIbHAS peaKkius Ha anbda-
HaTUIaLIeTaTICTEPA3y, MOJTHOCTHIO TToAaBiseMas PTOPUAOM HATPUSI.

B 30% cnyuaeB 0613acThl 3KCHPECCUPYIOT TMOBEPXHOCTHBIN
aaturen CD117, HLA-DR wu B OOJBIIMHCTBE CIIy4yaeB —
MaHMUEIOUAHbIE MapKephbl AUGPEPEHIUPOBKA U CHICHUDUUHBIC IS
KJIETOK MoHoIuTapHoro psina Mapkepsl CD14, CD64. Haubonee
4acTO NMpU BapuaHTte Ms, BISBIsAECTCS aHOMaUs 11 XpoMacoMel.

Yactora BcTpeuaemoctn — 9-10% 0T Bcex MHMEI00JIaCTHBIX
JIEMKO30B, Yallle BCTPEYAETCS B MOJIOJIOM BO3pacTe.

Ms,- momBapuaHT ¢ Tpu3Hakamu  auQdEepeHIHpPOBKU
OMYXOJEBBIX KJIETOK. XapakTepHo Haimuue kiaetok | u Il tuma, 3to
MOTYT OBITh Pa3HbI€ KJIETKH MOHOIIUTAPHOTO PsJa, HO MpeodiiaiaroT
MPOMOHOIUTHI, MOHOIUTHI. MOHOOHACThl cocTaBisitOT MeHee 80%.
JIns Ms, XapakTepHa pe3KO TIOJIOKHUTENIbHAs peakius Ha
HecTeU(PUYECKYI0 AcTepazy, HHruoupyemas GTopuaoM HaTpHS.

NMMyHODEHOTHI  OMYyXOJIEBBIX  KJIETOK  XapaKTEepU3yeTCs
HAJIMYMEM Kak manMmuenounHblx antureHos CD13; CD15; CD33;
TaKk U CHEUU(PUUECKUX JJIs1 KIETOK MOHOILUTAPHOTO Psijla MAPKEPOB -
CD14,; CD64; CD68.

YacTota BcTpeuaemMocTu moaBapuanta Ms, — 3-6% oT Bcex
OCTPBIX MUEJIO0JACTHBIX JIEHKO30B.

Mg-BapuaHT —  OCTPBIM  JPUTPOJIEMKO3, Ui  KOTOPOIO
xapakTepHo Hanmuuue muenodnactoB | u Il tumos, spuTpobracTos.
KonnuecTBO 3pUTPOKAPUOLIMTOB MPU JIAHHOM BapUaHTE MPEBBHIIIACT
50% ot Bcex sapocoaepkaIiux KIETOK KOCTHOTO Mo3ra. B kieTkax
SPUTPOUTHOTO POCTKA BBIABISIOTCA MOP(HOJOTHUECKUE TMPU3HAKU
aucapuTponodsa  (6azodusbHas — myHKTamus, Tedabua  JKosu,
KapHOPEKCUC, MHOTOSIEPHOCTh, MEraja00JIaCTOMIHOCTD SJIep U JIp.).

KieTkn MUEeNonIHON JIMHUUA DKCIPECCUPYIOT HA MOBEPXHOCTH
nanmuenougaeie  Mapkepsr CD13, CD33, MIIO, xkpome ToTO,
OTMEYaeTCcsl BBICOKas dYacToTa BbliABieHUs aHTureHa CD34.
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CnenuduruyueckuM MapKepoM 3pUTPOOIIACTOB SBISIETCS MEMOpaHHBIN
oenok - mmkodopur A (CD235). IluroreHeTHYECKHMM MapKepOM
JJAHHOT'O BapuaHTa SBJISIECTCA JAedeuus 5 u 7 XpoMocom. B KiMHUKE
OCTPOTr0 APUTPOJIEMKO3a Ha IEPBBIA IUIAH BBICTYMAECT AaHEMUYECKUUI
CUHJIPOM.

Bcerpewaemocts — 3-4% Bcex ciaydaeB OCTPBIX MHMEIOMIHBIX
JIEUKO30B.

M;-BapuaHT — OCTpBIM MerakapuoOJacTHBIA JIEWKO3, TIpHU
KoTopoM npeoOianaroT kieTku | u Il tunos. Ilonmynsuus G1acTHBIX
KJIETOK XapaKTepHU3yeTCcsl HaluyueM Kak Heau(pepeHIIUnPOBAHHBIX
KJIETOK, TaK H KJIETOK C MOP(QOJOTHYECKUMH TpPU3HAKAMU
MerakapuooiactoB. Kpome Toro, Takue He3pesiblie KIETKH MOTYT ObITh
OKPY>KECHBI OTIIHYPOBBIBAIOIIMMHUCS TPOMOOIIUTAMM.
[{utoxumMuyeckass peakiuss C TJIHUKOT€HOM Yy OJIaCTOB HMMEET
muddy3Ho-rpanysipuyo popmy, peakius Ha MIIO u aunuabr —
OTpHUIIaTENIbHAS.

NmmyHopeHoTHIIMpOBaHUE SABJISICTCS pelammum B
JTUAarHOCTUKE BapuaHTa My, Tak Kak TMO3BOJIIET YCTaHOBUTH
Merakapuonutapuyo auddepeHuupoBky OmactoB. Ha OmacTHbIX
KJIETKaX B OOJIBIIMHCTBE CIIy4acB BBISBIAIOTCA TMaHMHEIOUTHbBIE
Mapkepbl  aupdepeHIupoBKH, a TakXke ChernuuuHbie s
METaKapHuOIUTOR AHTUTCHBI - CD41, CDA42h, CDe6l1.
[{uTOoreHeTHYECKUMU METOJaMU BBISBIISIOTCS aHOMAJIMHM. WHBEPCHS
xpomocoMbl NV 3, tpanciokamus t (3;3), Tpancmokanus t (9;22),
TPUCOMHUS XPOMOCOMBI 21.

Bcerpewaemocts Bapumanta My cocrasiser 0,5% Bcex ciiydaen
MUEJIOUTHBIX JICHKO30B, BCTPEUACTCSI BO BCEX BO3PACTHBIX TPYIITIAX.

Knaccuguxkauus ocmpuoix 1umgpoonacmuuix 1eiiko306 na
OCHOGAHUU MODPON0ZUYECKUX NPUHAKOB

PaznuyaroT Tpu Mop¢oNIOTHUEeCKUX TUIA OJACTHBIX KJIETOK MpHU
OCTPBIX JTUM(POOJIACTHBIX JIEUKO3aX:

L, — OnacTtHble KJIETKH MEJKHEe U CPEIHUX pa3MepoB C
MOHOMOP(HBIM SAPOM (SAPO TIJIOTHOE, TOMOIEHHOE), MPaBUILHOM
(GopMBI, C YMEPEHHO KOHJACHCUPOBAHHOMN CTPYKTYpOW XpoMaTHHa, 6e3
HYKJIEOJI, WIM OHU cJa0oBbIpakeHHble. lluTomnazma cKynHas,
cnabobazodubHasl.
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L, — cpenHue W KpynHbIE HEOAHOPOAHBIE OJIACTHBIC KIIETKH,
UMEIOIINE HEPOBHBIM Kpail sijpa — B BUJE 3a3yOpuH, OyXTOOOpa3HBIX
BJIaBJICHUM, HEXKHYIO MEJIKOTPaHYJSIPHYIO CTPYKTYpy XpomaTuHa, 1-2
KPYIHBIX sSApbilika. [{uTomiasMa B KJI€TKax YMEPEHHO BbIpaKeHHas,
0azodunbpHal.

L3 — KpynHBIE OJHOPOJHBIC KJIETKH, UMEIOIINE OKPYIJIOe WIIU
OBaJIbHOE SPO, YMEPEHHO HEXHYIO CTPYKTypy XpomaTtuHa, 1-2
KpYIHBIX snpeimnka.  [{uTormazma kietok Oojiee MIMpoKas IIo
CPaBHEHHUIO C MPEIbIAYIIMMU KJIETKaMH, HMHTEHCHUBHO Oa3o(duiibHas,
BaKyOJU3UPOBAHHAS.

Hnsa  pasrpaamuenns OJIJI or OHJUI nelko30B mMpOKO
UCITOJIB3YIOTCS JIaHHBIC IMTOXUMHUYECKOTO HCCIIeOBaHUs OJIaCTOB.
[Ipumepuo B 50 % cuygaeB OJIJI OnacTbl UMEIOT MOJOKUTEIbHYIO
[IMK-peakuuto B rpanyisipHor popme.

Opnnako HU MOPQOJIOTHUCKHAE MPU3HAKKA OJACTHBIX KJIETOK, HH
XapakTep IUTOXUMHYECKUX PEAKIIUA HE MOTYT CIYKUTh KPUTEPHEM
JUISL  BBIJICTICHWS] BapUaHTOB OCTpoOro JuM@oOIacTHOTro JeiKko3a
(OJIJI). Haubonee undbopMatuBHBIM MeToAOM TunupoBanus OJLJI
SBIISICTCS. MMMYHO(EHOTUIIMYECKAs XapaKTePUCTHUKA KJIETOK C
UCIIOJIb30BAHHEM MOHOKJIOHAJIbHBIX aHTHUTEN, KOTOpasl IMO3BOJISET
YCTaHOBUTDH JIMHCHHYIO HAIPaBJICHHOCTH OJACTHBIX KJIETOK, CTaHIO
muPepeHITUPOBKA  BHYTPU KaXJAOW JIMHUHM, JUArHOCTHPOBATH
CMEILIaHHbIE BApUAHTHI (TalII. 8).

Tabnmuna 8. — HMmMmyHonoruueckas KiacCU(UKAIMSI OCTPBIX
JTUM@OOJIACTHBIX JIEUKO30B
AHTHUTEHBI
MTO3UTHUBHBIE C IBYMSI N ——
M3 TPEX MapKEPOB —
ng HLAI?DI§+ 5 B OOJIBIINH-
B-nuneninpii OOJBIINHCTBE T-nuHenHbIN CTBC
ciydaeB Tdt,
CITyJaes, 3a HLA-DR+
HUckiIroueHueMm B CD34- ’
BapHaHTa U3 3PEIIbIX
KJIETOK.
B-1 (mpo-B) no CD19+; T1 (mpo-T) | CD7+
MOP(OTOTHYECKUM CD22+ u/umn CD79a OJIJI
pU3HaKam UTOIIJIa3MATHUECKHUE
COOTBETCTBYET
L]__ L 2 110 FAB —
KJaccuuKanuu
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B Il (common, npe-
npe — B BapuanT), 1o
MOP(HOIOTHYECKUM
pU3HaKaM
COOTBETCTBYET

L, mo FAB —
Kiaccuukanum

CD10+

T2 (npe-T)
OJII

CD2+ CD5+
CD8+

B-11l (mpe — B
BapUAaHT)

10 MOP(HOTOTHIECKUM
pU3HaKam
COOTBETCTBYET

Ll_ L 2 11O FAB —
KJIaCCU(UKAITUH

[MuTorutazmaTu-
YeCKask MIO-1ICITb

T3
(KOpTHKAaJIb-
e T) OJUJI

CDla+

BapuanT u3 3pensix B-
KJIETOK (I10
MOPGhOIOTHYECKUM
MpU3HaKam
COOTBETCTBYET L3 10
FAB —
KJ1accuuKaIn)

[ToBepxHoctHbI IgM
MOHOKJIOHAJIbHBIH

o Karma 17001
As0MAa TUITY

T4
(3peunbiit T)
OJUI

Mem6pan-
g CD3+,
CDla-

Kinauka

KimHuka ocTporo jieiiko3a He XapaKTepHa U ONpeaeseTcs:

OIIYXOJICBBIMH KJICTKAMU,

— JOKaJIn3alnueu
KPOBETBOPCHUS;

KJIETOK;
— ayTOMMMYHHBIMH,

JIEHKO3HBIX

UH(UIBTPATOB

BHC

CTCIICHBIKO BBLITCCHCHHUA KIICTOK HOPMAJIBHOTO KPOBCTBOPCHUA

OpraHoB

CTCIICHBIO HMHTOKCHKAIIN MeTa0O0JIUTaMU paciiaaa OITYXOJICBbBIX

MH()EKIIMOHHO-BOCTIATUTEIbHBIMU
OCJIOKHEHUSMHU, CBA3aHHBIMU C yTHeTeHUEM T- u B-numdonuros;

npenaparam (Tadi. 9).
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Tabnuna 9. — Knuandeckue nposiBJICHUS OCTPHIX JIEHKO30B

| IlaTorenes Cumnromsl
1.  VuduupTpanmsi KOCTHOTO MO3ra OMYyXOJEBBIMU KIECTKAMHU
1.1 HEUTPOIEHUS JUXOPaJKa, OCIOKHEHUS HH(EKIMOHHO-
BOCHAJIUTEIBHOTO Xapakrepa,
IPUCOETUHEHUE OaKTepuanbHbBIX
uH)eKImit
1.2 aHEeMMUsI brneaHOCTh KOXKHBIX MOKPOBOB, OJIBIIIKA,
COHJIMBOCTD, YYAIIEHHOE CeplIcOMEHUE.
1.3 TPOMOOLUTONIEHUS reMOpparuyeckuii  CUHAPOM (TIETEXHH,

3KXUMO3BI, KPOBOTEYEHUS,
KPOBOM3JIUSIHUS, TEMAaTOMBI)

2. UndunbTpanus Ipyrux OpraHoB

2.1 MICYCHb, CEJIC3E€HKA, | yBEJIUYEHUE
TUM(}ATUYECKHUE Y3ITbI

2.2 HC HEBPOJIOTUYECKHUE HapYyUICHUS:
TOJIOBOKPY>KEHUE, roJIOBHAs 0071b,
MPU3HAKU Tapajinya YepermHO-MO3TOBBIX
HEPBOB, HapyIICHUE 3pEHUS;
TICUXWYECKUE PACCTPOMCTBA

2.3 JIECHBI OmactHass ~ wHQUIBTpaUUs,  S3BEHHO-
HEKPOTHYECKHUE TPOIECCHI

2.4 KOXa Jeiiko3Hast UHDUIBTpAIUsl OMyXOJEBbIMU
KJIETKAMH

2.5 MOpakeHUE KOCTEH OOJIE3HEHHOCTh U 00MM B KOCTHX,

apTpairus

Craanm oCTpBIX JIEMKO30B

1 cmaous

KPUTEPHHU:

pa3BepHyTasi aTaka WJIM Hayajo: C MOMEHTa
YCTAHOBJICHUS JUarHo3a A0 3g(dexra oT JeUYeHus;
2 cmaous — TOJIHAs KIWHUKO-TEMATOJOTMYECKasi PEMUCCHS,

- XOpolliee CaMOYyBCTBUE, YAOBJICTBOPUTEILHOE COCTOSHNUE;
- HET NMPU3HAKOB OITyXOJIEBOT'O POCTa B OPTaHaX U TKaHSX,

- F€MaTOJIOTHYECKUE TTPU3HAKU:

2.1 remorno6un 110 r/n u Ooiee;

2.2 meitrpoduist 1,5 x 10%/1 u 6onee;

2.3 tpombouuTs 100 x 10/ 1 Goee;

2.4 6rmactoB B nepudepudeckon kposu - 0;

2.5 61acToB B KOCTHOM M03re — He 6osee 5%.
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[Ipu oOHapyXeHUHM OMYXOJEBbIX KJIETOK C TMOMOIIBIO
[UTOTCHETUYECKUX, MOJICKYJISIPHO-TEHETUYECKUX METOJ0B Ha (hoHe
MOJTHOM KJIMHUKO-TE€MATOJIOTUUYECKOW PEMHUCCHUH, TOBOPSAT O HATIUYUU
MUHHUMAaJIbHOM OCTaTOYHOM (pe3eayanbHON) 00JIe3HU;

3 cmadus — BBI3IOPOBICHHE - TMOJHAS  KIMHUKO-
reMaTojIoTUYecKasi peMuccusi 0e3 NPU3HAKOB  MHUHHUMAaJIbHOMU
OCTaTOYHOM OOJIE3HHU, COXPAHSIONIAACS HA MIPOTSHKEHUU OoJiee S JeT;

4 cmaodus — 4YaCTUYHAsL PEMUCCHS — 3TO YIYUIIEHUE COCTOSIHUS
OOJIbHOTO, YJIYYIlIEHHUE IeMaTOJIOTMYECKUX IOoKazaTesied, HO He [0
nosiHou pemuccuu (1% OmacTHBIX KJIETOK B mepudepruyecKkoil KpoBH,
B KOCTHOM Mo3re 10 20% OmacTHBIX KIJICTOK, HaJIM4ue
TPOMOOIIMTOIICHUH U APYTHX OCIIOKHCHHH);

5 cmaous — peuuiuB; KOCTHOMO3IOBOM, BHEKOCTHOMO3IOBOM —
YXYJIICHUE COCTOSHUSL (HEHUPOJIEMKO3, MOPaXEHUE y MYKYUH H
MaJIbUUKOB SIMYEK, KJIMHUKO-TEMATOJIOTHYECKOE, IMUTOTCHETUYECKOE,
MOJIEKYJIIPHO-TEHETHYECKOE YXYIIICHUE);

6 cmaous — TepmuHanbHas — Ha (OHE AKTUBHOTO JICUCHMUS
OOJIbHOMY CTAaHOBHUTCSI XYyKE: BO3pAacTaeT KOJUYECTBO OJIACTHBIX
KJIETOK, HaOJI01a€TCS BhIPAXKEHHAs] MHTOKCUKAIIWSI, TEMOPPArHue€CKU
CUHJIpOM, TIIyOOKasi aHeMus, WH(EKIMOHHBIE W BOCHAIUTEIbHbBIC
OCJIO’KHECHUS.

JAuarnocruka

Imansvl OuazZHOCMUKU OCIPBIX J1CHK0308:

1 sman — oObHapyXeHHEe B Nepudepruyeckoil KpoBU U KOCTHOM
MO3T€, UCIOIb3YsI MOP(OJIOTHUECKHE KPUTEPUH, OJTACTHBIX KIIETOK U
YCTaHOBJICHUE (PaKkTa OCTPOro JieKo3a.

2 oman — WCHOJIb30BaHUE JOMOJHUTEIBHBIX METOJIOB
UCCIICIOBAHUS (LIMTOXUMHUYECKHUX, IIUTOTCHETUYECCKHUX,
UMMYHOJIOTHYECKHX, MOJIEKYJISIPHO- OUOJIOTUYECKHUX) VISl YTOUHEHHUSI
BapuaHTa OCTpPOTO JieliKo3a, BBIOOpa Tepamuu ¢ IPOTHO3a
3a00J1€BaHuUs.

Kpumepuu nuarHOCTUKKA OCTpPBIX JIEMKO30B B PecnyOnuke
benmapycy — Hanuuue y B3pocibix 30% u Oosiee OJACTHBIX KJIETOK B
KOCTHOM MoO3re, y aeTel - 25% u 6ouiee.

I[To manweiM BO3, xpurepuem OCTpOro JEHKO3a SBISIETCS
KOJIMYECTBO OJIACTHBIX KJIETOK B KOCTHOM Mo3re oT 20% u Goiee.
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Kapmuna nepugpepuueckoit kposu

Co  CTOpOHBI  JpUTPOHUJIHOTO  POCTKA  KPOBETBOPEHHS
HaOJII01aeTCsl PA3JIUYHON CTENICHU BBIPAXKCHHOCTH AaHEMHUs. AHEMUS
HOPMO- WJIM MakpoluTapHas (pexe Merano0acTHasi), TUIIEPXPOMHas,
TUIIOpEreHEPATOPHASL.

Co CcTOpOHBI JIEHKOIIMTOB MOXKET HAONI0JAaThCsl KapTUHA OT
rJIyOOKOM JIEHKONMEHUH 10 JICHKOLMTO3a C YPE3BBIYANHO BBICOKUMH
rdpamu nerikonutoB (ot 1 mo 300 x 109/JI). B cnyyae neiikoneHuu
0JIaCTHBIE KJIETKHM MOTYT OTCYTCTBOBATh WJIM UX MOXKET ObITh 1-2% —
3TO TaK Ha3biBaemas ajeilkemuueckas (aza ocTporo Jerkosza, Ipu
KOTOpOH B mepudepudeckod KpOBH HAOMIOJAETCS OTHOCUTEILHBIN
auMmdoruTo3 3a cuer HeuTponeHuu. CyoOneiikemuyeckas (aza
xapakrepusyercs Hanuurem 5-10% OnactHbix kieTok. [Ipu Hamuyuu
B KpoBu Oosiee 10% OJACTHBIX KJIETOK TOBOPAT O JICMKEMHUYECKOM
daze octporo neiko3a. B nelikorurapHoit GopMyse MOXHO BHUACTh
TaKK€ TaK HA3bIBAEMbIN «IEHKEMHUYECKUM TPOBal» — HAIUYHE
OJIaCTHBIX M 3pENbIX KIETOK M OTCYTCTBUE MEPEXOJHBIX WU
€IUHUYHBIC MTEPEXOHBIE KICTKHU.

Co CcTOpOHBI MErakapHOLMTAPHOTO POCTKA — TPOMOOUUTONECHUS
pa3HON CTENEHU BBIPAXKEHHOCTH.

B nepudepuueckoid  KpoBHM  HAOMIOMAIOTCS  MPOSBICHUS
JTUCIPUTPOIIOA3a, AUCTPAHYJIONUTOINO033a, HAIIWYKUE JEre€HEPATUBHBIX
dhopM TpOMOOITUTOB.

COD — COOTBETCTBEHHO Clly4yaro, 4aile HaOJrogaeTcs
YCKOpPEHHE.

[Ipr OMOXMMUYECKOM HMCCIEAOBAHUU CHIBOPOTKU KPOBU MOKET
OTMEYAThCSl YBEJIWYEHHUE KOHIICHTPAIMd MOYEBON KHUCJIOTHI, Kajus,
dbochopa, aKTHBHOCTH JAKTATACTUAPOTECHA3bl MPOMNOPLUHUOHAIBHO
JU3UCYy  omyxoneBblx  kierok. [lpm  nopaxenmn IHC B
CIIMHHOMO30BOM  KUJKOCTH MOXET OTMEYaThbCs  YBEIMYCHHOE
coaepxkaHue 0ejika Ha (P)OHE HU3KOTO IIMTO3a U HU3KON KOHIIEHTpaLIMU
TJTFOKO3BI.

Kapmuna kocmnozo mo3ea

Co CTOpOHBI KOCTHOTO MO3ra OTMEUAIOTCS CJEAYIOIINE
U3MEHCHMUS:

1. ToranpHast OinactHas Tpancopmarus (O1TacTHBIC KICTKH
cocrapsior 80-100%);
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2. Ilpu3Haku Aucro’3a MpU YACTUYHOM COXPAHEHHUHM POCTKOB
KPOBETBOPEHHS.

3. «JlelikeMuueckuii poBai» - HAIMYME OJACTHBIX U 3PEIbIX
KJIETOK M OTCYTCTBHE IEPEXOJHBIX WM E€OUHUYHBIE NEPEXOIHBIC
KJIETKH.

4. Hanuuue merano0aacTos.

5. KonnuecTBO MerakapuoumToB CHMXKEHO BILUIOTH A0 O
«Kopabmu cpear Mopst OJTACTHBIX KIETOK.

HuToXMMHYECKHIT MeTOJ MCCJAeA0BAHUS KJIETOK KPOBH M
KOCTHOI'0 MO3ra

[luToxumMu4UeCcKrue peakyu HCIOJb3YIOTCA JI1 JHArHOCTUKHU
JICMKO30B, OHM OCHOBBIBAIOTCA HA HCIOJb30BAHUU I[BETHBIX
XHMUYECKUX PpPEaKIMN s ONPEACICHUS XUMHUYECKOW MPHUPOIbI
KJICTOK Y BBISIBJICHHS B HUX META0OJMYECKH aKTUBHBIX (DEPMEHTOB H
cyoctparoB. Haumbombiiee aUarHOCTUYECKOE 3HAYEHUE HMEET
BBISIBJICHUE AKTUBHOCTH TIEPOKCHIA3bl, KHCJIOM U IIEITOYHOU
docdarazpr, HecmenmpUUECKONW  OdCTEepa3bl, a TaKXKe TaKHUX
CyOCTaHIIMM, KaK IJIMKOT€H M JUNUbL. JICHKO3HbIE KIETKH, 0COOCHHO
0  Ha3HAYCHUsS  XUMHUOTEpaluu,  COXPaHAIT  OCOOCHHOCTHU
MeTaboIM3Ma 1 MHOTHE CBOMCTBA, MPUCYILIME HOPMAJIbHBIM KJIETKaM,
MOATOMY UCCIIEIOBAHUE CYOCTAHIIMN U (PEPMEHTOB JICKO3HBIX KJIETOK
UCIIOB3YETCS JJIs1 UIACHTU(DUKAIINY, ONPESICHUS CTEIICHU 3peIOCTU
KJIETOK W MPUHAIJICKHOCTH HX K COOTBETCTBYIOIIECH KJIECTOYHOMU
JIMHUH.

Jns uccnenoBaHusl MATOXUMUYECKUX PEAKIMA Ma3KU KPOBHU U
KOCTHOTO MO3ra TOTOBAT TaK K€ KakK IS IHATOJOTHYECKOTO
UCCIIeIOBaHUs, (UKCUPYIOT U  OKpaIIMBalOT COOTBETCTBEHHO
BBISBJIIEMOMY BEIIECTRY.

B wmaske wuccnenyror He MeHee 100 kieTtok, npu omom
OYEHUBAIOM

- MPOLIEHT TOJOXKUTEJIBHO pEarupyrommx KIEeTOK (peakius
CUMTACTCS TMOJOXKUTEIbHOW TpU HaMU4uu 3 U 0ojee MPOLIEHTOB
KJIETOK, B KOTOPBIX BBISIBJICHA MTOJI0KUTEIIbHAS peaKIns);

- HHTCHCHUBHOCTh OKpamwuBaHus (pa3nuyaloT 4 CTeNeHU
peakuuu: 0 — ¢ oTpumarenbHod  peaknmeirt, | — co
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C1aboMoIOKUTENIbHON peakmuei, || — ¢ momoXuTenbHON peakIiuei,
Il — ¢ BeIpaXkeHHOM peakineH;

- XapakKTep paclmpelIelicHHs  OKpaIlCeHHOro  MaTepualia
(muddy3nbiid, TudPy3HO-TPaHYISIPHBIN, TPAHYJISIPHBIN).

Kpome Toro, misi oOLEHKH aKTUBHOCTH (EepMEeHTa WU
KOJIMYECTBO  MCCIAEAYEMOI'0  BEIIECTBA  ONPEACIAIOT  CPeOHUU
nuroxumuaecknii kKodpdunment (CLK), Beraucmsemslii mo Gpopmyie:

O0a+10+2B+3r
o) 11— |
100
rae nudpbl — CTENeHb HMHTEHCUBHOCTH OKPAacKH, OYKBBI —

KOJINYECTBO KJIETOK (%) C COOTBETCTBYIOIIECH CTENEHBIO OKPACKH; B
HOpME KO3 (HUITMEHT MOXKET ObITh MakcUMalbHO paBeH 3,0.

[Tpu O (HynEeBOM) CTENEHU OKPAIIUBAHUE OTCYTCTBYET.

[Ipu | — HamMuMe ETUHUYHBIX OKPAICHHBIX TpaHyJl B
nuroriasMe, Jubo cimaboe aud@dy3Hoe OKpallMuBaHUE ~— BCE
IIUTOTUIa3MBbl, JIHOO0 (DOKYCHOE OKpallliBaHUE.

I[Ipu Il cTemeHM WHTEHCHMBHOCTH OKpPACKU HAOJIIOAAETCS
OOJbIIIOE KOJIMYECTBO TpaHysl B IuTOIUIazMe, Jubo auddysHoe
OKpalllMBaHWE TIOYTH BCEW IMTOIUIa3Mbl, HO C HEOKpPAIICHHBIMU
y49aCTKaMHU.

[Ipu Il crenenu — rpanysibl 3aMOIHSIOT BCIO LIUTOILIA3MYy, JTUOO
ormevaercs U Py3HbIA XapaKTep peakiuu.

Yenee00wvt vrpatror BakHyl0 pojib B KJIETOYHOM META0OJIM3ME.
Ux  pacuierieHUEe  CONPOBOXKIAETCS  BBIJACICHUEM  OOJBIIOTO
KOJINYECTBA YHEPTUU, 00eCeunBasi, TAKUM 00pa3oM, SHEPreTUIECKUE
noTpeOHOCTH KJETKHW. JIJIS BBISIBICHHUS YTJIEBOJOB TMPUMEHSIOT
peaktuB lludd u Hognyro xucnmory — HINK-peakuus mnu PAS —
peaknus (Periodic Asid Schiff). Peakumsi BBIIBISCT pasindyHbIC
YTJIEBOJIbI, B TOM YHCJIe HauOoJee pacupOCTPAHEHHbBIN MOTUCaXapHl —
riukored. [Ipu B3aumonerictuu peaktuna [ndd u iHogHON KUCIOTHI
C JIbJCTHAHBIMU TPYIIAMHU TOJUCAXAPUIOB 00pa3yeTcs cyOcTpar
MaJMHOBO-KPACHOTI'O LIBETA.

B muenobnactax riIMKOT€H MOXET OTCYTCTBOBATh WM MOXKET
naBaTh cinabyro auddysHyro peaknuio. KojaudecTBO TIMKOIeHa
BO3pAacCTaeT MO MEPE CO3PEBAHMS KIETOK, MO3TOMY HauOOJbLIee
KOJMYECTBO  IJIMKOT'€HAa  COAEPKHUTCS B 3peibIX  KJIETKax
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rpanyjonuTapHoro psiaa. [lojoxxkutenbHas peakius Ha TJIMKOT€H B
HEUTPOPUIIBLHBIX TPaHYJIOIUTAX BBISBISETCS B BUJIE WHTCHCUBHOMN
MaJIMHOBO-KpacHOU Tu(y3HON OKPACKU LIUTOIIA3MBI.

VY mumdoruroB HIUK-peakuus umeeT TpaHyJIsSIpHBINA XapakTep,
B BHJIC BEHUMKA BOKPYT si7pa Ha (OHE HEOKPAIIEHHOMN ITUTOTLIa3MBbl.

B MoHomuTax pacnpejeieHrue OKPAIICHHOTO BEIIECTBA UMEET
HEBBIPA3UTENIbHBIN TU(PHY3HO-TPAHYISAPHBIN XapaKTep — MbLJICBUIHBIC
rpaHyjbl Ha poHe OJIeTHO-PO30BOM IUTOIIIA3MBI.

JIJisi TONTBEpKISHUSI TIWKOTEHOBOW MPHUPOJBI IOJIMCaxapuia
MCTOJIB3YETCS KOHTPOJIBHBIN TECT C AMUJIA30M.

Ilepokcuoaza (MIIO) — depmeHT, pa3pymIAONIANA TEPEKHUCH
BOJIOPO/JIa, 00Pa3YIONIYIOCS B KJIIETKE B IIPOIIECCE KU3HEICSITEILHOCTH.
TokcuuHas sl KJIETKU TPEPEKHUCh BOJIOpoJa 00€3BpEKUBACTCH,
OCBOOOKIAIOMIUMCS  OpU  y4aCTUU  TMEPOKCHUIA3bl  KHUCIOPOJ
HCIIOJIb3YETCS B OKUCIUTENBHBIX Tpolieccax. Hanbomnpiiiee 3HaueHUe
UMEeT MHUEJIONEPOKCHIa3a — MapKep KIETOK HEUTpOUIBHOTO psfa,
pacroJiaraloIuiics B OCHOBHOM B TI€PBHYHBIX JIN30COMAIbHBIX
rpaHyyiax. AKTUBHOCTbh MHUEJIONEPOKCHUIA3bl OOHAPYKUBAETCS Y>KE Ha
CTaJuu MHeNo0acTa U BO3pacTaeT Mo Mepe CO3pEeBaHUA KIETOK, HO
HauOOJIbIIIEE  KOJMYECTBO  MHUEJIONMEPOKCHAA3bl  COJNEPKUTCA B
npomuenornurTax. [lomoxuTeapHas peakiys Ha MUEJIONEPOKCUIA3y C
UCIIOJIb30BAaHUEM pacTBopa OCH3UIMHA M TIEPEKUCH BOJOpOJa —
OpaHKEBO-)KENTOE OKpalllMBaHWEe IpaHyJ B nuToriasme. [lepokcuaasa
HE COJEPKHUTCA B JUMQOIUTAX, YaCTh MOHOIIUTOB MOJKET JaBaTh
cnabyro WM YMEPEHHYIO PEaKIrio Ha IEPOKCUIARY.

JIunuowl conepxarcss BO MHOTHX KJIETKax 3a HCKIIOUYCHHEM
JTUMQOITMTOB W JSPUTPOUIHBIX KJIeTOK. Haubomblliee KOIUUYECTBO
JUTIUI0B COACPKUTCS B KJIETKAX HEUTPOPUIBHOTO psifa, HAUMHAS CO
cTamuu Muenobiacta. Peakius ycuiIMBaeTcs MO Mepe CO3pEBaHUs
KJIeTOK. Jlumuael comepxkaTcs B KJIETKaX KOCTHOTO MoO3ra H
nepudeprudeckol KpOBH B BHJI€ TMPOCTHIX JUIMUIOB - CBOOOJHBIX
KUPHBIX KHCIIOT, HEUTPAIbHBIX JKUPOB M CJIOXKHBIX JIUIHJIOB -
dochonunmuaor. Ocod6eHHO MHOTO (PoCchOTUTIHIOB OOHAPYKUBAETCS B
cocTaBe crenuuuecKor 3€pHUCTOCTH B 3pelibiX HeuTpoduiax. Pe3ko
MOJIOKUTENIbHAS PEAKIMs Ha JUMUABI HAOII0MaeTCs Y 203MHOMUIIOB,
BapualOEIbHYI0 PEaKIHMI0 Ha JIMIHUABI JAl0T He3pelble 0a30(uibl,
MOHOIIUTHI.
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JInst  BBISIBJCHUS JIMOWAOB HauOoOlee 4YacTO HCMOJIb3YIOT
PEAKIINIO ¢ CyJJaHOM YepHBIM b, KOTOpBIH okpatmBaeT Gpocdoaumnm bl
B YEPHBIN IBET — IMOJIOKHUTEIIbHAS PEaKIIsI Ha JIUITHIBI.

Hecneuuguueckue scmepazwvt (H3) — ruaponasbl, ClIOCOOHBIC
TUAPOIN30BaTh TpocThie 3Pupsl N- CBOOOAHBIX CIHUPTOB >KUPHBIX
KHCIIOT, B HacTosIiee BpeMs U3BecTHO 9  wum3odepmeHTOB
HECTeM(PUYECKUX  DCTepa3, HO HAUOOJBIIUKA  HHTEpEC IS
reMaToJIOTUH  MpeAcTaBisieT  anbda-HadTuiianerardcrepasa o
xJiopaierar-screpaza. Peakiusi Ha anbda-HadTUIALETATICTEPARY
MOXXET OBITb TMOJIOKHUTEIBHON B HeWTpoduiax, 303uHOPUIAX,
auMmdonuTax, OAHAKO OHA HE TMOJaBiIgeTcs (TOPUIOM HATPHS.
Haubonpias aKTUBHOCTD anb(da-HadTUIaIeTaTICTEPA3bI
OTpeNeNsAeTCS B MOHOIIUTaX, B KOTOPBIX MNPUCYTCTBYET H30QopMa
dbepmeHnTa, ogaBasieMas GTOpUIOM HATpusi. AKTUBHOCTH (pepMeHTa
BBISIBIIICTCS B BHJIC TPaHyJl TEMHO-OYpOTo IIBETa B IUTOILIa3Me.

XmopameraTacTepasa, Kak W MHEJIONEpPOKCHIa3a, SIBISETCA
MapKepoM HEHUTPO(PHIOB U BBIABISAETCS YK€ HAa CTAIUU MHUEI00JacTa.
AKTHUBHOCTH XJIOpAIlETaTICTEPa3bl BO3pPACTACT Yy IMPOMHUEIOIMUTOB U
MUEJIOIIUTOB, T.€. IO Mepe CO3pPEBaHMUS KIETKH. AKTUBHOCTb
dbepMeHTa BBISABISETCS B peakiuu SIMa B BUJie TpaHyJl CHHETO IIBETa B
ITUTOTLIa3Me.

CIBOEHHYIO pEakiMi0 Ha XJiopaueraracrepasy W anbda -
HaTUIIALIETaTICTEPa3y MPOBOMAST MOCIIEIOBATEIHLHO HA OJJHOM Ma3Ke.
OTO  TO3BOJACT  Pa3ACIUTh  KJISTKH  TPAHYJIOIUTApPHOU M|
MOHOITUTAPHOM JIMHUM, YTO HMMEeT 3HA4YCHHE IS JIUarHOCTUKH
JEHKO30B M3 OJTUX JHUHUN. AKTUBHOCTH (EpMEHTa BBICOKAs TMPHU
MUEI00IaCTHOM JIeiiK0o3€e, HU3Kask — MPU MUEIOMOHOOJIACTHOM W MPHU
MOHOOJIACTHOM JIEUKO3€ MOKET HE 00OHAPYKUBATHCSI BOBCE.

AKTHUBHOCTh  Kuciaou ¢ocpamaszvr (K@) onpenensiercs
npoiieccaMu  KJIeTOYHOU AuddepeHIMpoBKU. AKTUBHOCTb KHCIIOM
dbocdaTassl BBISBISIETCA B IPaHyJONUTAX, 303uHODMIaX, 6azodunax,
MOHOITUTAX HAYMHAS C HE3PEIbIX KIETOK JTHUX pPSJIOB, TAC e¢
aKTUBHOCTh HamOosiee BbicOkass. [lo mepe co3peBaHHsS KIETOK €€
aKTUBHOCTh CHIJKAETCS, B 3pENbIX KJIETKaX AaKTHUBHOCTh KHCJIOM
docharazel He ompexaensercs. biacTHble KiIeTKH (MHEI00JACTHI,
MOHOOJIaCTHI), OKpAIlICHHBIC B 3CJICHBIM IIBET, COJepXKaT B
IIUTOTIA3ME  MEJKYI0 KPacHYI 3€pHUCTOCTh — IIOJOKHUTEIIbHAs
peakius. [lomoxuTenbHass peakmus Ha Kuciayio  (Qocdarazy
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OTMEYaeTCsi TpPU  OCTPOM  MHUEIOOJACTHOM  JIeKOo3e, PE3KO
MOJIOKUTENbHAS PeaKIus — MPU OCTPOM MOHOOIACTHOM Jieiikose. Bo
MHOTHMX KJeTKaxX (MOHOIMTax, JUM@OIUTaX) aKTHBHOCTh (pepMeHTa
WHTUOUpyeTcs: moHamu Taprpata. B numdobnactax, numdornurax
peakuuss Ha kuciayro (¢docdarazy BapuabenbHas. Haubonbimas
aKTUBHOCTb (pepMeHTa Cpe/id KJICTOK 3TOM JMHUU Halarogaercs B T-
TuMQOITUTAX.

Peakuyua na Kucnvie mykonoaucaxapuovt. 3€pHUCTOCTb KJIETOK
IPaHyJIOUUTAPHOTO PsSJa COACPKHUT KHUCIbIE MYKOMOJUCAXapUbl,
OCHOBHBIM KOMIIOHEHTOM KOTOPBIX SBJISIETCS XOHAPOUTUH-4-CYyIb(aT.
HauGonbiiee KOJINYECTBO KHUCJIBIX MYKOMOJINCAaXapHI0B
CUHTE3UPYETCS B  MPOMHEJONMTAX, IOATOMY  peakius  Ha
CyJb(aTUPOBAHHBIE KHUCIbIE MYKOMOJUCAXapPUIbl crenudruyHa s
OCTPOr0 MPOMMEIIOUUTAPHOTO Jerko3a. [lonoxurenvsHas peakuus —
MOSIBJICHUE B LMUTOIUIA3ME MPOMHEJIOIUMTOB KPYMHOM PO30BO-
BUIIIHEBOM 3€PHUCTOCTHU, A/pa KJIETOK IMPU TOM OKpPAIIUBAKOTCS B
CBETJIBIN CepO-TOyOOi 1IBET.

HUmmynogenomunuposanue

[IpoTouHass  mUTOMETpUST U  UMMYHOTMCTOXHMHYECKOE
OKpalllMBaHWE MO3BOJISIIOT UACHTU(PULIUPOBATH JICHKO3HON KJIETKH I10
UX MEMOpaHHBIM MapKepam C MOMOIIbI0 MOHOKJIOHAJIBHBIX aHTUTEII.
OTO JaeT BO3MOXKHOCTb ONPEACIUTh HE TOJIBKO MPOUCXOXKICHUE
KJIIETKH, HO U CTaauio e Au(PEepeHIUPOBKH, YTO OYEHb BAXKHO IS
BBIOOpA JICUEHMS M OILIEHKH IMPOTHO3a HEOIUIACTUYECKOTO Ipolecca

(tada. 10).

Ta6nuna 10. — UmmyHodeHoTHTIMUECKas KiacCUupUKaIus

Kuerounslii psix Mapkepsbl
[TonunoTeHTHas CTBOJIOBAs KJIETKa CD117, HLA-DR, CD34
Krnerka muenouaHoro psga CD13, CD15, CD33
T-muM@OoUTH ¥ UX MPEAINICCTBEHHUKA CD1, CD2, CD3, CD4, CD5

CD7, CD8, TdT
B-nmumdo1uTel 1 MX npenecTBEHHUKU CD10, CD19, CD20, CD22,
CD24, TdT
KiteTku spuTpouIHOTO pssa ['nmukodopun A
Kietkn MoHOIIUTApHOTO psifa CD14, CD36, CD 64
KiieTkn MerakapruonuTapHoro psiaa CDA41, CD42b, CD61
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HHTOFeHeTI/I‘IeCKI/Ie HCcJIeJ0BaHuA

AHaIM3 XpOMOCOM IPH JICHKO3aX U JIPYTHX T'e€MaTOJIOTHUYCCKHUX
3a00JIeBaHUAX SIBISCTCS 00sS3aTEIBbHBIM KaK Ha JTale JUarHOCTHKH,
TaKk U B JWHAMHUKE 3a0oyieBaHus. [[UTOreHeTHYECKHE HCCIIeIOBaAHUS
YBEIIMUHUBAIOT KOJWYECTBO HAACKHBIX IPOTHOCTHYECCKHX (PaKTOPOB,
CIIOCOOCTBYIOIIIMX ~ MOAOOpY  ajxekBaTHOM  Tepamuu. Hawnbomee
3HQYMMBIM JUISI TIPOTHO3a 3a00JIeBaHUS SBISICTCA OOHApy)KEHHE
cnenmu(UYEeCKUX XPOMOCOMHBIX HApYIICHUH, MPHCYTCTBHEC WIIH
OTCYTCTBHE KJIOHAJbHBIX aHOMAJIMi, U3MEHEHUH MOJAJIbHOTO YHCIIa
XPOMOCOM.

Tabnuma 11. — XpoMocoMHbBIE HApYIIEHHUS, AaCCOLIMUPOBAHHBIC C
HEKOTOPBIMU OCTPBIMU JIEUKO3aMHU

OcTpblii JIeliK03 XpoOMOCOMHBIE HAPYILIEHHS

OcTpble MUETIOUTHBIC JICHKO3BI T(8; 21) (922;922) (11;923)
Tpucomus no xpomocome 7, 8, 13

OcCTpbIif MUETIOUTHBIH JIGHKO3 C Inv(16) (p13; g22) t(1; 16) (p13; q22)
703UHOGUINEN
OcCTpBIii TPOMUEIIOITUTAPHBIN t(15; 17) (922; gq21)
JICUKO3
OcTpbIii MEETTOMOHOOIACTHBIN t (8; 16) (pl11; p13)
JICUKO3
OcTpbIii MOHOOJIACTHBIH JICHKO3 t (9; 11) (p22; q23)
Octperii B — numdobmacTHBIHM t (1; 19)(g23; p13;) t (12; 21) (p13; g22)
JIEUKO3
Octperii T — numoOacTHBIN t (1; 14) (p32; g11) t (1; 7) (p32; g35)
JIEUKO3

JlabopaTopHasi ITMarHOCTHUKA XPOHUYECKHUX
MHUeJONPOoau(epPATUBHBIX HEOIIA3UI

XpOHUUYECKHE MHENONpoarudepaTUBHBIC HEOIUIa3UU SBISIOTCS
KJIOHAJTbHBIMU OITyXOJISIMHU, KOTOPBIE Pa3BUBAKOTCS U3
FEMOIIO3TUYECKOW  CTBOJIOBOW  KIETKH M XaPaKTEPU3YIOTCS
nposudepanreii B KOCTHOM MO3re€ OJHOTO Wi 0ojiee POCTKOB
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MUETOUTHOM JUHUN (TpaHyJIOUTAPHOTO, PUTPOUHOTO,
MEraKapuOLUTAPHOIO).

[Tpomudeparuss KJIETOK COMPOBOXKIAETCA WX OTHOCHUTEIHHO
HOpPMaJIbHBIM ~ cOo3peBaHuEM (3(PPEKTUBHBIM TE€MOIO’30M), UTO
MPUBOJUT K TMOBBIIICHUIO YUCJIA TPaHyJIOIUTOB, SPUTPOIIUTOB H/WIH
TPOMOOIIMTOB B IEpU(PEPUIECKON KPOBHU.

Mopdonoruaeckum cyocTpaTom OMyXOJIH SABJISIFOTCSI
CO3PEBAIOIINE U 3PEIbIC KIECTKHU.

Knaccudpuxkauus

B HOBOM mepecmoTpe KiaccuPpUKAIUU MHUEIOUIHBIX OIMyXOJeHh
BO3 2008 r. mpeajio’)k€HO HCIIOJIb30BaTh TEPMHUH «MHUEIIOUTHBIC
HEOIUTa3UM»

Knaccudukanus muenonaasix Heorwtasuii (BO3, 2008):

1. Octpbie MUETIOUTHBIE JIEUKO3HI.

2. MuenoaucniaacTU4eCKue CUHIPOMBI.

3. MuenonponudeparuBHbIE HEOTIA3UU.

4. MJIC/MuenonponudepaTUBHbIE OMYyXOJIH.

5. MuenouHbie OMyXOJd, aCCOIIMUPOBAHHBIE C YO3MHOPUINEH
u nonomkamu PDGFRA, PDGFRB, FGFRI.

B COOTBETCTBUU C KJ1accupuxammein cpeau
MHEIOoNPOIM(EPATUBHBIX HEOIIJIa3UM BBIJEISIOT!

1. XpoHn4ecKuii MueIouIHbIN eiiko3 (XMJI).

2. Uctunnas nonunutemus (MUI1).

3. DccennuanbHas TpomoonuTemus (OT).

4. TlepBuunbiii Muenopuodpos (IIMD).

5.  XpoHuyeckue  MueJIonposiudepaTUBHbIE  HEOIUIa3UuU
Heknaccuduuupyemsie (XMH HK).

6. XpoHuueckuit HeUTpohuIbHbIN Jeitko3 (XHJI).

7. XpoHuUyecKud HS03MHOPWIBHBIN  Jeiiko3  Hecneuudu-
nupoBanHbIil (XIJI HC).

8. MacToiuros.

XpPOHUYECKMH MHEJO0JEHKO3 — OIYXOJlb CUCTEMBI KpOBH,
UCXOJIHOM KIJIETKOM KOTOPOM SIBJISIETCA CTBOJIOBAsl I€MOIO3THYECKAs
kietka.  OmnyxoyieBble  KIETKM  COXPAaHSIOT  CIHOCOOHOCTh K
muddepenupoBke U co3peBanuto. Jus XMJI  xapakrtepHa
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MOBBIIICHHAsT TpoJudepanuss KIECTOK TPaHYJIOLMUTApHOTO psAga U
0oJee Bcero — HeUTPODUIbHBIX TPAHYJIOIUTOB.

ONUIEeMHUOJIOTHA

XpoHuueckuid muenosieiiko3d cocrabisier 15-20% oT Bcex
MUETONpoau(dEepaTUBHBIX HEOIUIa3ud M 3aHUMAeT 3 MECTO IOCIe
XpoHHYECKOoro JumMdoieiiko3a ©W OCTPhIX Jeiko30B. Yacrora
BcTpeuaemoctu 1-1,5 na 100 000 Hacenenus B roji, muk 3a00JeBaHUs
npuxoauTcsa Ha Bo3pacT ot 30-50 ser, yamie 60Jet0T MY>KUKHBI.

IIaTorenes

Mapkepom OITYXO0JICBOTO KJIOHA SBJISICTCS Ph
(punanenbduiickas)- XpoMocoMa, KoTopasi 00pasyercsi B pe3yJibTaTe
obmeHa y4yacTkoB 9 u 22 xpomocom (t 9;22). B pesynbTare Mmyraiuu
dopmupyetrcs xumepHbiii onkoreH ABL/BCR, mpoaykt koToporo
(omkoOenoxk  p210)  oOmamaer  BBICOKOM  THPO3WHKHWHA3ZHOU
aKTUBHOCTBIO, UYTO MPUBOJUT K Pa3BUTHIO €M COOBITHIA:

- KJIETKY TTPUOOPETAIOT MOBBIIICHHYI0 MUTOTC€HHYIO aKTUBHOCTB;

- HaOIr01aeTCsl MHTMOMPOBAHME AIlONTO3a;

- HapyImaeTcs aare3us KIETOK K CTPOME KOCTHOTO MO3Ta
(yTpaumBaeTcsi MHCTUHKT JIOMa), B PE3yJbTaTe YEero OIYyXOJICBBIC
KJIETKH PacTIpOCTPAHSIIOTCS B IPyTrUe OpTraHbl U TKaHU;

- OTMEYAeTCs HECTAOMIBLHOCTh T'€HETHYECKOTO almapara ¥ Kak
CJICJICTBHUE - HE MPOUCXOJUT OCTAHOBKH KJIETOYHOU Mpoudepaluu.

Mopdonornueckum cyOCTpaTOM OIYXOJU MPU XPOHUUECKOM
MUEJIOUTHOM JIEMKO3€ SBJISIIOTCS CO3PEBAIOIIME U 3pejible KIETKU
IpaHyJIOIUTapHOTO psiga — HeUTpouiabl. OMyXoJeBbIe KIETKH
MOP(hOJOTUYECKH HEOTIMYMMBI OT HOPMAJIbHBIX KIJIETOK, HO TO
(YHKIIMOHAJIBHBIM CBOMCTBAM M OMOXMMHUYECKHUM XapaKTEPUCTHUKAM
OHHM HETOJHOIICHHBI: B KJETKaX CHW)XEHA aKTUBHOCTH IIEIIOYHOM
dbocdarassl, paronuTapHas aKTUBHOCTb, YPOBEHb TITUKOTEHA.

JIns  XpOHWYECKOTO  MHUEJIOMIAHOTO JIeMKO3a  XapaKTepHO
CTaJMAHOE PA3BUTHE, B KOTOPOM PaA3INYAIOT CICTYIOIINE CTAIUU:

1) Xxponndeckas (MOHOKIIOHOBA);
2) akcelnepaiuu (MOJIUKIOHOBAS);
3) repmuHanIbHas OmactoTpancopmarus (6JIaCTHBIN KPHU3).
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1. XPOHUYECKAA CTAIA

[IpoaomKUTENBHOCT XpOHUYECKOM cTamgun- 2-10 ner, 6e3
aedeHust 2-2,5 roxa. Y OOJIBIIMHCTBA NAIMEHTOB XPOHUYECKUI
MHUEJIOJIEMKO3 HAYWHAETCS HCMOJIBOJb, XapaKTEPHO JTUTEIBHOE
OTHOCUTEJIbHOE OJiaromnoiyune, 6€3 KIMHUYECKUX MPOSBICHUM. 3aTeM
HapacTaloT  SBJICHUS  HWHTOKCHKAIMHM:  CJIa0OCTh, COHJIMBOCTA,
MOTJIMBOCTh, TSDKECTh B DMHUTacTpadbHOM 00JacTH, O0JE3HEHHOCTH B
JeBoM moapedepbe, 601 B KOCTAX. MeHee xapakTepHbl TpOMOO3bI U
KpPOBOTEUEHHUs, OOYCJIOBJIICHHBIC JUCHYHKIMEH TpaHyJIOIUTOB M
TPOMOOIIMTOB.

Kapmuna nepughepuueckoit kposu

Co CTOpOHBI KpacHOM KpOBH MOXKET HE HaOII0IaThCs
W3MEHECHUN WM YMEPEHHAss HOPMOXPOMHASI HOPMOLIUTAPHASI AaHEMUS,
KOTOpasi HapacTaeT MO Mepe MporpeccupoBaHusi 3a0ojeBaHus. B
nepruepruIecKor KPOBH MOSIBISIOTCS HOPMOOJIACTHI 3a CUET SBJICHUS
runepcrieHn3Ma  (yBEJIMYEHHAsT CEJe3€HKa JIETKO  BBINYCKaeT
HOPMOOJIACThI), YPOBEHb PETUKYJOIUTOB MOXET OBITh HOPMaIbHbIM
WJIA CHU>KEHHBIM.

. 9

Jleitkoiutoz — ot 20-30 mo 100x10°/m, co cTOpOHBI
naerkoruTapHoi GopMysbl — HEUTPOPUIBHBIA CHBUT BJIEBO [0
MUEIIOLUTOB, npomuenonutoB.  KomuuectBo ~ 0OiacToB B

nepudepudeckom pycie coctariasier 1-3% mgo 10%. Otmeuaercs
npeo0JIalaHue 3pEIIbIX KJIETOK — MaJOYKOsICPHBIX, CETMEHTOSIICPHBIX
HeUTpohuIoB, MOPHOIOTHS KOTOPHIX HE M3MEHEHA, HO MOXET OBITh
CKYIHOCTh  TpaHyn  (rumorpanyiusi). bomee  BbeIpakeHHas
TUTIOTPAHYJIUSI OTMEUAeTCs y IPOMHUETIOIUTOB M MHUEJIOIUTOB.
XapakTepHO yBEIWYECHHE H03MHOPUIOB u/min 0a30(uiIoB, T.H.
0azodmibHO-203MHOPMIBHAS  acconMalusa. B cymMme KOJIMYECTBO
703UHOPUIOB M 0a30(PUIOB MPU XPOHUUECKOW CTaAUU COCTABJISCT
oonee 6,5%. KonnuecTBO TpOMOOIIMTOB dalle HOPMaJbHOE, HO
MOJKET OBITh MTOBBIIIICHHBIM WJIH TTOHM>KCHHBIM.

CKopoCTh OCemaHusl DJPUTPOLMTOB — dalle HaOaIaeTCs
YCKOpPEHHUE.

[Ipy UTOXMMHYECKOM HCCIICAOBAaHUN OTMEYACTCS CHIDKCHUE
aKTUBHOCTH IeJI0YHON ¢ocdaTazel y OOJMBIIMHCTBA HEUTPOPHUIOB

nepudepudeckoil KpoBU (CPEeIHUN HUTOXUMHYECKHN KO3 UIUEHT
menee 0,25).
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[Ipy OMOXMMHUYECKOM HCCJIEIOBAaHUU KPOBU OTMEYAeTCs
YBEIIMYEHUE YPOBHS MOYEBOM KHUCIOTBHI, Kajusd, AaKTUBHOCTHU
JAKTATIECTUAPOTr€HAa3bl  MPOMOPUHOHAIBHO  JIM3UCY  OIMYXOJEBBIX
KJIETOK.

Kapmuna kocmnozo mo3zza

[IyHKTaT KOCTHOTO MO3ra THUIEpKJIETOYHBIN (Oosee 350><109/J1)
32 CYET TUMEpPIUIa3uu  TPaHyJOIUTAPHOTO  POCTKA,  JIEHKO-
sputpobnactuueckuii  uHaexc 20:1, 30:1, 50:1 (HOpMmanbHBIC
3Hauenuss  2:1-4,5:1), KOCTHOMO3TOBOM  HWHJEKC  CO3pEBaHUS
HEUTPO(HUIIOB CMEIIEH B CTOPOHY 3pebIX (hOPM, OTMEYAECTCSI HATNIUE
0a30(pUIbHO-303UHOMHIHLHON acCOIMalINH. KonuyectBo
merakapuoiutoB 'y 40-50% manueHToB YBEIWYEHO, OTMEYaIoTCs
MPU3HAKK JUCIIJIA3UM METaKkapuoOIUTOB (HAJTWYUE THUIONOOYIISIPHBIX
anep). YcuieHHas mnponudepanus KIETOK MPUBOJUT K OBICTPOMY
UCIIOJIb30BaHHIO (DOJTMEBON KUCIIOTHI U TOSBICHUIO B KOCTHOM MO3T€
Meranao0JacToB, METalo0JIaCTOMIHBIX HOPMOOJIAcTOB. MoOryT Takxe
BCTpEYAThCS JIOKHBIC KJIETKH [ o1Ie ¥ BUIOM3MEHECHHBIC TUCTHOITUTHI.

Tpenanobuoncus

[Ipy TUCTOJIOTHYECKOM HCCIIEAOBAHUM OMONTAaTa HAOJI0MaeTCs
CHIDKCHHME KOJMWYECTBA aJUMIOIMTOB BIUIOTH JI0 HCUYE3HOBEHHS
KUPOBOW TKaHU, TUIIEPIIA3US KJIIETOK TPaHYJOLMTAPHOTO POCTKA.

B xome neuenud maumeHTOoB ¢ XMJI MoOxker HaOM0IaThCAd
pa3BUTHE CHHApPOMA IUTOJIM3a (3a CYET pa3pyIICHUS] OIYXOJEBBIX
KJIETOK), KOTOPBIM COMPOBOXKIAETCS IOBBIIIEHUEM TEMIIEpaTypPhbl
TeJla, TUMNEPIECUKOIUTO30M, YBEIUUYCHUEM KOJWYECTBA MOYEBOM
KUCJIOTBI, KW, KaJIbLMSA, AaKTUBHOCTH JIAKTATACTUAPOTEHA3bI,
runepypukemMue, (BIUIOTh [0 pPa3BUTHS OIIH). B cuyuae
OJIarONpUATHOTO PE3yJIbTaTa TePaNu Pa3BUBACTCS PEMUCCHS, B XOJIC
KOTOpOM MeHsieTCsT MOP(OJIOTHSI KJIETOK — TMOSBIISIETCS MHOXKECTBO
JIETCHEPAaTUBHBIX ~ U3MEHEHHM B KJETKax: neJbrepusanus,
TOKCOT'€HHAsl 36pPHUCTOCTh, BAKYOJHU3aLUs siApa, IUTOILIA3MbI U T.]I.

2. CTAAUA AKCEJIEPAIIMU (npenaBeCTHUK TEPMHUHAIBHOM
CTaJIiMN ).

[IpOOJKUTENBHOCTh CTAIUM OT HECKOJBKHUX MecsueB 10 1,5
aer. JIns cragum akcelepaly XapakTEPHO YXYIIICHHE COCTOSHUS
MAIMEHTA: CHU)KCHUE BECA, HAPACTAHUE CUMITOMOB WHTOKCHUKAIIWU,
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aHEeMHs,  TenaTOCIUICHOMETallusl,  MPUCOETUHEHHE  HHQEKIIH,
HapyIlIeHHEe KPOBOTOKAa B  MHUKPOLMPKYIATOPHOM  pyclie H
COOTBETCTBEHHO HapyIlIeHHe TPOMUKH TKAHEH, MOXKET HaOII0IaThCs
auM$oaeHOaTHS.

ITo manweiMm BO3, mans cragum akcenmepanuyd XapakKTEPHBI
CIEAYIOIINE TUATHOCTUYECKUE KPUTECPUH:

- HOpPMOILIMTapHas WIM MakpoluTapHas pedpakTepHas aHEMUs,
HOPMOO0JIACTO3;

- HEKOHTpoaupyemoe yBeindeHue jerkonutoB oT 300-800 mo
1000x10°%/m;

- B niepudepruuecKorl KpOBU H/WIM KOCTHOM MO3T€ yBEITUUYCHUE
onactoB ot 10 1o 19%;

- CyMMa MHEJIO0JIaCTOB M MPOMHENIONUTOB B MEpUPEPUICCKON
KpOBU U/WJIM KOCTHOM Mo3re 6omee 20%;

- 0azouus;

- 303UHOUITHS;

- cymma 6a30(huiioB 1 203uHOGUIOB B NIEpUBEPUIECKON KPOBU
W/ KOCTHOM Mo3Te 0osee 20%;

- MOHOITUTO3;

- pedpakrepHas TpombonmToneHnus (menee 100x10 9/.]1) 17810
TpomOo1UTO3 (601ee 1000x10 9/JI);

- (pparMeHTHI siIep MErakapuoIUTOB;

- TIOSIBJICHHE TPU3HAKOB JHCIUIA3UA MHEJIOUTHBIX KJIETOK
KOCTHOTO MO3Ta.

- TOSBJICHHUE  HOBBIX  TATOJIOTHYECKUX  KJIETOK  MpHU
[IUTOTCHETUYECKOM MCCIICIOBAHUH (JIOTIOTHUTEIBHBIE XPOMOCOMHBIE
aHOMAJINN);

- OBICTPOE YBEJIUUYCHHUE CEIIC3CHKH.

3. TEPMUHAJIBHAS CTAJIVS (6nacTHBIM KpuU3)

[Ipoa0KUTENHHOCTD CTAIUM COCTABJISIET HECKOJIBKO MECSIICB.
CocTtosiHUE TAlMEHTOB  TsKEJIOE, HAONIOAAeTCsl  BBbIpAKCHHAs
WHTOKCHUKAIIAS, pPa3BUTHE OaKTEepUaIbHBIX, BHUPYCHBIX HHQEKIIHM,
TPOMOODUIINUECKUX COCTOSIHUM, KpPOBOTCUCHHH, BO3HHUKHOBEHHE
AKCTPAMENYJUISIPHBIX 0YaroB KPOBETBOPEHHS ¢ Mpoiudepanuei
OJTaCTHBIX KJIETOK B KOXKe, JUM(ATHUYCCKUX Yy3JIax, MCHTPaJIbHOU
HEPBHOM CHCTEMeE, KOCTSIX U JIPYTUX OpraHax M TKaHsX.

JIisi TepMUHANBHOW CTaJud XapaKTepHAa MHEJIEMHS — BBIXO]I
KOCTHOMO3TOBBIX 3JIEMEHTOB B Mepu(PepruecKyto KpoBb, B Pe3ybTaTe
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Yero KapTUHAa TMepudeprudeckoil KpOBU  MOJHOCTBIO TOBTOPSIET
KapTUHY KOCTHOrO Mo3ra. JlJisi TEpMUHAIBHON CTaJUU XapaKTEPHBIL:
riy0okass MakpoluTapHasi aHEeMHs, HOPMOOJIACTO3, JIEHKOIUTO3 0
1 000 OOO><109/JI, 0azodunms, OmacTHRIX KiIeTok 20% m Oonee - 10
90%, OnacTHple KJIETKH TMOJUMOPGHBIE, AaTUMUYHBIE 3a CYEeT
JOTIOJTHUTEIIbHBIX XPOMOCOMHBIX aHOMaJiMii M 00pa30BaHUs HOBBIX
kI1oHOB. Kpome TOro, OBUIO YCTaHOBJIEHO, UYTO BBISBICHHBIC
u3MeHeHns: reHoma npu XMJI HOCAT 4YETKHM MOJIEKYJIIPHO-
IIUTOTC€HETUYECKUN TMOoJuMOphu3M (T.€. HaOJIIOJAIOTCS OCI0KHEHUS
CTaHJapTHOU TpaHcyokauuu t (9; 22) apyrumMu noJIOMKaMH ).

[Ipu BBITIOJTHEHU U UTOXUMHYECKHUX UCCIIeIOBaHUN
HAOJIIOMAIOTCST PEAKIMH  XapaKTEepHbIC JUISl KIETOK MHUEIOUHOTO
poctka (B 70% cinyuyaeB XMJI OsiacTHBIA KpU3 pa3BUBACTCA 10
MUEIIOUTHOMY THUIY), B HEKOTOPBIX ClIy4yasX — JJig 3PUTPOOIIACTOB,
MOHOOJIACTOB M Jaxke JHM@(o0IacTOB, YTO TOBOPUT O TOM, 4YTO
MyTallid HaOJIOJAIOTCS HAa YPOBHE paHHEH TeMOMOITUYECKOU
CTBOJIOBOU KJIETKMU.

Huaznocmuyeckue kpumepuu tepmuHaibHOM craguun XMJI
(BO3, 2008):

- Oactel 6osiee 20% B nepudeprdeckoil KPOBU UM B KOCTHOM
MO3T€ OT YUCIIa BCEX SAEPHBIX KIIETOK;

- BKCTpaMEIYJUISIPHBIE OYaru KpOBETBOPEHUS C MpoJiudepanueit
0J1aCTHBIX KJICTOK;

- B TpENaHoOWOITaTe KOCTHOTO MO3Ta KPYIHBIE OYaru Wiu
CKOILUICHUS OJIaCTHBIX KIJIETOK.

JlnarHo3 XpOHUYECKOI0 MMEJIOUJIHOrO Jieiko3a (4Jamie B

XPOHUYECKYIO CTa/INI0) YCTAaHABIIMBAIOT HAa OCHOBAHWHU:

1) xTMHWUYECKUX  TPOSBICHUH — Ha (GOHE OTHOCHTEIHHOIO
OJIaronoy4yusi yBeJIMUEHUE CEIe3EHKH, MHOT1a TIeYCHHU;

2) KapTUHBI TIepuepuIecKkoll KPOBH - JICWKOIUTO3 C TCHICHIIMCH K
poCTy, B JIeMKoUMTapHOW GdopMyse Haauuue HeuTpoduiaesa co
CIABUTOM BIJIEBO JI0 MPOMHEIOLMTOB, MHEIOIUTOB, YBEIMYCHUE
703MHOMUIIOB W/ 1k 0a30(PUIIOB;

3) KapTUHBI KOCTHOT'O MO3Ta — THITEPIUIA3HsI TPAHYJIOIUTAPHOTO PS/Ia;
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4) IUTOTEHETUYECKOTO0 ~ HCCIICJIoOBaHUs -  oOHapyxeHue  Ph-

XpOMOCOMBI, B  TEPMHHAJIbHYI0  CTaJuI0 —  BBISBIICHUE
JOTIOJIHUTEIBHBIX XPOMOCOMHBIX aHOMAJIHIA;
5) MOJIEKYJISIPHO-TEHETUYECKOE  HCCACAOBaHME —  OOHApY)KCHHUE

onkorena - ABL/BCR.

UcTunHas nouuuTeMust (3puTpeMus)

3abosneBanue BnepBbie onrcaHo Bakezom B 1892 r., oTHOCHTCS K
XPOHUYECKUM  MUEJIONPOJU(EpaTUBHBIM  HEOIUIa3UsiIM  KJIOHOBOU
MPUPOJIBI, C UICXOTHOM KJIETKOM Ha YPOBHE CTBOJIOBOM WJIM OJIM3KOM K
HEW KIETKU- TMpealIecTBEeHHUKA. JlJIsi WCTHUHHON MNOJULIHUTEMUU
XapakTepHa IMOBBIIICHHAS MPOIYKIUS KJIECTOK dPUTPOUIHON JTUHUM B
COUETaHHH C M30BITOYHON Mposnudepalend KIeTOK rpaHyJIOIUTaHOTO
U MErakapuolUMTapHOTO pocTKOoB. (OOpa3yercs KIOH KJIETOK
CIIOCOOHBIX K CO3pE€BaHMIO, MOP(OJIOTUYECKH HEOTIUYUMBIX OT
HOPMAJIbHBIX KJIETOK, HO  HEIMOJHOUEHHBIX B (PYHKIIMOHATHLHOM
IJIaHE. PUTHUJIHOCTh KJIETOK, W3MEHEHUE ITOBEPXHOCTHOrO 3apsija,
HEJIOCTaTOYHOCTh  (PEPMEHTOB, MOTYT J€JIUThCSI aBTOHOMHO
HE3aBUCHMO OT CTUMYJISIIUU SPUTPOIIOITHHOM.

B ocHOBe maTorenesa Jexur:

- TIOBBIIIEHHAs] YYBCTBUTEIBHOCTH OMYXOJEBBIX KIJIETOK K
SPUTPONOITUHY U JPYTHUM LUUTOKHUHAM, YTO MPUBOAUT SKCIAHCUBHOMU
nposrdepannu KJIeTOK MUEIIOUTHOTO POCTKA;

- HAJINYUE TOYCYHOU MyTallMM CHEIU(PUIESCKON TUPO3UHKUHAZHI
JAK2, reH koTOpo#l pacmojokeH Ha 9 XpoMocoMe; B PE3ybTare
MyTallii ~ HaOJMIOAaeTcd  pEe3KOoe€  MOBBIINICHHE GbyHKIIUU
TUPO3UHKHUHA3BI, YTO MPUBOJUT K BHYTPUKJICTOUHOMY IPOBEICHUIO
CUTHAJIa HE3aBUCUMO OT BHEIIHEN CTUMYJISIIAUA SPUTPOIIOITUHOM;

- BBIPaXCHHAs SKCIPECCHUS PELIEHTOPOB K IPUTPOIIOITUHY.

Pesynbprarom U30bITOYHON nponudepannu KJIETOK-
MPEIIIECTBEHHUKOB MUEIIOI0A3a SBJISICTCS MOSBJIEHUE 3PUTPOIUTO3A,
TPOMOOITUTO3a Y MAITUEHTOB C 3PUTPEMUEH.

INuaeMHO0JI0THA
Yacrora 3ad0omeBaecmocta — 0,5-1,7 ma 100 000 HaceneHus B
roji, C TeHACHIIUEH K YBEIMYCHHUIO B IMOCIEIHUE TOABl. DpUTPEMUEH
yaiie OOJICIOT MYKYHMHBI B BO3pacTe crapiie 55 JET, HO MOXXET
BCTPEYaATHCS U B MOJIOJOM BO3pacTe.
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Kuaunuka

KiimHnyeckue mposiBICHUST MOXKHO YCIOBHO TMOJpa3JCiINTh Ha
TPU CUHJIPOMA;

1. CungpoM NOJHOKpOBUS  (TuieTopa)  OOYCIOBJICHHBIM
yBEJIWYEHUEM OO0beMa UUPKYJIUPYIONIEH KPOBU 3a CYET KIETOK,
MOBBIIIEHUEM BS3KOCTH KPOBU, OOpa30BAHMEM arperatoB KIETOK,
auiaTtanuend  cocylioB mepudepuyeckorl ceTh U 3aMeIJICHHEM
KPOBOTOKA:!

- TEMHO-BHUILIHEBBIA I[BET KOXH M BHUJIUMBIX CIU3UCTHIX
(Hanmpumep, MATKOro Heba B CpaBHEHUM C Oosiee OJIEAHOM OKpacKoi
TBepaoro Heba - cumnTom Kymepmana) 3a cyeT YBEIHMYCHHS
pPEAYLIMPOBAHHOTO T€MOTI00HHA;

- TOJIOBHBIE OOJH, TOJIOBOKPYKEHUS, 00K B T'PYIHON KIIETKE,
OJIbIIIIKa, 00JM B 00JaCTU TAJBLEB PYK U HOT, Oolu B 00JIacTH
CEep/lia, B 3MUTacTpalibHON 00J1acTH;

- CIUIeHOMeranusi, Hepenko (QopmupoBanue  uHPapkTa
cele3eHKH (MHEIOHWIHAs METaIlla3us CEeJE3€HKH, MOBBIIICHHOE
KPOBEHAIIOJIHEHHUE);

- UHTCHCUBHBIN KOXXHBIN 3y,

- apTepUalibHasl TUIEPTECH3US;

- CHIOKEHUE MaMATH, CJIyXa, 3pCHUS.

2. CHUHAPOM COCYIUCTBIX HapyIIeHUH C OJHOBPEMEHHOMN
CKJIOHHOCTBIO, KaK K KPOBOTOUHMBOCTH, TaK U TPOMOO(PHUITUH.

2.1 [loBbIlIeHHAs KPOBOTOUYHUBOCTH oOycioByieHa
OTHOCUTEIBbHOW Truno@uOpuHoreHeMueil (yMeHbllIeHHEe o0bema
IJ1a3Mbl TPUBOJUT K YMEHBIIEHUIO KoJinuecTBa (HhUOpUHOreHa,
KOTOPOTO  HEJIOCTATOYHO it  (OPMHUPOBAHUS  TOJHOIIEHHOTO
CT'yCTKa), HapylleHueM (QYHKIUU TPOMOOLMTOB, aicopOluel Ha
apuTporuTax (aKTOPOB CBEPTHIBAHUS.

2.2 TpomOodunmueckue OCJIOKHEHUS 00yCJIOBJICHBI
YBEIIMUYCHUEM MACChl UPKYJIUPYIOIIUX 3PUTPOLUTOB, TPOMOOIIUTOB,
JIEHKOITUTOB, OO0pa3oBaHWEM arperaToB KJIETOK, IOBBIIMICHUEM
BSI3KOCTH KPOBH, YCHUJICHHMEM KOHTaKTa KPOBH CO CTEHKaMHU COCY/IOB,
3aMeJUIEHUEeM  KalWUIIPHOTO  KPOBOTOKA, CTa30M  KpOBH
MUKPOITUPKYIITOPHOTO pycJa.

3. CuHIpPOM HaKOIUICHHUS MOYEBOM KHCIOTHI, KOTOPBIM
OOyCIIOBJIEH  pacnajJoM KIETOK U HuHorja Hed(p(dEKTUBHBIM
PUTPONOIZOM:
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- TUIEPYPUKEMUS, VYPUKO3YpHsl C Ppa3BUTHUEM IOJATPBHI,
MOJarPUYECKON MOJIMAPTPAITUH, IOUEUHOU KOJIUKH;

- HedponuTHaz C OOCTPYKIMEH MOYETOYHHUKOB, Pa3BUTHE
XPOHUYECKOTO

nuegoHeppuTa C  HCXOJOM B  XPOHHUYECKYIO TMOYCYHYIO
HEJI0CTATOYHOCTb.

Paznmuuaror cinenyromuye  KIMHAYECKUE CTaJud HWCTUHHOM
MOJIMLUTEMUU:

1. HavanpHas — cTagus Ojaromnojiyyusi, HE3HAYUTEIbHBIN
SPUTPOLIUTO3, YMEPEHHBIM JEHKONMTO3 B MNepudepudeckoil KpoBw,
IMarHO3 WCTUHHOU IMOJIWULMUTEMHUU CTABUTCA PEAKO. MOXKET IIUTHCSA
1o 5 ner.

2a. Opurpemuueckas cTaauds 0e3 MHUEJIIOWJHON MeTaria3uu
CEJIC3€HKHU — TAaHIIMTO3 B MepUPEPUIECKON KPOBH C HE3HAUUTEIHHBIM
MaJIOYKOSAICPHBIM CABUTOM, 0€3 HapylieHus: MOp(OJOTUH KIIETOK, B
KOCTHOM MO3r€ — MaHMMETI03, CEJE3EHKA YBEINUYEHA, YMEHBIIAETCS B
pa3sMepax nocyue KpOBOITYCKaHMUS.

20. DpurpeMudeckass CTaausi C MHUEJIOUIHOW MeTaria3uen
CEeJIe3eHKH — B MepudepruuecKoi KPOBHU IMMAHITUTO3, B JEUKOIIUTAPHOU
dbopMmysie  HaOmomaeTcss  CABUI  BJIEBO  JIO  MHEJOIUTOB,
MPOMUEIIONUTOB, (parMeHThl  METaKapuOIMTOB, HOPMOOJIACTHI,
NETCHEPAaTUBHBIE W3MEHEHUA B KIIETKAX, B KOCTHOM MO3re¢ —
MMAHMHUEIIO03, CEIE3CHKA YBEJIMYEHA B pa3Mepax HE COKPAIAETCs MOCHe
KPOBOITYCKaHHSI.

3. TepmunanbHas craausi, KOTOpas MOXKET PA3BUBATHCA MO THUILY:

- YTHETEHHUS BCEX POCTKOB KPOBETBOPEHUS 10 MAHIIUTOIICHUH;

- TpaHchopmanuu B  OJACTHBIA  JIEMKO3, XPOHUYECKHUUH
MUEJIOUTHBIN JIeliko3 0e3 Ph-xpoMocomsr;

- Mmuenopudbpo3a (pa3pacTaHue COCIUHUTEIBHOW TKaHU
KOCTHOT'O MO3Ta).

JAuarnocruka
Kapmuna nepugpepuueckoit kposu
B nepudepudeckoit KpoBr HaOII0Ia€TCA MAHIIUTO3: YBEIMYCHUE
SPUTPOLIUTOB, JEHKOLUUTOB, TPOMOOLMUTOB. YPOBEHb T'€MOIJIOOMHA
nocruraer 180-220r/1, BeIpakeHHBI dpurporuto3 — 8-15x10%\x,
LIBETOBOM MOKa3aTellb B MpPEAesiaX HOPMAaJbHBIX 3HAYCHUM,
KOJINYECTBO PETHUKYJOLMUTOB B HOPME WIIM MOBBINICEHO. OTMedaeTcs
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yMEpeHHBIN JieikornuTo3 - 10-12x10 a, JerKoruTapHas Gopmyna ¢
HEUTPOPUIBHBIM  CIBUTOM BJIEBO 3a CYET MaJOYKOSACPHBIX
Hentpoduino (10 8-10%), mo3xke MOXKET OBITH CABUT J10 MUETIOIIUTOB
U TPOMHUEIIONUTOB, yBeaudeHue 0a30puiaoB, 203MHOGUIIOB,
HOPMOOJIACTOB, MOSIBJICHUE ¢bparMeHTOB MEraKapuOIUTOB.
Habmaromaercs  yMepeHHbIA — Tpomboumros  500-600x10 %/
XapakrepHo 3amemiienne COD Bmioth a0 0, yBeIHMYEHUE BSA3ZKOCTH
KpPOBH.

[Ipy IUTOXMMHYECKOM MCCJICAOBAaHUM OTMEYAETCS BBICOKAs
aKTUBHOCTH IIEJIOYHOM Pocdaraszsl B HEUTpoduiax.

[Ipy OMOXUMHUYECKOM HCCIEIOBAHUM KpPOBH HaOII0maeTCs
yBEJIWYCHUE KOJUYECTBA MOYEBOM KHCIIOTHI, THCTAMHHA, BUTaMHHA
B12, amanmnamunotpancdepassl, OunupyOUHa, CHIDKCHHUE YPOBHS
PUTPOIIOITHHA.

Kapmuna kocmnozo mo3zza

PaznuuaroT  HECKOJMBbKO  MOp(dOIOrHYecKux BapUAHTOB
WUCTUHHOW TOJIMIIUTEMUU B 3aBUCHUMOCTH OT CTEMEHH THUIEPILIa3UH
POCTKOB KpoBeTBOpeHus (110 JaHHbIM FiSh quarHocTukm):

- KJIACCUYECKUW  BapUaHT: IMAHMHUEI03 C  TOTAJIbHOU
TUIEpIUIa3uel BCeX TPeX POCTKOB KPOBETBOPEHUS;

- BApHUAHT C TUINEPIUIA3UeH SPUTPOUITHOTO U TPAHYJIOIUTAPHOTO
POCTKOB, HEOOJIBIIION TUTIEPIIIA3UEeH METaKapUOIIUTAPHOTO POCTKA;

- BapUaHT TUIEPIUIA3UMA IPUTPOUTHOTO U METAKAPHUOIUTAPHOTO
POCTKOB;

- mpostrepalys OJHOTO IPUTPOUTHOTO POCTKA.

Tpenanobuoncus

[Ipy rUCTOJIOTMYECKOM HCCIIEAOBAaHUM OMONTaTa HAOII0MAECTCS
HMCUE3HOBEHHE JKMPOBOM TKaHW, HUCTOHYECHHE KOCTHBIX O0alloK,
TUTIEPIIA3Usl  APUTPOUIHOTO POCTKA, YBEIMYCHHE KOJIMYECTBA
METaKapuOIMTOB, YaCTO TMTAHTCKUX, C PACHIMPEHHBIMU JT0IbYaTHIMU
sJIpaMu, yBeJIUYeHUE 303MHO(UIIOB U 6a30(pHIIOB.

B .moue BBIABISIETCS TIOBBIIEHHOE COJIEPKAHUE MOYEBOU
KHUCJIOTHI (TUTIEPYPUKYPUSI ), TIPOTCUHYPHSI.
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JAnarHocruyeckue KpPUTEPUU HUCTUHHON NOJULMTEMHH
(BO3, 2008)
bonbime kpurepuu:

1. 'emornobun Oonee 185 r/m g myxumH u 6onee 165 r/m mns
KEHIIUH  WJIM  YBEJIMYEHUE  MacChl  IUPKYJIUPYIOMINX
IpUTPOLUTOB Oosiee 25 % OT HOPMBI.

2. IlpucyrcrBue mytanuu JAK2 V617F.

Mautsie kputepumu:

1. Tpeman TUONEPKIECTOYHBIA 3a CYET KJIETOK SPUTPOUJIHOIO,
IPaHyJIOUUTAPHOTO WM  MErakapuoOUHUTAPHOTO  POCTKA
(maHMueno3).

2. DpUTPOINIOATHH B  CBHIBOPOTKE KpPOBU HHUXKE HOPMAJbHBIX
3HAYCHUN.

3. DHJIOTEHHBIH POCT KOJIOHUH 3PUTPOUIHBIX KIETOK IN Vitro.

IepBuunbiii Muesa0puodpo3
[TepBuunbiii  Muenodudpo3  (CyONEUKEMHYECKHT  MUENO03)
OTHOCUTCA K XPOHHUYECKHM MHEIONPOJUPEPaTUBHBIM HEOIUIA3USIM

KJIOHOBOM IIPUPOBI Cc OIyXOJIEBOU nponudepanueit
MPEUMYILIECTBEHHO TPaHYyJIOMTAPHOIO Y  MErakapuoLUTapHOIO
POCTKOB KPOBETBOPEHUS 17| pa3BUTUEM budpo3a 17|

AKCTPaMENYJUISIPHOTO KPOBETBOPCHMUSI.

INUAEMHOJIOT U
3aboneBaeMocTh coctaBisier 0,7 y myxuuH, 0,4 y KEHIIUH Ha
100 000 wHacenenus B roj, 4aimie OOJEIOT MYKYMHBI B BO3pacTe
crapire 50 ner.

IIaTorenes
B  marorenHe3e = NOMUHHPYIOIIEW  NPUUYUHOM  SIBIISIETCS
HeyIpaBisiemMas KJIOHOBAas npoaudepanus KJIETOK-

NPEIIIECTBEHHUKOB MHENOIN033a B CTOPOHY METaKapHOIUTOIO033a C
MOBBIIIICHHOW MPOJYKIIUEN MocleHUMHU (HAKTOPOB pocTa — ¢akTopa-
Oera uw  smomuepMainbHOro  pocroBoro  (¢aktopa  (BGF),
CTUMYJIMPYIOIIIMX CHUHTE3 KoJulareHa u  pocT (ubpobdiacTos.
[ToBbIIIEHHBIN CUHTE3 HUTOKMHOB — MakpodaraibHoro (KC®-1) u
rpanynouutapHo-makpodaraisHoro  (I'M-KC®)  kononuectumy-
JUPYIOIINX ¢daxkTopoB oOyclaBInBaeT IPOTPECCUPOBAHUE
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MUEIJIOUTHOU nponudepanuu " ee AKCTpaMENyJLISIPHOE
pacupoCTpaHEHHE.

Kiaunuka

TeyeHne oOmyxoJIeBOro Mpolecca MEIJIEHHOE, JIATEHTHOE.
JlnutensHOEe BpeMmsi 0€3 KIMHUYECKUX TMPOSBICHUM U Kajoo.
EAMHCTBEHHBIM CUMIITOMOM CyOJICMKEMUYECKOTO MHUEI03a B TCUCHHE
JUTUTEIHOTO BPEMEHH, MOXET OBbITb,  YBEJIMYECHHE CEJIC3CHKH,
HECKOJIbKO pexke — remaroMeranus (mpumepHo y 40% mnanueHToB).
[Tozxe MPUCOETUHSIETCS c1aboCTh, noTepst BEca,
TpomOoremopparunueckue  ocioxsnenus, JIBC - cungpowm,
KPOBOTEUCHUS, HApYILICHUE (DYHKIIMU KETyJOUHO-KUIIIEUHOT'0 TPaKTa,
ayTOUMMYHHBIE ~ OCJIO)KHEHUsI M Jpyrue. BHEKOCTHOMO3roroe
KPOBETBOPEHHE MOXET ObITh OOHAPYX)EHO B JTUM(pATUYECKUX y3Jax,
MOYKaxX, KOXE, XKEIyJAOYHO-KUIIIEYHOM TpakTe, IUIEBPE M JPYTHUX
TkaHsx.  [IporpeccupoBanue  3a00J€BaHUSI  COMPOBOXKIAACTCS
HAapaCTaHUEM CHUMIOTOMOB aHEMHH, pPa3MEpPOB CEJIE3EHKH U
W3MEHEHHUEM MOKa3aTesied KpOBU U KOCTHOT'O Mo3Ta. JIjisi mepBUYHOTO
Muenoguopo3a  XapakTepHO CTAAMMHOE TEUYCHHUE, Ppa3IHuJaroT
CJIEAYIOLIME CTANU Pa3BUTHUS CYyOJIEUKEMUYECKOTO MUEII03a:

- nponudepaTuBHas (panHss, npedudpoTudeckas);

- pubpoTrueckas (GuOpoOTUUECKU-CKIEPOTUUECKAS );

- TpaHchopMalks B OCTPBIN JIEHKO3.

JAnarnocruka
Kapmuna nepugpepuueckoit kpoeu
Co croponbl mnepudepuueckod KpOBH BHadayie HAOJIOIAeTCs
HEKOTOPOE YBEJIMYEHHUE DPUTPOIIUTOB, YPOBEHb TI'e€MOTrJoOMHA B
npefenax HOPMalbHBIX 3HAYCHWH, B JajJbHEHUIIIEM pa3BUBACTCS
aHEeMHSI C XapaKTEPHBIM TOWKHUJIOIMTO30M — 3PUTPOILIUTHI B BHUJIC
Kanenb («Kamik cie3») — JTaKpUOIUThI, HOPMOOJIACTO3, BBIXOJ B
neprudepudeckoe pPyciio 3pUTPOKAPHUOIIUTOB. AHEMHUS MOXKET OBITh
oOyClIOBJIcHa  ayTOMMMYHHBIMH  HApyIICHUSMH, TOBBIIICHHBIM
pa3pylIeHUEM  JIPUTPOLIUTOB B  ceJie3eHKe  (THUIEPCIJICHU3M),
pa3BuTHEM MHENOPUOpPO3a M OCTEOCKIepOo3a KOCTHOTO MO3Ta,
KOTOPBIE CIOCOOCTBYIOT YMEHBIIIEHUIO 00bEeMa IPUTPOMOITUUECCKON
TKaHHU ¥ APYTUMU NPUIHHAMU.
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Co cropoHbl 0Oenol KpoBH  HAOJIIOAAETCS  yMEPEHHBIM
nenkonuTo3 12-16x10 O (B TeueHHE MHOTHX JIET MOXKET OBITh OJHA
u Ta ke umdpa), B JeHKomuTapHOM ¢opMyae HabIOgaeTCs
HEUTPOPUIBHBIA CIOBUT BIJIEBO JI0 MHEIJIOIUTOB, MPOMHUEIOIUTOB,
yBenudeHue »03uHoduiioB, 6azoduino. Co CTOPOHBI TPOMOOIIMTOB
MOXET ObITh TpoMOo1uTo3 600-1000%10 %/11, GOJBIIOE KOJIMUECTBO B
nepudepruyeckoil KpoBU (PparMeHTOB MErakapuolruToOB, Makpohopm
TpoMOOLMTOB. OHAKO MPHU MPOTrPECCUPOBAHUU 3a00JICBAHUS MOXKET
HaOII0AaThCA TPOMOOIUTOICHUS, OOYCJIOBJIEHHAS pa3pylIeHUEM
TPOMOOILIUTOB B CEJE3€HKE, ayTOMMMYHHBIMH  IPOIIECCAMHU.
TpoMOonuTel Tpu MepBUYHOM MHUeT0huOpo3e B (HYHKIIMOHATHLHOM
OTHOIIICGHUH HEIOJHOIICHHBI — HAOJFOAACTCsl HapyIICHUE PEeTPaKIINH
KPOBSIHOTO ~ CTYCTKa, AaAT€3WBHOCTH TPOMOOIIUTOB, YyIJIMHECHHE
BPEMEHU KPOBOTCUCHUSI.

CKOpOCTh OCeaHus SPUTPOIIMTOB COOTBETCTBEHHO CITyYaro.

[Ipu 6GMOXUMHYECKOM HCCJIEIOBAaHUN HAOIIOJAETCS MOBBIIIICHUE
B CBIBOPDOTKE KpPOBM MOYEBOW KHUCIOTHI, oOmero OwinpyOuHa,
AKTUBHOCTH JIAKTATJETUAPOTeHA3bl, aTlaHMHAMUHOTpaHCchepassl,

[{uTOXMMUYECKOE  HCCIIEIOBAHUE IO3BOJIIET OOHAPYKUTh

pe3Koe YBEIIMYEHUE AaKTHUBHOCTH WIEJIOYHOM ocdara3pl B
HeUTpoduax.
NmMmyHONMOTHYECKOE HCCJIEIOBAHUE. NmMyHONOTrMUECKue

HapylleHUusT y TalUeHTOB C  MEPBUYHBIM  MUEI0PUOPO30M
MPOSIBJIAIOTCS TOSIBICHUEM aHTUHYKJICAPHBIX AaHTUTEN, CHUKCHUEM
COJIepKaHUs KOMIUJIEMEHTA, YBEIIMYCHUEM KOJINYECTBA
HUPKYJHUPYIOIMIMX B KPOBH HMMYHHBIX KOMILUIEKCOB, HAJIUYUEM
MOJIOKUTENIHHOM TTpoOsl KymOca.

[Ipu umMmmyHopeHoTunupoBanun obHapyxuBaetcsa 200 kpatHoe
YBEIIMUCHUE IUPKYJIUPYIOIMIUX B TEepUPEpUIECKON KPOBH KIETOK
MapKepoB TU(PHEPEHITUPOBKU CTBOJIOBBIX T'€MOMOITHYECKUX KIETOK
(CD 34).

Kapmuna kocmnozo mo3zea

Kaptuna kocTHOro ™o3ra B MNpePUOPOTHYECKYIO CTaaHIO
XapakTepu3yeTcs TUIIEPKIIETOYHOCTBIO, nposrdepannei
I'PaHyJIOLUTOB, METAKapPUOIIUTOB U CYKEHUEM IPUTPOUTHOTO POCTKA,
noiuMopGu3MoM M aTtumned MerakapuouuToB. [Ipu BbIpakeHHOM
bubpo3e MyHKIMS KOCTHOIO MO3ra 3a4acTyld MOXKET OBbITh
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HEYJAUYHOU: CYXOM WJIM C MOJIyYEHHEM CKYIHOTO MyHKTaTa ¢ HU3KUM
COJIEP’)KAHUEM MHUEIOKAPHUOLIUTOB.

Tpenanoouoncusn

C momomplo TpenaHoOWoncuu ObUTa BBISBICHA CTAJAUNHOCTD
naToOMOPQOIOrMIECKOro Mpolecca Mpu NepBUYHOM Muenopuopose.

1. [TepBas cTaaus — KJICTOYHO-TIpoIudepaTHBHas
XapakTepu3yeTcss  HEpaBHOMEpPHON  mpoaudepanueit  ABYyX-Tpex
POCTKOB KPOBETBOPEHHUSI, 0COOCHHO OTYETJIMBO 3aMETHA TUIEPILIA3Us
METaKapuOIMTAPHOTO U TPaHyJIOIMTAPHOTO POCTKOB. PeTuKynrHOBas
CTpOMa THUNEPIUIA3UPOBAHA, BOJOKHA YTOIIIEHBI W PACIOJIOKEHBI
OecIopsI04HO.

2. Bo BTOpO#l cTaguu MOSBJSIOTCS MpH3HAKK Muenohudpo3a,
TaK KaK METaKapuOIUThI U TPOMOOIMTHI BHIPAOATHIBAIOT MHOTO
(bakTOpoOB pocTa NI ME3CHXUMAJIbHBIX U SHIOTEIHAIBHBIX KIETOK
KOCTHOTO MO3Ta ¥ COOTBETCTBEHHO CTUMYJHUPYIOT OOpa3oBaHUeE
KOJUTAar€HOBBIX W DJIACTUYECKUX BOJOKOH. BHawane wmuenodubpos
HOCHUT OYaroBBIi XapakTep, 3aTeM — Tu(hy3HBIH.

3. B Tperbeil  cTamuu HapyIIaeTCS COOTHOIIECHHUE MEXIY
reéMOMOITUYECKUMU CTBOJIOBBIMH KJIETKAMHU U KJIETKAMU CTPOMBI,
YMEHBIIIEHUE TEeMOMO3TUYECKUX KJIETOK MPUBOJUT K  Pa3BUTHIO
Muenopudposa, 0cTeockiepo3a KOCTHOIO MO3Ta, YBEIUUYEHUIO YHCIIA
TpaOeKyJ. ITO CONPOBOXKIAECTCS CYKEHHUEM KOCTHOMO3TOBBIX
MOJIOCTEN U YMEHbIIIEHHEM 00beMa AEATEIIBHOTO KOCTHOTO MO3ra.

4. Hucperynsius KJIETOYHOT'O MUKPOOKPYKEHUS
TF€MOIMOATUYECKUX CTBOJIOBBIX KJIETOK CHOCOOCTBYET MOOMIM3AIUU
KJIETOK  TAaTOJOTMYECKOro  KJIOHAa W3  KOCTHOTO  MoO3ra B
nepuepuvecKy0 KpoBb, pa3iMuHbIe OpraHbl U TKaHU C Pa3BUTHEM
MUEJIOUTHOW METAIJIA3UU U B MIEPBYIO OUEPEb — CEIIE3EHKHU.

Jluacnocmuueckue kpumepuu (BO3, 2008) ocHOBBIBAIOTCS Ha
JTAHHBIX THUCTOJOTUYECKOTO HMCCJIEAOBAHUS TPEMAaHOOUOIICUU U
pe3yJibTaTaX  MOJICKYJISIPHO-OMOJIOTUYECKUX  HUCCIEJOBAHHN U
BKJTIOYAIOT:

A. Tpu OOABIINX KPUTEPHUS:

1. Iponudepannss U aTUNUST METaKapUOIIMTOB B COUYETAHUU C
PETUKYJIMHOBBIM  W/WUJM  KOJUIAr€HOBBIM  (pubpo3oM  (arumus
3aKJII0YAETCS B BapuaOEIbHOCTH pPa3MEpPOB KIETOK U  sIEPHO-
UATOIIA3MAaTUYECKOTO OTHOIIEHUS, TUIIEPXPOMA3UU U Pa3HOOOpa3Usl

dbopm szep).
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2. OTCcyTCTBHE MPU3HAKOB JIPYTUX MUETOUIHBIX HEOIJIa3Uil.
3. Hammume JAK2V617F unu apyrux KJIOHAJIBHBIX MapKepOB,
IIPYU UX OTCYTCTBHUH JI0KA3aTEIbCTBO MEPBUYHOCTH (puOpo3a.

b. UeTrsIlpe ManbIX KpUTEPUS:

1. JIeitkosputpobiacTuueckas KapTuHa nepudepudeckoil KpoBu
(YyMepeHHbI HEUTPOPMIBHBIA JEHKOUNUTO3, MaTOYKOSICPHBIN CIIBUT,
€UHUYHbIE METa- U MHUEIIOUUTHI, SPUTPOKAPUOLINTHI, KATUIEBUIHBIC
SPUTPOIUTHI (IAKPHUOIIUTHI).

2. AHEMUSI.

3. IloBbIlIEHNE AKTUBHOCTH JAKTaTAETUAPOTr€HA3HI.

4. CruieHOMeTaIusl.

O6HapyxeHne B KpOBH W/WiIM KOCTHOM Mo3re oT 10 mo 19%
0J1acTOB CBHACTEIBCTBYET 0 mepexoqe [IM® B mporpeccupyromnyro
dazy, 6onee 20% - o Tpanchopmauuu B OnacTHbIM Kpu3. MHorma
BclieAcTBUE (hUOpO3a U OCTEOCKIIEpO3a KOCTHOIO MO3ra, 3a00JIeBaHUE
3aBEpIIACTCS PA3BUTHUEM aIUIa3uM  KOCTHOTO  MO3ra, KoTopas
COIIPOBOKIAETCS MAHIIUTOIICHUEH.

JcceHUMAJbHAsT TpoMOomuTeMHsi — 3a00JieBaHHE, KOTOPOE
OTHOCUTCA K XPOHUYECKHM MHUEIONPOIUdEepaTUBHBIM HEOTIa3UsIM
KJIOHOBOM IIPUPOLEIL, XapaKTepusyroleecs IIOBBIIICHHOM
npoaudepanreii MerakapuolnuToB, 00pPa30BaHMEM IaTOJOTHMUYECKHUX
TPOMOOITUTOB U TIEPCUCTUPYIOUIUM TPOMOOIIUTO30M. boseroT wyaiie
MOKUJIBIE JIFOJU, HO MOYKET BCTPEUAThCS U B MOJIOJOM BO3PacCTe.

Jdtuosorus. Ilarorenes

Kakux-to crnenuguyeckux XpOMOCOMHBIX aHOMAJIMK TIPU
ACCEHITMAILHOW TPOMOOIMTEMUHN HE BBIsBICHO, Y 50% mMaueHToB
BBISIBJIIETCST MapKep KioHalnbHOCTH 3a0oseBanust JAK2 V617F, urto
ABJISICTCS. yOCMUTENbHBIM TMPU3HAKOM OTJIMUHS OT PEAKTUBHOTO
TPOMOOITUTO3a, MHUEJOAUCILUIACTUYECKOTr0 cuHApoMa. Halmromaercs
nedeKT CBsA3BIBAaHUS TPOMOOIOATHHA C METaKapUOLMTaMU U
TPOMOOIIUTAMU U YBEJIMYEHHE CBOOOHOTO TPOMOOIIOATHHA B IJIa3Me,
a TaKXe TIOBBIIICHHAS YYBCTBUTEIHLHOCTh METraKapHUOIUTOB K
TPOMOOTIOATHHY, YTO TPUBOJMT K YCUIIEHHOM MX Mpoaudepaluu.
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Kuaunuka

KinHnyeckass  KapTHHA  XapakTEpU3yeTCsl  MOCTENEHHBIM
YBEJIIMUCHUEM CEJIE3CHKH 0 MEpe MPOTrpecCUpOBaHUs 3a00JIeBaHUS,
HapacTaUIEd AaHEMUEMN.

JI1s 3cceHMaIbHON TPOMOOLIMTEMUN XapaKTepHO HapyIIeHUE
MUKPOIUPKYJISALMU  (aKpOIMAHO3, KOXHBIA  3yJ, TapecTe3uHu,
HapyIlIEHHWE  MO3TFOBOTO  KPOBOOOpAIIeHUS,  APUTPOMEIIAITHH,
CTECHOKapusl, MPEXOIAIINe HAPYIICHUS 3pEHUS), TPOMOO3BI apTepuid
U BEH, TPOMOOIMOOJIMYECKUE OCIOXKHEHUS, TEeMOPpParuuyecKuii
CUHJIPOM.

JAunarnocruka

Kapmuna nepugpepuueckoit kposu

B nepudepuueckoii  KpoBH  HAOMIOAACTCS  YMEPEHHO
BbIpa)KeHHass aHeMus (remoryioomH B mpenemax 90-120 r/m), B
nepudepruyeckoM pyciie MOTyT ObITh HOpMOOMacTel. OTMeuaercs
YMEPEHHBIN JIEUKOIUTO3, B JICHKOIUTAPHON (OopMyJie MOXKET OBITh
CABUT JICUKOIUTApHOW (HOPMYJIBI BIIEBO, 0a30(uivs, 303UHOPUITHS.
TpombommTo3 (500-1500><109/J1 u 0oJjee), aHU30IUTO3 TPOMOOITUTOB
NpOSIBIIIETCS.  MOSIBICHUEM TUTAHTCKUX, YPOMIUBBIX (GOpM ¢
MICEBAOMOAUSIMHU, THUIOTPAHYJISIPHBIX TPOMOOIIMTOB, YBEJIUUYCHUEM
nokasaresye oobema TpoMOOIIMTOB M aHuzonuro3a — MPV, PDW.,

N3 pyHKIMOHANBHBIX TECTOB HanbOOJIee XapaKTepPHO HAPYIICHUE
arperalimoHHON CIOCOOHOCTH TPOMOOIIUTOB B OTBET Ha WHAYKIIUIO
aJpeHAIMHOM Ha (¢oHe OoOlIel MOBBIINIEHHOW CHOCOOHOCTH K
arperaiuu.

[Ipu nuToreHeTnueckoM wuccieaoBanun y 70% HedTpoduion
aKTUBHOCTH 111€JI0OYHOM (pocdarazsl HopMmaibHas, y 10% — Hu3Kas.

buoxumudeckoe HCCIEIOBAHUE CBIBOPOTKH KPOBHU BBISBIISET
MOBBIINIEHNE AKTUBHOCTH JIAKTATACTUAPOTEHA3bl, YPOBHS MOYEBOM
KHUCJIOTHI.

Kapmuna kocmnozo mo3ea

B koctHOM Mo3re HaOMIOIAeTCs  TUMEPKIECTOYHOCTh, C
TPEXPOCTKOBOM THIIEepIUIazueli, 0ojee BBIpaXKEHHass CO CTOPOHBI
METaKapuOIMTAPHOTO  POCTKAa, COKpaIlleHHWe > KUPOBON  TKaHH.
OtMmeuaeTcs MopdoIoruaecKkast reTEPOTEHHOCTD KJIETOK
METaKapuOIUTAPHOTO pOCTKa — HaJIuyue TUTaHTCKUX
MErakapuolMTOB ¢ MHOTOJIONIACTHBIMU MHOKECTBEHHBIMU sJIpaMu 0€3
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IIPU3HAKOB aTUIINH, BO3MOHO HaJIN4KE MUKpodopM
METAKAPUOLUTOB.

Kpumepuu ouaznocmuku 3CCEeHIMATLHOA TPOMOOIUTEMHH

(BO3, 2008)

1) MOCTOSTHHOE KOJIMYECTBO TPOMOOLHMTOB B NEPUGEPUUCCKON KPOBU
Gonee 450 x 10°/;

2) B Tpenane nposindepanus NperuMyIeCTBEHHO MeTaKapHOIUTapHOM
JUHAA C  YBEJIMYCHHEM  KOJIMYECTBA  KPYIHBIX  3peJbIX
MHOTOSJIEPHBIX METAKapUOIIUTOB, PACTIONIOKEHHBIX B CHHYCaX, B TO
BpeMs KaK OJPUTPOUIHBIA ¥ TpaHyJOUUTAPHBIA POCTKH HE
U3MCHEHBI, OTCYTCTBYET THIEPKICTOYHOCTh M JICBBIH CIBUT
IPaHyJIOIUTOB;

3) OTCYTCTBUE KPUTECPUEB APYTUX MHUEIOUTHBIX HOBOOOPA30BaHUIA;

4) naymune JAK2 V617F win napyrux KJIOHaJIbHBIX MapKepoB, WIIH
npu otrcyrctBun  wmyrtanmu  JAK2  V617/F —  orcyrcTBHE
JI0Ka3aTeNIbCTBA PA3BUTHUSI PEAKTUBHOTO TPOMOOIIUTO3A.

JlabopaTopHasi IMArHOCTUKA XPOHUYECKUX
JuMmponpoandepaTuBHbIX HEOIJIA3ZUI

XpoHuueckue JumponpoaudepatuBHbie 3a00J€BaHUS — 3TO
rpylmna  KJIOHAJIbHBIX  HEOIUIACTMYECKUX  3a00JeBaHUN U3
JTUMQPOUIHBIX  KIETOK C TMOBBIIMIEHHONW mponudepanuein B-,
T-  mumdountoB, NK-kieTok Ha  pa3HbIX  ypOBHAX  HX
muddepeHpoBkr. B 3aBUCMMOCTH OT MecCTa BO3HUKHOBEHUS
auMdonposndepaTuBHble  3a00JieBaHUST  pAa3JEIsAIOTCd Ha  JBE
OOJNbIlIME TPYNMbL: XPOHUYECKUE JUMGPOUIHBIC JIEMKO3BI U
3JI0KaUY€CTBEHHBIE TUM(DOMBI, UMEIOIIIHE MIepBOHAYAIILHY IO
BHEKOCTHOMO3TOBYIO  JIOKadu3aluio  (muM@aTuyeckue  y3IIbl,
celle3eHKa W T.A.), B ommuue ot Jeiiko3oB (cm. CD-mmck). B
HACTOSIIIIEE  BpEMs, HE3aBUCUMO OT TOro, TMOpaxaercs JH
NEPBOHAYAJIBHO KOCTHBIA MO3T, WJIM OITYXOJEBBIA MPOILECC HUMEET
HOJAJIBHYIO WJIM 3KCTPAHOAAIBHYIO JIOKAJIM3ALUUIO C TOCIEIYIOMINUM
BOBJICYEHUEM B MPOLIECC KOCTHOIO MO3ra W/wiM mnepudepuydeckoit
KpPOBHU, MPU3HAETCS OMOJIOTMYECKOE €JUHCTBO OMYXOJEH U3 KIJIETOK-
MNPEIIECTBEHHHUKOB  (OCTphIii  NUMGOONaCTHBIM  JIEMKO3 |
auMmdoobiactTHas JauMmdboMa) U 3penbix B-KiIeTok (XpOHHYECKHIA
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mudoneitko3 u B-kierounas nuMmdoma U3 Manbix JUMQPOIUTOB). ITO
MO3BOJIIET paccMaTpuBaTh HMX KaK CTagud OJHOTO U TOTO XKe
npoiiecca.

B cooTBeTcTBUH C KpUTEpUSMH, NMPEMIOKEHHBIMU BcemupHou
Opranuzanueit 3apaBooXpaHEHUs, NpPU BEepUPUKAINUU HUATHO3A
00s13aTeIbHBIM SBJISCTCS] YCTAHOBJICHUE JTUHEWHOW MPUHAIIC)KHOCTH
omyxoyieBblXx JuM@ounnbix kietok (T wim B) u cremenm wux
mudpepeHIupoBKU (MIPEAIIECTBEHHUKN WUITU 3PEIIbIe KICTKU )

JAnarnocruka JuMonpoandepaTuBHbIX HeOIIa3u i
BKJIIOYaeT:

- BBISIBJICHUE MOP(OJIOTHYECKOT0 CyOCTpaTa OIyX0JIu;

- ompejaesieHne HUMMYHO(EHOTHIAa  OIyXOJIEBBIX  KJIETOK
(MMMYHOTHCTOXUMHUS, TPOTOYHASI HUTODIIOOPUMETPHUS );

- YCTaHOBJICHHME CTEIEHU pPacHpOCTPAHEHHOCTH OITyXOJIH
(ctaguu 3a00JieBaHuUs );

- BBISIBJICHUE MOJIEKYJIIPHO-TEHETUYECKUX N3MECHEHUN.

Kaaccupukanusa amumbounanpix onyxosein (BO3, 2008)

Bce nuMdomsbl gensitest Ha ABe OoJbIIME KaTeropuu: JuMdpoma
XomxkuHa (JIX) n HexomxkuHckue aumdombl (HXJT).

B-KIIETOYHBIE OITY XOJIN

1. I3 mpenmecTBeHHUKOB B-KIeToK:

- B-numdoOnacTHbIil seiiko3/mumMdoma;

- B-numdoObnactHelil neiko3/nuMpomMa € MOBTOPSIOMIUMUCS
T€HETUYECKMMU aHOMAaJIUSMU.

2. 13 nepudepuueckux (3penbix) B-kietok:

- XpoHudeckuil TUMEGOIUTAPHBIN JIelK03/ nuMpoMa U3 MajbixX
JUMGOLIUTOB

- [IponumdonmTapHsIii eiko3

- JTlumdomnazmorurapHas aumMdoma

- Jlumdoma U3 KJIETOK MaHTUU

- ®omnukynsipHas 1uMmdpoma

- [TepBuunas koxHasg nuM@oma GOJUTUKYISIPHOTO LIEHTPA

- Jlumpoma MapruHaabHON 30HBI CEJIC3CHKU

- BonocaTtokineTouHbIN JIEMKO3

- Jlumdoma/neitkos cene3eHku, HeKIacCUuPUIUpoBaHHAs

- bone3nu TsKensbIx ueneun

- [[ma3MOKIETOUHBIE OMYXOIU
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- DKcTpaHoAaIbHAs TMM(OMa MapTUHATIBLHON 30HbI

- Honansnas numdoma MmapruHanabHOM 30HbBI

- Muddysnas kpynHokiierouHas B-kierounas numdpoma

- [lepBuunas kpynHokiaeTouHas B-knerounas numdoma [THC

- IlepBuunas koxkHass gud@y3Has KpynHOKIETOYHas B-
KJIeTOouHast TuMpoma

- BOBb-no3utuBHas quddys3Has kpynHokieTouHas B-kimerounas
auMdoMa MOKUITBIX

- Juddysnas kpynHokierouHas B-knerounas aumdpoma,
aCCOLMMPOBAHHAS C XPOHUYECKUM BOCIAICHUEM

- T-knerouynas,/Ooratasi TUCTHUOIIMTAMU KPYMHOKJIETOYHAsT B-
auMdpoma

- MenuactuHanbHas KpymHOKIETOUHAs B-kieTounas numdoma

- BHYTPUCOCYANCTasl KPyHMHOKJIETO4YHasi B-kneTounas aumdoma

- AJIK - mo3uTuBHas KpynHokjieToyHas B-kierounas numdoma

- [Inazmo6nactHas numpoma

- KpynHoknerounas B-knetounas numdoma wu3 0osie3HH
Kacrenpmana

- [lepBuuHas numdoma cepo3HbIX MOIOCTEN

- Jlumdpoma bepkurra.

3. B-kierounbie mposirdepalui ¢ HESICHBIM 3JIOKaYeCTBEHHBIM
MOTEHIINATIOM

- JlumpoMaTouIHbIN rpaHyIeMaTos.

T- U HK-KJIETOYHBIE OITYXO0JIN

1. I3 npenmecTBeHHUKOB T-KJIETOK:

- T-nmum@oOmacTHeIN Neiko3/mumMdoma U3 MPEaIIECTBEHHUKOB
T-knerok

- bnactnas HK- knetounas numdoma.

2. T-xnerounsle u HK-kierounsie wu3 mnepudepudecKux
(3pembIX) KIIETOK:

- T-kneTouHbIN TpOoJIUMEPOIIUTAPHBIN JIEHKO3

- T-KJIETOYHBIN JIEWKO3 U3 KPYMHBIX TPAHYJISIPHBIX JUMQPOIUTOB

- ArpeccuBHblid NK- KIIETOYHBIN JIEWKO3

- T-keTouHbIH JIelKo3/muMdoma B3pOCIIbIX

- Xpouuueckoe numdornponudeparuBHoe 3abonepanue n3 HK-
KJIETOK

- ['puboBUIHBIN MUKO3

- Cunnpom Cezapu
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- llepBuuyHas KoOXHas KPYMHOKJIETOYHAS aHaIJlacTU4YecKas
aumpoma

- JlumpomarouaHsiil namynes

- OkctpanonanbHas NK/T- knerounas numdoma, HazalbHBIN
THUII

- T-xnerounas aumdoma, acCOMMPOBAHHAS C DHTEPOIATHEH

- l'enatonuenansHas T-kimerouHas aumpoma

- [lonkoxxHas maHHUKYIUTONIOA00Has T-KietouHas mumdoma

- AHTHOMMMYHOOacTHas T-kieroyHas TuMdoma

- AHamnactuueckas KpynHokJeroyHas Jsumdpoma  AJIK-
MO3UTUBHAS

- AHamactuueckas KpynmHokJerodHas Jsmmdoma  AJIK-
HeraTUBHas

- AHaruTacTH4ecKas KpyMmHOKJIeTOuHas TuMdoma.

- BOb-T-numdonponudepatuBHbie 3a00JI€BaHUS Y IETEH:

- [TepBuunas T-knerounas numdpoma NOS

- [lepBuuHbIE  KOXHBIE CD 30-11O3UTUBHBIE T-
auMbornpoardepaTuBHbIC 3a00JIeBaHUS.

INuUAEeMHOJIOTUSA

Xponuveckue tumdponponaudepaTuBHbie 3a001eBaHN HAMOOJIEe
4acTO BCTPEUYAKOTCS y MYXKYMH B Bo3pacte crapme 60 ner, nuk
3abosieBaeMocT  mpuxoautrcss Ha 80-85 mer. C 1973 1.
3a00J1eBaeMOCTh Bo3pocia Oosiee ueMm Ha 80%. PocT 3a0oneBaemocTu
CBSI3BIBAIOT C PACIHIMPEHUEM JUArHOCTHUYECKUX BO3MOXKHOCTEH,
YXYJIILIEHUEM 3KOJIOTHH, YBEIUUYECHUEM MPOJAOJKUTEIBLHOCTH )KU3HU U
CTapeHUEM HaCEJEHHUs, ONpPEACIICHHBbIM BKJAJ BHECIA JMUIAECMUSA
CIIN da.

Jtuosorus. [latorenes

1. T'enetmyeckass MPEAPACTOIOKEHHOCTh, YaCTOTa Pa3BUTHS
XpOHUYECKOro JTUMQoseiiKo3a Y POJICTBEHHUKOB OOJIBHBIX B 3 pasa, a
3JI0Ka4eCTBEHHBIX JuM(poM B 10 pa3 BbIle IO CPaBHEHUIO C OOIIEH
MOITYJIALIUEH.

2. T'enernueckme  3aboneBanus  (HampuMep,  aTaKCHs-
TEJAaHTUAIKTa3Usl — ayTOCOMHO-PEIMCCUBHOE CHUCTEMHOE HapyIIEHUE,
Py KOTOPOM PHUCK pa3BuTusA JUMGOMBI yBenuyeH Oosee yeM B 250
pa3 Mo CpaBHEHUIO ¢ oOmel mnomyssuuei). MyTUpOBaHHBIN T'eH
aTaKCUU-TEJIAHTUAKTa3un JOKaln30BaH Ha 11 xpomocome.
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3. Bospacr (uem ctapiie, Tem Boile puck pazputus XJIITH).

4. HacneACTBEHHbIE M MPUOOPETCHHBIE HUMMYHOACHUIIUTHBIC
3a00J1€BaHuUs.

5. ayTouMMyHHBIE 3a0osieBaHUsA (PEBMATOUIHBIA apTPUT,
CUCTEMHAas KpacHasi BOJTYaHKA, TAPUOUAUT XallUMOTO U T.1I.).

6. Bupycuble unbexuuun (Bupyc OmnireiHa-bappa acconuu-
poBaHHbIl ¢ JuMdomoii bepkutra, uenmoBeueckuil T-kieTOUHBIN
TuM(OTPOTHBIN BUpYC, reprec-BUpyc, Bupyc remaruta C).

/. XpoHuyeckue OakTepuajabHble HHPEKIMK (HAIIPUMED,
koonu3anuss H. pylori mpuBoauT K XpPOHHMYECKOW aHTUTCHHOM
CTUMYJIALIMM U TacTPUTy, a B TMOCIEAYIOUIEM — K pPa3BUTHUIO
3JIOKAY€CTBEHHOT'0 B-KJI€TOYHOTrO KJIOHA).

biarogapsi pazBUTHIO MOJEKYJSPHOW OMOJOTUHM W MOSIBICHUIO
TIOJIUMEPA3HON IIEITHOW peakiuu, (GaypecreHTHOH THOpuan3amuu in
Situ, UMMYHO(CHOTHITMPOBAHUSA W JPYTHX METOJOB JIHArHOCTHUKH,
YAQJIOCh BBISICHUTH, YTO MPOUCXOXKACHUE JTUM(OM TECHO CBS3AHO C
mpoiieccoM co3peBaHusi JUMGONUTOB B HOopme. COBpEeMEHHBIC
MOJICKYJISIPHO-TEHETUYECKAE TEXHOJOTUU TMO3BOJISIIOT JOCTATOYHO
TOYHO  OXapaKTepu30BaThb  TE€Hbl  BapualOEIbHOTO  ydacTKa
MMMYHOTJI00y/iHa B-KineToyHbIX JTMM(OM 4YelIOBEKa U OIPEEIIUTh,
HA KakOM DJTane co3peBaHus  B-TuM@OIUMTOB  MPOU3OILIU
F€HETUYECKUE TIOJIOMKH, NPUBEANINE K KIOHAIBHOMY POCTY.
['eneTnueckue 1OJIOMKH, BOBJICYEHHbIE B TmaroreHe3 HXJI, moryr
NPUBOJIUTH: a) K akTuBanuu nporoonkorerHos (BCL-1, BCL-2, BCL-
6, C-MYC); 6) x HHaKTHBaIMM TEHOB-CyIpeccopoB omyxonu (p53),
HapyuieHuo UG (PEpHIUPOBKU KIETOK U TMOSIBICHUIO OIyXOJIEBOTO
KJIOHA, COXPAHSIONIEr0 HA0Op AaHTUT€HOB HOPMAJbHON JIMM(POUIHOM
KJIETKHU.

MonekynsipHas TeHeTuka T-kiaeTouHbIX JHUMGPOM H3yuYeHa
MeHbIIe, yeM B-kietounbix. [IpuunHamu 3ToTO SIBASETCS UX OOJBINAs
rETEPOr€HHOCTh U MEHbIIAsi BCTPEYaeMOCTh. VICKIIFOUEHUEM ABISETCS
aHarutacThueckass kKpymnHokierouHas aumboma (AKKID) wm Ki-1
auMdoma, KOTopas pacrio3HaeTcsl Mo XapakTepHoi Mopdosorun u
Haguuuto CD 30 amtwrena. Tumwmunoit wMyrtamumenn mms AKKIJI
sBIIsIeTcs TpaHciokanus t (2; 5), B pe3ynprare KOTOPOH IMOSABIISCTCS
HOBBIM CIUTHBIM T€H HYyKJIeo(OCMHUH/aHaIIacTUUecKas JIuMdoMHas
krHaza (NPM/ALK). Hykneodocmuu — mpoMoTop aktuBHOCTH ALK-
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oenka (B HOpMe He BcTpeuaercs), Torma kak ALK-renm kommpyer
HOBYIO TUPO3WHKHHA3Y.

XpoHu4yeckuu JuMPposienKko3

CormaciHo knaccuukanmun BO3 (2001 r1.), XpOHUYECKHI
AUMQOJIEHKO3 OTHOCUTCS K OMyXOJIIM JUM(OUIHON TKaHHU, C
pa3BUTHEM MATOJOTMYECKOrO0 Mpolecca Ha YPOBHE  KIETOK-
npeamecTBeHHUkoB B- wu, pexe T-nmumdouuros. 3aboneBanue
NPOSBIIAETCS MPOTPECCUBHBIM HAKOIUIGHHEM B KOCTHOM MO3TE,
nepudepruyeckoil KpoBH, a 3aT€M M B JPYTMX TKaHAX OpraHu3Ma
OOJBIIIOTO KOJMYECTBA OTHOCUTEIBHO 3pENbIX, JIOJTOXHUBYIIUX,
cnabonponudepupyronux B- u, kpaiine peako T-numdonurtor. B
OOJBIIMHCTBE CIy4aeB OMyXoJjieBas TpaHchopManusl MPOUCXOJUT Ha
ypOBHE HauBHBIX B-muMdouutoB ¢ mocineayomuM OJOKOM B HX
nanpHevmen auddepennupoBke, pexe BceTpewyaercs B-XJIJT ¢
OITyX0JIEBOM TpaHCcpopMaIueit KIeToK maMsatu B-num@onuTos.

Mopdonoruueckum cyocTpaTom OMyXO0JIH1 ABJSIFOTCS
OTHOCUTEJIBHO  3peible, HO HE TMpONICAIINE BCEX  CTaaAHUM
muddeperiupoku  cnadonponudepupytomue B - nmumdorute. B
OCHOBE (peHOMEHa JOJITOKUTEIIbCTBA B-nmumdornuTos,
IPEANOIOKUTENBHO JICKUT HApyUIEHHWE amnonTo3a JUMQOIMTOB Ha
OJTHOM M3 3TanoB HeNoJHOIeHHOW nuddepenurpoBku. KiroueByro
poJib B AITOM IIPOILIECCE HWIPAET CIHEUUATIbHBIM OEIOK-peryasaTop
anonto3a - BCL-2, koHueHTpauusi KOTOPOro B JIEUKO3HBIX
auMdonuTax yBennueHa. [ [MTOKMHBI, CEKPETUPYEMBbIE OMYXOJIEBBIMU
kietkamu (MJI-8, TNF- anbda), a taxxe WI-2, mponyuupyemsriii T-
AUMQOIMTaMH, CIIOCOOCTBYET Mposrdepanrii 1 BEDKUBAHUIO KIETOK
XJIJI. BpemeHnHo HenpoJu(epupyromue JeHKo3HbIe TUM(POLUTHI PH
B-knerounom xponudeckoMm nuMorieliko3ze octaHoBiieHbl B Go-dhaze
KJIETOYHOTO IMKJIA, T.C. SBJISIIOTCS TOKosuMucs. Bmecte ¢ Tem
JICKO3HBIE KJIETKHU HECYT Ha TIOBEPXHOCTH MOMHUMO XapaKTePHX Jis
3pensix B-nmumdonuro mapkepoB nuddepenuuposku CD 19; CD 20
U aKTUBAIIMOHHBbIE Mapkepbl nuddepenuuposku — CD 5, CD 23,
CD 27. Dto roBOpUT 00 AaCHHXPOHHOCTH MEXIYy TOJIOKEHHUEM
OITyXOJIEBBIX KJIETOK B KJIETOUYHOM ITUKJIE M UX (PEHOTHIIOM, KOTOPHI
XapaKkTepu3yeTcss HabOpOM aKTHUBAIMOHHBIX aHTUTEHOB. [loaTomy B-
XJIJI MOXXHO OTHECTHM K HOBOOOpPA30BaHUSIM KPOBETBOPHOW TKaHH,
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cyOCcTpaT KOTOpPBIX MPEJCTABICH MEPBUYHO-aKTUBUPOBAHHBIMU B-
auMdoUTaMH.

[luToreHeTHYECKNM aHAIM3 C MOMOIBK, HWCIOJIb3YEMOU B
Hactosmiee Bpems FISH-metonumku, BwisiBiser anomamuu B 80%
ciydaeB. HaumbOosiee 4YacThIMM IIUTOTC€HETHYECKUMH OTKIOHEHHUSAMHU
npu B-XJUJI saBasworcs anomanum B 12; 13; 14 xpomocomax,
runepakcnpeccus rena BCL-2, wurparomiero TriaBHyr pojib B
MPEAOTBPAILCHUH anonTo3a (YypoBEHb SKCIIPECCUH HAPACTAET MO MEPE
IporpeccupoBanusi 3abosieBanus). Tak, Hampumep, gienus 13(
BBISIBIIAETCS B 55% CilyyaeB U XapakTepu3yeTcs J00pOKaueCTBEHHBIM
TEUEHHEM 3a00JIeBaHUSI C OOBIYHON MPOAOJIKUTEIBHOCTHIO KU3HU Y
MalueHToB; TpucoMus 12 Habmromaercsa B 16% ciaydaeB u cBsizaHa ¢
aTUNIUYHON MOpdosioruei U HebIaronpsITHEIM UCX010M; aenenus 11
23 BeiBIAETCA B 18% ciyyaeB M accolMupoBaHa C MAaCCUBHOM
auMQoaZeHONaTUEN U arPECCUBHBIM TEUECHHUEM 3a00JIEBAHUS.

K naumbosiee yacThiM MapkepaMm XpOHHUYECKOTo JuMoeriko3a
oTHocuTca Takxke geneuuss Xpllq m Xpl7p (Jlokanuzamusi reHa -
cympeccopa omyxosieBoro pocrta p53). Hns numdonutoB npu B -
KJIETOYHOM XPOHUYECKOM JUMQOJICHKo3e XapaKTepHa HHU3Kas
AKCIPECCUS MOBEPXHOCTHBIX UMMYHOIJIOOYJIMHOB, HaJW4YU€ OJHOTO

KJj1acca JIETKUX u TSKEIIBIX Ternei MTOBEPXHOCTHBIX
MMMYHOTJI00YJINHOB Cc OJTHUM dheHoTuIIoM TTFOK030-6-
docharaernaporenassl (B HOpMe OOHaApYKHMBAIOTCA JBa (heHOTUIA
depmenTa), a s T-KJIETOYHOTO — TOMOIEHHAsl IIJIOTHOCTh

MMOBEPXHOCTHBIX HMMYHOTJIOOYJIMHOB Ha JIEMKO3HBIX KIJIETKaX (B
HOpME oOHa  BapuabeiabHa). (OCOOEHHOCTHM  IOBEPXHOCTHBIX
MMMYHOTJIOOYJIMHOB U B MEPBOM M BO BTOPOM CJIydae YKa3bIBaIOT Ha
MPOUCXOXKJACHUE  OIYXOJIEBBIX  KIETOK W3  OJHOM  KJIETKH-
MPEAIIECTBEHHUIIbI, T.€. HAa KJIOHOBBIM Xapakrep Kak B-, tak u T-
KJIETOYHOTO  XpoHHYeckoro jaumdoneiikoza. OOpa3oBaBIIUACS
NATOJOTMYECKUM KIJIOH KJIETOK Pa3BUBAETCS MO 3aKOHAM OITyXOJICBOU
IPOrPECCUMU.

JIumpouutsl npu  XpoHHUECKOM JuUMQOIEHKo3e SBISAIOTCSA
(YHKIIMOHAIIBHO HEMOJTHOIEHHBIMU. Y B-nuMdonutoB HabmIromaeTcs
HETIOJTHOIICHHAs! peaKIlusl Ha aHTUTeH, OTMEYaeTCsl HECITOCOOHOCTh B-
JUMQOITMTOB BCTyHaThb B MHUTO3 M Jajiee TpaHCHOPMHUPOBATHCS B
UMMYHOTJI00YJIMH-CEKPKTUPYIOIIHE MJ1a3MOIUTHI. B CUITY
OTMEYEHHBIX  BbIIE  U3MEHEeHMU i XJIJI  xapaktepHbl

148



TUIOraMMario0yJIMHEMUs U pa3IudHble HUMMYHHBIE U HH(EKIIMOHHBIE
ocnoxkHeHusa. Baxnoit ocobenHocthto XJIJI saBasieTcs pas3BuTHE
ayTOMMMYHHOT'O TIpoOIlecca MPOTHUB COOCTBEHHBIX T'E€MOIOITUYECKUX
KJIETOK C Pa3BUTUEM TEMOJIUTUYECKUX aHEMHUH, ayTOMMMYHHBIX
TPOMOOLIUTONICHUN M, PEKE — AYTOMMMYHHBIX TPaHYJIOIIUTOIICHUH,
MaplraIbHON KPACHOKJIETOYHOM aruia3uu.

INuUAEeMHOJIOTUA
XJUI cocraBnser okosno 40% OT Bcex JIGMKO30B y JIMI] CTapIIe
65 ner. Exeromnas 3a0osieBaeMOCTh cocTasisgeTr 3-3,5 Ha 100 000
HACEJICHUA B TOJ, MY>K4YMHBI 0OJICIOT B 2 pasa yaiie, YeM KEHIUHBI.
Xpouuueckuit tumponerikos B 95% cinydaes B EBporie u CIIIA umeer
B-knerounsiit penotu u B 5% cimydaeT — T-KI€TOYHBIH.

Kivnuka

Xponudeckuil uMEGOIEHKO3 pa3BuBaeTca MeieHHO. [lepBbim
NposiBJICHUEM  3a00JieBaHUS  MOXKET ObITh  JuMdaaeHomaTHs.
HaOmtomaercsa yBenuueHue JUMEAOTUYECKUX Y3J0B OJHOM WM
HECKOJIbKMX oOJyiacTedl (IOYCITIOCTHBIC, IICHHBIC, IOJMBIIICYHBIC,
MaxoBbI€, CEJIC3EHKU W/WIW MEYEeHH U Jp.) pasmepamu oT 1,5 mo 5-
6CM, MSTKOM KOHCHUCTEHIIUM, Oe300sie3HeHHBIE. B manpHeiem
YBEIIMUMUBAETCS B pa3Mepax IeUeHb, cene3eHka. B HacTosiee BpeMs
JinE: o0JierueHus JIUATrHOCTHUKU XJJI HUCIIOJB3YIOT JIBE
B3aMMO/IOTIOTHSAIONINX KJIaCCU(UKAIIMU, B KOTOPBIX HCIOJIb3yeTCS
NPUHIMI CTaAUMHOCTU TedueHus XJIJI, yduThIBaeTCsi CTENEHb PHUCKa
IPOTPECCUPOBAHHUS JIEUKO3a, OLIEHUBAETCS OIyXoyeBast macca. Kpome
TOTro, KJIAaCCU(UKAIUU YUYUTHIBAIOT (DaKT HAJIMYMUS WU OTCYTCTBUS
aHeMuu u TpoMOouuToneHuu. O0e KiIaccu(uKauu TMO3BOJSIOT
chopMyJIUpOBaTh MPOTHO3 3a00JIEBaHUSI U OPUEHTUPYIOT Ha BBHIOOP
HauOosee r3pdexTuBHOM Tepanuu (Tabd. 12).
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Tabmuna 12. — Kimuandeckas kiaccudukanums XJIJI mo Ral
(1975 71.)

Cragus XapakTepucTHKa

0 JIumdonnTo3 B neprudeprnueckoi KpOBH U KOCTHOM MO3Te

| JlumdonnTo3 u aumdoaaeHonaTus

I JlumpounTo3, - CIUICHOMETAIUs  W/WIM  TemaToOMeraius ¢
YBEJIMYEHUEM WM 0€3 YBEIHUEHHUS Pa3MepOB TUM(OY3II0B

Il JlumpormToz u anemus (remorno6uH wmenee 110r/m) ¢
yBEJIIMYEHUEM WIM 0€3 YBEIMYEHUS  pa3MepoB JIUMQOY3JOB,
CEJIE3EHKH U NIEYEHU

v JlumponuTo3 u TpomoOoruTOnICHUs (TpomMOouTel MeHee 100 x 10
%/1 ¢ yBenmueHneM win 6e3 yBenMUeHHs pasMepoB TEM(OY3IOB,
CEJIC3CHKH U MEYCHH

Tabmuua 13. — Knauaundeckas kiaccubukanus XJIJI mo Binet
(1981r.)

Cranuu XapaKTepUCTUKH
A JIumdoruTo3
remorjo0uH 6osnee 1001/
TpomGommThl Gomee 100x10 %/
BOBJICUCHHE MEHEEe TpeX obaacTeld TMMQPOUIHON TKaHU (OHO- WU
JIBYCTOPOHHUE)
B Jlumdormros
remorjo0un 6omnee 100r/n
TpombomTs 6oxee 100x10 /i
BOBJIeUeHHE Oosiee Tpex obnacteit TuMQonIHOM TKaHu, TenaTo-
WJIM CTJIEHOMETaJIUs
C JIumdoruTos
remorno6un menee 100r/mn
TpombouuTsl Meree 100x10 */n
BOBJICYEHHE JIFOOOT0 KOJM4ecTBa o0nactei TuMQonIHON TKaH!

JAuarnocruka
Kapmuna nepugepuuecxoii kposu
B nepudepuueckoit KpoBU CO CTOPOHBI KPAaCHON KPOBU BHAUalle
3a00JIeBaHUS HUKAKUX W3MEHEHUN HET — KOJIMYECTBO T'€MOIIOOMHA,
APUTPOITUTOB B Mpejiesiax pePepeHTHHIX BEIUYUH. 3aT€M Pa3BUBACTCS
aHEeMMUs1, KOTOpasi OOBIYHO UMEET T€MOJIUTUUECKUM XapaKTep.

Co CTOpPOHBI JIEUKOLIUTOB — TMIOCTENEHHO HapacTaroIIHid
JCHKOIMTO3, HWMEET MECTO OTHOCHUTENbHAas WIH aOCOTIOTHAsS
HEUTpOIeHus, a0CoMOTHBIN auMdoruto3 — ot 45 1o 90-95%
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TUM@OITUTOB, MpeodaTaloT 3peible JTUMQPOIUTEI, MPOTUMQPOITUTEI
coctaBisitor He Oosiee 10%, MOryT ObITh €IMHUYHBIE B TIpemnapare
auM@oOsIacTel, a TakKe BBISIBISAIOTCA TeHU ['ymmpextra -
noyiypaspyuieHusie  siapa JauMdouutoB. KieTku, coCTaBIsIOIIME
OCHOBY OITyXOJIEBOTO CyOcTpara — MOpQOJIOrH4ecKu 3penbie B-
TuM@OIUTHl HeOOIbIIUX pa3MepoB (7-10 MKM), ¢ OKPYTJIBIM  SIIPOM,
UMEIOIIMM  IUIOTHYIO TJbI0YaTyl0 CTPYKTYypy XpomaTuHa 0e3
ANpBINICK, C y3KoM OazoduibHOM 1nMrTomnasmoi. KomuuecTBo
TPOMOOIIMTOB  BHauaje  HOpPMaJIbHOE  3aTeM  HaOJrogaeTcs
TPOMOOILIMTOIICHHUS.

Kapmuna kocmnozo mo3zea

KocTHBINT MO3T B 3aBUCHUMOCTH OT CTQJIMM MOXXET OBITH HOPMO-
WIM TUTMEPKICTOYHBIM. YK€ Ha paHHUX CTaausx 3a00JeBaHUS B
MUEJIoTpaMMe OOHapYXKMUBACTCS TOBBIIIEHUE YPOBHS JIUM(OLUTOB
(30% u Oomee) ¢ MOCTENEHHBIM HapacTaHHEM, HECKOJIBKO OOJIbIIE
IpOJUMQOIIMTOB, YeM B Mepudepruueckoil KpoBHU, HAJIUYHE TECHEH
['ymmpexTa, MOTYT OBITH TUM(POOTIACTHI.

Tpenanobuoncus

[Ipu rHUCTOMOTMYECKOM WCCIENOBAaHUU TpemaHoOuonTara y
oosee 50% OonbHBIX OOHapyxuBaeTcsa AudPy3Hass UHPUIBTPALIUS
KOCTHOTO MoO3ra MaibiMH  JiuMborutaMu  (TuM@oOaacTel |
IpOJMM@OIMTE HA HAYaJbHBIX JTamax 3a00JI€BaHUsI COCTABIAIOT B
cymme MeHee 10% Bcex KJIeTOK), CHUKEeHHE 00beMa KUPOBOUW TKaHHU.
Y ocTtaapHBIX OOJBHBIX HWHQPWIBTpAMS HOCUT  HOMYJISPHBIMH,
VHTEPCTULIMATIbHBIN WJIM CMELICHHBIN XapaKTep.

Hmmynogpenomunuposanue onyxoJeBbIX KIETOK BBISBISIET
skcnpeccuto B-kierounsix anturenos — CD 19, CD20, CD22, CD23,
CDS5, cnabyro skcrpeccuto moBepxHOCTHRIX IgM wmm IGM+IgD,
PECTPUKIIMIO JIETKUX LIETIEH

(karma u 1aM0/a), BApUaOeIbHOCTh aKTUBAIMOHHBIX aHTUT'CHOB.

Humozenemuueckue uccie008anus BHISBISIIOT MyTalua B 11;
12; 13; 14, 17 xpomocomax. IIpubmuzutenbHo B 1/3 ciydaeB
OoOHapy>KUBaAETCs NOMOJHUTENbHAs Xpomocoma 12 (Ttpucomus 12), y
25% manuMeHTOB ONPENEISAITCS CTPYKTYpPHbIE HapylieHus B 13
XpPOMOCOME U APYTHUe aHOMAaJIHH.
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B-ITPOJIUM®OIIUTAPHBIN JJEHKO3

CocraBisier 1% oT Bcex auMM(ATHUECKUX OIyXOJIeH, dYarie
OOJICIOT JIIOAM IOXKHJIOTO BO3pacTa, cpeaHuii Bo3pact — 70 Jjer.
Teuenue 3a00s1eBaHUs arpecCcuBHOE, v BBIPAKEHHOU
CIUICHOMETAJINEH, HE3HAYUTEIbHBIM YBEIMYCHUEM TMepudeprudecKux
TUMQaTUYECKUX y3IIOB.

B nepudepuyeckoi  KpoBU  HabOIrOmaeTcs aHEMUS,
TPOMOOILIMTOIECHHS, OBICTPO HAPACTAIOIIUHN JTEHKOIIMTO3 — KOJUYECTBO
JIeHKOLUTOB MOxeT ObiTh Gomee 100 x 10%1. B neiikonurapHOi
dbopmyine TpoIuMEGOIUTEI COCTABISAIOT Oosiee 55% — 3TO KIETKH
CpPEIHEro pa3Mepa ¢ OKPYIJIbIM SIAPOM, YMEPEHHO KOHIAEHCUPOBAHHOMN
CTPYKTYpO#l XpOMaTHhHa, Yalle C OJHON HYKJICOJIOM WU OTHOCUTEIHHO
HEOOJIBIION  IUTOIUIa3MOM, HMEIOUIEH  pa3IMYHYH)  CTETCHb
6azodunuu.

B xoctHom wMo3re otmedaercs auddysHas aumdoungHas
uHuIbTpanus npoauMdonuTamu.

[Ipu MMMYHO(DEHOTHUIMPOBAHUU BBIABISIIOTCS B- KiIeTOuYHBIE
agturedsl CD 19, CD20, CD22, CD5, CD 79a u b, FMC7; CD23
OTCYTCTBYET, BBISBIIETCS SKCIPECCHS MMMYHOTJIOOYJIMHOB Kiacca
IGM+/-1gD.

Y nauwentoB ¢ B-mpoiuMdanurapHbIM - JIEHKO30M  [IPHU
UTON€HETUYECKOM HCCJICIOBAHUM HAWOOJIe€ 4YacTO BBISBISIETCA
XpOMOCOMHas aHomanusa - jgeneuus 14q, pexe TpaHciaokauus t
(11;14), pucomus 12.

BOJIOCATOKJIETOYHbBIA JEHKO3

CocrasiisieT 2% oT Bcex TMMGOUIHBIX JIEHK030B. BeTpeuaercs B
BO3pacTe OT 25 10 75 JeT, yale y My »K4HrH.

PaznuuaroT  KjaccUYecKyrd M BapUaHTHYO  (OpMBbI
BOJIOCATOKJIETOYHOTO  JiehKo3a. [Ipm  KilaccuyeckoM  BapuaHTe
XapaKTEPHO BSUIOTEKYILlEE HE3aMETHOE TEYEHUE, CIUICHOMEraiaus |
NAHIUTONEHUS. 3HAYUTENIbHO PEXE BCTPEUAIOTCS TenaToOMeraus,
auMmdoaaeHonatus. Ilo mepe mnporpeccupoBaHusi 3a00JeBaHUSA Y
NAlMEHTOB OTMEYAETCS] aHEMHYECKUH, TeMOpPpParnyecKuil, CUHIPOM
ayTOUMMYHHBIX HapyumeHnui. I[Ipumepno y 25% mnanueHTOB Ha
NEepBbIA TIaH B KJIMHUYECKOW KapTHUHE BBICTYNAIOT UH(EKIIMOHHBIC
OCJIOKHEHUS
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B mnepudepuyeckoit KpoBH HAOIIOMACTCS MAHIMTONCHUS WIIH
JIBYXpOCTKOBasi ~ LUTONEHHUS  (JICMKONEHUs, aHeMus U\HJTH
TPOMOOITUTOIICHHUS ), MOXKET OBITh CyOJieKeMUYeCcKuil jeikonuTo3. B
JeKomuTapHOi Gopmyiie — abCOMIOTHBIN TUMQPOIIUTO3, HEUTPOTICHHUS
(no arpanysionuro3a), MoHoruToneHus. Cpemu  JTUMGOIUTOB
oOHapyxkuBalOT OoT 2 A0 90% wu Oosee «BOJOCATHIX» KIETOK.
OnyxoJeBble KIETKU — KIETKU CPEIHUX PasMEpOB, C OKPYIJIBIM WM
O00OBUIIHBIM  SIAPOM, HMMEIOIIMM  CIVIAKEHHYID  TOMOTEHHYIO
CTPYKTYpPY XpOMaTHHA, HEOTYCTJIMBbIE HYKJIEOIbl (WIM OHU
otcyTcTBYIOT). [luTomnasma kietoxk BKJI cBetno-romybas oOuibHas ¢
XapaKTEePHBIMU BBHIPOCTAMH.

[Tpu OMOXMMUYECKOM UCCIICIOBAaHUU OTMEYaeTCs
runepramMmariooyaraemMus B omimaue ot XJIJI.

JInst «BoJIOCaThIX» KIETOK XapakTepHa aud@y3HO-TpaHyIsipHas
peakiys Ha Kuciyro ¢ocdarasy, He MOJABIIEMYIO TApTPATOM HATPUS
IpU MPOBEJICHUU IUTOXUMHYECKOTO UCCIETOBAHMUS.

B KOCTHOM MO3re OTMEYaeTcsi HOpMO- HJIM THIEPKIECTOYHOCTh
3a cuer auddy3Hoit nuMdboUIHON UHPUIBTPALIMHU, KOJIUYECTBO
«BOJIOCATHIX» KJIIETOK BapbUpyeT OT 8 10 60%.

[Ipy wMMYyHDEHOTUNMMPOBAHMM HAa OMyXOJEBBIX  KJETKaX
BBISIBIIAIOT 3Kcnpeccuto B- wkierounsix anturenos: CJ/[19; CJ120;
Cl22; CHA79anbda; monouutapusiii anturen CJ{11c m Hambonee
xapakTtepHbeli anturen - CJI103, Ha MemOpaHe OTCYTCTBYIOT
anturensl CJ15; CJ/123.

Jns  BapuaHTHOM  (OpMBI  BOJOCATOKJIETOYHOI'O  JIEHKO3a
XapaKTepHO YBEIHYCHHE KOJIHYECTBA JICHKOLHTOB Oomee 50x10°/m,
orcyrctBue antureHo CJH25; CJ[103. Ilo wmopdomoruueckum
XapaKTEPUCTUKAM «BOJIOCATHIC» KIETKH MEHEE 3pelible, COAEpKaT B
AIpe HYKJICOJbl M HAIOMHHAIOT TPOJUMOOLNTHI, pEaKius Ha
TapTPaTPE3UCTEHTHYIO KUCTYIO pocdarazy oTpuriaTeabHasl.

T-KJIETOYHbIA JIEMKO3 u3 BOJIBIIUNX
I'PAHYJIMPOBAHHBIX JIUM®OIIUTOB

Bcerpeuaercss 2-5% ot Bcex T-HK-kieTtounsix omyxouieit.
bone3nbp OIMHAKOBO YacTO BCTPEUAIOTCA KaK y MYXXYHMH, TaK U Y
KEHIIWH, 4Yame noXwiblx. CpenHuil BO3pacT Ha  MOMEHT
YCTAHOBJICHUS IMarHo3a cocrasisiet 60 Jer.
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[IpeanonaraioT, 4To B pa3BUTHM 3a00JEBAHHUS WUrPaeT pOJIb
JUIUTEIbHAS] ~ AHTUT€HHAs  CTUMYJALMS ~ AyTOAHTUI€HAMH U
qy>KEpOJIHBIMU AaHTUT€HAMM, KOTOpas MPUBOAUT K TMOCTOSSHHOMY
pa3APaAKEHUIO CI8+ LIUTOTOKCUYECKUX T-mamdonmTon
COOTBETCTBYIOIIECH CHEUUPUIHOCTH U M3OBITOUHOW Mpoaudepanuu
KJIETOK OJHOTO KJOHA. T-KJIeTOuHbId JEeHKo3 H3  OOJBIINUX
IpaHyJIMPOBAHHBIX TUM(OLUTOB 4acTo coueraercs C
ayTOUMMYHHBIMM  3a00JICBaHUSIMU.  XapaKTepHbBIM  SIBISAETCS
JUTUTENbHBIA TUMPo1uTo3 (6osiee 6 MecsieB) 6€3 BUAMMON NPUUYNHBI
3a cUeT HAINM4YUA OOJBIINX JUMQOIUTOB, COACPIKALIUX B LIUTOIIIA3ME
KpYIHBIE KpacHO-(UOJICTOBBIC TpaHyJbl. TeueHue 3a00JeBaHUS
T00pOKAYECTBEHHOE, JUISl KJIMHUYECKOM KapTUHBI CBOWCTBEHHBI
pEUUIUBUPYIOIINE OakTepHaIbHBIE uHDEKIUH, CUMIITOMBI
PEBMATOUHOIO apTPUTa, YBEIUUYECHHUE CEJIE3E€HKU U MOJUKIOHATbHAS
rUIepraMmariooyTmHEeMHUsI.

B nepudepudeckoit kpoBu HaOIIOAACTCS yMEpEHHAs aHEMUSL.
Co cTOpOHBI JIEMKOUUTAPHOU (POpMYyJIE OTMEUAETCSI HEUTPOICHUS, Y
45% mnanMeHTOB OHA HOCHUT TSKEIBIM XapaKTep — MEHee 0,5%10%/x,
a0COMOTHBIM TUM@OLMTO3 Ha (POHE HOPMAIBLHOTO WM CHHUXKEHHOTO
KoJimdyecTBa JiekonuToB. Cpeau  auMEGOLMTOB  MIPeoOIagaroT
Oonpiliie TpaHyJsipHble JduUM@oIuThl. bonbiine rpaHyIspHBIC
TuM(OLUTHI UMEIOT pa3Mmepbl 12-15 MKM B nuaMmeTpe, OKpyriioe Wiu
CJI€rKa OBAJIBHOE  SIAPO, PACIOJNOKEHHOE SKCUEHTPUYHO, C
KOHJICHCUPOBAHHOW CTPYKTYpOl XpoMaTuHa, ©0€3 HYKIEOJd, C
IIUPOKOW CBETJION UUTOIUIA3MOM, COIEpKallel KPYIHbIC IUIOTHBIC
WU HEXHbIE a3ypoduibHbIE TpaHyyibl. B HOpMe B mepudepudeckoin
KPOBH  COJICPKUTCS 0,2-0,4x10%/n  Goumprmmx I'PaHyJIMPOBAHHBIX
auMm@oruToB. Co  CTOpPOHBI  TPOMOOIMTAPHOIO  pPOCTKA  —
TPOMOOIUTOICHHS — KOJIIMIECTBO TpoMGoruTos Meree 150,0 x 10%/1m.

HccnenoBanne KOCTHOTO MO3Ta MOXET MMETh 3HAY€HHE B TOM
cly4yae, KOrja OIyXoJeBas TMOMyJsAluss B  KPOBU OYEHb Maa.
Hecmotpst Ha ri1yOOKyt0 HEUTpONEeHU0, Npu T-KIETOYHOM JIEHKO3€e
U3 OOJIBIINX TPAHYJISAPHBIX JUMQPOIIUTOB, B MHEJIOTPAMME MOXKET
ObITh YBEJIIMYECHHUE KJIETOK T'PaHyJOLMUTAPHOTO psia CO «CIABUTOM
BJIeBO». (OTMeuaeTcsi BapuaOEIbHOCTh KOJMYECTBA JUM(OUIHBIX
KJIETOK

TpenaHoOuoOICHsT KOCTHOTO MO3Ta BBISIBJSIET HE3HAYUTEIIbHYIO
TUMQPOUIHYI0 HHOUIBTPAITHIO.
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JIns  yCTaHOBJIEHHS [HWArHo3a MCHOJB3YOT HWMMYHOTHCTO-
XMMHUYECKOE MCCIEIOBAHUE KOCTHOTO MO3rd, METOJ IPOTOYHOU
nurodroopumerpun. B 80% ciydaeB BBISIBISETCS UMMYHO(EHOTHUI
omyxoJyieBbix kietok: C/3+, ClI4-, C/I8+, cnabyro win OTCyTCTBHE
skcnpeccuun CI7, C/I5.

Kputepun nmarsocTuku T-kiaeTo4HOTO Jeiko3a u3 OOJbIINX
rpanyaupoBaHHbix JuM@oruto (T-JIBIJI):

Kpurepnii A: CTOWKOE yBEIMYEHHE YMCIA [-KJIETOK C
Mopdosorueit 00JIbIINX TPAHYIUPOBAHHBIX TUMQPOIIUTOB B KPOBH.

Kpurepunit B: skcnpeccrsi onmyXoJIEBBIMU KJIETKAMU TUIUYHOIO
ummyHopenotuna T-JIBI'JI, uMeer 3HaUeHHE SKCHAHCHUS TOMYJIAINH
kietok ¢ genorunom CJ[3+, C/I16+. B HOpMe momyJisiius KJIETOK,
skcnpeccupytromux C16+ cocraBisier menee 5%

Kputepuit C: oOHapyx eHHE KIOHAIBHBIX NEPECTPOEK T'eHOB T-
KJIETOYHOI 0 penentopa ¢ nomoiuisio TTIP.

Kpurepuit  JI: KIMHWYECKHE  NPU3HAKK —  HAJIW4YHUE
CIUICHOMETAJIMM M PEBMATOMJHOTO apTpuTa, Ja0OpaTOpHbIE —
HaJIMYUE IUTONECHUH.

JlnarHo3 yCTaHaBIMBAETCA MPU HAIMYKUM TPEX KpuTepuesB A, B,
C. B tom cnyuae, xorga nomynsiuust bI'JI mana (menee O,5><109/J1),
HEO00XO0AUMO MIPOBECTHU UCCIICIOBAHUE KOCTHOT'O MO3ra.
Nudunprpanus koctHoro mosra BI'JI moareepkpgaer aumarHox T-
JIBI'JL.

[Ipy [UTOTEHETUYECKOM MCCJICAOBAHMM y  OOJIBIITMHCTBA
nmauueHToB ¢ T-xierouneiM JIBI'JI  BBIABISIETCS HOPMAJIBHBIN
KapUOTHII.

I'PUBOBUJIHBIN MUKO3/CUHAPOM CE3APH
(mepBuuHas T-kieTouHast KokHast JuMGomMa)

3aboneBanue cocTaBisgeT 2-3% OT BCEX 3JI0KauYe€CTBEHHBIX
muMm@om.  Pa3zBuBaeTcss = MEIJIEHHO,  XapaKTEPHBIM  SIBJISIETCS
uHunpTpauus Koxu T-nmumdouuTamMu, Ha KOXKE 00pa3yroTcs
3yIdIIne OJSIIKH, Tamyiabl, KOTOPbIE MOCTEMEHHO HW3BI3BISIOTCA.
Pa3BuBaercsi  spuTpoaepmusi,  CONpPOBOXKIaeMmass  3yJOM U
HEMEPEHOCUMOCThIO  Xojoaa. IIporpeccupoBanne TPUOOBHUIHOTO
MHKO3a COMPOBOXKIACTCS JTUMQpOaICHONATUEH, MOPAKECHUEM TICUCHU,
nerkux, IHHC. 3aboneBaHume BHadajle NpPOTEKaeT JIOKAJBbHO Kak
auMdpoma, a TPH BBIXOJAE KIETOK B KPOBOTOK HaOIIOdACTCS
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nerikemuzanus auMdomsl. Cunapom Ceszapu paccMaTpUBaeTCs Kak
JEeHKEMHUYECKUM BapyUaHT 3a00JI€BaHUS, KOTOPBIH XapaKTepHU3yeTCs
auMQoaZeHONaTUEHN, IPUTPOJICPMHUEH U HATMYUEM B KOCTHOM MO3T€ U
B mepu(pepruvuecKod KpPOBU OIMYXOJEBBIX T-KJIETOK C XapaKTEPHBIM
pPAaCIIETVIEHUEM SIIpa U MO3TOBUIHOW, KOHBOJIOTUBHOM CTPYKTYpPOWU
XpoMaThHa, 4Yaiie O0€3 HYKJIEOJ, ¢ Y3KMM 000JkoM 0a3oduibHOM
LUATOILIA3MBI.

NMMmyHO(DEHOTHIT OMYXOJIEBBIX KJIETOK UMEET (DEHOTHUI 3PENbIX
T-nmumbonuro CI3, CHAS5, C/2, C/14, HE BBISBISETCS DKCHPECCHUS
Cca8, Ca7, CA30.

T-KJETOYHbBIA TPOJIUM®OIIUTAPHBIN JIEUKO3

3a0oJjieBaHHWE BCTpPEYAETCS PEIKO, Yallle BCEr0 B IMOXKUIOM
BO3pacTe. B KIMHUYECKO KapTUHE HAOI0/IaeTCsl T€HEpATIM30BAHHAS
auMQoaZeHONaTHsl, TeNaTOCINICHOMETNIHS, TTOPaKEHUE KOXKU B BUJIC
SPUTEMATO3HBIX, MAMyJe3HbIX BbICHIMAHWUN. TedeHue 3a00seBaHUS
arpeccUBHOE.

B nepudepuueckoit kpoBu HaOMOAAETCS aHEMUSI, JTEUKOIUTO3.
B neiikormutapHoit  dopmyne  oTMmedaeTrcss  JUM(OLUTO3  C
npeoodnaaHueM cpeau JUM(OUAHBIX KJIETOK  MPOJUMGPOIUTOB —
KJIETOK CPEIHEro pasMepa, ¢ OKPYIJIbBIM HJIM HENpaBUIbLHON (POpMBI
aapoM, 1-2 HykjieonamMu, [UTOILUIA3MOM, HWMEIOUICH Pa3IudHYIO
cTenenb 0azodunuu. MHOraa KIETKU MEJIKUE C TI0X0 Pa3InduMbIMU
HYKJIeoJaMH (MEJIKOKJICTOUHBIM BapUaHT).

Nmvmmynodenorun omyxoiseBsix kierok: CI3+, CH2+, CHO4+,
CH5+, CA7+, C8-/+.

[{luToreHeTHYECKUMU METOJAaMU BBISBISIETCS aHoMmamus 14
XpOMOCOMBI, TpaHciokarus t(14; 14).

ATPECCHUBHBINA HK-KJIETOYHBIN JIEUKO3

3a0oJieBaHHE HWMEET KJIOHOBYID NPUPONAY, XapaKTEPU3YETCs
kioHanbHOM nponudepanueir HK-kierok. Yaimie peructpupyercs B
cTpaHax A3uM y JIOJ€H cpeaHero Bo3pacta. B martorenese
MPEANOJIOKUTEILHO  WIpPaeT  poJib  BUPYC  JDnuuTeiHa-bappa.
3abosieBaHWE  XapaKTEPU3YETCS  arpeCCUBHBIM  KIMHUYECKUM
TCUCHUEM, TMOPAXKECHUEM >KEITYJIOYHO-KUIICYHOTO TpakTa, HaTIUYUEM
TENmaToCIICHOMET AIINH, auMQpoaZeHONaTHH, JUXOPAIKH.
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3aboneBaHre MOXKET OCIOXKHATHCA reModaroUTapHbIM CHHIPOMOM,
KOaryJaonaTUusMu, OJIUOPTaHHOW HEJOCTATOYHOCTHIO.

B nepudepuyeckoil  KpOBH  pPETUCTPUPYETCS  aHEMUS,
JEUKOUUTO3 C aOCONIOTHBIM JUM@OIMTO30M 3a CYET OOJBIINX
I'PaHyJIUPOBAHHBIX TUM(OIIUTOB.

B koctHoM wMmo3re HaOmtomaercs aud@ysHas HHOUIbTpALUS
omyxosieBbiMu HK-knetkamu, umeromumMu MoOpQoJIoruio OOJbIITNX
IPaHyJUPOBaHHBIX  JTUMQOIUTOB.  BcTpeualoTcss  peakTUBHBIC
TUCTUOIIUTHI C SIBJICHUEM TeM0(arourosa.

Nmmynodenotun omyxoneBbix kietok: CJ[2+ CH16+ CI56+,
XapakTepHO oTcyTcTBUE dKcnpeccun CI3.

[{utoreneTn4yeckre METOAbl y MAlMEHTOB ¢ arpeccuBHbM HK-
KJIETOYHBIM JIEUKO30M Yallle BCETO BBIABIISIOT JEJEIuto ( 6.

JINMMPOMA XOA/KKUHA — IUM®POI'PAHYJIEMATO3

3a0oJieBaHUE BIIEPBBIE OMUCAHO AHTJUKUCKUM BpaduoM Tomacom
XomxKKkuHbIM B 1832 r. W Ha OpOTSHKEHHH OO0JIee€ YEM CTOJETHUS
paccMaTpUBaIOCh KaK XPOHUYECKOE BOCHAIUTENIbHOE 3a00JieBaHUE.
Jlumpoma XomKKMHA — TEPBUYHOE OIyXOJeBOE 3a00JieBaHUE
TUM@aATAUYECKON CHUCTEMBl KJIOHOBOW MPUPOJBL. XapaKTepHU3yeTcs
IpaHyJIeMaTO3HOW Turepriazued JTUMQPOUAHON TKaHU C HATUIUEM
TUTaHTCKUX KJIeTOK bepesoBckoro - IlltepHOepra (3a pyOexxkom ux
Ha3piBalOT  Pup-llltepHOepra), B  KOTOphIX OblLIa  BbISBJICHA
AHEYIUIOUIUS U MOHOKJIOHAJIBHOCTh, YTO MOATBEPKAAET OMYyXO0JIEBYIO
npupoay 3aboneBanus. Hanuuue kierok bepezoBckoro-Iltepuodepra
ABJISIETCS 00SA3aTENbHBIM KPUTEPUEM NI IMOCTAHOBKU JMArHo3a
TuM@POoMbI XOKKUHA.

INUAEMHOJIOT U

3aboneBaeMocth JHMdoMoi XomKKHHA cocTaBiser 1,5-4,5
ciyudast Ha 100 000 HaceneHust B ToJl ¢ MpeoOJaJaHuEM Y MYXKYUH,
XOTS B MOJOJOM BO3pacTe€ 4Yallle BCTpPEYaeTCs Yy IKCHIIHH,
pacrpesiefieHe 1O BO3pacTy OuMoJalbHOE — TEPBBIA TIHK
3a0oJsieBaeMOCTH HaOMto1aeTcst B Bo3pacte 15-30 net, BTopoi — mociie
50.

ITHOJIOTHSI M MATOreHe3 3a00JieBaHUs O KOHIIA HE M3YyYCHBI.
[IpoBeneHHBIE UCCIIEIOBAHUSA TOKAa3ajdd BBICOKYIO TE€HETUYECKYIO
PEAPACTIONOKEHHOCTh B BOSHUKHOBEHUH 3a00JI€BaHMUS.
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B Hacrosiiee BpeMs OCHOBHBIM 3THOJOTHYECKUM (HaKTOpPOM,
OPUBOISIIMM K BO3HUKHOBEHHIO  JUM@poMmbl  XOJXKKHHA,
MpeJrnoaratoT, siBJsieTcs BUpyc DmnireiiHna-bappa, Tak Kak 0TMEUEHO
BO3pacTtanue 3aboseBaeMocTH JuMdpomoit XoKkuHa B 2-3 pasa y
MalMeHTOB ¢ MHQPEKIIMOHHBIM MOHOHYKJIEO30M B aHaMHeE3e.
CoBpeMeHHbIC YyBCTBUTEIbHBIC METOIbI, Takue Kak FISH- meToauka,
Cayzepn-6not, [P BersBasior ot 30 1o 50% aumdom XomKKHHA C
conepxanueMm BOb-renoMubIx hparmMeHTOB B KieTkax bepe3oBckoro-
IlITepubepra. IlpeamonararoT, dYTO BHUpPyC OmiuTeiiHa-bappa
BBI3BIBAET TCHETHUYECKYI0 HECTAOWJIBHOCTh Y MPEapacroOKEHHbBIX
MAIMEHTOB, OCTAETCS OTKPBITBIM BOIPOC O maroreHese BOb-
HeraTuBHBIX JIMM(pOM X0/KKUHA, KITMHUYECKasi KapThUHA 3a00J1eBaHus
y KOTOPBIX HE OTJIHMYAEeTCA OT TakoBol y BOb-no3utuBHBIX
MAaIEHTOB.

Knerku bepesosckoro-llItepudepra-Pun B8 80% ciydaes
pa3BUBAIOTCSL M3 3pENbIX, MEJIEHHO mposaudepupyommux B-
TUM(OLIUTOB 3apOJBIIIEBOTO IEHTpa (DOUIMKYIOB JHUMGOY3/I0B, B
20% ciy4daeB SIBISIOTCA MPOU3ZBOAHBIMHU  T-KJIETOUHOM JIMHUM
[IUTOTOKCUYECKUX JTUM(OIMTOB M MPEANOIOKUTEIBHO MOTYT OBIThH
AepuBaTaMu HaTypajdbHbIX  KHJLJIEPOB. [IpennonoxuTeasHo
OTMYyXOJIEBbIC KJETKU TMOSBJISIOTCA B pe3yJibTaTe OJOKUpPOBAHUSA
amonTo3a MYTHUPOBAaBIIMX B-TUMQPOUMTOB W Kak pe3ynbTaT —
oOpa3oBaHue KJIeTOK XOJKKHUHa, bepe3osckoro-llItepudepra-Pun,
KOTOpBIE XapaKTepU3yITCs OTCYTCTBUEM IKCIIPECCUU
MMMYHOTJI00ynnHOB.  [lpenmonaraloT  HECKOIBKO  MEXaHHW3MOB
OJIOKMPOBAHHUSI allOINTO3a:

- B pe3yibTaTre MHQUIIMPOBAHUS BUpPYCOM DmiTeliHa-bappa;

-pa3BUTHEM JUCPYHKIIMA TE€HOB WJIM MEIUATOPOB aromnTo3a
(p53, BCL-2, MYC), BO3MOXHO, B pe3y/bTBaTe aKTHBAId BUPYCOM
npotoonkoreHa BCL-2, koTopslil 6J10KupyeT anonTo3s;

- OJIOKMpPOBAaHUE WHIYKIIMU aronTo3a 4Yepe3 IUTOKUHOBBIC
peuenitopel CD 30, mpucyTcTByromme Ha KieTkax XOMKKUHA H
bepezosckoro-IlITepubdepra-Pu.

Kiannuka
K OCHOBHBIM KJIMHMYECKUM MPOSIBJICHUSIM 3a00JIeBaHUS
OTHOCUTCSl yBeJIWueHue JuMmdaTuueckux y3i0B. Jlumdarudeckue
y3JIbl UMEIOT IUIOTHORJIACTUYECKYH0 KOHCHUCTEHIIMIO, BHA4ajle HE
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CHasHbl C KOXEH W Jpyr ¢ Jpyrom, Oe30osie3HeHHBIE. B Hauaie
3a00JI€BaHUsl Yallle MOpakaloTcsl MPaBbI€ U JIEBBIC, HAAKIIOUYUYHBIE U
MeauacTHHaIBbHBIC TUMDOY3iabl (50-55%), peske uMQpOY3IIbI APYTrUX
30H, HO B 90% ciyyaeB — 310 HaaauadparMaibHbie TUMPATHUYECKHUE
y3nel. [lo Mepe mporpeccupoBaHusi 3a0oJjieBaHUS JUMQPATHUUECKUE
y3JIbl CPacTalOTCs, CIAUBAIOTCS U 00pa3yIOT KOHIJIOMEPAThI, 32 CUET
pa3BuTHsA pyOIIOBOM TKaHM CTAHOBSTCS IUIOTHBIMHU, HHOUIBTPUPYIOT
OKpY>KaloII1e TKaHH, B MPOIECC BOBJIEKAIOTCS OJU3IIEKaIIUE, a 3aTeEM
1 otnaneHHbie 1uMdoys3ael. B 80% cioydaeB B mpoliecc BOBJIEKaeTCs
cesne3eHka. B 1enoM KiIMHUYeCcKrue MpOsIBICHUS 3a00JI€BaHUS 3aBUCST
OT JIOKAJIM3aLUMKU OMmyXxoyu. Yame Apyrux nopakaeTcs TKaHb JETKHUX
(20-30%), xoctHas TkaHb (14-20%) u meuyens (10-12%). B MmomenT
JUAarHOCTUKKW y TPEeTH TNAUMEHTOB HAOIIOAAI0TCS  CUMITOMBI
WHTOKCUKAIIUU — Tpody3Has HOYHAS MOTIMBOCTH, BOJIHOOOpa3Has
JIUXO0paJKa, CI1ad0CTh, KOXKHBIN 3Y/I.

[To MexayHapomHOW KiaccU(pUKAIMKA pa3IMYa0T CTaaud B
3aBUCHUMOCTH OT PacHpOCTPAHEHHOCTH JHUM(OTrpaHyIeMaTO3HOTO
npoiiecca:

| cmaous — nokanbHasi, MpU KOTOPOW HAOIIOAAETCS OPaKEHUE
OMHOW JMM(OUIHOW 30HBI WM CTPYKTYpPHI, JIMOO JIOKAIM30BAaHHOE
MOPaXEHUE OJIHOTO JKCTpaIuM(aTHYECKOTO oOpraHa WM TKaHU B
npejeaax OJJHOrO CErMEHTa;

Il cmaous — peruonapnas, nOpu KOTOpOMl HaOIOmAETCA
NOpakeHHe ABYX W Oosiee obOsiacTeid Mo OAHY CTOPOHY Auadparmsl
JM00 JIOKAJIM30BAHHOE MOPAXEHHE OJHOTO IKCTPATUM(PATHUYECKOTO
OpraHa Wi TKaHU C TM[OPAKEHUEM WIM 0€3 PpermoHapHbIX
TuM@aTUYECKUX Yy3JI0B, MOPAXKECHHUE APYTUX JTUMQPOUIHBIX OOJacTei
0 Ty K€ CTOPOHY auadparmsl (Wi 0€3 MOpaxKeHus );

Il cmaous — reHepanu3zoBaHHas, TP KOTOPOW HaOIIOMACTCSA
nopakeHue TMMQOY3II0B WK CTPYKTYp MO 00€ CTOPOHBI Auadparmsl;
3TO MOPAXKEHUE MOMKET COUETAThCA C JIOKATM30BAHHBIM MOPAKCHUEM
OJTHOTO J3KCTpaTMM(aTUYECKOro OpraHa WM TKaHW, JUOO C
MOPAXKEHUEM CEJIE3CHKH, JIMOO C TOPAXKEHUEM TOTO U APYIroro;

1l / cmaous xkonupyer mopakeHUEe BEPXHUX a0JOMHUHAIBHBIX
auMbaTHIeCKuX y370B (BopoTa meueHu, cenesenku), |12 cramus —
MopakeHWe HUXHUX a0JOMHUHANIBHBIX y3J70B (MapaaopTalibHBIC,
ME3EHTEepPUAIIbHBIE);
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IV cmaous — nuccemuHupoBaHHasl, TIPH KOTOPOW HaOJI0MaeTCs
MOPAKEHUE OJHOTO WJIM HECKOJIBKUX IKCTpaTUM(aTUUECKUX OpPraHOB
(c mopaxkeHueM JUMQPATUUECKUX Yy3JI0B, WU O€3 MOpa)KeHus ), JU0O
W30JIMPOBAHHOE TMOPKEHUE JKCTpaTuM@PaTHYECKOro opraHa u
OTJAJICHHBIX JIUM(PATUYECKUX Yy3JI0B; HAJTUYME METACTA30B B IECUCHD
WJIU CEJIe3EHKY BCErJia aCCOLMUPYETCS C YETBEPTOM CTaueH.

B kaxnou craguy pasiauyarT NOATPYHIIBI B 3aBUCUMOCTH OT
HaJIM4Yus WIH OTCYTCTBUS CUMIITOMOB MHTOKCUKAIUU:

A — CHUMIITOMBI HMHTOKCHKAIIMM OTCYTCTBYIOT, 3a0o0JicBaHUE
MPOTEKAET JIerye, MPOTrHO3 OJaronpUsTHBIN;

b — cCHMTOMBI THTOKCUKAIIUX PUCYTCTBYIOT:

- IUXOpajika 0ojee 380C;

- mpody3Hasi HOUHAsI MOTIUBOCTb;

- HAJIMYKE KOXKHOTO 3y/a;

- cHmWXeHue Mmacchl Tena Ha 10% u Oosee nociaeaHue 6
MECSIIIEB.

JAuarnocruka
[Ipu momo3penun Ha JuM@pomy XOIKKHHA TAIUEHT JOJKEH
OBITH 0OCJIEIOBAaHUM MO CIEAYIONIEH CXeMe:

1. TmiatenbHBIN CcOOp aHaMHE3a C MPUIEIBHBIM OIPOCOM Ha
HaJInYue b-cuMNTOMOB.

2. OCMOTp MaIreHTa ¢ ONMpeACICHUEM Pa3MEPOB BCEX JOCTYITHBIX
JUIS Tajblanuu JIUM@OY3JIOB M OLICHKOW pa3MepoB IEUYEHU U
CEJIE3CHKH.

3. BeimosniHeHue oOmiero aHanuza KpPOBU, MOACYET KOJIMYECTBA
TPOMOOLIUTOB.

4. O0s3aTeNIbHOE BBIMOJHEHUE OMOXMMHUYECKOTO aHalu3a KpPOBH,

BKJTIOUAs BBITIOJTHEHUE dJIEKTpodope3a OENKOB.
Pentrenorpadus rpyIHoi KIETKHU.

6. KommbroTrepHass Tomorpadgusi 00JacTu €W, TPYAHON KIIETKH,
’KHWBOTA, MAJIOTO Ta3a.

/. buoricust HanOoJee U3MEHEHHOTO U3 JIOCTYITHBIX JTUM(OY3IIOB C
TUCTOJIOTUYECKUM U 0053aTE€IbHBIM UMMYHOTHCTOXUMUYECKUM
HCCIICIOBAHUEM.

Kapmuna nepugpepuueckoit kposu
KapTtuna nepudeprdeckoid KpoBH HEXapakTEpHasi U HE HMEET
JUArHOCTUYECKOTO 3HAauYeHUs. [0 pa3BUTHS MHTOKCHKAIIMM YPOBEHB

o1
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reMorjioorHa U 3pUTPOIUTOB HAXOAUTCA B Mpenaesiax pedepeHTHBIX
BEJIMYUH, MPU BOBJICUCHUM B MPOIECC BHYTPEHHUX OPTaHOB MOKET
Pa3BUTLCA TUIOXpOMHas aHeMmus. KoinuecTBO JIEUKOITUTOB MOXKET
ObITh paznuuHoe — y 50% mMaiueHTOB OTMEYaeTCsd YMEPEHHBIM
HEUTPODWIBHBIN JIEHKOIIMTO3, MOXET OBITh JeikomneHus. Ilpu
reHepaIn3aliy, JUCCEMUHUPOBAHUM TPOIECca, Yalle HaOIr01aeTcs
JEUKOUUTO3 € HEUTPOPWIHHBIM CIBUTOM BJIEBO 10 €IUHUYHBIX
METaMHEJIOIIUTOB U MHUEIOIUTOB, 303UHOGUIUSA, TUMOOLUUTONICHHUS.
KomngectBo TpoMGoLuToB yBeamueHo xo 400-600-1000x10 /.
Hab6ntonaerca yckopenue ocenanus sputporutoB. Ha ¢one mydeBoit
U XUMHUOTEpANuu, PE3KO BBIPAXKEHHOW CIJICHOMETalInH, Kak
NPOSIBJICHUE THIEPCIUICHH3Ma y OOJBHBIX MOXKET Pa3BUTHCS
naniuronenus. COD — wyame HaOMOJAaeTCa YCKOPEHHE 10
3HAYUTEIBHBIX ITUD.

B ceBopoTke kpoBu mnpu JmMdpomMe XOKKHHA TOBBIMIACTCS
coJiepaHre OCTPoda3oBbIX OCIKOB, B MPOTCHHOTPAMME YBEIUYCHUE
dbpakuuii anbda-1, anpda-2, ramma - rmodynuHoB. [Ipu mopaxxenun
NEYCHNU TIOBBINIAECTCS YPOBEHb OWIMpyOMHA, aMUHOTpaHchepas,
CHUKAETCS  YPOBEHb anbOyMHHa, TIOBBIIIACTCS AKTUBHOCTH
JaKTaTACTUAPOreHas3bl, IenouyHod Qocdaraspl. Ilpu mnopaxeHun
MOYEK W Pa3BUTUM TIOYEYHOHM HEAOCTATOYHOCTH TOBBIMIACTCS
CoJiepKaHne KpeaTHHUHA U MOYCBUHBI.

Co cropoHbl OOIIEro aHajiW3a MOYHM, KaKk IIpaBuIIoO,
CYIIIECTBEHHBIX M3MeHEeHUH HeT. OJIHAKO TIPU BHICOKOW aKTHBHOCTH
MaTOJIOTHYECKOT0 TIpollecca M, OCOOCHHO TpPH MOPaKEHUU TOYEK
OoOHapy>XKUBAETCS MPOTEUHYPHSI, MUKPOTEMATypHS.

Kapmuna kocmnozo mo3zea

Co CTOpOHBI KOCTHOTO MO3ra HE HaOIIOAAeTCAd XapaKTEPHBIX
U3MCHEHUN, MOXET OBITh THUIepPINIa3Hs MHUCEIOMJIHOTO POCTKa,
HECKOJIBKO YBEITMYECHHOES KOJIMYECTBO MTPOMHUEIIONMTOB, MHUEJIOIHUTOB,
npubnmusutenbHo  y  10%  manMeHToB  MOXHO — OOHapyX UTh
I'paHyJIEeMaTO3HbIC U3MCHEHUS, CKOTLJICHUS TUM(OIUTOB,
MJIa3MaTUYECKUX KJIETOK, 03MHO(DUIOB U ABJICHU Mueaohudposa.

Kpumepuu ocmpomul namonocuuecko2o npoyecca:

1. Yckopenue ocenanus spuTporuToB 6osee 30 Mmm/yac.

2. YBenuueHHWe KOJW4YecTBa OCTpO(a30BBIX  OCIKOB  —
¢uOprHOreHa, ranToraio0onHa; HepyaoIa3MrHa.
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3. YBenuueHWe  aKTUBHOCTH  IIENOYHOM  ocdarassl,
JTAKTaTIAETUAPOT€HA3BI.

4. Hapactanue TuM(OIMTONICHUH.

HanmexHbIXx  KIMHUYECKUX W JIAOOpPAaTOPHBIX  KPUTEPHUEB
auarHoctTuku  guM@ombl  XOKKMHA  HET, T[O3TOMY  BCeraa
HEOOXOJMMO  BBINOJHATh  MYHKIHMIO, a  3aTeM  OWOICHIO
TUM(}ATUYECKOTO y37a WA TMOPAKEHHOM OIMyXOJEBBIM MPOIIECCOM
TKaHH.

B nynkmame naumghamuueckozo y3ia TOMHUMO KIETOYHBIX
AJIEMEHTOB BOCHAJIUTENBHOTO mpolecca O0OHapyKUBAIOTCS
XapakTepHble s JUM(OMBI  KIETKHM  XOJKKHHA,  KJIETKH
bepesorckoro-IlITepudepra-Pus.

Knerkn XomkkuHa 3TO mnpeacraans KIETOK bepe3oBckoro-
Irepubepra-Pun, wierku pasmepamu 20-25 MKM B AUaMETpe,
OBaJibHbIC, OKPYIJIbIC WM HEMNPaBUIBHOU (OPMBI € YETKUMU
KOHTYpaMH, OJHOSIICPHBIE. NP0 pACHONO0KEHO LEHTPAIBHO WU
DKCUECHTPUYHO, CTPYKTypa XpOMAaTHMHA 3€PHUCTAS  PO30BATO-
¢dbuoneToBOr0 I1IBETa, KOHTYp Sapa 4YeTKuM, poBHBIM. B smape
pacrnioyaraetcst 1-2 unu Oosiee KPyMHBIX TOMYyOOBAaTBIX SIPHIIICK.
[{utomiazma cepo-roy0oro BeTa MOKET UMETh BaKyOJIH.

B 3aBucumocty OT (OpMBI U KOJMYECTBA SJIEP BBIJICIAIOT
HECKOJIbKO TUIMOB KJIeTOK bepe3zoBckoro-1lITepudepra-Pu:

1 mun xknemok: pazmep kietok 40-45 MKM B IuameTpe, KIETKU
OJHOSIJICPHBIE, B AIp€  PaACMOJIAratOTCsi  MHOYKECTBEHHBIC
HEMPaBUIBLHONU ()OPMBI HYKJIEOJIbI, IIUTOIIa3Ma CEpO-TOIy00ro 1BeETa,
OJIHOPOJIHAsl, HO MOJKET OBbIThb BaKyOJU3UPOBAHA, MOXKET HMETh
POBHBII WM PUCTOHYATHIA Kpail.

2 mun KIemoK: 3€pPKAIbHBIC KIETKH, IBYXSAECPHBIC, sapa
MOJHOCTBIO TOBTOPSIOT APYr JApyra, JieKaT psgoM WA CJeTKa
BarMHUPOBAHKI APYT B JIPyra, B KaKJIOM SIIPE MOKET pacrojiaratbCcs
IO HYKJIEOJIE.

3 mun Kknemok. pa3mep KIeTok 45-50 MKM B nuaMeTpe, KIETKH
MHoOTOsiZIepHbIe (0ojiee 2 snuep), sapa HacIauBarOTCS JIPYT Ha Jpyra,
pasHble MO AWMAMETPY, B sApax pacIolaratoTcs PasHoro pasmepa
HYKJICOJIbl — HETIOCTOSIHHBIN MPHU3HAK.

Paznmuuaror Takke Tak Ha3blBa€MbI€ JIAKyHapHbIE KJIIETKU —
OKPYIJIbIE KJIETKU CO CBETJIOM LUTOIJIA3MOU, SIAPAa UMEIOT OKPYTIIYIO
dbopMy, TOpUMEPHO OAMHAKOBBIA  JUAMETP, MEJIKO3EPHUCTYIO
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CTPYKTYPY XpOMAaTHHA, COJEPXkAT HYKIEOJbl. Sapa HacianBarOTCA
Ipyr Ha Jpyra U HMMEIT BUJl «HACBINAHHBIX HAa TapeIKy MOHET».
Kietku BCTpedaroTcsi mOpu  KJIACCUYECKOM BapuaHTE JUMOOMBI
XOIKKAHA HOLYJISIPHOM CKJIIEPO3E.

brnacTtHple KIETKHM HEOOJBIIUX Pa3MEPOB C MOHOLUTOUIHBIM
AJIPOM — KJIETKU- IITEPHOEPTOUIbI, KOTOPHIE COMPOBOKIAIOT KIETKU
bepesorckoro-llITepudepra-Pun.

B 3aBUCMMOCTHM OT THUCTOJOTMYECKON KapTUHBI OHOICHITHOTO
Martepuayia pasznuyaroT ciaeayromue (GopMbl JTUMPOMBI XOKKUHA
(kmaccudukanus BO3 2002 r.):

1. dopma C TUM(OUTHBIM npeoodiaaHueM —
JUMGOTUCTHOIUTAPHBIN THII, 0K0JI0 5% OT Bcex mumdom XomKKUHA.
Hannas ¢opma xapakTepuszyeTcs HOAYJISPHBIM WK Oojiee peaKo
BCcTpevaromumcss  Tuddy3HbIM  pacnpocTpaHEeHUEeM JTUM(OUTHBIX
KJIIETOK, HOAYJISAPHBIC CKOIUJICHUS pa3JieJIeHbl PETUKYISIPHBIMU
BoJIoOKkHamMu. Cpeau KIETOK U3peJIKa BCTPEYAKOTCS H03MHO(DUIIBL,
IJIa3MaTUYECKUE KIIETKU, MEJKUE KIEeTKM XOJ/KKWHA, €IUHUYHbBIC
kietku bepeszoBckoro-IlITepadepra-Pus. JlnarHoctika OCHOBBIBAETCS
HAa  BBIBJICHUM  KPYMHBIX  JUM(OLMTOB, THUCTHUOIUTOB  C
MHOT'O0JIbYATBIMU ITY3bIPbKOBUAHBIMU SIIpaMU, HAIIOMHHAIOIINMU
«BO3JYIIHYIO KYKYPY3y», KIETKU C 1epeOpudOpPMHBIMU sIApamMu, C
u3pe3aHHbIMU KOHTypamu siapa. [Ipu Bapuanrte JIX ¢ numdouHbIM
npeo0agaHueM HabrogaeTcs xapakTepHbli uMMyHodenotum: 100%
OMYXOJIEBBIX KJIETOK JKCIPECCUPYIOT B-KJ€TOUHBIE aHTUTEHBI U HE
skcrpeccupytor CD 15; CD 30.

2. Knaccuueckas ¢opma nmumpombl XOIKKHHA, KOTOPYIO
NOAPa3ACISIOT Ha 4 BapuaHTa:

2.1 Honynsapubiit ckiepos. JJis JaHHOTO BapuaHTa XapaKTEepHO
pPa3BUTHUE COCAMHUTEIHLHOM TKaHHW, KOTOpas METUT JUMQpaTUUCCKUM
y3ell Ha OTAC/IbHbIC Y3€JIKU, pa3pacTaHue (GUOPO3HON TKaHU B BUJIC
TSOKEH, HAJTMYue B y3€JIKax 3peibiX JUM(OUUTOB, KJIETOK XOIKKHUHA,
kierok bepeszosckoro-lltepubepra-Pun, nakyHapHBIX KJIETOK, MOTYT
ObITh 303MHOQUIIBI, HEUTPODUIBI 3a CYET MUMMYHHOM peakluu Ha
OnyXx0J€eBBIN pocT. HomysipHblid ckiepos coctaBisieT 35-55% oT Beex
auMpom XOKKHHA U Yalle BCTPEYACTCS Y MOJIOJBIX JKCHIIWH C
OOJIBIIION OIYyX0JIEBOM Maccoi TMM(OY3JIOB CPEIOCTCHUS.

2.2 CMenaHHO-KJIETOYHBIA BapUaHT, KOTOPBIN XapaKTepru3yeTcs
OTMMOPGHOKICTOYHOM nuddy3HOM BOCTIATUTEILHOM
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uHUIbTpalKel,  TUMEepPKIETOYHOCThIO.  PeakTUBHBIE  KIIETKH
NpeACTaBiICHbl JTUMQOLUTaAMU, TpaHyJIOUUTAMH, DSO3UHO(MIAMHU,
MJIa3MaTUYECKUMM  KJIETKaMH, TUCTHOIUMTaMH U (¢udpobdiactamu,
BBISIBJIAIOTCS ouaru Gpuoposa. Cpenn KIEeTOK MpeoOagatoT TUTTHYHBIE
KJIETKH XOJDKKuHA, KieTku bepesoBckoro-llITepabepra-Pun, dame
MIPEJICTABJIICHHBIE JIBYXSICPHBIMU KJIETKAMU C KPYITHBIMU SIPHIIITIKAMU
(«coBUHBIN TI1a3»). JanHblil Bapuant BcTpevyaeTca B 20-35% cioydaeB
Bcex uMpoM XOHKKHHA.

2.3 Bapuant ¢ OO0JbIIMM KOJHUYECTBOM JIMM(OIIMTOB.
[Ipeobnanaor wmanbie B-mumponuThl, KOTOpPHIE pacmoiaraloTcs
mubdy3Ho wim GopMHUPYIOT (POJITUKYIBI C HEUYETKUMU LIEHTPAMHU
Pa3MHOXKEHUS. Knerku bepezosckoro-IlItepubdbepra-Pua B
HEOOJIBIIIOM  KOJIMYECTBE  paclojararoTcs B 30HE  MaHTHH,
OKpyXaromeil  QoJUIMKyyn, OTMEUYaeTcsi CKYJHOE  KOJUYECTBO
IPaHyJIOUUTOB, TUCTUOIIMTOB WJIM TOJHOE MX OTCYTCTBHE. [[aHHBIM
BapuaHT JIX BcTpeyaeTcs peako.

2.4 BapuaHT Cc UCTOIIEHUEM JTUMQPOUAHON TKaHHU. Paznmuuaror
JIBa MOJIBapUAHTA:

2.4.1 Jlubdy3Heii ckiepo3, OpH KOTOPOM HAOIIOIAETCs
BBITECHEHUE KJIETOYHOTrO MHpUIbTpaTa GUOPO3HON TKAHBIO, KOTOpas
oOpa3yeT cetuarsli pucyHok. MHuiIbTpaT mnpeactaBieH CKYIHBIM
KOJINYECTBOM JUM(OIMUTOB, KJIETOK XOJKKHHA, bepe3oBckoro-
IlITepubepra-Pun,  mpeoOnamaHueM  COSIWHUTEIBHOM  TKaHU,
OTCYTCTBUEM PEAKTUBHBIX KJIETOK, HAJIMYUEM O4YaroB HEKPO3a.

2.4.2 PeTukynspHBIM MOABApUAHT — JUM(OUTHOE HCTOIICHHE
XapakTepu3yercs: MpeodsiajaHueM OIYXOJEBBIX KIETOK, B Pa3HbIX
BapuaHTaX BCTPEUAIOTCA THUNWYHBIE W  ATUNUYHBIE  KIETKU
bepesorckoro-IlItepudepra-Pun, Xomkkuna, puopood1acTorno1o0HbIe
KJIETKH., OTCYTCTBHE TEPEXOMHBIX KIETOK MEXIY MEJIKUMU
JTUMQPOUTHBIMU U KPYIHBIMU aTUITUIHBIMU.

NmMmyHoornueckue uccienaoBaHus npu auMdome XoKKUHA
BBISIBJISIIOT HApPYIICHWE HWMMYHHBIX peakiuid 3aMEIJICHHOTO THIIA,
OTMIOCPEJOBaHHBIX  T-TUMQOIMTaMHU,  TOBBIIICHHE  KOJIMYECTBA
T-nmumdounTOB CynpeccopoB, Ha MO3AHUX CTaausIX 3a00JeBaHUs
yraeTenre QyHKuuil B-muM@OIMTOB M COOTBETCTBEHHO CHHUIKCHHE
cojiepKaHus UMMYHOTJIO0YyIuHOB. IMMyHO(DEHOTUTIMpOBaHUE KIETOK
bepezosckoro-llItepudepra-Pua u XoaKKrMHA BBISBISET 3KCIPECCUIO
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CD 30, CD15 u oTcyTcTBHE 3KCIPECCHUU OOIIETo JICMKOMTApPHOTO
mapkepa CD 45. yto ucnons3yercs A BepupuKaluy Juardosa.

[{uToreHeTn4eckoe HCcClIeIOBaHNe OPaKECHHBIX
auM(daTUYEeCKUX y3J0B OOHapyXuBaeT OKojJo 27% KIETOK C
aHeyIUIOuAueH — U3MEHeHHeM Habopa xpoMocoM. Cpeau ACISIuXCs
KJIIETOK MOTYT OOHApyKHBaTbCS THIIO W THICPIUVIOMIHBIC KIICTKH,
TaKX€ MOTYT BBISIBIITHCS CTPYKTYPHBIC aHOMAJIMA XPOMOCOM, OJHAKO
HE€ YCTAaHOBJICHO TMAaTOJOTMH XPOMOCOM, CBOWCTBEHHOM TOJBKO
auMborpaHyjaemMaTosy.

Jluppepenyuanvuolii ouacnos

[IpoBoasat nuddepeHImanbHblii TUarHo3 ¢ JuM@ageHUuToOM, s
BO3HUKHOBEHHUS KOTOPOTOo, B OTIWYME OT JuMdorpanyiemarosa,
BCEr/la UMEETCSl MPUYMHA — CTOMATHUT, PaHEBas MOBEPXHOCTb U T.X).
Jlumpatuueckue y3iabl Opu  JUMQPOaACHUTE NpPU  NaJbNalUU
TE€CTOBAaTOM KOHCUCTEHIIMHU, OOJIE3HEHHbIE, HE UMEIOT CKJIOHHOCTH K
00pa3oBaHUIO0 KOHTJIOMEPATOB.

[Ipun TyOEepKYyJIE3HOM auM@asieHuTe YBEJIMYEHHBIE
auMdaTHYecKue y3ibl CHAasHbl APYT C APYTOM U C OKPYKAIOIMIUMHU
TKaHAMHU. XapaKTEpHO YACTOE OOpa30BaHUE CBUILEH, PpyOILIOBOM
TkaHu. B conepkumom cBuileld OOHApYKUBAIOTCS MHUKOOAKTEPUU
TyOepKyje3a. Y  MalMeHTOB  HAOMIOAAIOTCS  MOJOKUTEIbHbIC
TyOEpKYyJMHOBBIE TMPOOBI, B MaTepualie W3 TPAHYJEM BBISBISIOTCS
SIUTEINOUIHBIE KIETKH, KIeTkHu [Iuporosa-Jlanxranca, xapakTepHbie
IUIsl TyOepKyJie3a.

NHpEeKIMOHHBIE ~ MOHOHYKJIEO3  CONPOBOXKIAETCS  OCTPHIM
MOABEMOM TEMIIEPATYPhl 10 BHICOKUX UMD, AHTUHOM, B OTIUYHUE OT
auM@orpanyiiemMaro3a, 4amle yBEJIUYEHbl JUMQOY3Jbl IIE€H, B
nepudepuyeckol KpoOBH - aTUNUYHbIE MOHOHYKJIe€aphl Ha (QoHe
HEOOJIBIIIOTO JIEHKOIIMTO3a, YBEIIMUCHHUE MIEUCHU U CEJIE3EHKH.

JlabopaTopHasi IMAarHOCTHKA
MUEJTOTUCTIACTHYECKUX CHHIPOMOB

Muenooucniacmuueckue cuHOpomsl — TETEPOTCHHAs Tpymma
ONYyXOJIEBbIX 3a00JIECBAaHUNW CHUCTEMBbl KpPOBH KIOHOBOW MPHUPOJIbI,
MCXOJHOM  KJIETKOM TAaKUX  ONyXOJIEW  SABISETCS  CTBOJIOBAs
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reMOIodTHYEeCKass  KJIeTka WM  Onm3kas K  Hel  KIeTKa-
MPEIIIECTBEHHHUK.

3aboneBaHue XapakTepusyeTcs HanudueM Hed()(PEeKTHBHOIO
KPOBETBOPEHHUS, AUCIUIA3UM OJHOM WJIM HECKOJIBKMX KIIETOYHBIX
JUHAM  (4ame TpexX JIMHHAKM) B KOCTHOM MO3re, HaJuyueM
HEOOpPaTUMOIr0 OMYyXOJIEBOTO XapaKTepa, BBISIBICHHBIX W3MEHECHUN U
pUCKOM  TpaHcopManuu B  OCTPbIH  MHUETOUAHBIA  JIEHKO3.
MuenoaucCIuIaCTUYeCKUE CHHAPOMBI MOTYT MPOTEKATh B  BUIE
BapuaHTa CO CTAOWUJIBHO COXPAHSIOIIUMCS B TEYEHHUE JIMUTEIHHOIO
BPEMEHU YypOBHEM OJIaCTOB B KOCTHOM MO3r€ WM B BHJE
osicTporiporpeccupytomero Bapumanta MJC B OMIJL. Takxe
paccmatpuBaroT MJIC kak mpeaierKko3HOE COCTOSIHUE, IIPU KOTOPOM
OMYXOJICBBIM KJIIOH MOXKET U HE TPaHC(HOPMHUPOBATHCA B THUITUYHBIM
OMJI. PaznuuaroT nmepBUYHbBIC, BOSHUKAIONIME (€ NOVO U BTOPUYHBIC
MHEIOAUCIUIACTUYECKAE  CHUHIPOMBI,  pPAa3BUBAIOIIMECS  TOCTE
MPUMEHEHUS XUMHUO- U/ WA Ty9€BOU TeparuH.

INUAEMHUOIOTUSA
Yacrora BcTtpewaemoct MJIC cocraBimser 3-15 ciaydaeB Ha
100 000 macenenus B roj. Yame O0JCIOT JIFOAU B IMOKUIIOM BO3pacTe,
pexe 3a00JIeBaHUE BCTPEUYACTCS] B MOJIOJOM U JETCKOM BO3pacTe.

ITHOJIOTHUS

[TpyuuHBl pPa3BUTHS MHUETOIUCINIACTUYECKUX CHHIIPOMOB [0
KOHIIa He wu3ydeHbl. Cpeau MOTEHIMAIbHBIX ATHOJOTUYECKUX
(pakTOpOB Hallle IPYTrUX paccCMaTPUBAIOTCS pagualusi, IUTOCTATUKU U
apyrue mytoreHbl. [loaTBepikieHneM 3TOW TOYKH 3PEHHs SBISETCS
pa3BUTHE BTOPUYHBIX MM ATporeHHbIX MJIC, TecHO CBSI3aHHBIX CO
cnenuuyeckuM  JieueHrueM JuM@poM W OMyXoJied  pa3HoM
JOKaNMM3alui, a Takke Haludhe TOBPEXACHUH  XPOMOCOM
KPOBETBOPHBIX 3neMeHTOB (-5/50-; -7/7¢-), oTpaxkaronux AcHCTBHE
BBINICYKAa3aHHBIX ATHOJOTHYECKUX (aKkTopoB y naimeHToB ¢ MJIC.

IIaTorene3s
[log BiussHUEM HEONArONMPUSATHBIX (PAKTOPOB pa3BUBACTCS
TCHCTHNUCCKAasd HGCTa6I/IJ'IbHOCTB FCMOHOBTHHGCKOﬁ CTBOJ’IOBOfI KIICTKHA
uiad OJM3KOM K HEW KIETKHU-NPEANIECTBEHHUKa U (OPMHUPOBAHUE
MOJIEKYJIIPHBIX aHOMaJiui (HaubOojee XOpOoIIo HW3yYEeHBI JeeIus,
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TpaHclokarusa 5, 7, 8 XpoMocoM, TOYe€uHble MyTaruu reHa- RAS,
aHOMAJIMSL TE€Ha-cympeccopa pS3, KOTOPBIM YCUIMBAET allONTO3 IPHU
noBpexaeHnu JIHK knetkn).

CymMapubii  3(@PEeKT TreHEeTUYECKUX AaHOMAJIUM HU3MEHSET
PErYJSIUIO IMKJIA KIETOYHOI'O JEJIEHUs, arnonTo3a, U CUTHAIbHBIX
nyte aias  (QakTopoB pocTta. OTO MNPUBOJUT K TMOBBIIMICHHOMN
CIIOCOOHOCTHM  KJETOK K  mpoaudepanud, HapyHIeHUI0  UX
MOP(OJIOTHYECKUX U (PYHKIIMOHATBHBIX XapaKTEPUCTUK, YKOPOUCHHUIO
MPOJOJKATEIIBHOCTH KJIETOYHOIO ILHKJA, auciuiazuu (tabn. 14) u
MOBBIIIEHHOW CIIOCOOHOCTH K amonTO3y BO BCEX KJIETOYHBIX JIMHUSX,
B TOM 4YHCIIE U B CTPOMAJIbHBIX KJIETKaXx U, KaK CIEJICTBHUE, K
pa3BUTHIO KapTUHbl HedpukTUBHOTO Tremono’3a. Ha ¢done
MOBBIIEHHOTO WA HOPMaJIbHOTO KOJWYECTBA KJIETOK B KOCTHOM
MO3Te, B Mepu(peprUIeCcKOil KPOBH HAOIIOMACTCS TEMOLMTONCHUS (B
KOCTHOM MO3T€ KJIETKH 00pa3yroTCsl, ACJISITCSA U pa3pyIIaroTcs).

OnyxoJieBbIN KJIOH OTJINYACTCA HECTAaOMJIBHOCTBIO.
[IproOpeTeHre HOBBIX LIUTOTCHETUYECKUX aHOMAIUM MOBBIIIAET PUCK
tpancopmariur MJIC B oCTpbIii JIEUKO3.

Knaccupuxkauus

B cootBerctBumn ¢ knaccudukanueit BO3 2008 r. BbIIEISIOT
CJIEAYIOUIME BapHaHThl MUEJIOJUCILUIACTUYECKUX CUHIPOMOB:

1. PedpakTepHasi UTONEHUS C OTHOJUHEHHON JUCILIA3UEH:

- pepakrepnas anemus (PA)

- pedpakTepHass HEUTPOIICHUS

- pebpakTepHass TPOMOOIIUTONICHUS

2. PedpakrepHass aHeMHsl ¢ KOJBIIEBUIHBIMU CHJIEPOOIaACTAMMU
(PAKC)

3. Pedpakrepnas anemust ¢ u30biTkom 0actoB (PAUDB)

4. PeppaktepHas aHeMusi ¢ MyJbTHIMHEHHON TUCTUIA3UEH

5. MJIC ¢ u3onmpoBanHo# nenerueit xpomocomsl 5 del (5q)

6. MJIC y nerei

7. Heknaccupuuupyemsiit MJIC

Kiaunuka
B kiouHUKE MHETOAUCIUIACTHYCCKHX CHHAPOMOB JIJIUTEIHLHOE
BpeMsI OTCYTCTBYIOT CHUMITOMBI 3a00JI€BaHMS WJIM HOCAT OOIIMIA
Xapakrep — ci1abocTh, ObICTpas yTOMIISIEMOCTh, COHJIMBOCTh. 3aTeM
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pa3BUBAETCS aHEMUs, HE TMOoJaromiascs jedeHuro (pedpaxrepHas),
MPUCOCAUHSIOTCS YacThle MH(MEKIMOHHBIE 3a00JIeBaHUS, HWMEIOLIUE
3aTSIKHOM XapakTep, HEMOTUBUPOBAHHOE MOBBIIIEHUE TEMIIEPATYPHh,
YBEIMYEHUE  CEJIE3€HKH,  JUM(aTHUYECKUX  Y3JIOB,  TICUYCHHU.
I'emopparnueckue nposiBiieHus y namueHtoB ¢ MJIC, HecMoTpsa Ha
BBIPAKEHHYI0 TPOMOOIUTONECHUIO MHHUMAJIBHBIE U Yalle BCEro
MMEIOT NETEXUaNIbHBIN xapaktep. OaHaKo IIPU CHIDKEHHM KONHIECTEA
TpomMOOLMTOB B KpoBu MeHee 10x%10°/m moryt pa3BuBaThCs
MAaCCHBHbIE KpPOBOTEUEHHS PAa3IUYHON JOKaIu3aluu, TpeOyromue
TpaHc(dy3uu TPOMOOKOHIICHTpATA.

JAuarnocruka
Mopdonoruueckue oCoOOEHHOCTH B mepudepudeckoil KpoBu U
KOCTHOM MO3re€ NnpH pa3indHbix BapuanTtax MJIC.

1. Peghpaxmepnaa yumonenusn ¢ 00OHOJIUHEUHO Oucnaa3ueil

B OonbplIMHCTBE cCilyyaeB JJisl JAHHOIO BapUaHTAa XapaKTepHa
pedpakrepnas anemus (PA). B npeudepruueckoit KpoBu HabIr01aeTCs
HOPMOXpPOMHAsi HOpPMOLIUTapHas WIM MAaKpOUUTApHAs aHEeMus,
PETUKYJIOLIMTONEHHUSI, Pa3IMYHON CTENEHU aHWU301uTO3. KomauuecTBo
IPaHyJIOUMTOB W  TPOMOOIMTOB  HOpMajbHOe. bmactoB B
nepudeprudyecKkoil KpoBH HET Wi ux menee 1%.

KocTHsbIii MO3T TUIIEPKIIETOYHBIN v TUIEpILIa3uen
SPUTPOUTHOTO POCTKA, C YMEPEHHBIMHU U BBIPAKCHHBIMU MTPU3HAKAMU
OUCIJIa3UM  KJETOK,  HaOJII0JaroTCsl  MPU3HAKU  JIUCIUIA3UH
IPaHyJIOUUTAPHOTO W METaKapUOLMUTAPHOTO POCTKOB Pa3IMYHON
CTETECHU BBIPAXKEHHOCTH.

PedpakrepHass HEUTPONEHUSI U TPOMOOIIUTOTIEHUS] BCTPEUAIOTCS
penko (menee 1%).

2. Peghpakmepnas anemus c KoivyeeuoHvimu
cuoepoonacmamu (PAKC)

[Ipu ganHOM BapuaHTe B mepu(pEepUUYECKON KPOBH XapaKTEPHO
HaJM4YUe CMEIIAHHOIO aHW30LMTO3a (TUMOXPOMHBIE MHUKPOLMTHI U
HOPMOXPOMHBIE ~ MAKpOIIUTHI),  BBIPAKEHHBIA  TMOWKHUIOIUTO3
(OBaAJIOLUTHI, «KMUIIIEHEBUIHBIC» SPUTPOIIUTHI), HATUUUE IPUTPOIIUTOB
c 0OazodunpHON  myHKTamue, HopmoOsacTto3. bractoB B
neprudepuIecKor KpOBH HET.
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KoCcTHBII MO3r HOPMO- WM THUIEPKIECTOYHBIA 3a CYET
3HAUUTEIBHON THUMOEPIUIA3UU  SPUTPOUIHOTO POCTKA, MPU3HAKU
JUCIUIa3UU TOJBKO B KIIETKAX SPUTPOUAHON JuHUU. [IpakTUuecku Bo
BCEX DJPUTPOKApUOINUTAX HaOmromaeTcs mnosoxurenpHas [TTHWK-
peakius.  OTIMYUTENBHOW  OCOOCHHOCTHIO JAaHHOTO  BapuaHTa
SBJISICTCS HaJIMYME KOJBIEBUIHBIX CHUAepoOacToB — ux Oojee 15%,
JUTSL KOTOPBIX XapakTepHO NMEPUHYKIIEApHOE pachpeneneHue 5 u oonee
IpaHyJI XKeme3a.

KonuuectBo muenobiactoB MmeHee 5%.

3. Pegppakmepnaa wumonenus ¢  MyILMUTUHECHHOU
oucnuaasueil

OTOT BapuaHT XapaKTepHU3yeTCs ABYX- WIH TPEXPOCTKOBOMU
nuToneHuen u nucruiazuent 10 10% kiaeTok B ABYX U 0ojiee pocTKax
MHUEJIOUTHOTO  KpOBEeTBOpeHusi.  Mopdosoruueckue  MpU3HAKU
TUCIIIa3UM  HAOMIOMAIOTCA B JPUTPOUIHOM, TPaHYJIOUUTAPHOM U
MErakapuoluTapHOM POCTKaxX KpoBeTBopeHus. B mepudepuueckoii
KpOBM OJIaCTHBIX KJIeTOK MeHee 1%, B KocTHOM Mo3re He Oosee 5%.
Kosb1ieBUIHBIX CHIEPOOIACTOB B KOCTHOM Mo3re He Oojiee 15%, s
pedpakTepHO  UMTONEHHMHM C  MYJbTWIMHEHHON  JIHCIJIa3ueH
XapakTepHa BBICOKAs YacTOTa XPOMOCOMHBIX aHOMAJIUM M BBICOKUM
PHUCK JIEMKO3HOUM TpaHCopMaIuu.

4. Peppaxkmepnasn anemus ¢ u30vtmkom 6.1acmoe

B nepudepuueckoii KpoBH MpU JAaHHOM BapuaHTE HaOIIOMAETCS
UUTOINECHUS, AHU30I[MTO3 3a CYET MAKPOIMUTOB, MOWKUIOIUTO3,
TUIIOCETMEHTAaUsl SAep HEUTpo(dUIIOB, OTMEHaeTCs TUIOrpaHyJIUs
nuromiasMel HelTpoduiaoB. KomuuecTtBo 6;1acToB B nepudeprudeckoi
kpoBu npu PAUB-1 menee 5%, npu PAUB-2 - 5-19% u nanuuue
najo4ek Ayspa B IIUTOIJIA3ME.

B kocTHOM MoO3re HaOMIOJAIOTCS MPU3HAKA JHUCIUIA3UU B
KJIETKaX DJPUTPOUJHOM MU METaKapUOIUTAPHOU JIMHUAX, TMPU3HAKU
JTUCTPAHYJIOIUTON033a  (YMEHBIIEHHE  KOJWYECTBA TpaHyldl B
UTOIUIa3ME, YMEHBIICHHE pPa3MEpPOB KIIETOK, TMIIEPCErMEHTALUs U
np.). KonnuectBo 6mactoB B koctHOM mo3re npu PAUB-1 — 5-9%,

npu PANB-2 — 10-19%.
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5. Muenoducnaacmuueckuit CUHOPOM, ACCOUUUPOBAHHBLIL C
uzonuposannou oeneyueii del (5q)

HNanneiii BapuanT MJIC umeer OnaronpsTHBIM MPOTHO3, Yallle
BCTpeyaeTcsi y JKeHIMH. B mepudepruueckoil KpoBu HaOIOAAIOTCS
MPU3HAKK MaKpOLMTAPHOM aHEMHM, HE3HAYUTEJbHAsl JICHKOIECHMS,
BCTPEUAIOTCA €IUHUYHBbIE OnacTHbie KieTku (MeHee 5%). KocTHbii
MO3T HOPMO- WM THUNEPKIECTOYHBIM 3a CYET TOBBIIICHHOTO
KOJIMYECTBA METAKapUOIIUTOB C MPU3HAKAMH AUCIIa3UM (TUTAHTCKUE
METaKapHOIUTHl C MOHOIUIOUIHBIM SIIPOM, TBYXSJACPHBIC TUTAHTCKHEC
MerakapuonuThl). KoaudecTBo 071acTOB B KOCTHOM Mo3re MeHee 5%.

XapakTepHBIM SBJISIETCS BBISIBICHHE XPOMOCOMHOM aHOMAJIUM —
HaJIM4IUe HM30JMPOBAHHOM JEJICIMH JJIMHHOTO IIeYa 5 XpOMOCOMBI.

6. ¥V noorcunvix nrodeii u 6 0emckom 603pacme BCTPEUACTCS
runomiactuueckuid  Bapuant MJIC, miIs KOTOpOro xapaxkTepHa
MMaHIMTOIICHUS, HU3Kas KJIETOYHOCTh KOCTHOTro Mmo3ra (Mmenee 20%
MHEIOKAPHUOIIMTOB B TPEIMAaHOOMOIITATE), MPU3HAKU JUCIIIIA3UHU MOTYT
OBITh HEPE3KO BBIPAKEHBI M KacaTbCs OJHOTO POCTKA, 4Yallle
spuTpouiHOro. JlIsi JMarHOCTUKWA THUIIOIUIACTUYECKOrO BapHaHTa
MMEET 3HAUYCHUE HATMYME MMPU3HAKOB JUCIUIa3uU He MeHee yeM y 10%
IPaHyJIOLMUTOB, C OIIEHKON MPU3HAKOB IUCIUIA3UU B TPEX KIETOYHBIX
poctkax, npucyrctBue 1-20% OJaCTHBIX KJIETOK B KOCTHOM MO3TE,
HaJIMYME JT000r0 KOJIMYECTBA KOJIBIIEBUIHBIX CUAEPOOIACTOB.

7. Hexnaccuguuyupyemorit M/]C xapakTepuzyeTcsi HATUUYUEM B
nepudeprudecKoM pyciie MaHIMTONECHUH, OTCYTCTBHEM OJIacTOB (WU
ux MeHee 1%). B KkocTHOM Mo3re OTMeYaeTCs OJHOJUHEHHAas
IUCILIa3us,  KOTOpash  COMNPOBOXKAAETCS  LHUTOTCHETUYECKUMU
aHOMaJIMAMHU, OJ1acToB MeHee 5%.
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Ta6muna 14 .— [lpusnaku muenoauciiazuu mpu MJ(C
Jucaputpo- B nepudepudeckoit KpOBU: AHU30LIUTO3,

1033 MOMKUIIOIUTO3, HOPMOOJIACTO3.

B xoctHOM Mo3zre: BakyoJu3alMs —LUTOILUIA3MBI,
KapUOPEKCUC, MHOTOSAEPHOCTh, MErajo0JIaCTOMAHOCTbD,
KOJIBLIEBUJIHBIE CUIEPOOIIACTBI, IUCCOLMALINS B CO3PEBAHUU
A]Ipa ¥ [UTOIUIa3Mbl, HAJIMUKE B LIUTOIIa3Me 0a30(uIbHON
IyHKTAlliM, HEPAaBHOMEPHOE OKpAIUIMBAHHUE LMUTOILIA3MBI,
MHOTOs1IepHbIE (POPMBI HOPMOOJIACTOB

Jucrpanyio- N3menenue simep HEUTPOUIIOB: TUNEPCETMEHTAIIMS,
LUTOM033 TMICEeBIOMEINIbIepr3aIs, KOJIbIIEBUHBIE SpPa;
TUTIOTPaHY IS Wu OTCYTCTBHUE TpaHy,

TUIOTPaHyJIUpPOBaHHble  303UHOGUIBI W 0a30(uIbL;
peakiusi HEUTPO(UIOB HaA TEPOKCHUIA3y M MICIOYHYIO
docharazy MOryT OBITh CHMKEHBI, BIUIOTH /O HYJS, B
KJIETKaX MOHOIIMTAPHOTO Psiia MOMUMO HecTenr(pruuecKoi
acTepasbl, TNoJaBiIsieMord (QTopuIOM HATpUS, MOMKET
BBISBJIITBCSL  XJIOpalleTaTacTepas3a, crneuuduuHas  Juis
IPaHyJIOLIMTOB; CHWXKEHUE (YHKIUMOHAJIBHOW aKTUBHOCTHU
IpaHyJIOLMUTOB (aare3usi, XEMOTAKCHC, CIHOCOOHOCTh K

¢daronurosy)
Hucwmera- Makpodopmbl TPOMOOITUTOB, aHOMAJIbHBIE
KapUOLUTONO033 | TPOMOOIUTHI B epu(epruyecKoil KpOBH.
B KOCTHOM MO3re€: MUKPOMETaKapHUOLIUTHI,
ONHOsIIEpHBIE  (POPMBI, MHOXXECTBO MEIKUX sIep B
METaKapuOIMTaX
[Tpu OHMOXMMHYECKOM HUCCJIEIOBAHUU HaOroaeTcs

MOBBIIIIEHHOE COJIEpKAHUE KeJie3a B CHIBOPOTKE KPOBH, MOXKET OBIThH
CJIeTKa TIOBBIIICHHOE COJACp)KaHWe BUTaMHHA Bl2, mOBBIIICHHOE
HACBIIIICHUE  TpaHCcpepprHa  >KENe30M, BBICOKYID  aKTHBHOCTH
JaKTaTAETUAPOTEHA3HI.

PangnonMMyHHOE UCCJICI0BaHNE BBISIBIIIET  CHHIKEHHC
JTUTUTEITLHOCTH KU3HU PUTPOIIUTOB, HOPMAaJTHbHYTO
MPOJO/DKATEIBHOCT,  JKHU3HH ~ TPOMOOIIMTOB ~ TIPH  HAJWYUHU
U30JIMPOBAHHON TPOMOOIIUTONICHHUHU.

Tpenanobuoncus

B rucronornueckux mpernaparax BBISBISIOT HapyIICHHUE
KOCTHOMO3TOBOM  Tomorpaduyd  BCEX POCTKOB KpPOBETBOPCHMS,
MATOJIOTHYECKYIO JIOKAJIU3AIMI0 HE3PEIbIX MHUEIOUIHBIX KIETOK,
HaJIMYME arperaTroB, KJIACTEPOB KJIETOK, Y4aCTKOB OTeka, (hrodpo3sa,
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BOCMAJUTEIBHBIX HW3MEHEHUM — YBEIMYEHUE TYYHBIX KIETOK,
MJ1a3MaTUYECKUX KIJIETOK, JUMQOIMTOB, HAIWIHE MakKpo(daroB c
Tr€MOCHUJICPUHOM, SIBIEHUE reMo(aronurosa.

st NOATBEPKICHUS JMarHosa BapuaHTa
MHUEJIOJUCIUIACTUYECKOTO  CHHJIPOMA  HUCIOJB3YIOT HE  TOJBKO
MOpP(hOJTOTUYECKHE TPU3HAKU JUCIUIA3UM POCTKOB KPOBETBOPEHUS,
KOTOpPbIE MOTYT BCTpEUYaThCsl M TMPH JPYTHX MATOJIOTHYECKHUX
COCTOSIHMSIX, HO u  Oosiee  yrayOJeHHble  OOCIeJOBaHUE:
TUCTOJIOTUYECKUE, KYJIbTYpaJbHbIE, IUTOT€HETUYECKUE
UCCIICAOBaHUA, M3Y4YEHUE KapuoTHIa C ucnojib3oBaHueM FISH —
METOJIUK, ONPEACICHUE MATOJOTMYECKUX KIIOHOB.

NMmmyHOMEHOTUITUPOBAHUE KJIETOK KPOBM M KOCTHOTO MO3Ta
npu MJIC m1o3BONs€T BBISIBUTh HX KAYECTBEHHBIE AHOMAJIUU:
otrcytcTBHe 3Kcnpeccun CD 64, camxkenne sxcnpeccun CD 16, CD 13
CBUJICTEILCTBYET O  HApYUIEHHWM  CO3pEBaHUA  HEUTPOUIIOB,
SPUTPOUAHASL JUCIUIA3USI XAPAKTEPU3YETCA CHUKEHUEM IKCHPECCUU
CD 71.

[{uToreHeTHYECKUN aHaIN3 CTEPHAJIBHOTO IMYHKTaTa BBISBIISET
KJIOHAJIbHBIE XPOMOCOMHBIE AHOMAJWW B KJIETKaX KOCTHOIO MO3Ta
(menerus del 50, MoHOCOMUS XPOMOCOMBI 7, TPUCOMHST XPOMOCOMBI
8, TpaHCJIOKallUM W Jp), HAa OCHOBAHUHU KOTOPBIX MpPHU OTCYTCTBUHU
JTMAarHOCTUYECKUX MOP(OIOTHUECKUX U3MEHECHU I
MPEINOJIOKUTENBHO YeTaHaBnuBaeTcs guarno3 M/IC.

PesynpTaThl  UMMYHO(MDEHOTHUIIUPOBAHUS  KOPPEIUPYIOT €
MOP(}OTOTUYECKUMU U IIUTOTCHETUYECKUMH aHOMAJIMSIMU MPUMEPHO
B 90% ciyuaes M/IC, noaTBepkaas HapyILIEHUE CO3PEBAHUSA KIIETOK
IPaHyJIOUUTAPHOTO U SPUTPOIUTAPHOTO POCTKOB KPOBETBOPEHHUSI.

NMMYHOTMCTOXMMHUYECKOE  MCCIIEIOBAHUE KOCTHOTO  MO3ra
no3BoJIsIeT onpeAaeauTh unciao CD 34+ kieTok. YBenuueHue MporeHTa
CD 34+ kierok, TEHIEHIUS K OOpa30BaHHUIO arperatoB KIJIETOK
ucnoiibzyercs s nuddepenmansHon nuarnoctuku MJIC ot AA.

HUccneoosanue anonmosa:

[Ipy MUETOAUCIIIACTUYECKOM CHHIpPOME OOHApYXHBAeTCA B
OOJIBIIIOM KOJIWYECTBE CHUJIBHBIM HWHIYKTOp amonto3a — (akTop
Hekpo3a onyxonu — TNF —L.

VY 85% kineTok UMMYHOGEHOTUITUYECKUMH METOAaMU BBISBIISIOT
petentopel  auddepenmuposku  CD 95, T.e. momaBmsiomee
OOJIBIITMHCTBO KJIETOK HAXOJUTCS B COCTOSIHUM aIoITo3a.
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AHEMHUHA

JlabopaTopHasi ITMAarHOCTHKA KeJie30Ae(UIMTHBIX aHEMHUH
(cm. CD-nmuck)

Kenesoaeduiutble  aHEMUU  OTHOCSITCA K  AQHEMUSIM,
OOYCJIOBJICHHBIM ~ HEJIOCTATOYHOCTBHIO  DPUTPOIOI3a  BCICACTBUE
CHUIKEHUS COJIEPKAHUSI )KEJIe3a B CHIBOPOTKE KPOBU, KOCTHOM MO3T€ U
B jemno. Jledhuur sxeneza MPUBOAUT K HAPYUICHUIO OOpa30BaHUs
reMorjioonHa, 3aTeM JPUTPOIUTOB U, KaK CIEJICTBHE, K Pa3BUTHUIO
TUIIOXPOMHOM aHEMUH, TPOPUIECKUM HAPYIIICHUSIM B TKAHSIX.

KenezoaeduutHo aHEMUU MPEANICCTBYET Mpe- U JaTSHTHBIN
neunuT Kenesa, MpU KOTOPOM 3alachl JKejie3a B OpraHu3Me
CHUYKEHBI, HO JJOCTATOYHBI JIJIsI DPUTPOII0I3a.

INuUAEeMHOJIOTUA

KenezoaedhurutHoie aHeMun cocTaBisitoT 6osiee 80% OT uncina
BCEX aHEMHU, pacIpOCTPAHEHbI BO BCEX cTpaHax mupa. [IpumepHo 5-
10% HaceneHus MIaHETHI CTPAAAET KeIe30Ae(DUIUTHBIMU AaHEMUSIMU,
kpome Toro, y 12-15% (y 50% >keHIHnH penpoyKTUBHOTO BO3pacTa)
BBISIBIITIOT ~ CKPBITHIM  neduiut  skene3a. Hawmbonee  BbicoKas
MPEAPACTIONOKEHHOCTh K JneuiuTy  XKejae3a U Pa3BUTHIO
Kene301e(pUIIMTHBIX aHEeMUM HaOJIOJaeTcsl y JeTe MEepBBbIX JIEeT
KU3HU, TTIOJPOCTKOB, JKEHIIUH JETOPOJIHOTO BO3pacTa, JOHOPOB. [laxe
B OKOHOMMYECKH OJIArOMOJIyYHBIX CTpaHax, HECMOTPS Ha BBICOKHI
YpOBEHb  pPa3BUTUS  MEIWIMHBI W Pa3BUTYIO  CHCTEMY
3/IPaBOOXPAHCHHUS, HKEJI€301€(PUIIUTHBIE COCTOSTHUS B pa3HbIX Tpymmax
HaceJeHusa, OCOOCHHO y JeTeld B BO3pacTe 10 3 JIET OCTarTCs
Cepbhe3HOM MPOOIIEMOiA.

ITHOJIOTHS
B ocHoBe pa3BuTHS  KeNe30JIe(PUIUTHBIX AHEMUUN SBIISIETCS
nucOaaHCe MEXJYy TMOTPEeOHOCTIMM W TOCTYIUICHHEM JKelie3a B
OpTaHU3M.
HpI/I‘-II/IHbI, [MPpUBOIAINMUEC K CHHXCHHUIO YPOBHA IKCJIC3a B
OpraHu3Me.
1. XpoHHYECKHE KPOBOIIOTEPH:
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— MAaTOYHbIC KPOBOIIOTCPHU: OOMJILHEIE MCHCTpPYyalluu,
I[I/IC(I)YHKHI/IOHB,J'IBHBIG MAaTOYHBIC KPOBOTCUCHHA B IIPC- U MCHOIIAY3C,
BCJICACTBHEC S3HIOMETPHO3a, MUOMBI MAaTKH U JIp.,

— U3 OJKEIyJOYHO-KMIIEYHOIO0 TpakTa — Haubojee yacras
MpUYMHA  KeJe301eUIIMTHBIX aHeMud y MY>KYWH 151
HEMEHCTPYUPYIOIIUX >KEHIIWH -  BCIEJCTBHUE S3BEHHOW OOJIe3HU

KEIYJIKAa U JBEHAAUATUIIEPCTHOM KHIIKH, 3PO3WH, MOJHWIOB, PakKa,
JTUBEPTUKYISAPHOM  OOJIE3HH  JKEIIYJIOYHO-KUIIIEYHOTO  TPAKTa,
nuadparmManbHON TPBDKBI, BAPUKO3HOTO PACHIMPEHUs] BEH MHUIIEBO/IA
U KapJIUaJIbHOTO OTJAEda XKeJIyJKa, KpOBOTOYAIIEro TI'eMOoppos,
TJTMCTHBIX UHBA3UM;

— BCJIEACTBUE 3a00JIeBaHUN MOYEBBIBOJSIIMX MyTEH U TMOYEK,
COITPOBOKIAIOIINXCS reMaTtypuen (rmomepynoHedpur,
MOYEKaMeHHasi 00J1€3Hb, MOJUKUCTO3, TYOEPKYJIe3 OYEK U 1p.);

— Ha (OHE TeMOopparudyecKux IUaTe30B;

— Tipu 3a0o0ieBaHUSX Jerkux (TyOepkyse3, pak) U Jpyrue
MIPUYMHBI, TPUBOIAIINE K XPOHUUECKUM KPOBOIIOTEPSIM.

2. IloBbIlieHHAs MOTPEOHOCTD B XKeJe3e:

— OepeMeHHOCTb, pOJbI, JaKTalus — B OTH TEPUOBI
pacxodyeTcsi  3HAYMTEIbHOE  KOJMYECTBO  XKejeza W I
BOCCTAHOBJICHHUS €T0 3aI1acOB HE0OX0auMo 2,5-3 101a;

— TEePHO/]I MOJIOBOT'O CO3PEBAHUS U POCTA;

— HWHTEHCHUBHOE 3aHSTHE CIIOPTOM;

— y nauueHToB ¢ B12-nepuuntHoil anemMuen;

— Yy aKTUBHBIX JIOHOPOB.

3. HemocratouHoe mocTyIuieHUE eje3a ¢ MUIeH:

— Y CTPOTHX BEreTapHuaHIICB;

— NOpU  NPEUMYIIECTBEHHOM YyHOTPEOJEHHMH MOJIOUHOM U
MYYHOM MUY, UM 0€THONM MUKPOIJIEMEHTAMHU;

— Yy JMI ¢ HHU3KUM COITMAJIbHO-3KOHOMHUYECKHM YPOBHEM
KU3HH;

— Yy TAIMEeHTOB C  aHOPEKCHEH  HEBPOI€HHOrO0  WIIH
MICUXOTE€HHOT'O XapakTepa.

4. HapyuieHue TpaHCIIOpTa *KeJie3a B OpraHu3Me:

— BPOXKJEHHAs TUII0-, aTpaHCPEepPUHEMUS;

— THUIIONPOTEUHEMUS PAa3IUIHOTO I'eHe3a;
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—  ayTOMMMYHHBIE TIPOIIECChI — TIOSBJIEHWE aAHTUTEN K
TpaHCPEPPUHY U €ro perenTopam.
5. Hapymienue BcacbiBaHMS Kee3a:
—  pe3eKums XKeNIyaKa, KUIICUHHUKA;
—  XpPOHHUYECKHU SHTEPHUT, IHTEPOIATHH;
—  uHexuwus, Be13BanHas H. pylori;
—  ynoTpebneHue kode, Kpenkoro yas;
—  TJIMCTHBIC MHBA3HH;
—  JIIMOJINO3;
—  IIEeJIUAKUA.
6. Octpoe KpOBOTECUECHHUE.

IIaTorenes

Jedbunut xeneza pa3BUBAETCA MOCIECIOBATEIBHO, MOCTEIIEHHO
U TPOXOJUT HECKOJbKO CTaaui: TMpeIaTeHTHBIN nepuiuT xenesa,
CTaAWIO0  JIAaTeHTHOTO  jaeduIMTa  Keme3a W COOCTBEHHO
xKenezonepunuTHyro  aHemmio  (tan6.  15).  IlepBoHadaibHO
YMEHBIIAIOTCS 3amachl Keje3a B MEYeHH, CeJIe3eHKEe, KOCTHOM MO3TE,
YTO TPOSBIISICTCS CHHKECHHUEM YpOBHs (eppuTHHA B KpoBU. Ha »Toi
cTaAuu HaOMIOMaeTCs KOMIIGHCATOPHOE YCUJIEHHWE  BCAChIBAHUS
Keje3a B KHIICYHWKE W TOBBIMICHWE YPOBHS MYKO3HOTO U
TJIa3MEHHOTO TpaHc(epprHa, PACTBOPUMBIX PEIENTOPOB IS
TpaHcheppuHa, coJepKaHHuE CBHIBOPOTOUHOIO jKejie3a HE CHUIKEHO,
aHeMyuu HeT. [lanmpHeliee HCTOIIEHHE JEMO jKene3a IMPUBOIUT K
YMEHBIIICHUIO KOJWYECTBAa TpaHCIOPTHOro (oHIa jKeies3a, Keiesa
reMcojiepkamx  (pepMeHTOB, B KpPOBH CHHIXKAETCSI ypPOBCHb
CBIBOPOTOYHOT'O KE€JI€3a, YMCHBIIAETCS II0Ka3aTelb HACHIIIECHUS
TpaHc(eppuHa >KEJIe30M, IIOBBIMIASTCS OOIasi IKeIe30CBA3YIOIIas
criocooHocTh (OKCC), YTO COOTBETCTBYET JIATEHTHOMY Je(PUIUTY
Kene3a. B manpHeleM pazBuBaeTcs 1eUIUT Kee3a HE00X0JUMOT0
JUIsL CUHTE€3a TeMOrjoOMHa U MPOUCXOJUT TpaHchopmanus
JATEHTHOrO JAeuUIMTa Xejae3a B COOCTBEHHO KeNe30Ae(UIIMTHYIO
aHEMHUIO, YTO TIPOSIBISETCS  CHIDKCHHEM YpPOBHS TEeMOTJI00WHA,
KOJUYECTBA SPUTPOIIMTOB.

[TockompKy Kene30 SABJISICTCS CTPYKTYPHBIM KOMIIOHEHTOM
reMorioOnHa M MHUOTJIOOMHA, >KEJIe30CoepKalux (HepMeHTOB, a
Takke KO(paKTOPOM psiia SH3UMHBIX MPOIECCOB, BKIIOYAsh CHUHTE3
KOJUTareHa, TPU Pa3BUTHH JKEIE30/Ie(PUITUTHOTO COCTOSHUS B
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OpraHu3Me Pa3BUBAIOTCS COOTBETCTBYIOIINE U3MeHEeHUs. Hapyiienue
CHUHTE3a reMOrjI00MHA MPUBOJUT K PA3BUTHIO TUTIOXPOMHON aHEMHH,
MuorjioonHa — kK wmuacteHuu. l[lpu npedunmrTe xemesa CHUXKACTCA
AKTUBHOCTB JKEJIE30COJCPKAINX M KEJI€303aBUCUMBIX (HEPMEHTOB
TKAQHEBOT'O JIBIXaHUsI, YTO BMECTE C IPYTUMH HAPYIIEHUSIMU BbI3bIBAET
aucTpouuecKue U3MEHEHUS JIUTENHaIbHBIX  TKaHeW  (KOXH,
NPUAATKOB, CIM3UCTOM OOOJOYKH KETyI0YHO-KUIIEYHOTO TPAaKTa,
MOYEHUCITYCKAaTEJIbHOTO  KaHajda) M  MYCKYJaTrypbl (CKEIETHOU
MYCKyJaTypbl W Muokapjna). IIporpeccupyronue arpoduyueckue
MPOIIECChl B CIU3UCTOM JKEIyJIKa YCYryOJsioT aucOanaHC MEXIy
MOTPEOHOCTHIO U MOCTYIIJIEHUEM KEJI€3a B OPTaHU3M.

Hedurut keme3a MNPUBOAUT K  HaApYUIICHUIO  (GYHKIUU
MMMYHOKOMIIETEHTHBIX KJIETOK M K CHMKEHHUI0 MMMYHOJIOTHYECKOU
PE3UCTEHTHOCTH. CHumxeHue AKTUBHOCTH HEKOTOPBIX
xKesezocoliepKamux  (PEepMEeHTOB B JICMKOIIMTaX MPUBOJUT K
HapymIeHWI0 WX (¢darormuTapHo ©  OaKTEepUIUIHON  (GYHKIIHH,
HapylUIEHHUIO 00pa30BaHus JICMKOUUTAMU UHTEpJEHKUHA -1 (M Ipyrux
IIUTOKHUHOB), UTPAIOIIET0 BAXKHYIO POJb B KJIETOUHOM U T'yMOpPaJIbHOM
MMMYHUTETE W  HecHeUU(PUUYECKUX  3alIUTHBIX  MEXaHHU3Max
OpraHu3Ma.

MonekyIapHO-TEHEeTUYECKUE HCCIASTOBAHUS TOCICIHUX JIeT
MOKa3aJii  JOCTOBEPHOE TMOBBIIMIEHUE YaCTOThl  BCTPEYAEMOCTHU
MyTaHTHOW (opMbl reHa muroxpoma P-4501A1 y nauueHTOB C
KeJe30/IePUIUTHBIMU aHEMUSIMH, 3aBUCUMOCTb YaCTOTHI BBISBJICHUS
KEJIe30/IePUUUTHON aHEMUHM Yy SKEHIIUH MOJIOJIOrO BO3pacra oOT
nosmmopdusma rena GPLa-807 C\T. Do sBiseTcs ocHOBaHUEM IS
MOUCKAa MOJICKYJISIPHO-TEHETUYECKHUX MapKEepPOB IMOBBIIICHHOTO PUCKA
pa3BUTHS KeN€30/IePUIUTHBIX aHEMUH.
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Tabmnura

15.

JlmaraocTuka

Kene304eUIUTHBIX aHEMUM

9TaIllOB

pa3BUTHUA

Iloka3arean

Hopma

IIpesaTeHTHBIN

nepuumuT
JKese3a

JlaTeHTHBIN
aepuumuT
JKeJjesa

AKIIA

KonnuecTtBo
reMoryioouHa (I/m)

MyX4nHBI
KeHmHub!

130-170
120-140

Hopma
Hopwma

Hopma
Hopwma

Menee 130
Menee 120

Conepxxanue
CBIBOPOTOYHOTO
xKesesa
(MKMOJIB/JT)
MyK4nHBI
JKeHmuHbI

11,6-
31,3
9-30,4

Hopma

Hopma

Menee 13

Memnee 11,5

Menee 13

Menee 11,5

OXCC xposu
(MKMOJIB/JT)

44-70

Hopma

bomxee 70

bomxee 70

Hacpimenue
TpaHceppuHa
xene3oM (%)

20-30

Hopwma

Menee 20

Menee 20

depputrH
CBIBOPOTKU KPOBHU
(MKT/m)
My>K4nHBI
JKeHuumHbl

15-130
12-150

Menee 12
Menee 12

Menee 12
Menee 12

Menee 12
Menee 12

HechepasioBbiii
TECT - CYTOYHOE
BBIJICIICHHE JKeJie3a
C MOYOM I0CIIe
BBEJICHUS
necepana (Mr)

0,6-1,6

Memnee 0.4

Memnee 0,4

Memnee 0,4

KosnuectBo
a) cuIepo0IIacToB
B CTEpHAIBHOM
nyHkrate (%)
b) cunepouutoB B
nepudeprudecKoi
KPOBH

20-40

0,8-1%

Menee 10

Mesnee 0,8

Menee 10

Memnee 0,8

Menee 10

Memnee 0,8

CuneponeHu-
YECKUN CUHIPOM

+

+
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Knaccudpukanus
Enunoit oOmiel kinaccuukanuu xeae30aeUIMTHON aHEeMUH
HET, HO OOBIYHO BBIACISIOT BapWAaHTBI B 3aBUCUMOCTH OT
ATUOJIOTUYECKON (hOPMBI, CTAIUN TEUEHUS, CTENICHU TSHXKECTU aHEMUU

(Ta6:1.16).

Tabmmma 16 . — Kimaccudukarus XKJIA

ITHOJIOTHYECKAS Cragumn CreneHb TAXKECTH
popma
CHuxeHue [IpenaTenTHas Jlerkas (comepxaHue
noTpeOJICHHS Kee3a remoryioonna 90-120
r/31)

[ToBbIlIIEHHBIE TTOTEPH JlaTenTHas Cpennsiga (conepxaHue
xKeresa remoraobuna 70-90 r/m)
[ToBbIIEHHAS KITA Tspxenas (cogepxaHue

NOTPEOHOCTH B JKeJe3e reMorjo0ruHa MeHee

70r/11)
Kiannuka

X(GHCBOI{GqJI/IHI/ITHaH AHCMUA IMPOABJACTCA ABYMSA OCHOBHBIMU
KIMHUYCCKUMH CUHAPOMaMU:. aHCMHUYCCKUM U CUACPOIICHUYCCKUM.

AHemMuueckui CUHJIPOM 00yCIIOBIICH CHIDKEHUEM
KOHIIEHTpAallU  TeMOIVIOOMHAa W KOJMYECTBAa  SPUTPOIUTOB,
HEJIOCTaTOYHBIM OOECIIEYCHUEM TKaHEW KHUCJIOPOJOM U MPOSIBIISIETCS
Hecneru@UIecKUMU  CUMIOTOMaMM: oOmas c¢iadocTh, ObICTpas
YTOMJISIEMOCTh, CHH)KEHUE pabOTOCIIOCOOHOCTH, NaMATH, COHIUBOCTb,
rOJIOBOKPY)KEHUS, y4allleHHOE cepAlleOMeHune, OJIbIIIKa cHaJyaaa Mpu
dbu3uYecKoil Harpy3Ke, a 3aTeéM U B TOKoe (MPU PE3KO BBIPAKEHHOMN
anemuu). Ilpu ocmoTpe manmeHTOB oOpaimiaeT Ha ceOs BHUMaHHUE
OJICTHOCTh KOXKHBIX TTOKPOBOB W BHUIUMBIX CJIU3UCTHIX OOOJIOYEK.
brienHOCTh KOXKH MMEET 3€JICHOBATHIM OTTEHOK MJIM OTTEHOK YKEJITOTO
BOCKa, MHOT/Ia 3aMETHBIN JIMIIIb BOKPYT pTa. AHEMHUYECKUI CUHIIPOM
OpOSIBIIACTCS  TPU3HAKAMHU  MHUOKApAMOIUCTPOPUHU:  OJIBIIIKA,
TaxuKapAus, 4YacTO HapyIIeHHWE pPUTMA, YMEPEHHOE pacCIIupeHue
IpaHull Cep/ilia BJIEBO, TNIYXOCTh CEPJICUYHBIX TOHOB, CUCTOJIUYECKUU
IIyMOM BO BCE€X AayCKYJbTaTUBHBIX TOYKax. Y  OOJBHBIX
Keae30/IepUIUTHON aHEMUEH NMEETCS HAaKJIOHHOCTh K apTepHaIbHOU

rMINOTOHMHU. Tak Kak aHeMus pa3BUBACTCA IMOCTCIICHHO, TO OpraHU3M
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YeJIOBeKa AaJalTUPYeTCsl K HHU3KOMY YPOBHIO TEeMOTJIOOMHA W
PUTPOILIUTOB U CYOBEKTUBHBIE MPOSBICHUS aHEMUYECKOTO CUHpOMa
HE BCET/Ia BRIPAXKEHBI U PACICHUBAIOTCSA OOIIUM MEPEYTOMIICHUEM.

CuneponeHUYecKruii  CHHAPOM  OOYCJIOBJIIEH  TKaHEBBIM
neuIUTOM Kene3a M KaK CIEJCTBUE CHUXXEHHUEM aKTHUBHOCTHU
MHOTUX (D€pMEHTOB U MPOSABISAETCS CICAYIOUUMHU CUMIITOMAMU:

—  U3BpallcHue BKyCa (HEempeog0IMMOe KelaHue
yHIOTPEOJISITh B MUILy HEOOBIYHOE U Majo- WIM HECHhEJOOHOE — Me,
1ecok, (apmr u T.1.);

—  U3BpalleHHOE OOOHSHUE - TPUCTPACTHE K 3amaxaw,
KOTOpbIE Y 3J0pPOBBIX JIIOJEH BOCIPUHUMAIOTCA KaK HEMPHUATHBIC
(arreToH, O€H3WH, KEPOCHH, TYTaauH, HaQTAIUH U T.1.);

—  TOSBJICHHUE TMPUCTPACTHS K OCTPOM, NPSHOU, COJIEHOU
MULE;

—  BBbIpaKEHHas MBIIIEYHas cJ1a00CTh, aTPO(Us MBIIIIIL;

—  nuctpoduyecKre U3MEHEHHUS KOXH W €€ TPUIaTKOB
(cyxocTb, IIENYIIEHUE KOXHU; TYCKIOCTh, BBINAJCHUE, JIOMKOCTb
BOJIOC; UICTOHYEHHE, JIOMKOCTb, MTONEPEUHAsT UCUEPUYECHHOCTh HOTTEW);

—  aHYJISIPHBIN CTOMATUT (TPEIIMHBI, «3a€/IbI» B yTiax pTa);

—  TJIOCCUT — OIIyIleHHe OO0JM U paclupaHus B 00JIaCTH
A3bIKa, pa3BUTHE aTPOPUHU COCOUKOB (<JTAKUPOBAHHBIN» SI3BIK);

—  arpouyeckue HU3MEHEHUS  CIM3UCTOM  KEIyJI0YHO-
KUIIEYHOTO  TpakTa MPOSABISIOTCA B BUAE  3aTPYJHEHUA,
0OJIE3HEHHOCTH TIpU TJIOTAHUM, Pa3BUTUSI aTPOYUUECKOr0 TacTpHUTa,
DHTEPUTA;

—  UMIIEpATUBHbBIC TO3BIBBI HA MOYEHCITyCKaHUE TMpHU Kalie,
YUXaHWU, CMEXe, HOUYHOE HeJepKaHWe MOYM 3a CYEeT CJadocTu
C(OUHKTEPOB MOYEBOTO MY3bIPS;

—  CHMIITOM «CHHHX CKJIE€p», CBSI3aHHBIA C HapylIeHHUEM
CHHTE3a KOJIJIJareéHa B CKJIEep, OHAa WCTOHYAETCS W 4Yepe3 Hee
MIPOCBEUUBAET COCYAUCTAsi 000JI0UKa IJ1a3a;

—  BOCHPUUMYMBOCTb K BHUPYCHBIM U OaKTepualbHBIM
UH(EKIUSAM, CKITOHHOCTh K XpOHU3AIIMU UHPEKIUH;

—  HapylIeHUE pernapaTUBHbBIX MPOIECCOB.
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JAuarnocruka

Kapmuna nepugpepuueckoit kposu

JlaTeHTHBIN AeUITUT Kejie3a HE COMPOBOKIACTCS U3MEHEHUEM
MOP(OJIOTUU  APUTPOLIUTOB,  SPUTPOLMTAPHBIX  WHIEKCOB, HE
HaOMOJaeTcd  M3MEHEHMM B THUCTOTpaMMe€, MOXET  OBITh
HE3HAYUTEJbHOE TMOBBINICHUE MOKAa3aTeisl aHU301IUTO3a SPUTPOIIUTOB
(RDW).

Hnst xene3oneUUIMTHON  aHEMHHM  XapaKTepHO  HalM4yue
TUIIOXPOMHOU MUKPOLMTApPHOW aHemuu. IIpu ouneHke Ma3ka KpOBHU
oOpamaeT Ha ce0s BHUMAaHUE THUIOXPOMHS OIPUTPOLUTOB C
BBIPDAKCHHBIM  IIEHTPAJbHBIM  MPOCBETIECHHUEM,  BCTPEYAIOTCS
SPUTPOIUTEI B Buae  kousen  (amynouutsl).  KomuwyecTBo
PETUKYJIOIIUTOB MEHBIIIE HOPMBI 32 CUET CHIKEHMS pereHepaTopHON
GyHKIIMM KOCTHOTO Mo3ra Ha ¢oHe aedunura xeneza. llpu
COOCTBEHHO keJe30AeUIIMTHON aHEeMUM HaOMIOAAETCd CHIDKCHUE
SPUTPOIUTAPHBIX HHICKCOB: cpeaHuii o0bem spurpounutoB (MCV)
meree 80 ¢ (Hopma 82-92 di), cpeaHee cosepKaHue reMorioOnHa B
spurporure (MCH) wmenee 27 nr (wopma 27-31 mr), cpemHss
KOHIIeHTparus: remorioouna B sputponute (MCHC) menee 30 r/mn
(Hopma 32-36 1/m1). OTH MHAEKCHI JOJKHBI MHTEPHPETUPOBATHCS C
Y4ETOM OIIEHKH MMOKa3aTessl TeTePOTeHHOCTH SPUTPOIIUTOB TIO 00bEMY
- RDW. B Hopme cpeaHee 3HAu€HUE TIOKa3aTelid CTENEHU
aHu3aluTo3a coctaBisieT 12-15%, npu xene3ogeuuuTHON aHEMUU
ATOT TMOKa3aTedb yBEJIWYMBACTCA, B MNepupepuuecKoll  KpPOBH
OTMEYaeTcsi  MpeobsialaHue  MHUKPOIIUTOB. OpuTtporuTapHas
rucTorpaMMa TpH  Kele30JeUIIMTHOM aHEMUM YIUIONIAETCA W
3HAYUTEIBHO PACTITUBACTCS BIOJIb OCHU X M CMEIAETCs BIICBO.
BripaxxenHoe cHuxkeHHEe oObeMa SPUTPOIMTOB OTpa)kaeTcs W Ha
TPOMOOITUTAPHON THUCTOTpaMME: OHA HE 3aKaHYMBAeTCA Ha 0Oa3uMCHOU
KPUBOW, a IOAHUMAETCS MPaBOW CBOEH 4acThl0 BBEpX. KomanuecTBo
JeruKko1uToB U TpoMOouuToB npu JKJIA ocTaercs B npenesiax HOPMBI.
COD w4yame ObIBa€T HOPMAJIIBHOW, TMpPU BBIPAKECHHONW aHEMHH
OTMEYaeTCs YCKOPEHUE.

B nepudeprueckoil KpoBU C HCIOJb30BAHUEM CHEIHATBHBIX
METOJIOB OKPACKH BBISIBIISACTCS TMOHUKEHHOE KOJWYECTBO WJIU TOJIHOE
OTCYTCTBHE KEJIE30COIePIKAIINX KJIETOK - CUICPOLUTOB (HOPMAJIbHOE
koauuecTBO — 0,8-1%).
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JIisi TMAarHOCTUKHU >KeJie30A€(PUIMTHON aHEMHH HCIOJb3YIOT
nokazatenu TpancnoptHoro (onma xeneza — OXKCC, JDKCC u np.
OpnHako AaHHBIE MMOKA3aTEIU HE BCErJa JOCTATOYHO YYBCTBUTEJbHBI,
TaK KaK MOTYT ObIThb HOPMaJbHBIMHU AK€ MPHU HCTOILICHUU 3alacoB
Kene3a (CHUXKEHHE ChIBOpoToyHOro (epputuna). Kpome TOro
ypoBEHb ChIBOPpOTOUHOTO keje3a u OXKCC MoryT u3sMeHAThCS TpHU
pa3nIuyHbIX  MHQPEKIMOHHBIX W  BOCHAJIUTENBHBIX  Mpolieccax,
OHKOJIOTHYECKUX 3a00JI€BaHUSX, 3a00JICBaHUSAX TICUCHHU.

[Ipu xene30aePUIUTHBIX aHEMUSX OLICHUBAIOT COCTOSIHUE JICTIO
Kejaeza M JJISE 3TOr0  HKCHOJB3YIOT OINPENEICHUE COAECP KaHUA
dbeppuTHHA U HENPSAMOW METOHA ompeneneHus Koddduimenrta
HACBHIIIEHUsT TpaHcpeppuHa B CHIBOPOTKE KpoBu. KoadduiueHnt
HACBILICHHS SIBIIIETCS. PACYETHBIM IOKA3aTelIeM, OMNPEIEIsIeMbIM IO
OTHOIIIEHUIO KOJIMYECTBA CBHIBOPOTOUHOIO Keje3a K oOIIei
KEJIE30CBA3YIONIEeH crmocoOHOCTH U yMHOXKeHHOMY Ha 100. B HOpMme
koddduiment cocrapisier 20-30% wu ciemyeT OTMETHTh, YTO TPHU
CHIDKEHHHM CBIBOPOTOYHOrO kene3a u usMeHeHun OXCC, He
CBA3AHHBIX C Je(PUIIMTOM 3Kee3a, COOTHOUIEHUWE 3THX MOKa3aTeseu
ocTaeTca B OpeAenax HOPMAJIbHBIX  BEJIMYUH, YTO HMEET
nuddepeHaiTbHO-MarHoCTUYECKOE 3HAYEHHE.

DeppUTHH SABISETCSI OCHOBHOM (hOpMOIl JIeNOHUPOBAHUS KeJle3a
B OpraHu3Me, €ro KOHIIEHTpaluusi B CBIBOPOTKE KpOBU MPAMO
NpPONOPIIMOHATbHA  KOJIMYECTBY  JEMOHUPOBAHHOTO  JKejie3a B
opranu3Mme. Huskuii ypoBeHb (deppuUTHHA TpU HOPMAIBLHOM
KOJINYECTBE I€MOTJIOOMHA YKA3bIBAET HA UCTOIICHUE 3aMacoB JKeJe3a.
OpnHako 3TOT MOKA3aTellb HE ABISETCS a0COMIOTHO JIOCTOBEPHBIM, TAK
KaKk (EppUTHH MOXKET CHHXKAThCS NMPU HAJUYUU TUIIOTHPEO3a, MpHU
neunure BuTtamuHa C, MOXET MOBBIIATHCS MPU 3a00JICBAHUSIX
MEYEeHW, BOCHAJIUTEIbHBIX, HWHQPEKIIMOHHBIX, 3J0KAUY€CTBEHHBIX
npoiieccax, Iie OH BBICTYIIA€T B KauecTBe Oelika OCcTpoil ¢asbl.

[lomumo  omnpenenenuss  pepputuHa u  Kod(hPuULIHEHTA
HACBIIICHUS TpaHCPEpUHa, JJIs OLICHKU COCTOSIHMS 3alacoB JKeJie3a B
OpraHu3Me UCIOJIB3YIOT AechepaoBblil TECT — ONpPENEICHUE YPOBHS
Kejle3a B CyTOUHOM KOJIMYECTBE MOYH Tocie BBeAeHus naruenty 500
MI' KOMIUIEKCOHa necepamuna. [Ipu xene3oneduIuTHON aHEMUU
AKCKPEIHUS JKeJle3a ¢ MOYOW CHUKEHA U cocTaBiisieT MeHee 0,4 mr.

Hnst xene3onaeUIIMTHOM aHEMUM XapaKTEPHBIM  SIBIISIETCS
JIOCTOBEPHOE YBEIINYECHHE KOJINYECTBA PacTBOPHUMBIX
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TpaHC(EPPUHOBBIX PELEHNTOPOB B CHIBOPOTKE KpoBH. KoHIeHTpaius
PacCTBOPUMBIX PELENTOPOB K TpaHCPEpHHY OTpakaeT MOTPEOHOCTH
MPEUMYIIIECTBEHHO JSPUTPOUJHBIX KJIETOK B KeJie3e, MOITOMY B
CJIy4ae MOBBIIIEHUS IPUTPONOITUUECKON AKTUBHOCTU KOCTHOT'O MO3ra
U BBIpXXEHHOrO JeduIMTa Kejle3a OTMEYAeTCs IMOBBIIIEHUE UX
comepkanus B CbIBOpoTke KpoBu. KommuectBo  STfR ocraercs
CTaOWJIBHBIM MPU BOCTIAIMTENIBHBIX MPOIIECCaX U OEPEMEHHOCTH.
KJTA xapakrepu3yercsi CHWKEHUEM COACPXKAaHUS IKENe3a,
dbeppuTHa B CBHIBOPOTKE KpOBHU, % HACHIINICHUS TpaHcpeppuHa
KEJIE30M, TMOBBIIICHUEM KOHIIEHTPAlUH PACTBOPUMBIX PELENTOPOB K
tpanchepuny (STFR), OXCC, TtpanchepprHa, yBEIHUYCHHUEM
CBOOOJHBIX  MPOTONOPGUPUHOB  IpUTpouTOB.  OOHAKO  BCE
MIEPEUYUCIICHHbIE TMOKAa3aTelu JOJDKHBI OLEHUBATHCA TOJBKO B
KOMIUIEKCE C TE€MaTOJOTMYECKUMHU I[OKa3aTelsiMH, TaK KakK uX
M3MEHEHUSI MOTYT HaOJI01aThCS MPU CaMbIX pa3HbIX 3a00JI€BaHUSIX.

Kapmuna kocmnozo mo3zea

[Tpu Kee301ePUIIUTHOM aHEeMUU KOCTHBIM MO3T
HOPMOKJIETOYHBIA C HEKOTOPBIM PACHIUPEHUEM SPUTPOUTHOTO POCTKA
c mnpeoOnagaHvieM  0a30(PWIBHBIX U MOIUXPOMATOPUIBHBIX
HOpMOOJacToB. B KOCTHOM  MO3re  CHMXXEHO  KOJIHMYECTBO
cugepoodmactoB  (menee  10%), MakpodaroB ¢  rpaHyjiamu
reMOCH/JIEpUHA.

JlabopaTopHasi ITMAarHOCTHKA CHAEPO0JIACTHBIX AHEMHUM

CunepoOnacTHple aHeMUW  (JKEJIE30HACHIMICHHBIE) —  3TO
MUKpPOLUTApHBIE, TUIIOXPOMHBIE aHEMUH, 00yCJIOBJIIEHHBIE
HEJIOCTATOYHOM WM AHOMAJIBHOM YTWIM3alUHUENd BHYTPUKIETOYHOTO
KeJieza MPU CUHTE3€e reMorioOnHa Ha (JOHE HOPMAIBHOIO WJIU JIaXKe
NOBBIIIEHHOTO YPOBHS JK€Jie3a B MUTOXOHJIPUSAX 3PUTPOKAPUOIIUTOB.
Takue nedekTl MOTYyT OBITh OOYCIOBJEHBI HACIEACTBEHHBIMU
HapyLICHUSIMU  CUHTE3a MNOPQUPUHOB WIM TNPUOOPETEHHBIMH,
HalpuMep B pe3yJbTaTe€ OTPABICHHUS CBUHLIOM WA BCJIEACTBUE
HEJIOCTATOYHOCTU BUTaMHUHaA Bg. B pe3ynbrare HapylIeHun, Keie3o
HE HCHOJB3yeTCs [JJs CUHTe3a TIeMa, a OTKJIaJIbIBacTcs B
MUTOXOHJIPUAX IPUTPOKAPUOLIUTOB, B MAKpodarax KOCTHOTO MO3ra B
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BUJIe (heppUTHHA, & TAKXKE B PA3IMUHBIX OpraHax M TKaHSX, BBI3bIBAs
reMOCHAEPO3 BHYTPEHHUX OPTAHOB.

Knaccudpuxkauus

PaznuuaroT cienyromue cuaepooIacTHbIE aHEMUU:

1. HacnenctBeHHBIE:!

- X-cuerieHHble, ¢ mytanueit renoB ALAS-2 u hABCY7;

- ayTOCOMHO-JIOMHHAHTHbIE W  ayTOCOMHO-PEIIMCCUBHBIC
CUJIepo0acCTHBIC aHEMUM C HEYCTAaHOBJICHHOM 3THOJIOTUEH;

- C MUTOXOHAPHAIBHBIMA ITUTONMATUSIMHU BCJICACTBHE ICICIIUN
JAHK;

-cunipoM Bonbdpama ¢ myrarnusamu B reae WFS1/ wolframin.

2. Bpoxnaenusle cuaepoOIacTHbIE aHEMHH - CIOpaJAnyYecKas
IpyIIia aHEMH HEYCTAaHOBJICHHOMN YTHOJIOTHH.

3. IlpuobpetreHHble cuaepoOacTHbie aHeMuUu - Ha (oHe
MHEJIOMCIUIa3UH, OTPABICHUS CBUHIIOM, 3TAHOJIOM, JICKAPCTBEHHBIMH
npenaparaMu (M30HWA3UI0M, a30THONPHUHOM, ITMTOCTaTHKAaMH), Ha
done gedunmra BUTamMuHA ~ B6, Meam, CBA3aHHBIE  CO
3JI0KQYECTBEHHBIMHU U BOCTIAJTUTEILHBIMH 3a00JICBaHUSIMH.

Jtuosorus. [larorenes

3abosieBaHUE B CJIydae€ HAaCIEIyEeMbIX WIM BPOXKJICHHBIX
CUJIEpOOJACTHBIX aHEMHUM, CBA3aHO C JNE(EKTOM CHHTE3a JeibTa -
AMHUHOJIEBYJIMHOBAM KHUCJIOTBI W KaK CJIEJACTBUE — HapyIICHHUEM
oOpazoBanusi mnporonopduprHa. YpoBeHb MNpoTonophupuHa MpU
BPOXJEHHOW W HACJIEACTBEHHBIX CHUJIEPOOIACTHBIX AaHEMUSIX CHUMKEH.
OO0Opa3oBaHue JeiabTa-aMUHOJICBYJIMHOBAMl KHUCIOTHI — OAWH W3
IJIaBHBIX JTanoB cuHTe3a rema, 80% remMa B OpranusMme
CHUHTE3UPYETCA B SPUTPOKAPUOILIUTAX KOCTHOTO Mo3ra. M3BecTHHI JiBa
reHa KOJUPYIOIIHNX o0pa3oBaHue CHUHTAa3bI JenbTa -
amuHoseBynrHOBal kucioTel: ALAS-1 u ALAS-2.

I'e ALAS-2 komupyer o0Opa3oBaHHWE CHHTa3bl JeibTa -
aMHUHOJIEBYJIMHOBAM  KHUCIIOTBL B JpUTpOKapuonurax. leH
JIOKAIM3yeTcss B X-XxpoMocoMe. MyTaiust 3TOro reHa MOKET CHUXKATh
YyBCTBUTEILHOCTh K  mUpHAOKcalbdochaTy W TOBBINIATH
JyBCTBUTEILHOCTh K MUTOXOHIPHUATIbLHBIM MPOTEa3aM.

I'em  ALAS-1 KOIUpyeT  oOpa3oBaHHME  JeJbTa -
aAMUHOJIEBYJIMHOBA KUCJOTHI BO BCEX JPYIrHX KJIETKaX OpraHu3Ma.
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Tam xe cuHTEe3upyeTcs TeM 1Jig 00pa30BaHUs IUTOXPOMOB, KOTOPbIE
00€eCIeYnBalOT KU3HEAECATEIbHOCTh KIETKH.

Hapymienne o0pa3oBaHus NOpOTONOPGUPUHOB MPUBOJIUT K
HapyLICHUIO oOpa3oBaHusl Te€Ma, HEUCIIOIb3YEMOE HKEJIE30
HaKaljMBaeTcd B oprammsMme. Ecim  Keme3o  IOCTyIaer
IIPEMMYILIECTBEHHO B II€YE€Hb, TO PpAa3BUBACTCS LHPPO3, IpHU
OTJIOKEHUU B TOJKETYIOYHOM Kelie3e BOSHUKAET caXxapHbId AualeT,
OTJIOKEHME »JKejle3a B MBIIINAX CEpALA IMPUBOAUT K CEPACYHOU
HEJIOCTaTOYHOCTU. B sMykax — K €BHYXOMJAU3MYy U T.1. B KOCTHOM
MO3re MpHU CHELHUATbHBIX CIOCO0aX OKPACKU BBISABISETCS OO0NbIIOE
KOJMYECTBO KOJIBLIEBUAHBIX CHUIAEPOOIACTOB — SAPOCOAEPIKAIINX
SPUTPOKAPUOLUTOB C OKOJOSAEPHBIM BEHUHMKOM, MPEICTABISIOLIIUM
co00li 3aII0JIHEHHBIE KEJIE30M MUTOXOHPHUH, PACIOJI0KEHHBIE B BUJIE
NEPUHYKJIEAPHOT0 KoJbla. Hamnuue KoJIbLIEBUIHBIX CUAEPOOIACTOB
ABJISIETCS. HauOOJiee XapaKTepHbIM MNPU3HAKOM CHAEPOOIACTHBIX
aHeMui, BbIIBIsieTcS y 15-20% OONBHBIX TMpPU  HCCIETOBAHHUU
KOCTHOro mosra. IlocreneHHoe mporpeccupoBaHue aHEMHM CBSI3aHO
BHAYAJIE C HAPYLIEHWEM CHUHTE3a reMa, a 3aTEM C OTJIOKECHUEM Kele3a
B JOpUTPOKapuouuTax. IIpOAOIDKMTENBHOCTE  KWU3HM  TaKHUX
SPUTPOKAPUOLIUTOB CHUKEHA, YTO COMPOBOKIAAETCA (POPMHUPOBAHUEM
HeA((PEKTUBHOTO  IPUTPOIOI3a W Pa3BUTHEM  THIOXPOMHOM
MUKPOLIUTAPHON aHEMHUH. MI30BITOYHOE KOJIMYECTBO KeJie3a TPUBOAUT
K TOMYy, YTO MOJEKYJIbl JKeje3a KaTaJu3upyroT oO0pa3oBaHuUE
CBOOOJIHBIX PAJNKAJIOB, MEPEKUCHOE OKUCIEHUE OENKOB U JUMUIOB,
noBpexaeHue JIHK u kak cnencteue - K MOBpeXIECHUIO (PEPMEHTOB B
MHUTOXOHJPHUSAX, OTBEUYAIOIIMX 34 BOCCTAHOBJICHHE ITOBPEKJICHHBIX
yuactkoB JIHK. IloBbllieHe CBOOOJHBIX pPAAUKAIOB YCKOPSIET
arroITO3 3pUTPOKAPHUOLIUTOB.

Ilpy BO3mEUCTBMM CBUHLUA HA OPraHU3M  IPOUCXOJIUT
OMoKHpoBaHHE  (PEPMEHTOB, Y4YaCTBYIOUIMX B CHHTE3E Trema
(cuHTETa3pl  N€IbTa  —  AMHUHOJIEBYJIMHOBOM  KHCIOTBI |
deppoxenara3pl), CHIKEHHE CKOpPOCTHM  CHHTe3a  anbda -
MOJIMMIENITUIHBIX IeTel riaoouHa. B pesynbrate neduimura ogHOTO U3
(epMEHTOB CHHTE3a remMa pa3BUBAeTCA MNOP(UPHUS U MPOUCXOIUT
HAaKOIUICHUE MPOMEXKYTOUYHBIX MPOJYKTOB. AMHUHOJIEBYJIMHOBAS
KHUCII0Ta, NOP()OOUIMHOTEH U yponop(UPUHOTEH BOJAOPACTBOPUMEI,
NIO3TOMY ITPY HAKOIUICHUU 3KCKPETUPYIOTCS ¢ MOYOU, ITPH 3TOM MOYa
MpUOOpETaeT PO30OBBINM WM KpacHbIM OTTeHOK. Kompomopdupun wu
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npotonopdupuH  HEPacTBOPUMBI B BOJIe, IO3TOMY  OHH
SKCKPETUPYIOTCSL C JKEIYbI0 M ompenessitorcsa B kane. Kpome Ttoro,
CBUHEI] OKA3bIBAET TOKCUYECKOE BO3JICMCTBUE HA PA3IMYHBIC OpraHbl
U CHUCTEeMbl, (QUKCUPYSICh Ha MeMOpaHE HPHUTPOLUTOB, HAPYIIAET
aKTUBHOCTh HaTpuil-Kanuii-3aBucumMol ATd-a3pl, 4TO OPUBOIUT K
CHUKEHUIO KaJIHst B SPUTPOIIUTAX u YKOPOYECHUIO
MPOJOJKATEIIBHOCTH KU3HU SPUTPOIIUTOB.

Kaunnka
ITarmmenToB OCCIIOKOUT  00IIas cJ1a00CTh, CHM)KCHHE
paboTOCIIOCOOHOCTH, ITOBBIIIICHHAS YTOMJIIEMOCTD, OJIBIIIIKA,

cepaueOrenue npu (U3MYECKON Harpys3ke, HapylleHHE CHA, TPEMOp
PYK.

[Ipn ocMOTpe KOXHbIE MOKPOBBI OJE€IHBIE C TEMHO-CEPhIM
OoTTeHKOM. [locTeneHHO TOSBISAIOTCS KanoObl, CBSI3aHHBIE C
BTOPUYHBIM I'€MOXPOMATO30M — OTJIIOKEHHUEM JKEJe3a B OpraHax H
TKaHAX M, COOTBETCTBEHHO, YBEIMYEHHEM HX B pa3Mepax W
HapyuieHneMm (GyHkui. Tak, HampuMep, OTI0KEHHUE KeJe3a B AUUKax
BBI3BIBACT OTCTABAHUE MAJIBLYMKOB B II0JIOBOM Pa3BUTUH, CBI3aHHOM C
HEIO0CTaTOYHOM CEKPELUUEN MOJIOBBIX TOPMOHOB.

[Ipr CBUHIIOBOM OTpaBIICHUU MOPAXAETCs HEPBHAs, CEPIEUHO-
COCYIUCTass CUCTEMA, >KEIyJIOYHO-KHILIECYHBbIA TpakT, HaOIr01aeTcs
OTJIO)KCHHME CBUHIIA B KOCTSX.

XapakTepHbIM ISl JUINTENBHONM CBHHIOBOM WHTOKCUKALMU
MOXHO  CUMTaTh  pPa3BUTHE  IIOJMHEBPUTOB C  HAapyLICHUEM
YYBCTBUTEJIBHOCTH B O0JacTH HI)KHUX M BEPXHHX KOHEYHOCTEM,
CHVKEHUEM CUJIbI B MBIIIIAX PYK U HOT U CHHKEHUEM CYXOKHIIBHBIX
pednekcoB.  [Insg  CBHHIIOBOrO  MOJMHEBPUTA  XapaKTEPHO
CUMMETPUYHOE MOpaKEHHUE pa3rudaresield KUCTEH U NajlblEB PyK U B
MEHBIIIEH CTeNeHu — crubarteneil, MoxeT ObITh TeTpamapes. B pse
CIIy4acB CBUHLOBBIM TOJMHEBPUT MPOSBIACTCS WHTEHCUBHBIMU
OOJISIMH 10 XO/1y HEPBHBIX CTBOJIOB.

[lopaxxeHue  NUIIEBAPUTEIIBHOM  CUCTEMBI  MPOSBIISIETCS
TOIIHOTOM, PBOTOH, OTCYTCTBHEM aIreTuTa, CUJIbHBIMU
CXBaTKOOOpa3HbIMU OOJSIMH B JKMBOTE€ Pa3HOW JIOKAIU3UIIUU.
CBUHIIOBBIE KOJMKH MOTYT HPOJOJIKATHCS OT HECKOJIBKUX YacOB JI0
HECKOJIbKUX  JHEH, CONPOBOXKIAIOTCA  PBOTOW,  IOBBILICHUEM
TEMIIEpaTyphbl,  JaBJEHUS, 3allOpaMH, CHIKEHHEM  JHype3a.
XapaKTepHO TaKKe MOABJICHUE JIMJIOBOW KaMbl HA JICCHAX.
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[Ipy mopakeHUn CEPACYHO-COCYIUCTON CHCTEMBbI HAOJI0daCTCs
KapTUHA TOKCHYECKOrO MHUOKApJIUTAa — OJbIIIKA, TaXUKapIus,
paclIMpeHre TpaHuI] cepjilla BO3MOXKHO HapylnieHue putma. Ha
AIEKTPOKAPANOTPAMME BBISBIISICTCS CHIDKCHUE aMIUTUTYAbI 3yona T B
HECKOJIbKMX OTBEJCHHSX, HApyLIEHUE pUTMA, MPOBOJUMOCTH.
XapakTepHbIM SIBJICTCSI Pa3BUTHE apTEPUATHHON TUIIEPTECH3UMU.

CunepoOnacTHBIC aHEMHH, CIICTUICHHBIE ¢ X-XPOMOCOMOM, YaIlle
BCTPEYAIOTCSl Y MYXKYHUH, NMPU 3TOM HAOONIOAACTCS MOPAKEHHUE IBYX
HE3aBUCUMBIX TE€HOB Ha X-Xxpomocome, uamie 310 ALAS-2. V
KEHIIUH - TETEPO3UTOT 3a00JI€BAHUE MOKET MPOSBIISITHCSA B MOKUIOM
BO3pacTe BCIEACTBUE Iporpeccupyroiiei nHaktuBanuu reaa ALAS-
2, HaxXOmsUIErocs Ha HOpPMaIbHOM X-XpoMocome. B pesyinbrare
myTtanuu reHa hABC7 (komupyromero ATd-cBS3bIBarOIIYIO0 KacceTy
Ha xpomocome X(13.1-q13.3) pa3BuBaeTcs HacIEACTBEHHAs
cuaepoOIacTHas aHEMUS C TSAXKEJIOW BPOKJIEHHON aTakcuel. B ocHoBe
ayTOCOMHO-JIOMUHAHTHOTO Y  ayTOCOMHO-PELIECCUBHOTO  THUIIOB
CUAEPOOTACTHBIX aHEMUM JIEKHUT JAe(EeKT TEHOB, IOABIISIONINX
OuocuHTe3 WM akTuBHOCTH TreHa ALAS ¢ mnocienyroommm
HapymienneM (yHkiuu reHa. BceneacTBue  genenwu  reHOMa
MUTOXOHJPUN Pa3BUBACTCS TE€TEPOTCHHAs TpyIIa CUAEPOOIACTHBIX
aHeMHl — MHUTOXOHJpUANIbHBIC HUTOnatuu. Jlegekt HaciemgyeTcs B
50% cnydaeB. 3aboneBaHue ONUCAHO Kak cuHApoM Ilupcona —
COYETaHWE JaKTaT-allMJ03a, MAaTOJOTUU TMOYEeK M SK30KPUHHOU
TUCHYHKIIMHU TTOIKETYT0OUYHON KEeJe3bl.

Cungpom Bonsdppama XapaKkTepU3yeTcs COYEeTaHUEM
HECAXapHOro, caxapHoro auadera, aTpouu 3pUTEIBHOTO HEpBA H
[JTYXOTHI.

JAuarnocruka

B nepugpepuueckoit  kposu - oTMEUACTCS ~ CHUXEHHUE
reMOTJIO0NHA, SPUTPOIUTOB, SPUTPOLMTAPHBIX Mokazareneir — MCV,
MCH, MCHC, remartokputa. HalmromaeTcs  BbIpaKEHHBIN
aQHW3O0ITMUTO3 32 CYET MHUKPOIIMTOB, YyBEJIWYCHHE TOKa3aTess
ann3ouuto3za  (RDW).  Ortmeuaercs  HOWKWIONUTO3:  Cpeau
SPUTPOIIUTOB BCTPEUAIOTCS CTOMATOIIUTHI, OBAJOIUTHI, ITU3OLMTHI,
OTACIbHBIC MUIIICHEBUIHBIC SPUTPOIUTHI. Habmromaercs
0azoduibHaAsg MyHKTAIUs 3pUTPOLUTOB. KOJIMUEeCTBO PETUKYIOLMTOB
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yBenaudeHo. KoiaudyecTBO JEHKOLMTOB W TPOMOOIIMTOB B TMpeiesiax
pedepeHTHBIX BETUYMH.

I[Ipy  OMOXMMHYECKOM  MCCJIEIOBAaHUM  OOHApYKUBACTCS
yBEJIMYEHUE COJEPKaHUS CBHIBOPOTOYHOIO Kene3a, (eppuTHHA,
HackleHue Tpancdepuna xenesom aocturaet 100%, OXKCC, JIKCC
cHikeHbl. [Ipn HapyllleHnu cuHTE3a mpoTonopdupuHa HaOIOdaAeTC
YMEHBIIICHHE KOJIMYEeCTBA CBOOOJIHOTO PUTPOLIUTAPHOTO
nporonopbupuHa W yBEJIWYEHHUE  KOJWMYECTBAa  JejbTa -
AMUHOJICBYJIMHOBOW KHCIJIOTBI B CBIBOPOTKE M TIOBBIIIICHUE €€
KCKperuu ¢ Mouoi. I[lpum oTpaBieHUM CBUHIIOM HaOII0IAETCs
yBeaudeHue mnporonopdupuHa, KompomopdupuHa, Aenbra -
AMUHOJICBYJIMHOBOM  KHCJIOTHI, OwJIMpyOWMHA, CBHHIIA  MOYH,
ypoOunuHoreHa, ypomnopdupura. OTmeyaeTcs  TUIOKAUIUEMUS,
TUIEPKATBIIAEMHUS.

Ilpu  uccneoosanuu  Kocmmnozo  mo3za  HabmIOHaeTCA
THIEpIIa3us  KPacHOTO  POCTKA, YBEIMYCHHE  KOJBIICBUIHBIX
CHIepOOJIACTOB, TPH MHUTOXOHJPHAIBHBIX ITUTOMATHAX - HAJIHYWC B
IPUTPOKAPUOLIUTAX BAKYOJIEH.

IIpu MOJIEKYAAPHO-2EHEMUYECKOM uccneooeanuu
onpeaensrorcs mytanuu renoB ALAS, hABC7, WFS1/wolframin.

JAuddepeHuuanbHass AMATHOCTUKA

B 1(50):3% ) odepeanb cleayer muddepeHIpoBaTh
xKene301ePUIIMTHBIE aHEMUH C CUJIEpO0IACTHBIMU (kax
HACJIEACTBEHHBIMH, TaK U MIPUOOPETCHHBIMH, B TOM YHCIIE C aHEMHEU
IpU CBUHIIOBOM HHTOKCHKAIIMH), KOTOpPBIE TaKXe SBJISIOTCS
TUIIOXPOMHBIM, XapaKTEPHBIM OTIMYUEM CHUAEPOOIACTHBIX aHEMHUUI
SBJISIETCS M30BITOK JKeJie3a B OpraHu3Me.

K TumoxpoMHbIM aHEMHUSIM OTHOCUTCS  TajlacCeMHsl —
HACJIEACTBEHHAs] T€MOJUTUYECKAs] aHEMHS, B JIMarHOCTUKE KOTOPOil
UMeeT 3HaUeHUE CEMEUHBIN aHaMHe3, HAIMYKE MPU3HAKOB TeMOoJn3a 1
onpeneneHue ¢pakuuii remornoouHa. Kpome Toro mnpu BBISBIECHUU
MUKpPOLIUTO3a OYEHb BaXHO OLEHUTh T'OMOI€HHOCTh MOMYJIALNU
KpPACHBIX KJIETOK KPOBH, MPH KeIe301ePUIIMTHON aHEMHUH TTOKa3aTelb
aam3onuro3a (RDW) moBbIlIeH M HOPMAJTLHBINA TIPH TAJIACCEMUH, TJIC
NOMYJIALMS S3PUTPOLUTOB 00JIEe TOMOTEHHAs.
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Cnenyer nuddepeHuupoBaTh Xeyie30JAeUIUTHBIE aHEMUU C
KEIJIE30MEPEPACIIPEACTUTEILHON, WM  AHEMHEW  XPOHUYECKHUX
3a00JIcBaHUM, MPU KOTOPOM TakKe HaOII0AaeTCs THUIIOXPOMHAs
AHEMHSI C HEBBICOKMM YPOBHEM pETUKYJOUMTOB. B oTiauuume ot
&Kene30AeUIUTHON aHeMHUH TIpHU  JKelle30IlepepacpeeTuTeIbHOMN
aHeMUU HAOJIOaeTCsl HOPMAaJbHBIM  ypOBEHb (QEeppUTHHA U
PacTBOPUMBIX pELENTOPOB TpaHcheprHa B CBIBOPOTKE
KpoBH (Tabm. 17).

Tabnuua 17. — IuddepennmanbHas 1uarHoCTUKA THITOXPOMHBIX
MHUKDPOIIMTAPHBIX aHEMUH

CupnepodiacTHas
aHeMHUsl BCJIeACTBHE I'omo3urorHas
Tpusnaxu e WA
CBUHIIOBO OeTa-TanaccemMust
HHTOKCUKALMHI
OcobenHoctu ITpocnexuBaeTcs
aHaMHe3a HACJIEICTBEHHBIN
Hanuuue
KoHTakT co cBHHLIOM | (haKTOp M MPOKUBAHKE B .
XPOHHYECKOH
Ha paboTe WiIu B OBITY ornpeaeIeHHbIX
KPOBOIIOTEPH
reorpagpuyecKux
pernoHax
Okpacka KOXHu 3emiucTo-cepast Bripaxennas
JIumoHHO-X)enTas
0JIeIHOCTh 0J1eIHOCTh
Cuneponenuue-
<P OtcyrcTByeT OtcyrcTByeT XapakTtepeH
CKUI CUHJIPOM
YBennuenue IIpu pazButun
MIEYEHH, BTOPUYHOTO XapakTepHO He xapakrepno
CEJIE3EHKU reMoxpomarosa
Konuuectso
IToBsimieHo [ToBsimIeHO HopmanbsHoe
PETHKYJIOIUTOB
Ocobennoctu KpacHslii pocTok
MUEJIOrPaMMBbl [Munepruiasus HOpMaJbHbIN WK
KpacHOTr'0 pOCTKa HECKOJIbKO
['unepmuiasust KpacHOro
KpOBETBOPEHMS, YMEHBbIIIEH,
pOCTKa KPOBETBOPEHUS
KOJIbLIEBU/IHbIE KOJIMYECTBO
cuiepo0IacTbl cuepo01acToB
CHIDKEHO
ITpo0a c Beinenenmne xenesa ¢ Beinenenmue xenesa ¢ Brinenenue xenesa ¢
necdepaaom MOYOM MOBBIIIEHO MOYOM NMOBBIIEHO MOYOM CHIKEHO
Conepxanue
CBIBOPOTOYHOTO [ToBeIIeHO [ToBbieHO CHmxeHo
xKeyeza
O0was xene3o
CBsI3yroIIas ITonnxena Hopmanbnas [ToBbiIeHA
CHOCOOHOCTb
Koa¢dpurment
HACBIICHHS .
IloBbiIEH Hopwmanbnslit [Honmxen
TparchepuHa
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Coneprxanue

¢deppuTHHa B [oBsimeHO [ToBbieHO CHuxeHo
KpOBH
Coneprxanue [ToBrimieHo 3a cyeT
OmupyOHnHa B KOHBIOTHPOBAHHOTO U [ToBpImIeHO 3a cUeT
Hopwmainbnoe
KpOBH HEKOHBIOTHPO- HEKOHBIOTHPO-BAaHHOTO
BaHHOT'O
CootHoleHne
. VYeenmuuenne Hb A2 u
bpaxuit Hopmanbnoe HbE Hopwmainbnoe
reMoryioonHa
Coneprxanue
ACTBOPUMBIX
P p Hopmanbsnoe Hopmanberoe [ToBbiIeHO
perenTopoB
TpaHcdeprHa

JlabopaTopHasi ITMAarHOCTHKA Merajo0JJacTHbIX AaHEMUH

Merano0nacTHble aHEeMUHU — 3TO TUIIEPXPOMHEBIE,
MaKpOLHUTAPHBIE AHEMHH, KOTOpPBIE Pa3BUBAIOTCA B PpE3YyJIbTATE
HapyueHus cunTe3a JJHK B reMonosTHuecKux KiIeTKax, CBI3aHHOTO C
nepunurTom BuTamMuHa Bl2 w/unm  QonueBoMl  KUCIOTHI H
XapaKTEPU3YIOMINECS  METAIOONACTHBIM  TUIIOM  KPOBETBOPEHUS.
Hedbunur ButamuHa Bl2 w/unu  ¢donueBodl KUCIOTBI BEAET K
Hapyuenuto cuHte3a JJHK He ToJibko B KpOBETBOPHBIX KJIE€TKaX, HO U
BO BCEX OBICTPO AEHANIMXCS KJIETKAX — KJIETKax KOXH, JKEIyJAO4YHO-
KHILIEYHOT'O TpaKTa u JIp.

JlaboparopHast nmarnocTuka Bl12-gepuuurHoit anemuu

AIUAIEMHUOIIOT U

HaunOonee yacto 3aboeBaHe BCTpEUYaeTCs y JIIOJEH B BO3pacTe
60-70 ner.

3aboneBaeMocth B12- nedunurHOl aHeMueil cpeau Jronei
ctapure 40 net coctapisieT 25 yenoBek Ha 100 000 HaceneHus B rof.

CytouHast notpebHoCTh B BUTaMuHe B12 cocrasiser 5-7 Mkr. B
OpraHu3Me 3J0pOBOr0 YEJIOBEKA COJEPKUTCSI OKOJO 2-5 MT
KoOajaMuHa, 3armacoB KOTOPOTO XBaTaeT Ha 3-5 JIeT MOCJE MOJHOTO
MpEKpallleHUs BCaChbIBaHUSI BUTaMHMHA B KulleyHuke. HanOomblee
KOJINYECTBO BUTaMuHa B12 nenoHupyeTcs B IEeYEHHU.
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CBoOonanbplii BuTamMuH B12 B opranusme mnpeBpaliacTcs B JIBa
KoepMeHTa, Ojarogaps KOTOPHIM Y4YacTBYeT B BaXXHBIX JJIA
OpraHM3Ma peaKIysX.

Kodepment Burammna Bl12 metmnkobaniamuH obecrieurBaeT
CO3peBaHNe, Pa3BUTHE M PA3MHOKEHHUE KIETOK ¢ HanbOojee BBICOKOU
npoarudepaTUBHOM aKTUBHOCTBIO - KPOBETBOPHBIX (IIPEXKIE BCETO
KJIETOK KpPAacCHOIO POCTKAa) W DJIUTEIUS KEJIYJI0YHO-KUIIIEYHOTO

TpakKTa.
MetuiikobanaMyuH KaTau3upyeT nepexoa (oaueBol KUCIOTHI B
ee akTtuBHyl0 ¢opmy — 5,10 — merunrerpadoiueByr0 KHCIOTY,

HEOOXOIUMYIO IS CHHTE3a TUMUIAMHMOHO(ocdaTa, KpoMe TOro
MPUHUMAET Yy4yacTHE B TMpEBpalleHun ypuauHMoHodocdara B
tumuguHMOHOpocdhar, Bxoasmuii B coctaB JIHK, T.e. HeoOX0omum
s cunre3a JJHK.

C ywactuem kKodepmeHTa 5- A€30KCHAJICHO3UIKOOATaMUHA
MPOUCXOJUT PACIICIUICHUE U CUHTE3 JKUPHBIX KUCIIOT, MPEBPALICHUE
MPOAYKTa METa00IM3Ma KUPHBIX KHUCIOT METUIMAIIOHOBOM KHCJIOTHI
B SHTapHYI KHCJIOTy, oOecreduBasi TE€M CaMbIM ONTUMAaJIbHbIN
MeTa00JIM3M MHUEIIMHA B HEPBHOM CHUCTEME.

Kpowme Toro, Buramun B12 aBnsiercst kopaktopoMm (pepMeHTHOU
CHUCTEMBbI, O00€CTICUMBAIONIECH CHUHTE3 METHOHMHA M3 TOMOILMCTEHHA,
HEJIOCTAaTOK KOoOajaMHWHA MPUBOJUT K IMOBBIIICHUIO YPOBHS OOIIETrO
TOMOIIMCTENHA B CBIBOPOTKE KPOBH.

ITHOJIOTUA
OcHoBHBIE TPUYUHBI pa3BuTus B12- nedunmtHol anemuu:
1. Hapymenue CEeKpennun racTpOMYKOIIPOTEHHA

MapUEeTAIBHBIMU KJIETKAMU KETyIKa:

1.1 Atpoduueckuii ayTOMMMYHHBIH TacTpPUT C BBIPAOOTKOM
AQHTUTEJI K TApUETAIbHBIM KJIETKaM M TaCTPOMYKOIIPOTEHHY.

1.2 ToranbHas, pexe cyOTOTambHas TaCTPOIKTOMHUSL.

1.3 Pak xenynaka.

1.4 Tlonuno3 xenyaka.

1.5 BpoxaeHHOE HapyIIIEHHE CeKPELMU TacTPOMYKOIIPOTEHHA.

1.6 Toxcuueckoe OEWCTBHE BBICOKHUX 03 aQJIKOTOJIsI Ha
CIIM3HUCTYI0 000JIOUKY JKETy/IKa.

2. Hapymenue BcackiBaHus BuTamuHa Bl2 B TOHKOM
KUIIEYHUKE:
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2.1 Pak TOHKOTO KHIIIEYHHKA, TUM(OMa TOHKOU KUIITKH.

2.2 Peszekiys ydacTka MOAB3I0ITHOMN KHIIIKH.

2.3 CungpoM  ManpabCOpOIMM  pa3IMYHOrO  TIeHe3a
(pepmeHTONATHHN, SHTEPUTHI, LIETUAKUSI U T.1.).

2.4  XpoHMUYECKUH TAHKpEATUT C HapyLIEHUEM CEKpEeluu
TPUIICHHA.

2.5 BpoxIeHHOEe OTCYTCTBHE PELENTOPOB K KOMIUIEKCY
«BuTaMuH B12 + ractpoMyKonpoTenH» B MOAB3A0IIHON KUIIKE.

2.6 Hapymenue BcacbiBaHUs ~ KoOaJlaMuHA, BBI3BAHHOE
JIEKapCTBEHHBIMU Ipenaparamu (HEOMHIMH, IUMETUIVH U T.1I.).

3.  KonkypeHTHOe pacxoaoBanue BuTamMmuna B12:

3.1 MHBa3ust LIMpOKUM JIEHTEIIOM.

3.2 lHBa3us BIacOTIaBOM.

3.3 MHOXECTBEHHbIE JUBEPTUKYJIBI TOHKOTO KHIIIEYHHUKA C
JTUBEPTUKYIIUTOM.

3.4 OO0pa3oBaHH€ TOCJICONEPANUOHHBIX «CJETBIX TMETENb) B
TOHKOM KHIIICUHUKE.

4,  TloBplleHHBIN pacxo BUTamMuHa B12:

4.1 XpoHudeckasi FTeMOJIUTUYECKAsT AaHEMUSI.

4.2 MuenonponudepatuBHbIe 3a00JI€BaHUA.

4.3 TupeoTOKCUKO3.

4.4 MHuororuiogHasi 0epeMEeHHOCTb.

4.5 MHoOXeCTBeHHas MUEIOMa U Jpyrue HoBOOOpa3oBaHMUSI.

5. Hapymenue nocrymienust BuramuHa B12 ¢ numeit.

Ctporoe BererapuaHcTBo.

6. CuHmwkeHue 3anacoB Butamuna B12.

BripaxxeHHBIN LUPPO3 NIEUYCHHU.

/. Hapymenue Tpancnopta ButamuHa B12.

OtcyTrcTBue TpaHckoOamamuua |l unu mosiBieHue aHTUTEN K
HEMY.

8. BpoxnenHsle HapyIIeHUs] BHYTPUKIETOYHOTO MeTaboIM3Ma
ButamMuHa B12 BcinenctBue myraunu reHa ABCD4, xoaupyromero
oenok CbIF, xoTopsiii obOecrieunBaeT TpaHCIOPT BHUTaMuHa B12 w3
a7CcOpOUPYIONINX €0 JTU30COM B IIUTOILIA3MY KIIETKHU.

9. AyTOMMMyHHBIE aHTHTEJIa K TApUETAIBHBIM KJIETKaM
XKeTyaKa U BHyTpEeHHEMY (paKkTopy.
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IHaTorenes

BozgaeiictBue  sTHONOrMYecKuX  (HAaKTOpPOB  MPUBOJUT K
HelocTaTky BuTamMuHa Bl2 ©  COOTBETCTBEHHO K HEIOCTATKY
KO(pepMEeHTOB. Hedbunut kKoepmeHTa BUTaMHUHA B12
MeTUIIKOOaJaMUHa TPUBOAWT K HaApYIIEHUIO CHUHTE3a THUMHJAWHA,
Bxosuiero B coctaB JIHK u kak cienctBue — Kk HapylICHUIO CUHTE3a
JHK wu mpoueccoB murTo3a B KIETKax opranusma. boiiee Bcero
CTPalalOT KJIETKH OBICTPOPACTYIIMX TKAaHEH — KOCTHOTO MoO3ra M
KEJTYAOUYHO-KUIIIEYHOTO TpakTa. KIeTku KOCTHOTO MO3ra yTpauyuBaroT
CIIOCOOHOCTh K HOPMAaJIbHOMY CO3PEBAHUIO — 3aMEJIJISICTCS YJIBOCHHE
JHK, ymeHbIIaeTcss KOJMYECTBO MHUTO30B, HO YBEIUYHUBACTCS
MPOJAOJKUTEIIBHOCTh MUTOTUYECKUX IIUKJIOB, HapylIIaeTcs
CUHXPOHHOCTh CO3pEBaHUsl sApa ©  HuTomiasmbel. OcoOEHHO
BBIPDAKEHbl ~ HApPYIIEHUs  CO  CTOPOHBI  KPAaCHOTO  POCTKA
KkpoBeTBOopeHus. HaOmromaercs HedPDEKTUBHBIN SPUTPOIIOI3 €
00pa30BaHMEM M HAKOIUIEHUEM B KOCTHOM MO3re OOJBIIOro
KOJIMYECTBA METAI00IACTOB — KPYITHBIX KJIETOK, XapaKTEePU3YIOIINXCS
3aMEJIJICHHBIM ~ CO3peBaHMEeM  sifpa Ha  (GOHE  COXpPaHEHHOU
reMOTJIOOMHU3AINH UTOIJIA3MBl, COKpalleHHEM
MPOAOJKUTEIIBHOCTH KU3HU 00pa3yIOMINXCSl KJIETOK U MOBBIIIEHHBIM
X pacrajoM C pa3BUTHEM B nepudepuyeckol KpoBu aHemuu. B
nepuepuyecKyr0 KpoBb BBIXOJSAT MAaKpPOUUTHl U METAIOLMUTHI —
SPUTPOLIUTHI OTPOMHBIX pa3MepoB, Oosee 8§ MKM 10 12 MKM B
TMaMeTpe, C YKOPOUCHHOM B 2-3 pasza MpoJ0JDKUTEIHHOCTHIO KU3HHU.

OnHOBpEMEHHO HAOJIOJAETCS] HAPYUIEHHE TPaHyJIOLUTONO033a,
TPOMOOIIUTOIIOA3a C Pa3BUTHEM HEIP(HEKTUBHOTO I'PaHYIOIUTOIION3A
U TpoMOOIMTONO’3a C (opMHUpPOBAHHEM THUTAHTCKUX  (opM
IPaHyJIOUUTOB, TPOMOOIIMTOB U PA3BUTUEM TPOMOOILMTONEHUH,
nerikonenun. Kpome toro, aeuiut MeTuiako0agsaMiuHa MPUBOIUT K
HApYyIICHUIO CO3PEBAaHUS JIUTEIHATBHBIX  KJIETOK JKEIyJ0YHO-
KHIIIEYHOTO TPAKTa U KaK CJIEACTBUE K Pa3BUTHUIO aTpoUM CIU3UCTON
000JIOUKH JKeITyAKa U KUIICUHHUKA.

Pesynbrarom nepunura ko(akropa S5-J1e30KcHua-
JEHO3WIKa0alaMHa SIBJISIETCS. HAKOIUIEHUE TOKCUYHBIX MPOAYKTOB
oOMeHa JKMPHBIX KUCIOT — METUIMAJIOHOBOM M MPOMTUOHOBOM KHCIIOT.
DTO NPUBOIUT K MOBPEKIACHUIO TOJIOBHOTO MO3Ta, 3aTHUX U OOKOBBIX
CTOJIOOB CIIMHHOTO MO3Ta, CHUKEHUIO MUEIIMHU3AIUU
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nepudepruyecKuX HEPBHBIX BOJIOKOH W Pa3BUTHUIO (DYHHUKYISIPHOTO
MHEN03a.

Myrtanus rena ABCD4, xogupyromiero 6enok CblF, mpusoaut
HapyILICHUIO TpaHcmopTa BUTamuHa B2 w3 aacopOupyrommx ero
JU30COM B UUTOIJIA3MY KIJIETKH W Pa3BUTHI0O KOMOMHUPOBAHHOM
TOMOITUCTCUHYPUH W METHJIMAaJIOHOBOM armuaypuu (cbld — Hcy —
MMA). Kpome Toro ganHas mytamnus 3aMmeisiecT akTUBHOCTh AT®,
KOTOPBI oOecrneurBaeT »HSHEpruei OHOXMMHYECKHE pPEaKIuu B
KJIeTKaX.

Kiaunuka

Jns  KIMHWUYECKOW  KapTUHBI  3a00JICBaHUS  XapaKTEPHbI
CUMIITOMBI MTOPAKEHUSI KPOBETBOPHOMW, MUILIEBAPUTEILHON U HEPBHOM
CUCTEM.

Hapymienue KpOBETBOPHOM CHCTEMBI SBJISIETCS BEAYIIMM B
KIIMHUYECKOW KapTUHE 3a00JI€BAHUS U MPOSBISIETCS aHEMUEH pa3HOU
CTENEHW BBIpAKEHHOCTH. [lanMeHThl KamyrTcs Ha CcIaboCTh,
OBICTPYIO YTOMJISIEMOCTb, CEpAIIcOMEeHUE, OMIBIIIKY, TOJIOBOKPYKEHUE,
oOMopouHble cocTosiHus. [Ipu ocmoTpe oOpariatoT Ha ce0si BHUMaHUE
0JIETHOCTh KOKHBIX ITOKPOBOB C JUMOHHO-KEJITHIM OTTEHKOM (32 CUET
reMoJIn3a), JKEeJITYITHOCTh CKJIep, OAYTIOBATOCTh JUIA, TACTO3HOCTH B
00JIacTH rOJIEHEU U CTOTI.

[TopaxeHne KeNyJIOYHO-KHIIEYHOTO TpakKTa MPOSIBISIETCS
CHIDKCHHEM  amlMeTWuTa, OIIYIIEHUEM TSKECTH U TOJHOTHI B
AMUracTpalibHOM O0JACTU TMOCH€ €Ibl, OTPBDKKY BO3AYXOM U
ChEJICHHOM MHUIIEH, 00JIb U KEHHUE B A3bIKE, B 00J1aCTH JECEH, I'YyO0.

[Ipy ocMoTpe  xapakTepHbl  aTpouyecKue  H3MEHECHUS
CIIM3UCTON OOOJIOYKH TMOJOCTH PTa M s3bIKAa (TJIOCCUT) — COCOUYKHU
s3bIka  aTpoPUpOBaHbl  («IAKMPOBAHHBIA  SI3bIK»),  BBISIBIISIOTCS
y4aCTKH BOCHAJICHUS, TPEIIMHBI, WHOTJA HW3BSA3BICHUS, CIU3UCTas
MOJIOCTH pTa OJenHas ¢ sBICHUSIMH adTo3HOro cromarurta. [lpu
najbplallid  JKWBOTAa  OMPENENSICTCSs  WHTEHCHBHas  00Jdb B
AMUTACTPAIbHOW  00JacTH, MOXKET ObITb YBEJIMYEHA T[CYECHb,
cenezenka. Ilpu nepuumrte ButammHa Bl2 3a cuer HapyuieHus
BCAChIBAHMS B TOHKOM KHIIEYHUKE, HApAAY C aHEMHUYECKUM
CUHIPOMOM, HMMEIOTCSl TAK)KE CUMIITOMBI MaibaOCOpOIUH.

[TopaxxeHne HEPBHOM CUCTEMBI MPOSBISAETCA HAPYIIEHUEM CHA,
MOSIBJICHUEM TMAPECTE3Wl B BHJIE YYBCTBA «IIOJI3aHbS MYypalIEK»,
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«BaTHBIX  HOI», TPU  Pa3BUTUU  (PYHUKYJISIPHOTO  MHEN03a
HaOM0al0TCsl OOJIE3HEHHBIE TApPECTe3WH, aTaKCHuecKas IOXOKa.
[IpenmyIilieCTBEHHOE TMOPaXXEHHUE 3aJHUX CTOJIOOB CIIMHHOIO MO3Tra
COMPOBOXKIAETCA HAPYIICHUEM MPOCTPAHCTBEHHON M BUOpAIMOHHOM
YyBCTBUTEIBHOCTH, TOSIBISETCS CEHCOpPHAsl AaTaKCUs, CHI)KEHUE
CYXOXKWJIbHBIX pehIeKCOB, aTpo(us MBI HMKHUX KOHEYHOCTEH,
3aTpyaHeHus npu xoapbe. Kpome Toro, HaGmrogaeTcs HapylieHUE
GyHKIIMM Ta30BbIX OpraHoB (Hedep:kaHue wmouu, kana). [lpu
MPEUMYIIIECTBEHHOM MOPAXXEHUU OOKOBBIX CTOJIOOB CIIMHHOTO MO3Ta
HaOMIOJaeTCd WHAsg CHUMITOMAaTHKa — pa3BUBACTCS  HIDKHUUN
CIIACTHYECKUM TMape3 C pPEe3KUM TOBBIIIEHHEM CYXOXKUIbHBIX
pedyiekcoB M TOHYcCa MBI HIWKHUX KOHEUHOCTEH, HapylIeHUEM
(GYyHKIIMM Ta30BBIX OPraHOB, KOTOPOE TMPOSBISIETCS 3aJCP>KKOM
Modeucnyckanus, nedexammu. Ilpum »sTom oOpamaer Ha cebs
BHUMAHHUE HECOOTBETCTBUE MEXKIY TSKECThIO HEBPOJIOTHMUECKUX
HapyluIeHU U NposiBIeHus MU aHeMud. [Ipumepro y 25% mnaiueHTos
MMEET MECTO TIJIaBHbIM OOpa3oM HEBPOJIOTMYECKAash CHUMIITOMATHKA
MIPU HOPMAJIbHBIX WJIM TIOYTH HOPMAJbHBIX MOKA3aTeNsIX CO CTOPOHBI
KPOBETBOPHOM CUCTEMBI.

B mnaronornueckuidi mMpolecc MOTYT BOBJIEKAThCS TJIa3HbIC
HEpBbI, BEreTaTUBHAS HEPBHAs CUCTEMa, MHOTJA BO3MOXKHBI HEPBHO-
IICUXUYECKUE PACCTPOMCTBA B BHUJAEC JACNPECCUH, SMOLUMOHAIBHOMU
JaOUIBHOCTH, HApyLIeHWs naMsaTu. [Ipu OTCyTCTBUM aJeKBaTHOU
Tepanuu HapymeHus co crtoponsl I[[HC wmoryr mnpuBect K
MICUXWYECKUM PACCTPOICTBAM C MOSIBIICHUEM Ope/la U rajlTIOIMHALI.

JAuarHocruka

OcHoBHOE 3HaueHue B auarHoctuke Bl2-neguuutHoil anHeMuu
NPUHAIJICKUT MOP(POJIIOTHYECKUM HUCCIEAOBAaHUAM Mepudepuueckoit
KPOBH M KOCTHOT'O MO3Ta.

Kapmuna nepugpepuuckoii kposu

B o01ieM aHanu3e KpoBU — CHHXKEHHUE KOJMYECTBA SPUTPOIIUTOB
B OOJIbIIICH CTEMEeHU, YeM T'eMOIVIOOMHA, TUIEPXPOMHBIM XapakTep
AHEMMH, MMOWKUIIOLNTO3, aHU30LMTO3 3a CYET MaKpouuToB. CpeaHui
IUAMETP SPUTPOLUTOB COCTaBISIET 8,5 MKM M BBIIIE, OTMEYAECTCS
HaJIM4KMe METaJIOUTOB — KJIETOK, AUaMETP KOTOpbIX cocTanisier 11-12
MKM. OTMEYaeTCsl yBEIUYEHUE SPUTPOLUTAPHBIX UHACKCOB: CPEIHUM
oobem apurporutoB (MCV) 6onee 100 dbm, cpeanee coaepkaHue
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remorsioonna B apurporure (MCH) Oomee 32 nr, cpensss
KOHIIEHTpauus remorynoouna B sputporute MCHC 6Gonee 36 /.
3HaueHne kod(duimenTta aHu3orponuu Ipurporutor (RDW)
HaXOAUTCA B TMpeJesiaXx HOPMbI, YTO YKa3blBA€T HA TOMOI'€HHOCTH
NOMYJISIAA MAaKPOLIMTOB.

Bo wMHormx Makporurax (Merajonurax) OOHApYKUBAIOTCS
BKIIIOUeHUs — Hamumume Ttenern JKomam, xkoierr KeOora, dYToO
OOBACHSETCS 3aMEIJICHUEM TPOIecca CO3PEBAHUS SIIpa, B pE3yJIbTaTe
AIpO HE BBITAIKUBACTCS W3 IUTOIUIA3Mbl, a IMOJBEpPraercs
dbparmentanuu. [Ipu uccrnenoBanuu Maszka nepudepuueckol KpoBH
BBIBJISIFOTCSL SPUTPOLUTHI ¢ OazopuiabHOW nyHKTanueu. s B12-
neUIMTHON aHEMHHM XapaKTepeH HU3KUN YPOBEHb PETUKYJIOIUTOB,
CHUKEHUE KOJWYECTBA JIEUKOIIMTOB 3a CYET HEUTPO(HUIOB, CIBUT
JEUKOIIUTapHOU bopMmyIbI BIIPABO - MOSIBJIEHUE
TUIIEPCETMEHTUPOBAHHBIX  MOJIUMOP(MHOSIACPHBIX TPAHYJIOLUUTOB C
KOJIMYECTBOM CETrMEHTOB OT 6-8 m0 12. OZHOBPEMEHHO MOHO
HaOII01aTh CABUT (POPMYJIBI BJIEBO JO METa- U JaXK€ MUEIOLHUTOB,
CHIDKCHME KOJUYEeCTBA HSO3MHO(UIOB BIUIOTH 10 HCUYE3HOBEHUS,
CHUKEHHUE KOJIMYECTBA MOHOIIMTOB, OTHOCUTEIbHBINA JTUM(OUUTO3. Y
50% OOnBHBIX OTMEYAETCSd TPOMOOIUTOIICHUS, HEPEAKO TPOMOOIUTHI
YBEJIUUCHBI B pa3Mepax U HMEIOT HEOOBIUHYIO (OpMy, OJHAKO HX
AKTUBHOCTh COXpPAaHEHA U MTOATOMY SIBJICHUH KPOBOTOUHUBOCTH HET.

COD He yCKOpeHa, HO IIPH TAXKEJIOM CTEIIEHW aHEMHUHU BO3MOXKHO
HeOobI0e yekopenue (18-20 Mmm/4).

[Ipu oOHapyxeHuu B nepudepuueckoil KpOBU MAHIIMTONEHUN —
aHEMHH, JIEHKONEHUHU, TPOMOOLUMTONEHUH OCOOCHHO Yy JIIOJEH
MOKUJIOTO BO3pacTa HEOOXOJIUMO HCKIIOUUTh MErajao0JIacTHYIO
aHEMHIO.

[Ipu B12-nedunuTHol aHEeMUU JOBOJILHO YacTO HaOJIOJacTCsA
TEMOJIMTUYECKUN CUHAPOM, O0YCIOBIECHHBI BHYTPUKOCTHOMO3TOBBIM
pacmajioM S3pUTPOKAPUOIMTOB M MAaKpPOLMTOB B MepUPEPUUYECKOM
KPOBH. ODTO TPOSBISIETCS YBEIMYCHHUEM  KOJUYECTBA CBOOOIHOTO
OwnupyOMHa, yPOBHSA  CBIBOPOTOYHOTO  JKEjIe3a, aKTUBHOCTHU
naktataeruaporenassl. [Ipu Bl12-nepunutHoil anemuun HabOIrogaeTCs
CHWKEHUE ypOBHA BUTamMuHa Bl2 B  CBIBOPOTKE  KpOBH,
TUTIEPTOMOITMCTCMHEMHUSI,  TIOBBIIICHHAsT  JKCKpEIuss ¢  MOYOH
TOMOIIUCTEHHA, METUJIMAJIOHOBOM KHUCIOTHI (B HOpPME€ C MOYOU
BbIJICIISIETCS A0 3,5 MI' METUJIMAJIOHOBOM KHUCJIOTHI).
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Kapmuna kocmnozo mo3zea

B xoctHOM Mmo3re mpu B12-gedunutHol aHeMUU OTMEYaeTCs
SPUTpPOUAHAS THUIEPIUIA3Us C MErajgo0JIacCTUYECKOM  peakiuei.
KOoCTHOMO3roBO# JIEMKOIPUTPOLIMTAPHBIM HWHIEKC cocraBisaeT 1:1;
1:2; 1:3 (npu HopM™me 2,5-4:1). KieTku 3puTpOUAHOTO psifia YBEIUUCHBI
B pa3Mepax (TUraHTCKHUE KIIETKH), SIpO PACIIONO0KEHO SKCUEHTPUYHO,
BBITVISIAUT MEHEE 3PENbIM MO CPABHEHHUIO C IIUTOIUIA3MOM, CTPYKTypa
XpoMaThHa 0oJjiee HEeKHasl, TIIBIOKU BBITIISAIAT KaK MEJIKHUE 3€PHBIIIKU
(«3emuis, UCHELIPEHHAas KalulIMU TOJBKO UYTO  HAuyaBIIETrOCs
HEOOJIBIIIOTO  JOXKIS»), SAPBIIKK B sSApax  MErajo0JacToB
OTCYTCTBYIOT. OCOOCHHOCTHIO METANI00ACTOB SIBJSETCA ACUHXPOHHOE
CO3peBaHME siApa W IHUTOILUIa3Mbl (TeMOTIIOOMHU3ANNS ITUTOIIA3MBI
MIPU COXPAHUBILIEKUCS HE3PEIOW HEXKHOM CTPYKTYype XpOMATHHA).
Merano6nactel ObIBalOT 0a30(UIBHBIMH, MOJUXPOMATOPUIHLHBIMU U
okcupuabHbIMU. [IpU TSOKEIOM TEUEHUH aHEMHH KPOBETBOPECHHUE B
KOCTHOM MO3r€ IOJHOCTBIO MPOTEKAET MO METraJo0JacTHOMY THILY,
eciu npeoOJaaoT IpoMerano0J1acTel u 0a3zounbHbBIC
Merano0JacTbl, MMEET MECTO TaK Ha3blBaeMas KapTUHA «CHUHETO
KOCTHOTO MO3ra» 3a cueT 0a30(QWIbHOM IUTOIUIa3Mbl, MpPHU
npeodaaHud OKCU(HIBHBIX MErajo0jacTOB — KapTUHA «KPacHOTO
KOCTHOT'O MO3Tray», TaK KaK OKCU(WIbHbIE MEraio0JacThl B OOJbIIEH
Mepe HachlleHbl TremoriioonHoM. Ilpu Bl2-pedunutHoit anemMuu
XapakTepHO M3MEHEHHE KJIETOK MHUEIIOUJIHOTO Psija - MaKpOIUTO3,
rUNEpCerMeHTalus HEUTpOo(UIIOB, Yalle BCEr0 YBEJIMYMUBAIOTCS B
pasMepax METaMHUEIOUUThl W  MAJIOYKOSAEPHBIE  HEUTPOPUIIBI.
KonnuectBO MerakapyonuToB B HOPME, MOPU TSHKEIOM TEUYEHUU
3a00JI€BaHUs] — CHUKEHHUE 32 CYET MErajaoO0JacTOMAHBIX W3MEHEHHI
anep.

[Ipu paszButum  Bl2-gpedunurHoit anemun Ha  ¢oHE
ayTOMMMYHHOTO TIpoliecca B CHIBOPOTKE KPOBU BBIABIISIIOTCA aHTUTEINA
K TapUeTalbHbIM KIIETKaM, TaCTPOMYKOINPOTEHUHY WM KOMIUIEKCY
«ButamMuH Bl12 + racrpomykonporeun». lIpu nuroreHernueckoMm
uccienoBaHuu BhISBIAIOTCA MyTanuu reHa ABCD4, BcTpedaembie
npu B12-nedpunurHoii anemuu.

B nuarnoctuke Bl2-medunutHoit aHemMuum  HauOoJblee
3HAQYCHUE TMPUJACTCS OCHOBHBIM JHATHOCTHYCCKUM KPHUTEPHSIM,
OpeXae  BCEro  OOHAPYXKEHUIO B CTEPHAJIBHOM  IIYHKTATe
Merajo0acToB M KOJWYecTBY B KpoBu BuTamuHa Bl12. Tlocne
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YCTAHOBJICHUS JHAarHo3a HEOOXOJUMO BBIACHUTH NMPUYUHY IePUIINTA
BuTtamMuua B12.

B X0/ JICYCHUS B12-nedunurHoit AHEMUU
MErano0JacTUYECKOEe KPOBETBOPEHUE B KOCTHOM MO3T€ MEHSAETCS W
IMPOXOAUT MO CMEIIAHHOMY THIYy — KJIETKA KpAacCHOIro psla

MpEJCTaBICHBl  3pUTpOOJACTaMU, HOpPMOOIacTaMH, Ipomerano0-
nactamu, Merayo6iactamu. [1o Mepe BBI3IOPOBICHUST KPOBETBOPEHUE
CTAHOBUTCS BCE Oonee HOPMOOJIACTUYECKUM. YpoBeHb
CBIBOPOTOUYHOI'O >K€Jie3a BO BpEMsl JICUCHHUS CHUXKAETCS, TaK Kak
aKTUBHO MCIIOJIB3YETCS NIl dpUTporodsa. B nepudepudeckoit KpoBu
Ha 5-7 geHr  JeyeHUsT  OTMEYaeTcsl  TaK  Ha3bIBaeMBIU
PETUKYJIOLUTAPHBINA KPU3 — YBEIUYEHUE KOJIUYECTBA PETUKYJIOLMUTOB
— XOpPOIIMK MPOTHOCTUYECKUU TPU3HAK, CBUAECTEIBCTBYIOIIAN O
reMaTOJIOTHYECKOM peMuccur. MakporuTo3 HEUTPOPUIOB MOXKET
COXpaHAThCS B TeUueHUe 1-2 MecsleB TOCIe HACTYIUICHUS
reMaTOJIOTUYECKOU PEMUCCHUH.

JuddepeHuuanbHbIi JUATHO3

B12-gedurmutayro anemmio ciueayer aud@epeHInpoBaTh C
3a00JIEBaHUSAMU, MPU KOTOPHIX HAOIIOAAETCS YBEIMYEHUE pa3zMepa
SPUTPOLIUTOB HE CBA3AHHOE C MErano0JaCTUYECKUM KPOBETBOPEHHEM,
T.. HE sBIKIETCS crleacrBueM Hapymenus cunre3da JHK, a
CIEACTBHEM JIpyrUX IMPUYMH, C 3a00JIEBaHUSIMH, TIPU KOTOPBIX
OOHapY>KUBAETCSI CHHIPOM MAHIIUTONIEHUH U T€MOJIN3A.

[Ipu OCTpPOM APUTPOMUEIIO3E HaOIrogaeTcs
METrajo0JIaCTOMAHBIA ~ TUII ~ KPOBETBOPEHMS, B  OTIWYHME  OT
Merajgo0yiacTHOTO, XapakTepHoro mis Bl2-gedurnutHolr aHeMuw.
HaOntomaercs yBenMYeHUE KOJIMYECTBA MHUEI00JIACTOB B KOCTHOM
MO3T€ U TOSIBJIEHHE WX B MepudepruuecKkoil KpOBU, OTCYTCTBHUE
TUIIEPCErMEHTUPOBaHHBIX HeuTpoduiioB. ns OGonesnu ['ynbenbmo
XapakTepHa  BBICOKas  TeMIIeparypa, oo B KOCTSIX,
TPOMOOLIMTONIEHHS, YacTO COYETAIOIAsICs C TeMOPParuyecKum
CUHIPOMOM, HOpPMAJIbHOE coAepkaHue BUTamMuHa Bl2 B KpoBwH,
oTcyTcTBUe dddekra oT mnpoOHON Tepanuu BUTamMuHOM Bl2.
MakpouuTapHyt0 aHEMHUIO C MAHIUTONEHHEH MOTYT BBI3BIBATH KaK
TUIIO-, TAaK W THUIEPTUPEOU]IN3M, AaJIKOrOJbHAs WHTOKCHUKAIIMA,
XpOHUYECKHE 3a00J€BaHUs TE€YEeHU. MaKpOLMTO3 MOXKET TaKxKe
HAOMIOAThCA MPU XPOHUYECKUX 3a00JICBAaHUSAX IMOYEK, KYpECHHH,
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OOJIBIIIOE YHUCJIO PETUKYJOIMTOB MOKET TOBBIINIATh IOKAa3aTelb
cpenHero oO6wsema osputporuToB. K Meramob6iactoldy  MOXeT
MPUBOJAUTH IPUEM JICKAPCTBEHHBIX MPENApaTOB, B YaCTHOCTH,
[IUTOCTATUYECKOTO psAsa, nHruoupyrommx cuare3 JJHK.

Hanmnume naHOMTONIEHMM W BBIPAXKEHHOTO T'E€MOJIMTUYECKOTO
cuHapoMma Tpedbyer auddepeHUaIbHON  AuarHocTuku  Bl12-
neUIMTHOM aHEMUU C ayTOUMMYHHOM T€MOJUTHYECKOM aHEeMHEH.
OnHako ayTOMMMYHHAsl TEMOJIMTUYECKAs] AHEMMS — HOPMOXPOMHaAs,
HOMOIUTapHasi B otriuuue oT Bl2- gedurutHoit anemuu. Ilpu
ayTOMMMYHHOU FEMOJINTUYECKOU AHEMUU HEXapaKTepeH
Merano0IacTHbIN THI KPOBETBOPEHUS, HaJIN4ne
TUNIEPCETMEHTUPOBAHHBIX  HeUTpopuiaoB. B KOCTHOMO3roBOM
MyHKTAaTe€ HAOJI0/IaeTCsl YBEIUYEHHE HOPMOOJIACTOB, MEranao0JIacThl
OTCYTCTBYIOT. KOTHYECTBO PETUKYJIOIIUTOB B MEPUPEPUIECKON KPOBH
phd  AYTOUMMYHHOW  TE€MOJIMTUYECKOW  aHEMHUU  YBEJIWYEHO,
cojepkanue ButamuHa B12 HopMmanbHOe, Takke OTCYTCTBYET 3P (PeKT
OT JiedueHuss BUTaMUHOM B12. XapaktepHbIM I ayTOMMMYHHOU
FEMOJIUTUYECKON aHEMUM SIBISECTCS TOJIOKUTENIbHas npoba Kymbca
(HaIM4KMe aHTUIPUTPOLIUTAPHBIX AHTUTEN).

Hacnencreennsie ¢popmbl B12-nepuuutHoil aneMun, Takue Kak
HACJIEJICTBEHHBIA JePUIIUTE TaCTPOMYKOINPOTEHUHA, MPOSBISIOTCS HE
paHee 6 MecsleB XKW3HU (Yalle BCEro B Bo3pacTe 2-6 JIeT) U
XapakTepU3ylTCsl OTCYTCTBHEM BHYTpeHHero (akropa Kacma B
KEIYJJOYHOM COKE€, HaJW4Yh€ AaHTUTEI K HEMYy U MapueTaIbHBIM
KiIeTkam  kenyaka.  Jns  cunapoma  MmmMmepcnyua-I'pecOeka
XapaKTEpHO CEJIEKTUBHOE HApyLICHHWE BCachblBaHWs BUTaMuHa Bl12 B
MOJB3/IOIIHON KHIIKE CBA3aHHOE C OTCYTCTBHEM pEIENTOPOB B
CJIM3UCTOU o0oJouKe K  KOMIUIEKCY «BUTaMUH Bl2+
racTPOMYKOIIPOTEHH. [Tpu HaCJIEICTBEHHOM neduire
TpaHCKOOaJlaMHWHA  XapaKTepHBIMH  TNpU3HAKaMu  3a00JeBaHUsA
ABJISICTCS HOPMAJbHOE COAEPXKAHUE B KpoBUM BUTamuHa Bl2 wu
OTCYTCTBHUE TpaHCKoOamamHa ll.

B12-nepunutayro anemuto crueayer auddepeHUHpoBaTH C
dbonueBogepUIIUTHON aHEMHEH, KOTOpas TaKKe OTHOCUTCS K
AHEeMHSIM C METAI00JACTHBIM THIIOM KPOBETBOPEHHSI.
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JlabopaTopHasi AMArHOCTHKA
doueBoACPUIUTHON AHEMHUH

donueBomeuIUTHAS aHEMUSA  SIBISETCS  METalo0JIacTHOM
aHeMueu, o0OyclmoBiIeHHON nepuuuToM (HoJIaTOB B OpraHU3ME.
®donueBogedUIIMTHAS aHEMHS 4Yallle BCTpeYaeTcs y JeTel, rojei
MOJIOJIOTO M CPEAHET0 BO3pacTa.

dosnueBasi  KUCIOTAa  OTHOCUTCA K  BOJIOPaCTBOPHUMBIM,
TepMOJIAOUIILHBIM BUTaMUHAM. B TUIIEBBIX MPOIYKTax >KUBOTHOTO U
PACTUTEILHOTO TMPOUCXOXKICHUS W KIETKaX COACPKHUTCS B BHUIE
domaroB — QoaueBokucabix coneil. Ob6mee comepxanue (poaaToB B
opranuzme — 5-10 mr, B gemo (medeHu) — 2,5-5 wmr, cyTouHas
noTpeOHOCTh, opranusma B doaueBor kuciaore — 100-200mkr. B
Cily4dae TMOJHOTO MPEKpAIleHHUs MOCTYIUICHUS BUTAMUHA B OPTaHU3M,
JIeTIo 00ecIeunBaeT MOTPEOHOCTh B (DOJIMEBOM KUCIOTE B TeUeHUE 4-5
MECSIIIEB.

ITHOJIOTUSA

K ocHOBHBIM mpuuumHaM pa3BUTHSA  (PosreBoaePpUITUTHON
aHEMHUU OTHOCSITCS:

1. Hemocratounoe nocrtymieHue (ojaaTtoB ¢ MUIIEH — dacTas
npuurHa  QonueBomeduiuTHON aHemuu. @DojmeBas  KHCIOTa
COJICPXKUTCA B MsCe, CyONpoayKTax, NINMWHATE, JIUCThIX cajara,
daconu, cmapxe, OBoIIaX, Trpudax, QPyKTax, HEIOCTaATOYHOE
ynorpeOjeHne KOTOPBIX WM HENpaBWJbHAas WX KyJIHHapHas
o0paboTKka MOXKET TpuBeCTH K AchUIHTY (OJIMEBON KHUCIOTHI H
Pa3BUTHIO METAIO0JIACTHOM aHEMUH.

2. Hapymienue BcachiBanusi poyiaToB B KuiieuHuke. DosmeBas
KHCJIOTAa BCAChIBa€TCS B 12-TIEPCTHOM M TMPOKCUMAIHHOM OTIEIE
TOlIeW KUIIKHU. [IpudmHbI, mpUBOASIIKE K HAPYIICHHUIO BCACHIBAHUS
donreBoil KUCIOTHl aHOJOTHYHBI TakoBbIM npu B12- nedunmrHOM

aHEeMHU — DHTEPONaTUH, CHUHIAPOM MallbaOCOPOLMK, PE3EKIUs
KHILIEYHUKA U T.JI.
3. IloBblmieHHas mNOTPeOHOCTH B (ojlaTax — BO BpeMs

OepeMEeHHOCTH, y JeTed TepBOro roja JKU3HH, B IEPHOJ
WHTCHCUBHOTO pPOCTa, ITOJOBOTO CO3PEBaHUSA, TMPH XPOHHUYCCKHUX
BOCITAJIUTCIIBHBIX Imponeccax, TSCMOJIUTHUYCCKUX dHCMUAX,
reMo0J1acTo3ax, pakoBbIX 3a00JICBAHUSIX U T.]I.
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4. XpoHH4yeckasi  aJIKOTOJIbHAs  MHTOKCHUKALMSA.  AJIKOTOJIb
HapyImIaeT BcachiBaHUE ()OJATOB B KUIIICUHHUKE.

3. [ToBbILIEHHAs rnoreps dbonaToB — cepacyHas
HEJIOCTATOYHOCTh, HUPPO3 NEYEHH, Y TAIUEHTOB HA TEMOIUATIU3E.
6. Ilpuem JIeKapCTBEHHBIX NIPENAPATOB — JICYCHUE LHTO-

CTaTUKaMH, TMpUeM CyJb(paHUIaMHUJIOB, TPOTUBOTYOEPKYIIE3HBIX,
MPOTUBOCYIOPOKHBIX MPENApaToOB, KOTOPHIE HAPYIIAIOT BCACHIBAHUE
W HCMHOJIb30BaHUE (DOJIUEBOM KUCIOTHI, YTHETAIOT (EPMEHTHI,
y4yacTBylomue B  oOmeHe  (OJUEBOM  KHUCIOTBHI  (JIETHAPO-
donarpenykrasza, puOOHYKICOTHAPEAYKTA3A).

6. HacneactBennsiii geurut QepMEeHTOB — AUTHAPO-
donarpenykrasel, S-TH-tpancdepasbl, dhopMumuHo-TpaHcdepassl,
NPUHUMAIOIIMX Yy4yacThe B MeTabonusme GONIMEeBON KHUCIOTHI B
OpraHu3Me.

IlaTorenes
Otuonoruyeckue  QakTopel  HapymamT  (QOpMHpPOBaHHE
akTuBHOM  Qopmbl  (QonmeBodt  kuciaorel —  5-10-mertwiieH-

TeTparuaApo(dOIUeBO  KUCIOTHI, HEOOXOAMMOW i1  CHUHTE3a
TuMuaAuHMOHO(ocdara u3 ypunuamonodocdara. B pesynbrare yero
Hapymaetcsa cuHte3 JIHK B KpOBETBOpPHBIX KJIETKaX C pa3BUTHEM
MErano0JacTHONM aHEMUHU.

Knunuka. /luarsocruka

Knunuueckass kaptuHa nOpu  QoireBOASPUIUTHON aHEMUU
aHaJIOTUYHA KIMHUYECKOU KapTuHe npu B12-nedpunurHoin anemuu, 3a
UCKJIIOYCHUEM Pa3BUTHS aTpoUUECKOro TJIOCCUTA, TacTpUTa,
axuwiuu U (PYHHUKYJISIPHOTO MHUEN03a.

JlaGopaTopHble JaHHBIE OOIIEro aHajdu3a KPOBH, KOCTHOTO
Mo3ra Tipu (HoaueBoIePUIIUTHON aHEMUH TaKue ke, Kak u npu B12-
nedurutHor anemuu. [ns  guddepeHIManbHOW  TUArHOCTUKU
UCIIOJIB3YIOT ~ OKPAacKy CTEpPHAIBHOIO TYHKTAaTa aJlu3apUHOBBIM
KpPacHBIM, KOTOPBIM OKpAIIMBAET METAIO0IaCThl B KPACHBIM IBET MPHU
B12-neduuurHoit AHEMUU 151 HE OKpalIMBaeT Ipu
donueBogeuiuTHON. B OMOXMMHUYECKOM aHaliM3e KPOBH OoOparaer
Ha ce0s BHUMAaHUE HOPMaJIbHBIN ypoBeHb BUTaMuHa B12 u cHIkeHMe
cojepkaHuss  (OIMEBOM  KHUCIOTHI. Cytounas  3KCKpeuus
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METHJIMAJOHOBOM KHCIOTHI ¢ MoOYoH mpu QoareBoaeduIuTHON
aHEeMHH HOpMajbHas B oTiamdue oT B12-nedurnutHoit aHeMun.

Hcnonb3oBanue TUCTUIMHOBOM poObI IIO3BOJISET
muddeperiupoBaTs (POIUCBOACPUIUTHYIO AaHEMUIO, MPU KOTOPOH
npoba ¢ TUCTUIUHOM  TOJOXHUTENbHast B  OTIWYUE  OT
B12-nedpunutnoii. Ilpu dbonueBoneduniuTHON aHEMUU BBIJICICHUE C
MOYOKM (HOPMUMHMHIITYTAMHUHOM KHCIIOTHI TMociae mpuema 15 T
TUCTHIMHA 3HAYUTEIBHO YBEJIMYMBACTCS, TAK KAK HE MPOUCXOIUT
NpEBpAICHUS TUCTUAMHA TOJ JeicTBHE (OJUEBON KHUCIOTHI B
IJIyTAMHAHOBYIO KUCJIOTY.

JlabopaTopHasi ITMAarHOCTHUKA reMOJIUTHYECCKUX aHEMHUH

['emonuTuyeckue aHEeMUHU — rpymnmna aHEMMU,
XapaKkTEePU3YIONIMXCS  CUHAPOMOM  TIE€MOJiM3a —  CHUIYKEHHOMU
MPOJOJDKUTEIIBHOCTRIO  JKM3HUM UM TIOBBIIIEHHBIM — pa3pylIeHUEM
SPUTPOLIMTOB, MPU  KOTOPHIX  TPOIECCHl  KPOBEpa3pyIICHUS
npeodsaatoT  HaJ  IpoleccaMu  KpoBOoOpa3zoBaHus. [ 'emonn3
SPUTPOIIUTOB MOXKET OBITH KOMIIEHCUPOBaHHbBIM U
HEKOMIICHCUPOBAaHHBIM. B TOM cllyuae, Korja KpacHBIM KpPOBSHOMU
POCTOK pabOTaeT aKTUBHO, KOJUYECTBO APUTPOIIUTOB, Pa3pPYyIICHHBIX
B pe3yJbTaTe reMojin3a, BOCIOJIHSETCA, U aHEMUsl HEe pa3BUBAETCS —
KOMIIEHCUPOBAHHBIN T€MOJIN3, YPOBEHb I'€MOTJIO0OMHA U SPUTPOIIUTOB
B Mpejeiax HOpMalbHbIX 3HaueHUu. [Ipu HEOOXOIMMOCTH KOCTHBIN
MO3T' MOKET TOBBICUTH KPOBETBOPHYIO (yHKIMIO B 6-8 pa3 wu
KOMIIEHCUPOBATh TE€MOJIM3, €CIM YKOPOUYEHHE >KU3HU HPUTPOLIUTOB
cocTaBisgeT 1/6 - 1/8 oT HOpMBL.

B ToM cnydae, koria reMOJUTHYECKHE KPHU3bl DPa3BUBAIOTCS
4acTO, MPOJOIAKUTEIBHOCTh KU3HU SPUTPOIUTOB COCTABISIET MEHEE
30 nHeW KOCTHBIA MO3I HE B COCTOSSHHHM BOCIIOJIHUTH HEOOXOAMMOE
KOJMYECTBO  DSPUTPOLMTOB U TeMmorjoOMHa  pa3BUBAETCS
JEKOMIICHCUPOBaHHbIA remosin3. CKOpOCTh pa3pylIeHUs KIETOK
NPEBBIIIAET MAKCUMAaJbHYI0 CIHOCOOHOCTh KOCTHOTO MO3ra K
MPOAYKIIUHA 3PUTPOLIUTOB, Pa3BUBACTCS TE€MOJIUTHUYECKAs aHEMUS.

B HOpME IPOAOIKUTENBHOCTh KU3HU SPUTPOIIUTOB COCTABIISIET
90-120 mne#, 3aTeM SPUTPOLMTHI paspyiiatoTcs. B 3aBucumocTu ot
TOTO, TJI€ MPOUCXOJUT Pa3pyIICHHE SPUTPOLMTOB, Pa3IUYAIOT

BHYTPHUKJIIETOYHBIA U BHYTPUCOCYAUCTHINA I€MOJIU3.
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KinuHudeckn BaKHO MOAPA3JALIATh T€MOJUTHUYECKUE aHEMHUHU B
3aBUCHUMOCTH OT JIOKaJIM3aluu reMoiu3a (Tadi. 18).

[TpumepHo 90% >pUTpPOLIMTOB pazpyiiaeTcss U PparoluTUpyeTcs
Makpodaramu  cele3eHKM  (BHYTPUKIETOYHBI  TeMOJIM3)  C
MOCJIEAYIOIUM 00pPa30BaAHUEM KEITUHBIX TUTMEHTOB.

'eMonuTHYEeCKME aHEMHU C BHYTPUKIECTOYHBIM T'€MOJIU30M
qanie HOCST HACJIEACTBEHHBIM XapakTep M HMEIOT XPOHHYECKOE
teueHne. O0ocTpeHus: 3a001eBaHMs MPOSBIISIIOTCS T€MOTUTHYECKUMU
KpU3aMU, KOTOPbIE pa3BUBAIOTCS B JIIOOOM BO3pacte, MoJ ACHCTBUEM
JTIOO0BIX MPOBOLUPYIOMUX (AKTOPOB — TPUEM JIEKAapCTBEHHBIX
npenapaToB, BaKIIMHAIKA, TTOCIe UHPEKIUH 1 0e3 BUAUMBIX MPUYHUH.
Bo Bpemsi kpu3za reMoiiM3 SPUTPOIMTOB ycuiuBaeTcsa. PaspyiieHue
MPOUCXOJUT B KJIETKAaX CHUCTEMbI (haroIUTUPYIONINX MOHOHYKJICAPOB

(cene3eHKa, B MEHbBIIEH CTEIIEHU MT€UY€Hb, KOCTHBIA MO3T).

Tabmuna 18. — Buabl reMOTUTHYECKUX aHEMUUN

I'emoiuTHYECKHE AaHEMHUH €
BHYTPHUKJIICTOYHBIM I'¢eMOJIU30M

I'emosiuTHYECKHE AaHEMHH C
BHYTPUCOCYAUCTHIM I'¢MOJIN30M

OOycnoBieHHbIE AePEKTAMU
MeMOpaHbl SPUTPOIIUTOB
(HacIeACTBEHHBIH CPepoLUTO3 U
pyrue neeKTh)

BcnencrBue TpaBMaTnueckoro
reMoJIn3a

OOycrnoBieHHbIe AedeKTaMu
MeTaboJIM3Ma SPUTPOIIUTOB
(HEIOCTaTOYHOCTH MUPYBATKUHA3KI U

JIpyrue 1eeKThl)

BcenencrBue nepenuBanus
HECOBMECTUMOU KPOBHU

bose3np HECTAOUIBHOTO
reMoryioonHa

[TapokcuzmanbHast HoUHas
reMOrJI00uHYypHUs

I'emonuTHUeCcKrEe aHEMMHU,
00yCIIOBIICHHBIE HAPYIIICHUEM
CHHTE3a TeMOTIIOONHA
(reMorIIOOMHOTIATHN)

Bcenencreue nHdpeknuii, mapa3suTo3on
(KIOCTpUANH, MATIIPUNHBIN
TIJ1a3MOIHIH ),

Ha ¢one n30pITOUHOrO KOTHYeCcTa
PUTPOIUTOB ((pr3nonornueckas
KENTyXa HOBOPOXKIEHHBIX,
SPUTPEMHUS — TIPH KOJIMYECTBE
SpUTPOLHUTOB Goiee 6-7x10%/1.

Bceneactsue neduiura riiroko30-6-
docdarneruaporeHasbl

[IpuoOpeTeHHbIe AyTOUMMYHHbIE
TrEMOJIMTUYECKHE AHEMUU
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KnvHuueckue TposIBICHUS  BHYTPUKIETOYHOTO  T'€MOJIM3a:
aHEMHUSI, KEITyXa, YBEJIMYEHUE Pa3MEpPOB CEJIE3€HKHU, BILIOTH [I0
CIIJIEHOMETaJIUU.

JlaGopaTopHble TpPU3HAKU TMOBBIIIEHHOTO BHYTPUKJIETOYHOTO
reMojiu3a: TUnepOuIupyOuMHEMHUs 3a CYET HEKOHbIOTMPOBAHHOM
dbpakiuu, yBeIMueHUEe CTEPKOOUIIMHA B Kajle, YpOOUIUHOTEHYPUSL.

Oxkoiio 10% 3puUTpOLIMTOB pa3pyliaeTcs B KPOBEHOCHOM pycCJe
(BHYTPUCOCYAUCTBIA TEMOJIM3 C Y4YacTUEM KOMIUIEMEHTA) C
00pa3zoBaHHEM CBOOOIHOIO I'€MOIJI00MHA, T.€. B KPOBEHOCHOM pyCJe
BCETJa €CTh HEOOJbIIOE KOJIMYECTBO CBOOOJHOTO T€MOTJI00MHA.
YacTuuHOo, CBOOOJHBIA TeMOTJI00UH peabcopOupyeTcss B KaHaJbIlax
MOYEK U TOMajasl B MEYeHb, MpeBpamiaercs B OwinpyOuH. bonbiias
4acTh CBOOOJHOTO TEeMOTJ0OMHA COCAMHSETCS C TanTOrJI00WHOM B
KOMIUIEKC, KOTOPBIA YTUIM3UPYETCd B TNIE€YEHH, KOCTHOM MO3TE.
'anTornoOmH MoxkeT cBsg3aTh He Oonee 1,0 1/1 cBOOOIHOrO
reMorjioonHa, MOATOMY IIPH MOBBIIICHUH B TIJIa3Me KPOBU CBOOOHOTO
reMorJioOMHa OH BblIENsieTcsl ¢ Modou. [lpu remornoOuHypun Moua
npuoOpeTaeT TEeMHBIM, TO4YTH dYepHbId 1BeT. IIpoxoas uyepes
MOYEYHbIE  KaHAJbIbl, CBOOOJHBI  TE€MOTJIOOMH,  YacCTUYHO
pa3pylasch, OTKJIAIBIBAETCA B SMUTEINN KaHAJIBLEB U MOSIBISETCS B
MOYEe B BHJAEC 3€pEH TeMOCHACpPUHA. 3HAYMUTEIBHOE TOBBIIIICHUE
CBOOOJHOTO TeMOrioOMHa B KPOBEHOCHOM pyclie HNPUBOJIUT K €ro
OKHCJICHUIO O METTeMOTJI00MHA, KOTOPBIM MPUIAET KPOBU JIAKOBBIN
BUJI, IJla3Ma TMPU OSTOM OKpAIUBAETCS B KOPUYHEBBIA I[BET.
KinnHuyecku  Kpu3bl  OpU  TEMOJMTHYECKUX  AHEMHUSIX  C
BHYTPUCOCYIUCTBHIM TEMOJIM30M MPOSIBIAIOTCS JIMXOPAJIKON, 03HOOOM,
OooJiAsMU ~ pa3HOU JOKaJIA3alliH, YMEpPEHHO BBIPAKEHHOM
KENTYIIHOCTBIO CKJIep. ['eMOrioOMHypuss MOXET TMPUBECTU K
OOCTPYKLUIMM  KaHaJbLIEB W  Pa3BUTUIO  OCTPOM  TMOYECHHOU
HEJIOCTAaTOYHOCTH, BO3MOKHO Tak»e pa3zputue cunjapoma JIBC.

JlabopaTopHble MNPHU3HAKA BHYTPUCOCYAUCTOTO  TE€MOJIM3A!
reMOTJIOOMHEMUS (TOBBIIIICHUE CBOOOTHOTO reMOIJI001Ha),
METTeMOTJIOOMHEMHUS, CHIDKCHHE WM OTCYTCTBHUE TalTorjoOWHa B
CBIBOPOTKE KPOBH, T€MOTJIOOMHYPHS, TEMOCHUICPUHYPHUSI, OBBIIIICHUE
KOHIICHTpaIluM skeje3a B Moue. CpaBHUTENbHAS XapaKTEPHUCTHKA
HEKOTOPBIX JJa0OPATOPHBIX MTOKA3aTeNIe B 3aBUCHMOCTH JIOKAIHU3AIlUH
remosu3za (Tabm. 19).
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Tabmuma 19. — CpaBHUTENbHAS XapaKTEPUCTHUKA HEKOTOPBIX

71a00PaTOPHBIX IoKa3aTeien Ipu BHYPHUKIIETOYHOM u
BHYTPHUCOCYAMCTOM BHUJIAX TEMOJIM3A
JlaGopaTopHbie BHyTpHUK/I€TOYHBbINI BuyTpucocyaucTblii
NPU3HAKH IeMOJIN3a reMoJIn3 reMoJIn3

Mopdonornueckue XapaKTepHbI Kax mpasiio,
WU3MEHEHUS SPUTPOLIUTOB B | (MUKPOCPEPOLIUTHI,

. OTCYTCTBYIOT
nepudepruuecKoil KpoBU OBAJIOLUTHI U JIP.)
Bricokuii ypoBeHb B
KpPOBHU CBOOOTHOTO
reMoryioOMHa, CHUKEHHE

He xapakrepHo XapakTepHo

WU OTCYTCTBHUE
ranToriioouHa B
CBIBOPOTKE KPOBU
['emornoGunypus,
TEMOCHJIEPUHYPUS,
ITOBBILLICHUE He xapaktepHbl XapakTepHsl
KOHIICHTpALIMU KeJe3a B
MO4Ye
YpoOunuHorenypus,
YBEIIMYECHUE XapakTepHsI He xapakrepnsl
CTEpPKOOMJIMHA B KaJie
CHuXEeHNE OCMOTUYECKON
PE3UCTEHTHOCTU XapakTepHo He xapakrepno
SPUTPOLIUTOB

MemOpanonaTumn

K meMOpaHomaTtusiM OTHOCAT TPYHIy T€MOJUTHYECKUX aHEMUH,
Kak TMpaBWJIO, HACJIEACTBEHHOIO  XapakTepa, OOYCIIOBJIECHHBIX
HapylIeHUEM CTPYKTYPBI MeMOpaHbI SPUTPOLIUTOB, YTO
COMPOBOXKIAETCA M3MeHeHueM ux (Gopmbel. MemOpaHonaTuu
OTHOCATCS K TE€MOJIUTUYECKMM AaHEMHUSM C BHYTPHUKIECTOUYHBIM
TeMOJIN30M, npu KOTOPOM SPUTPOLIUTHI pazpymaroTcs
MPEUMYIIIECTBEHHO MaKpodaramMu ceae3eHKH

B 3aBucumoctM oT  (OpPMBI  IPUTPOLIMTOB  PaA3IUYAIOT
cleayrole MeMOpaHOIIaTHH:

1. Chepounros.

2. OBanonuTo3.

3. AHeMHs C BBIPAXECHHBIM AaHU3O0LUTO30M U MOMKUIIOLMTO30M

(MUPOTIOMKHUIIOLIUTO3).
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4. CTOMaTOIIUTO3.

5. AKaHTOLIUTO3.

6. DIJIMOTOIIUTO3.

HaubOonee w4acTtoii a”HOMalMeEr SBISIETCS HACJIEICTBEHHBIN
cheponnuTo3, peke BCTPEUYAETCS OBAJIOIMTO3, M OTHOCHUTEIBHO
PEIKHUMHU SBJISIOTCS OCTaJbHBIE BUIBI MEMOpaHOIIATHIA.

JlabopaTopHasi IMArHOCTHKA HACJIEICTBEHHOT 0
MUKpOCcPepouTosa

HacnencrBennsiit Mmukpocdeporutos (bonesnr MUHKOBCKOTO —
[Toddapa)- rpynma HACIEACTBEHHBIX TE€MOJUTHYECKUX aHEMUH,
MMEIOIINX CXOJIHYI KJIMHUYECKYIO KapTHUHY, HO OTJIIMYAOMIUXCS APYT
OT Jpyra XapakTepoM HU3MEHEHUU MOJEKYJSIPHOrO CTPOCHUS OCJIKOB
MeMOpaHbl JPUTPOLIMTOB, YTO TMPUBOJUT K MUPKYISAUUU B
nepuepruyeckoM pyciie  IPUTPOIMTOB  HEOOJBIIOTO JAHaMeTpa
chepuueckon popmbl - MUKPOCHEPOILIUTOB.

INUIEeMHUOJIOT U
3aboneBaHue HacleayeTcs MPEMMYLIECTBEHHO IO ayTOCOMHO-
JOMUHAHTHOMY THUIy, 4Yallle BCTPEYAeTCs TeTepo3urotHas ¢opma
HOCUTENBbCTBA. Hepenko KIMHWYECKHE TPU3HAKKM 3a00JE€BAHUS
HOPOSIBJSIIOTCS. YK€ B HEOHATaJbHOM MEpHOJie, HO dYaile OOJe3Hb
POSIBIIAETCS B Bo3pacte 3-15 ner.

IIaTorenes

B ocHoBe wu3MeHeHUN mOpu CcHEpolUTO3€ JIEKUT HAPYIICHUE
CTPYKTYphl MeMOpaHbl 3pUTPOUUTOB. HapylieHus CTpyKTypbl
MeMOpaHbl 00YCIIOBIICHBI PA3IUYHBIMKU JIeeKTaMHu OEIKOBOM YacTu
MeMOpaHbI - OEJIKOB CIIEKTPHHA, AKTUHA U aHKUPUHA, HAPYILICHUEM UX
CBSI3bIBAHUS, CTPYKTYphI, IIOJTHOE OTCyTCcTBUE. HeszaBucuMo oOT
MOJIEKYJIIDHOM  OCHOBBI ~ cdeponmTo3a y  BCeX  IAIMEHTOB
OOHapPY>KUBAIOTCS SPUTPOLUTHI MAPOBUIHOU (OPMBI, OUCHb MEJIKUE —
MUKPOC(EPOIUTHI, C PUTHAHON MeMOpaHoil. M3-3a OTCYTCTBUS WU
neexra OETKOB HE TMPOUCXOAUT CTAOMIU3AIMU  MEMOpaHBI
(B3auMOJENCTBUSA OEIKOB C JBOWHBIM CJIOE€M JIUMUAOB WIH JPYTUMU
OenkamMu) W HAOMIOAETCS CHIXKEHUE IJIACTUYHOCTH MEMOpaHBI.
dopmupyromrecs: chepoIuThl JIUTEIBHO 3aIePKUBAOTCA B KPACHOU

MyJIbIIE CEJIE3CHKU, TEPSIIOT CIIOCOOHOCTh 1€hOPMUPOBATHCS B Y3KUX
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y4acTKax KpPOBOTOKAa €€ CUHYCOB U JIETKO MOABEPraroTcs (parouurosy.
CHIKEHME 5SJIaCTUYHOCTH MeMOpaHbl MPUBOAUT K €€ (hparMeHTaluu
IpyU  TOPOXOXKJICHUM  DPUTPOIMTA  Yepe3  KAmWULIphl,  4YTO
COIIPOBOKIAETCS YMEHBIIIEHUEM pa3mMepoB SPUTPOIUTOB.
[IpexaeBpeMenHas chepynsius HPUTPOUUTOB (HE BCIEICTBHUE
cTapeHusi) B Tnepudepudyeckol KpoBU BEAET K YKOPOUYEHUIO
MPOJIODKUTENIBHOCTH  JKM3HU DJPUTPOIMTOB W WX (HarupoBaHUIO
Makpodaramu cene3eHKu. JJIMTENBHOCTh JKU3HU SPUTPOILIMTOB
yKopaunBaeTca 10 12-14 nHEW, 4TO CONPOBOXKIAETCS pPa3BUTHEM
reMOJINTUYECKON aHEMUU M KOMIIEHCATOPHBIM YCUJIEHHEM pPaboThl
SPUTPOUTHOTO POCTKA KPOBETBOPEHHUHL.

Kiaunuka

HacnencreenHsiit MUKpocheporuTos OTHOCHUTCH K
HACJICICTBEHHBIM TE€MOJMUTUYECKUM AHEMHUSIM C BHYTPHUKIETOUYHBIM
pacmajioM  JPUTPOLUTOB. ITO  0OyCIaBIMBACT  KIMHUYECKUE
NposiBJICHUsI OOJE3HHM — TEeMOJUTHYECKUE KPHU3bI, >KEITYITHOCTh
KOJKHBIX TOKPOBOB U CJIM3HCTBIX, YBEIUUYECHHUE CEJIE3CHKU, MO MEpE
CHIDKCHHMSI ~ KOMIIGHCATOPHBIX  BO3MOXKHOCTEM  KPOBETBOPECHUS
Pa3BUBAETCS AHEMUYECKHUI CUHAPOM PAa3HOW CTENEHH BBIPAXKEHHOCTH,
OTMEYAETCsI CKIIOHHOCTh K 0Opa30BaHMIO KAMHEMN B JKEITUHOM ITy3bIpE.
OO6pa3zoBaHue KaMHEW B JKEIYHOM ITy3bIp€ U B KEITUYEBBIBOJSAIINX
NyTAX — OJIHO W3 CaMbIX 4YacThIX OCJIOXHEHUU cdeporuTosa,
BBIABJIAIOIIIECECS Yalle BCETO B MOAPOCTKOBOM Bo3pacte. OTMmevaercs
TaK)Xe 3aJIep’KKa POCTa W pa3BUTHUS (CIJICHOTEHHBIM MH(GAHTUIN3M),
nedopMarus ckesera, 0COOCHHO Yeperna, CHUKEHUE TOJIEPAHTHOCTH K
Harpy3kam (3a0oJieBaHHE MPOBOIUPYETCS (PUNUECKOW Harpy3Kou
WJI SMOIIMOHAIIBHBIM CTPECCOM).

JAnarnocruka
Kapmuna nepughepuueckoit kpoesu
AHemus pa3IMYHOW CTENEHU BBIPAKEHHOCTH, Y OOJBIIUHCTBA
NalMeHTOB yMepeHHasi. ['eMOrIoOMH BHE TE€MOJIUTHYECKOTO KpHU3a
cumwkeH HesHauutenbHo — 100-110 r/n, B mepuona Kpusza MOXKET
camxkatbes 70 40-50 r/n. Kpusel mpoBOIUPYIOTCS pa3TUYHBIMH
HEOIaronpusITHEIMU (paKTOpaMu, Yyamie HHPEKIEeH.
Jluarnos cdeporMTapHoi aHEMUHM OCHOBBIBACTCS HA HAIUYUH Y
MalMeHTa XapaKTEPHbIX MOP(HOIOTUUECKUX U3MEHEHH I SPUTPOIUTOB.
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Jlnst  HacneACTBEHHOrO  cepouuTo3a XapakTEepHbl — CIEAYIOIIUE
OCOOEHHOCTH IPUTPOLIUTOB: CKIOHHOCTh K IIapooOpa3Hoil ¢opme,
YMEHBIIIEHUE TUAMETPa - CPEIHUN TUaMETP, KaK MPaBUIO0, COCTABISET
5,8-6,4 mxm (B HOpME 7,2- 7,5 MKM), TOJIIIIMHA KJIETOK YBEJIMYCHA JI0
2,5-3 Mkm (B HOpMe 1,9 — 2,1 MKM), OTCYTCTBHE LIEHTPAJIBLHOIO
MPOCBETIICHUSI. DPUTPOILMTAPHBIC MOKA3aTEIM MPU HACIEICTBEHHOM
cheporuTo3e HE MPETepIieBalOT 3HAYUTEIbHBIX U3MEHEHHUH, Y 4acTH
nmamuenToB nokaszaresi> MCHC moxer ObITh moBbliieH. KojimuecTBo
MUKPOC(HEpPOIIUTOB B TMEPHOJ PEMUCCUM U TIPU JIaTEHTHOU (dopMme
00Jie3HN HE OBbIBA€T BBHICOKMM M MOKET 3HAYMTENIBHO TMOBBIIIATHCA
IpU TEMOJUTUYECKOM KpHU3€, UYTO OOBIYHO COHPOBOXKIAETCS
BBIPQXKCHHBIMU TMpPU3HAKaMu remosin3a. B mnepudepruueckoit KpoBH
OTMEYAIOTCSl MPU3HAKU AKTUBHOTO KOCTHOMO3IOBOI'O 3PUTPOIIOAI3A —
NOJIMXPOMATOPUIHUS, PETUKYIIOIIMTO3, HOPMOOIACTO3.

Coneprxanue PETUKYJIOLIUTOB npu HACJIEJICTBEHHOM
cepoIruTo3e MOBBIIICHO: B MEpPUOA BHE Kpusza He mpesbimaeT 10%
(mopma 0,2-1,0%), mociie TEMOJIUTUYECKOTO KpHU3a MOXKET JOCTUTaTh
50-60%. B nepudepuueckoir KpoBu Ha (POHE reMOJIMTUUECKOTO KpH3a
MOSIBJISIFOTCSL. HOPMOOJIACThI, MHOT/IA MOTYT MOSBISATHCS €IUHUYHbBIC
pPUTPOKapUOLUTHI. KOInuecTBO JEUKOIUMTOB MpU CHEPOLUTO3E Yallle
HOPMaJbHOE, BO BpEMs KPHU30B — JIEUKOITUTO3, MHOTIa C BEIPAXKECHHBIM
caBuroM BieBo. KoimdecTBO TpoOMOOLMUTOB OCTaeTcs B Mpenesiax
pedepenTHbix BenuunH. COD B nepuo Kpu3a yCKOpEHa.

OnHUM UX XapaKTePHBIX MPU3HAKOB MPHU CPEPOIUTO3E SBIACTCS
CHU)KCHUE OCMOTHMYECKOM PE3UCTEHTHOCTH JdpuUTpouuToB. Ilpm
HACIIEJICTBEHHOM  c(epoluTo3€  IeMOJIM3  HAYMHAETCs  MpHU
KOHIICHTpAllUM  pacTBOpa  XJopujaa  HaTpus  OJM3KOM K
(HU3UOIOTHUECKOMY PacTBOpY, MHOTAA HabmogaeTcs remonm3 7-10%
MUKPOC(EPOLUTOB yKe MPU KOHILIEHTpaLMK pacTtBopa pasHoit 0,75%.
OnHako TakWe BBIPAXEHHBIE M3MEHEHMS BCTPEUAIOTCS HE y BCEX
nanueHToB.  OcMoOTHYecKas  PE3UCTEHTHOCTh  MOXET  OBbITh
HOPMaJbHOW TpPH HAIMYUKM C(PEporuTo3a U TOTAa €€ HCCIASAYIOT
MOCJIe CyTOYHOM MHKYOAITMU SPUTPOITUTOB.

KonnuectBo OunupyOMHa y TAUMEHTOB CO Cc(eporuTo3oM
MOBBIIIIEHO 34 CYeT HEKOHBIOTHPOBAHHOTO (pakiuu, ypOBEHb
3aBHUCHUT OT TSDKECTH 3a00JieBaHUSI W TEpHoja HcciaenoBaHus. BHe
KpHU3a YpPOBE€Hb CBOOOJHOrO OWIMPYOMHA MOXET KOJIeOaThCs B
npeaenaax OoT HOPMaJbHBIX BeluduH A0 50-80 MKMOJIB/N, B TEPUOA
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Kpu3a  HaOmomaeTcss  3HauuTeNbHOE  moBbllieHHWe.  CTeneHb
OUIUpyOMHEMUN  OMpPENENseTCs HE  TOJbKO  HHTEHCUBHOCTHIO
reMoJjInu3a, HO M 3aBUCUT OT ()YHKIMOHAJIBHOTO COCTOSIHUS TECUYCHH.
[Ipu ocnoxuHeHUr MHUKpPOChHEpOIUTO3a OOTYpPAIMOHHON KEATYXOMH,
CBA3aHHOM C KEJIYHOKAMEHHOW OOJIE3HBIO YPOBEHb M  THII
OmnnpyOruHa U3MEHSIIOTCS. B 3TUX cilyuasix cojepxaHue OumupyouHa
MOKET IOCTUTATh BBICOKUX LUGD.

[Ipu HacnencTBEHHOM MHUKPOC(HEPOIUTO3E TMpsiMasi pPeaKius
Kymbca oTpunarenbHasi B OTJIMYME OT UMMYHHBIX T€MOJUTHUYECKUX
AHEMUU.

Kapmuna kocmnozo mo3zza

B KOCTHOM MO3re BBISBISIETCS KOMIIEHCATOPHOE YCHUJIEHUE
APUTPONO33a B BHUAE SPUTPOUJIHON PEAKIUH HOPMOOJIACTUYECKOTO
tuna. KocTHOMO3roBoe KpOBETBOpPEHHUE TUIIEP- WU PETeHEPATOPHOE,
B pe3yJbTare dYero HaONIOAaeTCs  YBEJIMYCHHE  KOJHUYECTBA
MHUETIOKapUOIMTOB C TMpeobiiajaHueM d3pUTPOOSIACTOB, KOTOPHIC
coctaBisitoT 60-70% oT oO0miero 4mcia KOCTHOMO3TOBBIX KJIETOK.
Jleitkosputpobaactuyeckuii uaaekc coctasiser 1:1, 0,5:1 (B Hopme
2,5-4:1). CooTHoImIeHHEe MEXKy KJIeTKaMU KPacHOTO psijia Jyalie BCero
He HapymieHo. [locie reMoJuTHYecKoro Kpu3a B KOCTHOM MO3Te
MOTYT MOSIBIATBCA MErajio0aacThl, 4YTO OOYCJIOBJIEHO OBICTPBIM
pacxogoM (oJMEBOM KHUCIOTBI M PA3BUTHEM €€ YMEPEHHOIO
nedurura.

B Moue nipu cdeponuTose MOBHIIEHO COJIEpKaHUEe ypOOUIINHA,
MOYa UMEET KOPUYHEBO-KPACHBI OTTEHOK.

KaynoBpie Macchl WHTEHCHMBHO OKpAIllleHbl H3-3a OOJIBIIIOTO
KOJINYECTBA CTEPKOOMIIMHA.

JAn¢pepeHuuaibHbIA THATHO3

HMuddepenunanpbHas IUarHOCTUKA MPU  MHUKPOCHEPOIIUTO3E
HAYMHAETCS, MPEXkK/IC BCEro, C JUATHOCTUKH TeMOJUTUUYECKON aHEMUH.
[IpeumyiiecTBeHHOE YBEIIMUCHUE cojiep>KaHus HETPSMOTO
OmnnpyOrHa, pETUKYJIOIMTOB, BBISIBIICHUE MUKPOC(HEPOLIUTOB B Ma3Ke
nepudepudeckoil KpOBH U HATMYKE OJTU3KUX POJCTBEHHUKOB C TAKUM
e 3a00JICBAHMEM JIaIOT OCHOBAHUE NJI YCTAaHOBJICHUS MPABUIBLHOTO
nuarHo3a. llocie Toro kak ycTaHOBIEH (DakT TIe€MOJUTHUYECKOU
aHEMHUH, HEOOXOIUM nuddepeHmanbHbIN JINArHO3 C
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HeceporuTapHbIMU ~ aHEMHUSIMUA.  BONBIIMHCTBO  CEepOLUTAPHBIX
aHeMHUW HaCJIEeAYITCS MO JOMHHAHTHOMY THUIy B OTJIHWYHUE OT
(hepMEHTO3aBUCUMBIX TE€MOJIUTHYECKUX aHEMHUMH, HACICAYyEMBIX IIO
peueccuBHOMY THny. Jna auddepeHmanibHOM  THArHOCTHKH
cheporro’a ¢  APYTUMH  TEMOJUTHYSCKUMH  aHEMHSIMHU,
HacJIeIyeMbIMH JIOMHHAHTHO U CBS3aHHBIMU C JIe(heKTOM MeMOpaH
SPUTPOLIUTOB (CTOMATOLIMTO3, AJUTMIITOLIMTO3) MCIOJIB3YETCSl OIICHKA
Ma3ka Tepuepudeckor KPOBH W PEAKIHUMA,  BBISBILIOMINX
HECTAaOMJILHOCTh I'eMOTJIOOHHA.

[Ipu ayTOMMMYHHOU FEMOJINTUYECKOU AHEMUU
OOHapy>XMBaeTCsl TaKOW K€ MHUKpPOChEepoIruTo3, Kak U TMpu
HACJIEICTBEHHOM  c(eporuTo3e,  TOHIKEHHas  OCMOTHYECKas

pe3ucTeHTHOCTh. B sTtoM cmywae s auddepeHnmansHON
TUAarHOCTUKKA  HEOOXOAMM  THIATEIbHO  COOpaHHBIA  aHAMHE3,
BBISIBJICHWE TMOJOOHOr0 3a00JieBaHUS Y POJCTBEHHUKOB, J1aBHOCTH
3a0oneBanusi, TmpsMas mnpoda KymOca, mo3BossoNas BBISIBUTH
AHTHUTENA IPU AYTOUMMYHHOW T'€MOJIMTUYECKOW aHEMUU.

Ecnu y OonbHOro HaOII0MAaeTCs YBEJIUYCHUE HEMNPSIMOTO
OmnpyOMHa, 3HAYUTEIHHOE YBEIWYEHUE Pa3MEPOB CEJIC3€HKH, TO
HAaCJIEJACTBEHHBIM  cdeporuto3 ciaeayer auddepeHnupoBaTth C
JTA33PUTPOIIOITUYECKON  aHemuen. [lpu  Au3spuUTpOnodITUYECKOU
aHEMHU HAOJI0/IA€TC HEBBIPAXKEHHBIA CPEPPOLMTO3 U XapaKTepHas
KapTUHA KOCTHOTO MO3Ta — KPOME pa3Apa)XC€HUsi KPaCHOTO POCTKa
KPOBETBOPEHUSI, HATTMYUE ABYXSAICPHBIX S3PUTPOKAPUOIIUTOB.

[Ipy BHpYCHOM remaTuTe HAOIIOMACTCS BBIPAXKECHHAS PEaKIus
NIEYCHOYHBIX (EPMEHTOB, OOHApY>KEHUE AaHTUTEI K BHUpYycCaM,
BeisiBiicHMEe JIHK Bupyca, B omimyue OT HAaciIEACTBEHHOTO
chepounTo3a, TOMOTalOT  TaKKe  JIaHHBIE  YJIbTPa3BYKOBOIO
WCCJICIOBAHUS TICUYECHU.

JH3UMONIATHH

B 40-x romax MpONUIOTO CTOJETHS TOSBUIUCH OINHUCAHUS
ClIy4yaeB  HAcCJEJACTBEHHBIX  TE€MOJIMTHYECKUX  aHeMuil  0e3
Mukpoceponuro3a. B panpHeiiieM ObUIO yCTAHOBIEHO, YTO
reMOJIMTUYECKUE aHEMHUM Pa3BUBAIOTCS B pPE3yJIbTaTe IMAaTOJIOTUU
(hepMEHTOB SPUTPOLIUTOB.

K SH3UMONATHIM (bepMmenTOMATHSIM) OTHOCATCS
reMOJINTUYECKUE aHEMUH, KaK MPABUIIO, HACIEACTBEHHOTO XapaKTepa,
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00yCJIOBJICHHBIC KOJIMYECTBEHHBIMU Wn KaueCTBEHHBIMU
HApYIICHUSIMUA CO CTOPOHBI ()EPMEHTHBIX CUCTEM IPUTPOILIMTOB, YTO
COTIPOBOYKJAETCS MOBBIIEHHONW YyBCTBUTEIBHOCTHIO IPUTPOIIMTOB K
pazIuyHBIM BO3JeHCTBUsIM. B HacTosiee Bpemsi u3BecTHo Oosee 20
peakiuii B MeTa0OJIM3ME HPUTPOLUTOB, HAPYIIEHUE KOTOPHIX
MPUBOAUT K YKOPOYEHHUIO MPOJOJDKUTEIBHOCTH HMX JKU3HHU, MOTEPE
KJIETKAMHA YCTOWYMBOCTU K JIEMCTBUIO OKHUCIMUTEIIEH, JIEKAPCTBEHHBIX
npenapaToB, MBUIBLBI I[BETOB W Jp. U MPEKICBPEMEHHOMY HX
pazpyiieHu0. ['eMoIuTHyecKue aHeMuu, 00y CIIOBJICHHbBIC 1€(UITUTOM
dbepMEeHTOB  IpHUTPONUTOB  (HechepomuTapHble TEMOIUTHYSCKHUE
aHEMHH), UMCIOT PEIICCCUBHBINA THUIl HacleaoBaHusd. Knunudeckue u
reMaToJIOTUYECKUE MPOSBJICHUS OOJIC3HH 3aBUCAT OT JIOKAJIU3alluu
dbepMeHTHOTO nedekTa B IPUTPOIMTAX. B 3aBHCHMOCTH OT TOTO,
nedeKkT Kakoro QepMeHTa WrpaeT KIIYEBYIO pPOJb B Pa3BUTHU
3a00J1eBaHMsI, BBIICIISIOT TPH OCHOBHBIC (DOPMBI H3UMOIIATHIA:

1) ¢ mnaronorueit (HEepMEHTOB, OTHOCSIIUXCSA K MEHTO-
3opochaTHOMy TyTH W cucTeMe  uyTtatuoHa  (meduiut
MUPYBAaTKUHA3HI, TJIFOK030-0-pochaTaeruaporenassl u Apyrue);

2) ¢ maroyiorued (pepMEHTOB, OTHOCSIIUXCS K MyTH OMOJcHa
(meduumt rexcakunasbl, GocHoPpPyKTOKMHA3ZHI U IPYTHUE);

3) ¢ maronorucii (PepMEHTOB, OTHOCAIIUXCS K METaOOIH3MY
HyKJIeoTU10B (nepuuut AT®D-a3sl u Apyrue).

HacnenactBennble HapyiieHuss oOMeHa B OOJIBIIMHCTBE CIIydacB
00yCIIOBJICHBI HEJIOCTaTOYHOM aKTUBHOCTBIO bepmMeHTOB,
Y4acTBYIOIIMX B OOMEHEe TJoKo3bl. Yaiie Bcero »SH3UMOMNATHU
CBsI3aHBI C JePeKToM TIII0K030-6-hochaTaeruaporenaspl, pexe
BCTpEYACTCS aHEeMUSI pu nedunuTe MUPYBaTKUHA3HI,
TIIyTaTUOHPEAYKTa3bl.  DH3UMOMATHU € JePeKTamMu  JPYTrux
METa0O0JIMUECKUX ITyTeH PEJIKM U HE UMEIOT NMPAKTHUCCKOTO 3HAYCHUS
B Pa3BUTHHU T€MOJINTHUCCKUX aHEMUH.

JlabopaTopHasi THATHOCTUKA HACJIEACTBCHHOM
reMOJIMTHIeCKOM aHEeMHUH, CBSI3aHHOMI
¢ nmarojiorueur-6-® I

Jlebumur  roko030-6-docharaeruaporerassl - Hambolee
YacThIN HACJIEACTBEHHBIN Ae()EKT 3pUTPOLIUTOB, KOTOPHIN MPUBOAUT K
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CHIDKCHUIO MPOJIOJKUTEIBHOCTH KU3HU SPUTPOLIMTOB M PA3BUTHUIO
TEMOJINTUYECKON aHEMUH.

INUAEMHUOIOTUS

I'emonuTHueckass  aHEMUS, oOyclioBJIeHHasT  JIe(PUIIUTOM
IIH0K030-6-pocdaTaeruiporeHaspl, MNPEBAIMPYET CPEAU KUTEISH
0acceiina Cpenuzemaoro mops, FOro-Bocrounoit Azuun, Uaanu.

HacnegoBanue akTHMBHOCTH TJIIOK030-6-PocdaTaeruaporeHasbl
CHEIIIEHO ¢ X — XpOoMOCOMOM. CTPYKTYpHBIN I'€H, KOTOPBbI OTBEYAET
3a CUHTE3 (DepMEHTa, paclojaraeTcs B 00J1acTH JJIWHHOTO Iuieda X-
xpomocombl  (XQ28). bosie3Hb MNposABISETCS 4Yalle Yy MYKYHUH
TOMO3UTOTHBIX HOCHUTEJICH TMAaTOJOTHYeCKOro reHa, yHACIeIOBaBIINX
3a007€BaHUE€ OT TIPAKTUYECKH 3J0POBOM MaTepu; Yy IKCHIIMH,
TOMO3UTOTHBIX HOCHUTEJICH TMAaTOJOTHYECKOr0 IreHa, yHacCJeI0BaBIINX
€ro Kak OT MaTepu, TaK M OT OTIa. Y JKCHIIWH, I'eTePO3UTOTHBIX
HOCHUTEJICH MaTOJIOTHYECKOT0 TeHa, 3a00JieBaHUE MOXKET BOOOIIE HE
TPOSIBIIATHCS WM UMETH JIETKOE TCUCHHE.

IlaTorenes

['emonuTUYECKUN KpHW3 MOTYT MPOBOLMPOBATH MH(MEKIIMOHHBIC
3a00JiIeBaHUs, TIPUEM B THUILY KOHCKUX 0000B ((paBU3M), BIbIXaHUE
[[BETOYHOM  TpUIbIBL. ~ Hanbonee TONMHO W3ydYeH  maToreHes
TeMOJINTUYECKUX KPHU30B, BBI3BAHHBIX MPUEMOM JIEKAPCTBEHHBIX
npenapaToB. ['eMOIMTHYECKHE KpHU3bl BBI3BIBAIOT JICKAPCTBEHHBIC
nmpenaparbl, KOTOPbIE KaTaTH3UPYIOT OKUCIUTEIBHYIO JICHATYPaIlUIO
reMorjioonHa MOJICKYJISIPHBIM KHCJIOPOJIOM. ['mrox030-6-
dbocharaeruaporenasa spisiercss (epMEHTOM MeHT030(¢ochaTHOTO
nyTH (BTOpOM MyTh pacraja TJIIOKO3bl) U MPUHUMAET y4dacTHE B
oOpa3zoBaHuu BoccTaHoBieHHON (opmbl HAJI®H, mon aeiictBuem
KOTOPOTO OKHUCJICHHBIH TIIyTaTHOH peBpaniaeTcs B
BOCCTAHOBJICHHBIN. [ IyTaTHOH SBISETCS TJIABHBIM aHTUOKCHIAHTOM
OSPUTPOIIMTOB M 3alMINAeT WX OT OKHCICHHS CBOOOIHBIMH
paguKajliaMH, TIEPEKUCHBIMH  COCIMHCHHUSMH, JICKapCTBECHHBIMHU
CpeICTBaMU W JAPYTUMHU BEIIECTBAMH, KOTOpPHIE MOTYT 3allyCKaTh
aKTHBAIIMIO  TICPEKUCHOTO  OKHUCJIEHUS  JIMMHJAOB  MEMOpaHBI
SPUTPOIIMUTOB M HUX TMOchenaymmiee paspymenue. Ilpu nedummre
TIIF0K030-6-ochaTaeruaporeHasbl B IpUTPOIUTAX HE oOpaszyercs
BOCCTAHOBJICHHASA dbopma HAJI®H, HEeoOXoaumas TUTA
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BOCCTAHOBJICHUS TIOTaTMOHa. CHWXXEHHE BOCCTAaHOBUTEIHHOTO
MaTeHIMaga JejaeT »dSPUTPOIUTHI PAHMUMBIMH K  BO3JACHCTBHIO
OKCHJIATUBHOTO cTpecca. M30bITOK ePEeKUCH BOJIOPOIa M CBOOOTHBIX
pagvKajioB BEIET K JeHATypallid BHYTPHUKJIETOYHOTO Oenlka u
BBITIAJICHUIO TIETIeH TJIO0OMHA B 0CaJI0OK C 00pa3zoBaHueM Tener] I eiHia.
[Ipoxomst depe3 cele3€HKY, DOPUTPOIUTHl  yTPAuMBaOT  dTHU
BKJIIOUCHHS, TIPEBpAIlasiCh B «HAJIKyCaHHBIC» WM IIUIEMOBHUIHBIC
SPUTPOIUTEI — JaerManuThl. 3meHenwe (GOpPMBI, CTPYKTYpHI
MeMOpaHbI SPUTPOITUTOB CHIDKACT MPOJIOKUTEILHOCTh UX JKU3HHU H
BEJICT K PA3BUTHUIO OCTPOTO BHYTPUCOCYIUCTOTO TE€MOJIH3A.

Kiaunuka
Yame BCETO neduuT AKTUBHOCTH TJIFOK030-6-
docharaeruaporeHaspl He JaeT KIMHUYECKUX TMPOSBICHUNA 0e3
npoBokanuii. HocuTenum mMaTrojgoruyeckoro reHa — IPaKTHYEeCKH

3I0pPOBbIE JIIOJM, HE 3HAIOIIME O CBOEM 3a00yieBaHUU. TsKenble
IFEMOJIMTUYECKUE KPU3bl HAUMHAIOTCA Y HUX IIPU NPUEME HEKOTOPBIX
JIEKapCTBEHHBIX MPENapaToB, Yalle BCETro:
- cynb(haHWIAMHUIHBIX TPEnapaToB (CENTpuM, CyibhaaeMU3uH,
HOPCYJIb(a30J1 U JIp.);

- MPOTUBOMAJISIPUNHBIC TTpenapaThl (MPUMaXUH, XUHUH);

- npenapaTtel HUTpodypaHoBoro psiaa (pypaaoHuH, (yparuH

uap.);

- MPOM3BOIHBIE OKCUXUHOJINHOB (dHTepocenTo, S-HOK);

- POM3BOJIHbIE HAPTUPHUIMHA (HETPpaM, HEBUTPAMOH);

- IPOTUBOTYOEpKYJIe3HbIE Mpenapatsl (Ty0a3ua, GTuBasun);

- IPOTUBOTJIMCTHBIE MpenapaThl.

Ha 3-4 penp mocnme mnpuema JEKapCTBEHHOTO Mpemnapara
MOSABIIAETCS JIETKasl KEJITYIIHOCTh CKJIEp, TeMHAs Mova. JJaibHenmmin
IPUEM JIEKAPCTBEHHBIX MPENapaToB MPUBOJIUT K PA3BUTHUIO TSKEIOTO
FEMOJIMTUYECKOTO KpHU3a, I KOTOPOTO XapaKTEPHO ITOBBILICHHE
TEMIEPATYpPbl TeJNa, KEATYIIHOCTh KOXHBIX IIOKPOBOB, peE3Kas
rojioBHass 00Jib, 00JIb B KOHEYHOCTSIX, CHUKEHHE apTEPUAIbHOTO
naBlicHUS.  YacTo  TEMOJMTHUYECKUKW  KpPU3  COIPOBOXKIACTCA
YBEIIMYCHUEM  CEJIE3€HKH, TI€YEHH. XapPaKTEPHBIM  SABISETCS
OKpalIMBaHUE MOYMU B YEPHBIM WK Oypblid 1BET. BHYyTpHUCOCYAUCTHIIM
r€MOJIM3 NPOBOLMPYET AKTHBALIMIO CBEPTHIBAHUS KPOBH, YTO MOKET
COMPOBOXKIATHCA OJOKAT0H MUKPOLUUPKYISITOPHOTO pycia TMOYeK U
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PAa3BUTUEM OCTPOM MOYEYHOM HENOCTATOYHOCTU. B penkux ciydasax
MACCUBHBIM pacnajJl 3PUTPOLMTOB MOXET NPUBOJUTH K PA3BUTHIO
cuaapoma JIBC.

JAnarnocruka

Kapmuna nepugepuueckoit kpoeu

BHe kpu3a kaptuHa nepudepudeckol KpoBU y OOJBIIMHCTBA
MAIUEHTOB HEe M3MeHeHa. [Ipu kpu3ze oTmedaercss pe3KOoe CHUKEHHE
KOJIMYECTBA SPUTPOLIUTOB, reMorjoOrHa 151 reMaTOKpUTA
OpUTPOLUTAPHBIC TOKA3ATENU — CPEAHUIN 00bEM SPUTPOLIMUTOB, CPETHEE
COJIEp)KaHUE TEeMOTJIOONHA B DJPUTPOLMTE, CPEIHSISI KOHIICHTpPALUS
reMorjio0MHa B JpUTPOLIMTE B TIpeaesiax HOPMAIbHBIX 3HAYCHUH.
Pa3zBuBaeTcs HOPMOXpOMHas, HOpMOLMTapHas aHeMus. B nepuon
KPHU30B  TIOBBIIIAETCS  KOJIMYECTBO  PETUKYJIOLMUTOB, B  MAa3Ke
nepudepruveckol KpPOBHM OTMEUACTCA MOJIMXpOMATO(PIIINS, HaTUIUe
nerManuToB. B nelikorutapHoit opmysie HabMI01aeTCs JICUKOIIMTO3 CO
CIBUTOM BJIEBO, MHOT/Aa 10 MueIouuToB. KomudyecTBo TpoMOOIMTOB
HAXOJUTCs B mpenenax pedepeHTHhIX BeanuuH. Ha ¢done Tsxenoro
Kpu3a IMPH OKPACKE SPUTPOIMTOB KPUCTATUIMYECKUM (DHOTIETOBBIM B
KJIETKaX MOYKHO BUIETH OOJIBIIIOE KOJIMUECTBO Temell [ efHIa.

B CBHIBOpOTKE KPOBU OTMEYAETCSI TeMOTJI0O0MHEMHUSI, YBEITUUCHUE
KOJIMYECTBA  HEKOHBIOTUPOBAHHOTO  OWJIHMpPYOWMHA,  THIOTamnTo-
IJIOOMHEMUS, TIOBBIIICHUE AKTUBHOCTH JIAKTATACTUAPOTECHA3BI

Co CTOpPOHBI KOCHMHO020 M032a HAONIOAACTCS KapTHUHA PE3KOTO
pa3apaxeHuss KpaCHOTO POCTKAa KPOBETBOPEHHSI.

Moua Bo Bpemsi Kpru3a UMEET KpAaCcHbBIU, Oypblid, YEPHBINA LIBET C
BBICOKUM  COJIEp>)KaHHMEM  O€Jika, 3PUTPOLUTHI  OTCYTCTBYIOT.
HaOntonaercs reMornoOMHypusi, UHOTAa TEMOCUICPUHYPHSL.

Jlns  gmarHocTuku — AeduIMTa  AKTUBHOCTH  TJIFOKO30-6-
dbochaTaeruaporenasbl UCIIOJB3YIOT Ka4eCTBEHHBIC U
KOJINYECTBEHHBIE METO/IbI UCCIEOBAHUSI AKTUBHOCTHU (pepMEeHTa (CM.
riasy ).

I'emorsioonHONMaTHH

K remornoOmHOmATUsIM OTHOCATCS TE€MOJUTHYECKHUE AaHEMUH
BCJICJICTBHE HApPYIICHUS CTPYKTYphl TeéMOTJIOOMHA — KauyeCTBEHHBIC
reMOIJIOOMHONATHH, WM CUHTE3a I'eMOIVIOOMHA — KOJIMYECTBEHHBIE
reMOTI00MHOMIATHH.
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JlabopaTopHasi AMATHOCTHKA TajJlacCeMui

TamacceMun — 93TO TeTEepOreHHass  TIpynmna 3a0oJieBaHU C
HACJIEJICTBEHHBIM HAPYIIEHUEM CUHTE3a OJHOW M3 MOJMUIECIITUIHBIX
Iereu TJI00KMHa, 9TO TPUBOIUT K W30BITOYHOM MPOIYKIIUU JIPYTHX
MOJUIENTUAHBIX IIENe M pa3BUTHIO jaucOalaHca MEXAy HHUMH.
HecbOamancupoBanHbI CHHTE3 Ieneld TJIoOMHA TPUBOIUT K
COKPAILICHUIO MPOAOJIKUTEIILHOCTH KU3HU SPUTPOLIMTOB U PA3BUTHIO
T€MOJIUTUYECKON aHEMUU.

ONUAEeMHOJIOTUA

3aboJieBaHUE TEPEAACTCSA MO ayTOCOMHO-TOMUHAHTHOMY THITY.
HaubGonee  wacto  3abosieBaHMe  BCTpeyaeTcss B CTpaHax
CpemmzemHomopess — UWrammum, ['peumn, Hcnanum, BcTpedaercs
3aboneBanue B llopryramuu, Taunanne, Wuauu, Ilakucrane. B
ctpanax CHI' 3aboneBanme HamboJiee dYacTO BCTpeyYaeTcs B
Azelibapxane, ['py3un, B OCTalIbHBIX PETMOHAX BCTPEUYAIOTCA B BUJIE
CIIOPAANYECKUX CIIyYaeB.

IIaTorenes

Tanaccemus, mpu KOTOpOH HaOMIOMAETCS HAPYUIEHUE CUHTE3a
OeTa-1ienu ria00MHA, HA3bIBAIOT O€Ta-TajacCeMuel, MpHU HapyIICHUU
cuHTe3a anb(da-mienu — anbda-ramaccemMueii, onucaHbl 3a00JIEBaHUS
CBSI3aHHBIC C HapyIIEHWEM CHHTE€3a TamMMa- M JejbTa -IeMei.
Hawnbonee yacto BcTpeuaeTcs OeTa-TajiacceMus.

MexaHu3M HapylIeHUs] CHHTE3a CBS3aH C TEeHETHYECKUMU
aHoManusiMud  (menenusi,  TOYEYHbIE ~ MYyTallMd,  HapylIeHHUE
¢parmenraiiun  MPHK wu T1.1.), Hampumep, omucano okosio 200
PA3IMYHBIX MYTAIUi MPUBOMISIIIUX K Pa3BUTHIO OeTa - TajlacCeMHH.
HabmtoaroTcst BapuaHThI € MOJHBIM OTCYTCTBHEM MPOAYKIIMU Ienen
U PEAYLUPOBAHHOM MPOAYKIIMEN ITOTUNECIITUIHBIX LEHEH.

B  Hopme CcHHTE3  MOJUNENTUIHBIX  IleNe  TJIOOMHA
cOoanancupoBad. KommuectBo anwda, Oeta, ramma, aenpTa Ienen
OJINHAKOBOE M, CBOOOHBIEC 1IENU MPAKTUUECKU HE BcTpevaroTcs. [Ipu
HapyIIEHUU CHUHTE3a OJHOW U3 TMOJUIENTUIHBIX IeNel, IIeMnH,
CUHTE3UpPyEMbIE B U30BITOYHOM KOJWYECTBE, HAKAIUIMBAIOTCS U
OTKJIQJIbIBAIOTCSI B  JPUTPOKAPUOIUTAX KOCTHOTO MO3ra H B
SPUTPOLIUTAX MEepUPEPUUECKON KPOBH, BbI3bIBAI MOBPEKICHUE
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MeMOpaHbl W TPEKIACBPEMECHHYIO THOENb KIETOK. B pe3ymbTare
nedexTa CMHTE3a MOJUICNTUIHBIX IeNed MPOAYKIMS reMOrIo0nHa
CHUIKAETCS, KOHIIEHTpalMsi TeMOIJIoOMHAa B DSPUTPOLIUTE TAJAET,
BBI3bIBASI THUMOXPOMHUIO. 30BITOUHBIA CHHTE3 OJHONW U3 LEneu
rI00MHA TPUBOJIUT K TOBPEXKICHUIO MEMOpaHbl, CHUXCHUIO
MPOJOJKUTEIIBHOCTH KU3HU SPUTPOIUMTOB, MPEKICBPEMEHHOMY X
Pa3pyLICHUI0 W PA3BUTUIO aHEMHMHU. B KayecTBE KOMIIEHCATOPHOMU
peaKkurd MPOUCXOAUT WHTECHCUBHAS JPUTPOUJIHAS THUMEPIUIA3HS CO
3HAYUTEIBHBIM PACIIMPEHUEM 30H KPOBOOOpA30BaHMs, MOSIBICHUEM
KCTPAMENYJUISIPHBIX OYaroB KPOBETBOPEHUSI B IEUEHH, CEJIE3EHKE,
KOCTSIX.

B pesynbrate nedexkra cuHTE3a IeMOINIOOMHA U TOTEpU Tema
Ipy TpEIUNUTalIui Yy OOJBHBIX pa3BUBACTCS HapyIlIeHHE OOMEHa
KeJe3a M HAKOIUJIEHHE €ro B 3PUTPOUJHBIX KIETKaX, B Pa3IUYHBIX
OpraHax U TKaHSX ¢ pa3BUTHEM BTOPUYHOTO T'€MOXpOMAaTO3a.

TI'omo3uzomnana oOema-manaccemusn (bonvuwiana manaccemus),
unu 6onesnv Kynu. D10 TsKenmas cpenuzeMHOMOpcKas ¢opma
Ir€MOJIMTUYECKON aHEeMHH, MPU KOTOPOM COXPAHSIETCS CHUHTE3 OKOJO
10% HopmanpHOM 1enu. KnuHuueckue mnpu3Haku 3a00JI€BaHUS
MPOSIBIIAIOTCS 4Yalle BCErO0 B KOHIIE IEPBOr0 roja >KU3HHU, KOrja
IPOUCXOUT 3aMeHa (eTaaTbHOr0 reMOrIO0MHA Ha TEMOTJIOONH A.

VY nereil HaOMOAaeTCsl PE3KO BBIpaKE€HHAsI OJIETHOCTh KOXKHBIX
MOKPOBOB, KEITYITHOCTh KOXKHU U CIU3UCTBIX C CEPOBATHIM OTTEHKOM,
CIIJICHOMETaJIMsI, YBEJIMUCHUE TTeUeHU. Pe3kast runepriiazus KpacHOTo
pOCTKa C Pa3BUTHEM SKCTPAMENYJUISIPHBIX OYaroB KPOBETBOPEHUS
NPUBOJUT K HAPYIICHUIO CKelleTa — y JeTeld HaOlrojaercs Tak
Ha3bIBAEMOE TaJlaCCEMHUYECKOe JMIO (C BBICTYMAloOmew JIOOHOMU
YaCThI0, BBICOKMMH BBICTYHAIOIMIMMU CKYJaMH, CYKEHUEM TJIa3HbIX
mese, IMUpOKoW mnepeHocuiiei). Jletu oTcTaioT B (PU3HMYECKOM,
MCUXUYECKOM M TI0JOBOM pa3BUTUU. OIHUM U3 TOKEICUIINX
OCJIO)KHEHHMH OOJIBIION TalaCCeMHUU SIBIISIETCS TEeperpysKa Kelae30M
Pa3IMYHBIX OPTAHOB U TKaHEW U HApyIICHUEM WX (DYHKITUM.

Kapmuna nepughepuueckoii kposu

Habntonaercs CHUXKEHUE KOJIMYECTBA SPUTPOLIUTOB — 10 2-

12
3x107/n, remornobuna go 30-50 r/1, 3pUTPOLUTAPHBIE HHJIEKCHI
CHIDKEHBI, TIIOKa3aTeldb aHM30LMTO3a B TMpeieliax HOPMalIbHBIX
BEIMYMH — THUIOXPOMHAs MHKpOLMTapHas aHemMusi. B  Maske
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nepudepruyecko  KpPOBU  BBISBIAETCS  aHU3OLMTO3 32  CYET
MUKpPOLIUTOB, TOWUKWJIOIUTO3 - MHUIICHEBUAHBIE HPUTPOLUUTHL. B
spUTpoLMTaX HabJrogaeTcs 0azoduibHas myHKkTamus. OcMoTHYeCKas
PE3UCTEHTHOCTh SPUTPOLIMTOB MOBBIIICHA.

B nepudepuyeckyro KpoBb BBIXOJIUT OOJBIIOE KOJUYECTBO
HopmoOnactoB (mo 100 Ha neitkouutapuyio ¢opmyny). Ilpu
CHEIUaIbHbIX METOJaX OKpacku B mepudepuueckol  KpoBH
BBISIBJIICTCSI TIOBBIIIICHHOE KOJWYECTBO CHJACPOIUTOB (HOpPMaIbHOE
koaudecTBo 0,8-1,09).

KonudecTBo peTHKYJIONUTOB YBEIUYECHO 10 5-7% HeaaeKkBaTHO
pa3ipaXe€HUI0 KPACHOTO POCTKA KPOBETBOPEHUS (axe MPHU THKEION
AHEMHUHU DPETUKYJIOUTO3 HE OBIBACT BHICOKMM) TaK KaK B KOCTHOM
MO3Te Ha0II01ae€TCs BBIPAXKEHHBIN Hed(PPEKTUBHBIN IPUTPOIIOI3.

B neitkouuTtapHoii (Qopmysie OTMeYaeTcs JICMKONEHUs, C
OTHOCUTEIBHBIM JIMM(DOLNTO30M. BO BpeMsi reMOJTUTUUECKOTO Kpu3a
MOXET HAONIOJAThCSl JIEUKOUMUTO3 CO CIBUIOM BIleBO. KomnuecTtBo
TPOMOOIIMTOB HE U3MEHEHO.

buoxumuyeckoe HCCIEIOBAHUE CBHIBOPOTKU KPOBHU BBIABIISET
rUnepoOnIMpyoOMHEMHUIO 32 CYET HEKOHBIOTMPOBAHHOW (pakiuu
OwnnpyOrHa, TOBBIINIEHUE YPOBHS TE€MOTJIOOMHA, CHIBOPOTOYHOTO
xenesza, ¢epputuna, cHwkeHue OXCC HakomieHue xene3a B
OpraHu3Me — OJINH U3 HauboJiee CEPhE3HBIX OCIOKHEHUN TalaCCEMUMU.
[To Mepe HakoTUICHHS Keje3a, TpaHCPEpPPUH CTAHOBUTHCS MOTHOCTHIO
HACBIIIIEHHBIM, U TOABISETCS (pakius IJIa3MEHHOIO >Keje3a, He
cBsi3aHHass ¢ TpaHcheppuHoM. OHa CHOCOOCTBYET OOpa30BAHUIO
CBOOOJIHBIX PaTUKAIBHBIX TPYII, KOTOPHIE OKa3hIBAIOT TOKCHUECKOE
BO3JICIICTBHE HA Pa3JIMUHbIC OPraHbl U TKaHHU.

JlecdepanoBblii TECT MOJATBEPKIAET HM30BITOYHOE HAKOIIJICHUE
Kejie3a B OpraHu3Me.

OnexkTpodope3 remMoriiooOnHa BBISBISAET CHIDKCHHE (Ppakiuuu A
o 10% (B HopMe — 96-97%) yBenuuenue ¢pakuuu F (peTaapHOro)
remoryioouna 10 50-90% (wopma 1-3%) m HeOONBIIOE yBEIMYCHHE
A2 dpaknuu (HOpMa 2-4%).

MonekysipHO-OMOJIOTHYECKHE METOJIbl  BBISBIISIOT MYTalluu
ICHOB, KOJHUPYIOIIUX CHHTE3 TOJHICHTHAHBIX  IIeNed, THI
HaCJIeIOBaHUS.
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Kapmuna kocmnozo mo3zea

B xocTHOM MO3re HaOI0/1aeTCs TUMEPIUIa3usl KPAaCHOTO POCTKA
KPOBETBOPEHHMsI, KOCTHOMO3TOBOH JICHKOIPUTPOIPUTPOOIACTUUSCKUI
unaekc cocrapmger 0,2-0,5: 1 (B Hopme 2,5-4,0:1), ormeuaercs
NOsIBJIEHHE Merano0yacToB (KM3-3a HeJoCcTaTKa (DOTUEBON KUCIOTHI) U
3HAYUTEJIbHOE YBEIWYCHHE KOJUYECTBA CUIep0OIacTOB (HOpMaIbHOE
koiuuectBo 20-40%).

B moue HabmogaeTcss ypoOUIMHYPHS, KaJIOBBIE MAacChl UMEIOT
HACBHIIICHHBI TEeMHBIM I[BET 3a CYET IIOBBIIICHUS YPOBHS
CTEpKOOUJIUHA.

JJIfl TeTepo3uroTHoi Oera-rajacceMum (MaJIOW TAIACCEMHUM)
XapaKTEepPHbI TaKHWE K€ KIMHUYECKHE W JTaOOpaTOpHBIC MPOSBIICHHS,
KaK U JI7I1 TOMO3UTOTHOM, HO OHU BBIpaxKeHbI ciadbee. Het nsmenenuit
CKeJleTa, XapaKTePHBIX JJI TOMO3UTOTHOU (opmbl 3aboneBanus. [Ipu
TeTePO3UTOTHONM (opMe TIeMOJUTHYECKOW aHeMHuHu, 3a00JieBaHHE
BIIEPBBIC MOXET MPOSIBUTH cE€0si BO B3POCIOM BO3pacTe, M3BECTHHI
ciiydyan O€CCUMIITOMHOTO TE€UECHUS 3a00JIEBaHUSI.

JlnarHo3  ycTaHaBJIMBAeTCSI Ha OCHOBAaHMHM  PE3yJIbTaTOB
onpenenacHus Manbix ¢paknui  remornmodomna HbA2 u  HDF.
DnekTpodope3 reMoriioonHa BBISBISIET yBeJIUMUYeHUE Ppakuuu A2 110
5-9%, Hebopiloe yBeauueHue GpetaqbHOro remoriioouna o 2,5-7%.
B omimume or kene3ogeUIMTHOW aHEMHM Tpu Malod Oera-
TaJacCeMUH HaOMrogaeTcs KOMITEHCATOPHOE yBEITUYCHUE
spuTporuToB. [lpu Majoi TamacceMun HET AepUIIMTAa WU U30BITKA
xKesesa.

JlaGopaTopHasi IMATHOCTHKA CEPIOBUIHOKJIETOYHOI AaHEMUN

KadyecTBeHHBIE TI'eMOTJIOOMHONATHH - aHEMHH, CBS3aHHBIC C
HapyIlICeHUEM CTPYKTYpbI Leel ri1oOuHa - 3TO rpyina 3a00JIeBaHuM,
00YCJIOBJICHHBIX 3aMEHOM OJHOM WM HECKOJBKMX aMHUHOKHCIOT B
I[eNH T100MHa, OTCYTCTBUEM Yy4YacTKa ILIEMH WK ee yaanHeHueM. Kak
MpaBUjI0, 3a00JIEBAaHUS HACJIEAYIOTCS MO ayTOCOMHO-JIOMHUHAHTHOMY
tuny. K  KIMHUYECKM  BBIPA)KEHHBIM  I'eéMOTJIOOMHOMNATHSM,
MPOSBIISIIONIMMCSI T€MOJIM30M, Yalle€ BCEro MPUBOIAT OJMHOYHBIE
aMHHOKHCJIOTHBIC 3aMEHBI B O€Ta-1IeTIsX.
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dtrnosiorus. [latorenes

B 1949 r. npu wuccnenoBaHuu (pakiui reMorioOuHa Mpu
CEepPIOBUIHOKJIETOYHON aHEeMHUU OOHAPYXKWJIM MEHEE MOJIBUAKHYIO MO
CpPaBHEHHUIO C TreMorjioOuHoM A ¢paknuio U Ha3Bamu ee S -
remorsioonHom. B 1956 r. Ingram wu coaBTOpBI OTKPBUIA, YTO
aHOMAaJIbHBIM TreMoryIoOnMH S o0pa3yeTcs BCIEACTBUE MYTallUM T'€Ha,
JOKAJIM30BaHHOTO  Ha Xxpomocome 11. B pesynbrare myranuu
HaOJII0/TaeTCs HApYyIIEHWE CTPOSHUS O0eTa — Ienu IJI00WHa - 3aMeHa B
OeTa - MOJUTIENTUIHOMN 1IeNH MIII0TAMUHOBOM KUCJIOTHI Ha BasiuH. [Ipu
TOMO3UTOTHOM HOCHUTEJIBCTBE IMATOJIOTUMYECKOTO TE€HA pPa3BUBAECTCS
CEpINOBUIHOKJIETOYHAS  aHEMHMS, Opu  TE€TePO3UTOTHOM  —
CEpPIOBUIHOKJIETOYHAS aHOMAJTHSI.

Jnsi HOpManbHOW UMPKYJSIUUU SPUTPOLUTOB HEOOXOJUMO,
yTOOBI TIPM pPa3HOM YPOBHE OKCHUTCHAIlUM KpPOBH TE€MOTJI00MH
ocTaBajicsi B pacTtBopumoil ¢dopme. Eciu spuUTpoOnUTHI coaepxkaT
MPEUMYIIECTBEHHO TeMOIJIOOMH S, TO B YCJOBHUSAX IOHUXEHHON
KOHIIEHTpallUK KHUCJIOpoAa (Hampumep, MpU MNPOXOKAECHUU MO
COCyJIaM CeJIe3€HKH, NTIEUYCHH, CyCTaBOB) MATOJOTUUECKUNA TEeMOTJIOONH
S monuMmepusyercs ¢ 00pa3oBaHWEM KPUCTAIIJIOB, MOBPEKIAIOIINX
MeMOpaHy H3puTpoluTOB. I[IpudumHON dSTOro SBIsSETCS HHU3Kas
PacCTBOPUMOCTh AHOMAJIBHOTO TE€MOTJIOOMHA W BBHIMIAJICHUE €ro B
0CaJOK. DTO MPUBOJUT K TOMY, YTO DSPUTPOLUTHI HEOOPATUMO
neopMHUPYIOTCS U pUOOpETAIOT bopmy CEpIIOB.
[1poa0KUTENBHOCTh  KU3HU  APUTPOIIMTOB TMPU TOMO3ZUTOTHOM
HOCHUTEIBCTBE CHWXAeTCAd U cocraBisieT 17-20 mHEW, 3pUTPOLHUTHI
JIETKO  TOJBEPraroTCs  TeMOJIM3y € Pa3BUTHEM  TSDKEJIOM
reMoiauTuueckoir  aHemuu. DEHOMEH  CEePIOBUIHOKIETOUYHOCTH
MPUBOJIUT K OPAXKEHUIO U APYTUX KIETOK — SHIOTEIUS, JICHKOLUTOB,
aKTUBUpPYET (PAKTOpbl CBEpPTHIBAHUS, 3allyCKaeT IMTOKHHOBO -
BOCIIAJINTEILHBINA KacKall.

[Ipy TreTepo3UroTHOM HOCUTEIIBCTBE MPOJOJLKUTEIBLHOCTD
KU3HU ODPUTPOIIUTOB HOpPMaJIbHAsA, HO XapaKTEPHBIM SIBJISIETCS
3aMeJIJIeHHe KPOBOTOKA, TOBBIIICHHE BA3KOCTH KPOBU U Pa3BUTHE
TUMIOKCUH, CTUMYJIHMpYIOllee OOpa30BaHHE CEPHOBUIHOKIECTOUHBIX
SPUTPOIIUTOB M HAPYIICHHE KPOBOCHAOKEHMS >XM3HEHHO Ba)KHBIX
OpTaHOB.
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Kuaunuka

['omo3urotHass ¢opma reMorjioOMHONATUM S  HAYMHAET
MPOSIBJIATCA B Tepuod ¢ 3 1o 6 Mecsll IMOcjie POXACHUSA, Koraa
MPOUCXOJUT 3aMeHa (PeTaTbHOTO TeMOrjJoOMHA Ha TreMorjioOuH A.
[Ipu ceprnoBUAHOKIETOUYHON aHEMUU TeMOTIIOONH S coctaBiseT 90%.
Knuandeckass kapTHHA CKIIAJIBIBACTCS U3 YMEPEHHOM HOMOXPOMHOM
aHeMHH W TPOMOOTHYECKHX oOcjiokHeHui. I[lpm cepmoBmaHO-
KJICTOYHOM aHeMuu HaOmrogaeTcs OJEeTHOCTh KOXXHBIX ITOKPOBOB,
KEITYIIHOCTh KOXH W CKJIEp C BO3pPacTOM OHAa HapacTaer,
HaOJIIOMaeTCAd yBEIWYEHHWE TI€YeHH M cele3eHku. Haumboiee
XapaKTEPHBIMU CUMIITOMAMHU SIBJIIETCS TTOPAKEHUE KOCTHO-CYCTaBHOM
CUCTEMBI — pe3Kas OOJIe3HEHHOCTh CYCTaBOB, MPHIYXJOCTh CTOTI,
rojieHel, KHUCTeH, oOpa3oBaHue TPOPUUECKUX 3B, CHUIIBHBIC
a0IOMUHAJIbHBIC ooy, HapylIeHUe  3pEHus, WUHCYJBTHI,
oOyCJIOBJICHHBIE TpOMOO3aMH cOCya0B. Elle oaHMM XapaKTEepHBIM
JUTsl TAHHOTO 3a00JIeBaHUs MPOSBICHUEM SIBISETCS OCTPHIA CHUHAPOM
TPYAHOM KIJIETKH, KOTOPBIA TMPOSBIAETCS JUXOPAIKOW, OOJBI0 B
TPy, TUMIOKCHEH W WHOWIbTpAMEW JETKUX. XapaKTepHO TaKxKe
paHHee pa3BUTHE MOYCUHBIX AUCHYHKIMN. B pesynbrare HapyiieHus
MUKPOLIUPKYJISAIMA U (POPMHPOBAHHUS OYAroBBIX MH(APKTOB B PSC
OpPraHOB MOCTENEHHO pa3BUBaETCs GUOPO3.

Jletn otTcTraloT B (PU3MYECKOM, TICUXHYECKOM U IOJOBOM
Pa3BUTUH OT CBOMX CBEPCTHUKOB.

['eTepo3uroTHoe HOCHTEIBCTBO IMPOTEKACT JTO0OPOKAYECTBEHHO,
0e3 KIMHHYEeCKHX TposiBiieHuil. [laTonormueckuii remMoriioOuH
coctaBiuger 20-40% oT Bcero TeMoOINOOMHA, OCTaldbHAs YacTh
npejacTaBieHa reMoroomHoM A. 3a0ojieBaHHE TMPOSBISECTCS B
BBICOKOTOPHBIX ~palioHaX Ha (OHE CHIDKCHHS KHUCIOpoJa B
atTMocepHOM  BO3AayxXxe. B a3tmxX  ciydasx  MOryT  OBITh
TPOMOOTHYECKUE OCTOKHEHUSI.

JAunarnocruka
Kapmuna nepugepuueckoii kpoeu éne Kpusa
YMepeHHass HOpMOXpOMHas aHeMus, (PEHOMEH CEepHOBUIHOCTH
BHE KpHu3a IUIOXO BUJCH B Ma3Kkax Nepudepuveckoil KpoBU, MOITOMY
oOHapyXuBaeTcs peako. /[l BBISABICHUS CEPIOBUIHOKICTOYHBIX
APUTPOILIUTOB UCTOJIB3YIOT MPOOHI:
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1. KpoBb cMEMMBAIOT HA MPEAMETHOM CTEKIIE C 2% pacTBOPOM
runocyibura HaTpus wuid Meraducynbputa 1:1, MTOKpPHIBAIOT
MOKPOBHBIM M TILIATEJIIBHO CMa3bIBAlOT Kpas Ba3€JIMHOBBIM MaclioOM,
co3maBasi aHa’dpoOHbIe ycioBus. Yepes 24 u 48 dYacoB Karuio
MPOCMATPUBAIOT TOJI MHKPOCKOIOM,  HUCIONB3ysd 00BbekTUB Xx40.
[Ipoba cuuTaeTcsi MOJIOKUTEIBHOM, €CIU SPUTPOLUTHI MOCTEIICHHO
npuoOpeTraroT GopMy cepria Uiy MOTYTyHUH.

2. OcHOBaHME Taiblla TMEPEKUMAIOT KIYTOM B TEUCHUE
5 MUHYT, O€pyT KPOBb, BBHIMOJHIIOT Ma30K KPOBU U MPOCMATPUBAIOT
II0JT MHUKPOCKOIIOM HEOKpAall€HHBIM. B pe3ysibTaTe MCKYCCTBEHHOM
JIOKAJIbHOM THIOKCHM B KPOBH OOpa3yloTCsl CEPHOBUIHOKIECTOUYHBIE
SPUTPOIUTHI.

3. IIpoba Ha pacTBOPUMOCTH T'E€MOTJIOOMHA C JAUTHOHUTOM: B
NPUCYTCTBUU  JUTHOHWUTA TEeMOIJIOOMH S  TpeBpamiaercs B
JI€30KCUTEMOTJIOONH S, KOTOPBIM B BBICOKOMOJISIpHOM (pocdhaTHOM
Oydepe BbImagaeT B ocagok. B mpucyTcTBuu reMoriiodnHa S pacTBOp
CTAHOBUTCSI MYTHBIM, B OTCYTCTBHH — OCTAE€TCS MPO3PAUYHBIM.

Kapmuna kpoeu 60 epemsa Kpuza

HabOmomaercs riybOokas anHemus — remorjgooun S50-60r/m,
SPUTPOLUTEI 1,5-2x10% /1, NOMKHUJIOLIUTO3 3a CUET
CEPHOBUIHOKIECTOUYHBIX JPUTPOIIMTOB, BCTPEUAIOTCS JPUTPOIUTHI B
BHU/JIC OBCSHBIX 3€PEH, MOJIMXPOMATODUITHA.

Petukynonuros — 20-30% peTuxkyynonuToB B nepudepudeckon
KPOBH, HAJTMYUE OOJIBIIOTO KOJUYECTBA HOPMOOIACTOB.

OtMeuaeTcss JEUKOUUTO3 CO CIABUIOM BJIEBO, TPOMOOIUTO3,
CKOPOCTb OCEJIaHMsI SPUTPOIIUTOB 3aMeIJICHA.

[Ipy OMOXMMHUYECKOM HCCIIEIOBAaHUU KPOBU HAOJIOIACTCS
runepoOnIiMpyornHEMHUs 3a CU€T HEKOHBIOTMPOBAHHOTO OuMpyOuHa,
YBEIIMUCHUE CBOOOJHOTO TeMOTJIOOMHA, CBIBOPOTOYHOIO Kejiesa,
MOBBIINICHUE AaKTUBHOCTH TEUEHOYHBIX (EPMEHTOB, CHWIKECHUE
ranTorioOuHa.

JI71s1 BBISIBIICHUS aHOMAJIbHOTO IeMOTJI00MHA Y HOBOPOKICHHBIX
UCIIOJIb3YIOT:

1. Daexktpodope3 uccieayemMoro oodpasia KpoBH B KHCIOH U
MICJIOYHON cpene sl BBIABJICHUS pa3HbIX (OpM TeMorioOuHa,
OCHOBAHHBIN Ha PA3IUYNU B UX CKOPCTH JIBWKCHHS B JICKTPUUECKOM
noJie.
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2. MN3oanextpuueckoe (OKyCHpOBaHHE OOpasIoB KPOBH, MpHU
9TOM  JBIDKEHHE  TIeMOIVIOOMHAa  TpeKpamjaeTrcs B 30HE
W302JICKTPUYECKOM TOYKH, T.€. B 30HE Takoro 3HadeHus pH, mpwu
KOTOPOM CYMMApHBIN 3aps]l MOJIEKYJIbl TEMOTJIOOMHA paBeH HYIO. Y
3JI0POBBIX HOBOPO>KJIEHHBIX oOpazyercs 1BE MIOJIOCHI,
COOTBETCTBYIOIIME (pakiuu remorioomHa A u F, y OOJbHBIX C
CEpHOBUAHOKIECTOUHOW aHeMuer - F u S, Torma kak y OOJNBHBIX C
CEPHOBUAHOKIECTOYHON aHOMAJIMEN — TPH MOJOCHI, COOTBETCTBYIOIIHE
dbpakuusaM remorsioonHoB A, F, S.

Kapmuna kocmnozo mo3za
HaGntonaerca runepruia3us KpacHOro poOCTKa KPOBETBOPEHUS,
BBIpKEHHAsI SPUTPOHOPMOOIIaCTUYECKAS PEAKITHSI.

Bo Bpems kpuza B MOYE€ OTMEUAETCS YPOOWIMHYpHUS,
NPOTEUHYpHUA, Hanuuue IuiIuHApPoB. [Ipu rerepo3urotHor ¢opme
3a00JI€BaHUSA MOKET OBITh CIIOHTAHHAsi reMaTypus (3a CUET MEIKHUX
UH(aPKTOB COCYJIOB MOYEK).

JlabopaTopHasi IMAarHOCTHKA ANJIACTHYECKUX AaHEMUH

Arnnactrueckas aHeMUs — TsDKeJoe 3a00J1€BaHUE KPOBETBOPHOM
CUCTEMBI, XapaKTEPU3YIOIIEECS HETOCTATOYHOCThI0 KOCTHOMO3IOBOI'O
KPOBETBOPEHHSI U TJIyOOKOW TMaHLMTONECHUEH B mnepudepudeckoi
KpPOBH.

INUIAEMHUOIOTUS
3aboneBanue BrOepBbie onucaHo II. Opauxom B 1889 .
Bcerpewaercs ¢ pa3HOW 4YacTOoTOM B pasHbIX PETMOHAX MUpa, B
cpeanem HaOmomaercs 2 ciaydas Ha 1 000 000 HaceneHus B TO/I.
AmiactTuyeckasi aHeMusl HaOJIFOJaeTCsl BO BCEX BO3PACTHBIX IpyINax.

Knaccupuxkanus
|. BapuanThl amiacTUYeCKOl aHEeMHHM B 3aBUCUMOCTU OT
ATHUOJIOTUYECKOTO (paKkTopa:
1) HacienCTBCHHBIC,
2) mpuoOpeTeHHbIC:
- IIMOMATUYECKAs alIaCTUYECKasi AaHEMUSI;
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- ¢ MPEANOJIaraéMbIM dTHOJIOTHUECKUM (PaKTOPOM;
- BTOPHWYHBIC aIJlaCTUYECKWEe aHeMHUH Ha (OHE CHUCTEMHBIX
ayTOMMMYHHBIX 3a00JIC€BaHUI.

Il. Kmaccudukamus ammacTHdeckod aHeMHH B 3aBUCUMOCTH OT
TEUECHHS 3a00JIEBaHUS:

— OCTpas arjlacTu4YecKas aHeMus,;

— XPOHUYECKAs allJIACTUUYECKasi aHEMHUS.

[1l. BapuaHTbl aniacTUYE€CKOM AaHEMHM B 3aBUCUMOCTH OT
TsDKECTH 3a0ojieBaHHs (B COOTBETCTBMH C «kpuTepusimu Camttay,
1979 1.):

1. YMepeHHo TspKenast arjiacTuueckasi aHeMusl (HeTspKeast).

B nepudepuueckoii KpoBu:

— rTpanysouutoB 6osiee 0,5%109/m;

— TpomOo1uToB 60see 20x109/m;

— peTtukyJgonutoB 6osee 1%.

B kocTHOM Mo3re HaOJIOJaeTCsl COYETaHHE YYacTKOB C

MOHMKEHHOU KJIETOYHOCTBIO U COXPAHEHHBIM KPOBETBOPEHUEM .

2. Tsxenas aruiacTUyecKkasi aHEMUS.
B nepudepuueckoit KpoBu:

— rpanynouutoB meHee 0,5x109/x;

— TpoMOoruToB MeHee 20x109/m;

— peTuKyJIouuToB MeHee 1%.

B koctHOM Mo3re HaOmrogaeTcs aria3us KOCTHOTO MO3Ta,
KJIETOYHOCTh CHIKEHa Ha 30% OT HOpPMajabHOTO KOJIWYECTBA.
Tsokenas ¢opma anjgacTUUYECKOW aHEMHUU YCTaHABIWMBAETCA  MpU
HAJIUYUU JIBYX JIOOBIX U3 MEPEUUCICHHBIX KPUTEPUEB.

3. CBepxTskenas anjacTAYECKas aHEMUSL.

JIns ycTaHOBIEHMS BapHaHTa MCIOJB3YIOTCS BCE KPUTEPHHU,
MepeYuceHHbIE B ClIydyae TMEpPBOr0 BapuaHTa, KPOME KOJUYECTBA
IPaHyJIOUUTOB, KOTOPOE MPU CBEPXTSHKEIOM BAPUAHTE COCTABIISECT
MEHEE O,2><109/J1. OTtMedaeTcs TiIyOOKass MAHUMTONEHUS  J0
€IMHUYHBIX KJIETOK B Ma3Ke.

B KOCTHOM MO3re KOJIMYECTBO MHEIOKAPUOIMTOB MEHEE
15x10%/x, OTCYTCTBYIOT  MOpOJU(EpUpyromme  KIETKH, YacTo
MOBBIIICHO KOJMYECTBO MJIa3MaTUHYECKUX KIIETOK.

[Tpu TpenaHoONONCUY BBISIBISIOT TOJIBKO KUPOBYIO TKaHb.
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ITHOJIOTUA

Otuonornyeckrue (akTopbl, BbI3bIBaIONIME 3a00J€BaHUE [0
KOHIIA HE wu3ydeHbl. lIpenmonaraercs, 4TO NPUYUHOU Pa3BUTHUS
anjIacTUYECKON aHEMUU SBJISIETCS:

— MpUEeM  JIEKaPCTBEHHBIX TMpernaparoB  (CylbhaHUIaMUIbI,
aHTHOaKTEepUalIbHbIE, MPOTUBOTYOEPKYJIC3HbIE npenaparsl,
Hecrenu(PpUIECKre MPOTUBOBOCHAIUTENbHBIE CPEACTBA, MPOTUBO-
nabeTHYECKHE);

— BIUSHUE  XUMHUYECKMX  coequHeHuid  (OeH3oJ,  Jaku,
MIECTUIIUIBI);

— BUpPYChl (BUpPYCHI TE€NaTUTOB, repreca, mapBoBupyc 19,
IUTOMETAJIOBUPYC);

— BO3JIeCcTBHE (PU3HMICCKUX (PaKTOPOB.

W3 uucna »HAOTEHHBIX (PAKTOPOB, YTHETAIOUIUX TE€MOI033 —
HapyIlieHne PyHKIIMU SUYHUKOB, IIIUTOBUIHOM KeJe3bl, TUMYCA.

Pa3BuTtue 3a00ji€BaHUSI CBS3BIBAIOT TAKXKE C TE€HETHYECKHUMU
aHOMAJIMUSIMU, KOTOpple B 26% cilyyaeB BCTpEUYAKOTCS MpPHU
anjIaCTUYECKUX aHEMUSIX.

Kak oaMH W3 MEXaHU3MOB MOBPEXIAIOIIETO BO3JEHCTBUSA Ha
KPOBETBOPEHUE U PA3BUTHE AIIACTUUECKON aHEMUU paccMaTpPUBAETCSA
HapyIIE€HWE OKCIPECCUH HUTPOOKCHUJICUHTETA3bl, BBISBIISIEMOE B
MOHOHYKJIEAPHBIX KJIETKaX KOCTHOTO MO3Ta OOJbHBIX aIllJlaCTHUYECKON
anemuedl. CHI)KEHUE HUTPOOKCHJICUHTETA3bl BEAET K MOBBIIIECHUIO
KOHIICHTpAIlUM OKCHJAa a30Ta, KOTOPBIM OKa3bIBAET TOKCHUYECKOE
NEWCTBUE HA KJIETKU KOCTHOTO MO3Ta.

IIaTorenes

[IpencraBnenrne O  pa3BUTHUMA  AIUIACTUYECKOM  AHEMUM
chOpMHUPOBAIOCH B CEMUJECITHIE TOJBl MPONUIOTO CTOJETUS U
OCTAaEeTCSA OTKPBITBHIM JIO CHUX TOP.

IIpeononazaemvle  mexanusmvl — pazgumus — aniacmMu4ecKou
aHemuu:

- BciaeAcTBHE Je(deKTa CTBOJOBBIX KPOBETBOPHBIX KJIETOK
(yMEHBIIICHHE KOJMYECTBA KIIETOK, JKCIpeccupyrommx Mmapkep CD
34, xapakTepHbId I PAHHUX TEMOIOAITUYECKHUX  KJIETOK-
MPEIIECTBEHHUKOB, CHUKEHHE KOJIOHMEOOpa3yIole CIoCOOHOCTH
KJIETOK-TIPEAIIIECTBEHHUKOB F€MOI10733a);
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- BCJICJICTBUE CHIIKEHUSI YYBCTBUTEJIHHOCTH TE€MOMOITHYECKUX
KJIETOK K (paKTopaMm pocTa, U B LEJIOM K BO3JECHCTBUIO PETYISATOPHBIX
MEXaHU3MOB;

- HapylIEHUE pEryJsIUUd KPOBETBOPEHHS HMMMYHOKOMIIE-
TEHTHBIMHU JUMGPOUAHBIMU KJIETKAMU; HaOJt0aeTcsd yMeHblueHue T-
auMmbonuToB  xemmnepoB  (CD4+) wm  BBICOKHMH  YpPOBEHb
muroTokcndecknx T-mumporuro (CD  8+), mnpoaymupyrommx
(akTOp HEKpo3a OMMyXOJM, raMMa-UHTEPPEPOH, KOTOPHIE YTHETAIOT
reMono33 ¥ MOJIaBJISIIOT 00pa30BaHUE FEMONOAITUYECKUX KOJIOHUM;

- MHAYKIUS  afomnro3a, Tak Kak Ha  MOBEPXHOCTH
réMOMO3THYECKUX KIJIIETOK OTMEUYaeTCs IOBBIIIEHHAs HKCIPECCHS
PEICITOPOB, SBJIAIONUMXCA Mapkepam# armonTto3a (CD 95+).

CoBMecTHBIN 3 (PEKT BceX MEXaHU3MOB MPUBOAUT K CHUKEHUIO
YyBCTBUTEJIbHOCTU TE€MOIIOATHYECKUX KIETOK K (pakTopaMm pocra u
MEXaHW3MaM PEryJISIUU IeMOI033a, HAPYIICHHUIO KMU3HECTIOCOOHOCTH
reMOMNO3THYECKUX KJIETOK U aIjla3ui KOCTHOTO MO3ra.

Kiaunuka

B knuHMueckol kKapTuHE 3a00JI€BaHUSI OTMEYAIOT:

- aHEMUYECKUW CHUHAPOM (OJBIIIKA, TaXUKapaus, CIadoCTh
TOJIOBOKPYKEHUE);

- TEeMOpparudyeckuii CHUHAPOM (KPOBOMOJTEKH, TNETEXUHU,
HOCOBBIE KPOBOTCUCHU);

- 4acThle MH(PEKIUU, BOCTIATUTEIbHBIE TPOIECCHl (JTOKAIbHBIE U
reHEpaJIM30BaHHbBIC) 32 CYET HEUTPOIICHUHU.

Knuanueckne cuMnTomMel pa3BUBAIOTCS B 3aBUCUMOCTH OT TOTO,
KaKOW POCTOK KPOBETBOPEHUSI YTHETAETCS B IIEPBYIO OUEPEb, 4 3aTEM
MIPUCOCAUHSIOTCS CHUMIITOMBI, XapPAaKTEPHBIE IUIi YTHETEHUS APYTHX
POCTKOB KpOBETBOpeHMs. He XapakTepHO YyBEIWYECHHUE II€YEHU W
CEJIC3EHKU.

JAuarnocruka
Kapmuna nepughepuueckoit kposu
HopmoxpomHas, HopMolMTapHasi aHEMUs C Pe3KUM CHIDKCHHEM
KoJn4yecTBa remoryioonna (25-80 r/m), aputpouutoB 0,7-2,5 X 10*/1.
Cpennee coxaepxkanue remoryioonna B sputpouute (MCH), cpenuss
KOHIeHTpalus remoriioonna B spurponure (MCHC) B mpepemax
pedepeHTHBIX BeIUYUH, cpeaHuit 00beM sputporutoB (MCV) Gonee
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95 ¢ — HabmromaeTcs TEHACHIMS K MakpouuTo3y. KommdecTBo
PETUKYJIOLUTOB CHUXEHO. CO CTOPOHBI TPaHYJOLMUTAPHOTO psiaa
HaOJII0/1aCTCSl BBIPAKECHHAS JICUKOIMEHUS, a0COIIOTHAs HEUTPOIICHUS.
B nekouutapHoi GpopMyiie oTMedaeTcsi OTHOCUTENIbHBIA TUM(OLHUTO3,
YBEIIMUYCHUE KOJINYECTBA 903UHO(DUIIOB. Co CTOPOHBI
TPOMOOIIUTAPHOTO  POCTKA OTMEYAETCSI PE3KO  BbIpaKEHHas
Tpombouurtonenus (2,0-25,0 x 10%1). HaGmogaercs: 3HAYUTEIBHOE
yCKOpeHue ocemanus oaputporuroB — COD  -50-70 wmm/gac.
XapakTepHOH OCOOCHHOCTBIO aruIaCTUYECKOM aHEeMHUU SIBIISIETCS TO,
YTO TMIPU CBEPXTSKEIOM BapUaHTE AaIjlaCTUYECKOW aHEeMHH He
HaOmromaeTcss MOPQOJIOTHUYECKUX HU3MEHEHUH CO CTOPOHBI KJIETOK
SPUTPOUJHOTO,  TPAHYJOLUTAPHOTO  psija, HE  BBIXOASIT B
nepudepruyecKyro KpoBb HOPMOOJIaCThI

Kapmuna kocmnozo mo3zea

Armia3usi KOCTHOTO MO3Ta, €IUHUYHBIE OYard KPOBETBOPECHUAI.
Pe3ko cHMKEHO KoJnmdecTBO MuenokapuouuTon (MeHee 40,0 x 109/JI),
METaKapuoIUTOB, HaOIr0JaeTCA HapyIICHHUE byHKIMH
METaKapuOIMTOB 00Pa30BLIBATH TPOMOOIIUTHI.

Ha ¢oHe cHmwkeHuss aOCONIOTHOTO 4YHCIa TPaHYJIOIUTOB
HaOJII0/1a€TCS OTHOCUTEIIPHOE YBEIMYECHHE KOJINYECTBA JTUMQPOIIUTOB,
MJIa3MaTUYECKUX KJIETOK. DPUTPOII0I3 XapaKTepU3yeTcs aOCOIIOTHBIM
YMEHBIIIEHUEM KOJIMYECTBA SPUTPOKAPHUOIIUTOB M HAPYIICHHUEM HX
nuddepennmpoBku. KonnyecTBo criepo0aacToB NOBBIIIEHO.

Tpenanobuoncus

KOCTHOMO3roBbl€ CHHYCBI 3allOJIHEHBl KUPOBOW  TKaHBIO,
HaOJI0JaeTCs YBEIMYEHUE KOJIMYECTBA CTPOMAJIbHBIX KJIETOK.

HMuddepeHnmanbHplii  AMArHO3  MPOBOJUTCS C  OCTPBIMU
JefKko3aMu U APYTUMHU 3a00JIEBaHUSMH, KOTOPBIE COMPOBOKIAIOTCS
na”Huuronesuen. lIlpm  octpom  JeMko3e B KOCTHOM — MO3re
HaOrogaeTcs TOTalbHas OJlacTHas TUNEPIUIA3UL. Jst
NOATBEPXKACHUS  JHMAarHo3a  OCTPOro  JieWKo3a  MCHOJIb3YIOTCS
UTOXUMUYECKHUE, IMTOTCHETUYECKUE, MOJICKYJISIPHO-TEHETUYECKUE
UCCJIEA0OBaHUA.
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IMapumnajbHasi KPACHOKJIETOYHASA aNJIa3us

Penkoe remaronornueckoe 3a0o0JieBaHUE, XapaKTEPU3YIOIIEECs
M30UpaTeIbHON aria3ueil SPUTPOUHOIO POCTKA KOCTHOIO MO3Tra U
pa3BUTUEM HOPMOXPOMHOM, HOPMOLIUTAPHOU aHEMUEH,
perukynouuroneHuen. IlapunanbHas KpaCHOKJIETOYHAS — aruia3us
MOXET OBbITh HACJEJACTBEHHOM M TpuoOpeTeHHOM. HacnenctBeHHas
napiuaigbHas KpacHokieTouHas aHemus Jlaiimonga — bmdkdana —
BpOXkeHHAsT ¢opMa SPUTPOUTHON aIlla3urd CEMEHHOro Xapakrepa ¢
ayTOCOMHO-JIOMUHAHTHBIM WM  PEHUCCHUBHBIM  HACJICIOBAHHUEM.
Bcerpewaercs ¢ gactoroit 5-7 cinydaeB Ha 1 000 000 HaceneHus B TO/I.

JTHOJIOTHSA  3a00JieBaHMS 10  KOHIIA HE  H3y4YeHa.
[Ipennonaraercs, 4YTo 3a00JieBAaHUE BO3HUKAET B PpE3yJbTaTe
MyTalllii, HACJICACTBEHHBIX N€(EKTOB WJIM Pa3BUBACTCS O€3 BCIKHUX
MPUYUH, ACCOIMMPOBAHO C JUM(pOMaMH, JEUKO3aMHU, BUPYCHBIMU
renaTuTamu, ¢ IPUEMOM JIEKAPCTBEHHBIX MTPENapaToB.

IIaTorene3s
IIpenmnomaraercs, 4To 3pUTPOUIHAS AIJIa3Usl CBSA3aHA C NPSAMBIM
HNJIN KOCBCHHBIM ITOAABJICHUECM CO3PCBAHUA KJIICTOK KPACHOT'O POCTKA
KpPOBCTBOPCHHA. B ocHoBe mexar HMMYHOJIOTHYCCKHUC MCXAHU3MBbI
pa3BUTHA 3360JI€B&HI/I$I, 4TO IOATBCPKAACTCA HATNUNIUCM aYTOAHTUTCII
K KIICTKaM-IIPpCAIICTBECHHUKAM 3PpUTPOIIOI34.

Kiannuka
AHemusa BbISBASETCS Ha 1-3 Mecse >KHU3HHU, COYETAeTCs C
YepeINHO-JIMIEBBIMU aHOMAJIUSIMH, OTCTaBAaHUEM ITaIl[MEHTOB B POCTE.
IIcuxomoTopHOE pa3BuUTHE peOeHka He Hapymaercs. Ormeuaercs
renaToCIICHOMET IS, BTOPUYHBIM reMoxpomaTo3 (Ha (hOoHE YacThIX
reMoTpancysuii), auMpaTHYEeCKUe Yy3JIbl HE YBEJIMYEHBI, HET
reMOpparu4ecKux MposBICHUM.

JAnarnocruka

Kapmuna nepugepuuecxoii kposu
HaOmtomaeTcs  HOpMOXpOMHasi ~ MakpOIUTapHash  aHEMUS,
CHWKCHHUE KOJIMYECTBA PETUKYJIOLMTOB, TOBBIIMICHUE KOJIMYECTBA
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cugepounutoB. KomnuecTBo JeHKOUUTOB, TPOMOOIIMTOB HAaXOJUTCS B
npejaenax peepeHTHBIX BEJIUYHH.

B CBIBOPOTKE KPOBH YBEIMYEHO KOJWYECTBO CHIBOPOTOYHOIO
KeJe3a, SPUTPOIIOITUHA.

NMMyHODITIOOPECIIEHTHBI  METOJ]  BBISBISICT aHTUTENA K
SPUTPOKAPHUOIIUTAM.

Kapmuna kocmnozo mosza

KoCTHBIN MO3T HOpMOKJIETOYHBIN, OTMEYAETCS U30JIUPOBAHHBIN
ne(UIUT KIETOK SPUTPOUIHOTO POCTKA. Y HEKOTOPHIX MAI[MEHTOB
HAOMIOJAIOTCST  TPU3HAKK  HEI(PPEKTUBHOTO  SPUTPOILIIZA  C
HAPYIIEHUEM CO3PEBAHUS DPUTPOUIHBIX KIETOK HA  CTaauu
NOJIMXPOMATOPUIBHBIX  HOPMOOJIACTOB, OTMEYAEeTCS YBEIHYCHHE
KOJMYECTBAa CHUAEPOOJIacTOB. ['paHyJONMUTONO’3 HE HApYIIEH,
KOJIMYECTBO METAKAPUOLIUTOB B HOPME.

Jnsg  yTOYHEHWs JOMar€Ho3a MCIOJIB3YKOTCS  MOJEKYJSIPHO-
TEHETUYECKUE MCCIIENOBAHUS, UMMYHOTUCTOXUMUYECKAE METOABI U
METOJI MPOTOYHOU IUTOMETPHUH.

HacaencrBennas anjacTudeckas anemMmus ankouu

XapakTepHbIM  SIBJISIETCA ~ COYETAHUE  IPOTPECCUPYIOIICH
KOCTHOMO3IOBOM  HEJOCTATOYHOCTH Ha (OHE MHOXKECTBEHHBIX
BPOXJEHHBIX COMAaTUYECKUX aHOMalui. 3a00JeBaHUE BCTPEUAETCS C
OJIMHAKOBOM Y4acCTOTOM, KaK y MaJb4uKOB, Tak U y aeBouek — 1:3000
HaceneHus. Hacnenyercs 10  ayTOCOMHO-PELIECCUBHOMY — THITY.
Bpoxnennsie nmopoku BerpevaroTca y 70-80% mamueHToB — MOpOKHU
Pa3BUTHS KOCTHOM CUCTEMBI (]00aBOYHBIN MaJiel], OTCYTCTBUE (DaiaHT
U JIpyTHe), MIOPOKH CTPOCHUS depena (MUKpOIedans), 3pUTSIILHOTO
anmapara (MUKpo(TambMHsi) BpPOXKJICHHBIE aHOMaJIUU CKeEJleTa,
JTUCTIMTMEHTAINS KOXKHM, TOPOKH TIOJIOBOM, MOYEBBIICIUTEIbHOM
CHUCTEeMBI, 3aJepXKa  TCHUXMYECKOro  pa3Butus. (OTMmedaeTcs
AHEMUYECKUM, TEMOPPArUYECKU CUHIPOMBI PA3JIMYHOU CTEIICHU
BBIPAXKEHHOCTH, WHQEKIIMOHHBIC OCJIOKHEHHS. XapaKTePHBIM IS
AHEMUM SIBIISICTCS BBICOKAs YyBCTBUTEJIBHOCTh KieTOK Kk JIHK-
MOBPEKIAIOIIMM areHTaM, 4TO COIPOBOXKIAETCS HECTAOMIBLHOCTHIO
reHoMa.
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JAuarnocruka
Kapmuna nepugepuuecxoii kposu
OTtmedaeTcsi MaHLMTOICHUS: HOPMOXPOMHAsT HOPMOILIMTapHAas
aHEeMMSI, PETUKYJIOUTOIICHUS, TIEUKOTICHHS, TPOMOOITMTOTICHHUSI.

Kapmuna kocmnozo mo3zza

Bnauane 3aboneBanus Ha (oHE pa3apakeHUs KOCTHOTO MO3Ta
OTMEYACTCSI  yBEJIHUYCHHE KJIETOK  Ju(OTHYECKOTO  psija,
IJ1a3MaTHYECKUX KJIETOK, 0a30()HIIOB, 203MHO(PUIOB. 3aTeM, MO Mepe
pa3BUTHS 3a00JICBaHUS — IMAHMHUEIO(MTH3 — OTCYTCTBHE KOCTHOTO
Mo3ra. B TepMuHansHOM cTagun HaOM0aeTCs MUeIoGuopos.

JlabopaTopHasi THArHOCTHKA arpaHyJIONUTO3a

ArpaHyJIOMTO3 — KIMHUKO-TEMATOJOTHICCKUH CHHAPOM,
XapaKTEePU3YIOIIMICSA CHIDKCHHEM T'PaHyJIOIMTOB B NeprdepudecKoit
KpoBU 10 moiHoro ux wucdesHoBeHus (0,75x10 n — 0) Ha ¢one
CHIDKEHH JIeHKonuToB 10 1,0x10 %,

Paznuuaror:

1) MUEIOTOKCHYECKHI arpaHyJIOIHTO3;
2) IMMYHHBIH arpaHyJIOIHTO3;
3) uauoNaTUYECKUI arpaHyJIOIUTO3.

MuesoTokcMyecKHii arpaHyJI0uuTO3

Jdtuonaorus. Ilatorenes
[IpyunHaMy, BBI3BIBAIOIIUMHU arpaHyJIOLUTO3, ABIISIOTCS !
- JIEKAPCTBEHHBIC MPENAPATHI;
- XUMUYECKHE BENIECTBA;
- HOHU3UPYIOLLIEEe U3IIy4YECHUE;
- BUPYCHBIE UH(DEKIIUU.
B  pesynbrare  BO3AeHCTBUSL  (DAaKTOPOB,  YTHETAIOIIUX

IPaHyJIOUTOI0A3, POUCXOJIUT MOJAaBJICHUE KJIETOK -
NPEAIIECTBEHHUKOB MHMEJIONO033a, C MOCIEAYIOIMM HapylleHUeM
npoiu(epaTUBHON  aKTUBHOCTH,  JUPGDEPEHIMPOBKU  KIETOK

rPaHyJIOIUTAPHOTO Psija.
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bricTpoe cCHIKEHHE KIETOK HEUTPO(PUIBLHOTO Psija MPUBOJNUT K
HApYILICHUIO KJIETOYHOTO M T'YMOPAIBHOIO UMMYHHUTETA U PAa3BUTHIO
MH(PEKITMOHHO-BOCTIAIUTEBHBIX OCJIOKHEHUH.

Kannuka

Cnavana HaOJrOIaeTCSd CKPBITHIM MEpuoj 3a00JICBaHUSA, JIJIs
KOTOPOTO XapaKTePHBI HECMeIU(PUIeCKre KINHUUYECKUE CHUMIITOMBI:
c1ab0CTh, TOBBIIIIEHHAS yTOMIISIEMOCTh, CHHKEHHE allleTHTa. 3aTeM
MPUCOCUHSIETCA JIUXOPaaKa, S3BEHHO-HEKPOTHUYECKHE MOPAKEHUS
KOXXHM M CIIM3UCTHIX (CTOMATUT, aHTMHA U T.1). JlanbHeilee pa3BuTue
3a00JICBaHUS COMPOBOXKIACTCS HEKPOOMOTHUYECKUMH H3MEHECHUSAMU
KOXXHM M  CIM3UCTBIX (HEKPOTHMYECKHH DHTEPOKOIHUT, CEIICHC,
NEPUTOHUT U T.II.).

JAunarnocruka

Kapmuna nepughepuuecxou xposu

B nepudepudeckoit KPOBH OTMEYaeTCs aHEeMMS,
PETUKYJIOLIUTOTICHUSI, CHIDKCHUE KOJINUECTBA JIEHKOITUTOB.
CoxpaHuBHIMECS ~ KJIETKM  TPAHYJOUUTAPHOTO  psifja  UMEIOT
BBIPaKEHHbBIC JereHepaTUBHBIC U3MEHCHMUS: TOKCOTCHHYIO
3€pHUCTOCTh, MHUKHO3 SAEp, BaKyoJuzaluwo sjaepu 1ap. OtMmedaercs
CHIDKECHHUE 503UHO(UJIOB, 0a3zo(duos. Otmeuaercs

TpOM6OI_[I/ITOH€HI/I$I.

Kapmuna xocmnozo moszea
[Ipy  MUETOTOKCHYECKOM  arpaHyJIOUUTO3€  HaOJIoJaeTCs
ATAHOCTh PA3BUTUS U3MEHEHUN B KOCTHOM MO3I€E:

1 sTan — CHWXKEHHME KOJMYEeCTBa 3peibiXx (opM HEUTpo(dUIoB
(maOYKOSIAEPHBIX, CETMEHTOAAEPHBIX) NpPU OJHOBPEMEHHOM
MOBBIICHUHA MUEJIOIUTOB — METAMHUEIIOIIUTOB — MUEJIOLIUTAPHO-
METaMUEJIOLUTAPHBIA KOCTHBIA MO3T;

2 JTam — CHIDKCHUE KOJWYECTBA MHEJIOIMTOB U  IOHBIX,
YBEJIMUECHUE KOJMWYECTBA MPOMMEIOLMTOB — MHEIOLUTAPHO-
MPOMUEIONUTAPHBIA  KOCTHBIM MO3r. CHUKEHHE 0O0IIero
KOJIMYECTBA KJIETOK 3a CUET HEUTPO(PUIIOB.

3 oTam — TMAHIUTONEHUS — TIOJAaBJIE€HHWE BCEX POCTKOB
KPOBETBOPEHUSI, COXPAHIETCS PETUKYIIIPHBIA OCTOB, B KJIETKaX
HAOJIIOJAI0TCS IETEHEPATUBHBIC U3MEHEHMUSI.
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4 sTal — B KOCTHOM MO3Te¢ 00HAPY>KUBAIOTCS TOJIBKO aUTIOIUTHI —
KUPOBOE NIEPEPOKICHUE KOCTHOIO MO3Ta;

5 aTam — HaOJIOJAeTCs OTCYTCTBHE KJIETOK B KOCTHOM MO3re —
naunMuenopTu3 (OTCYyTCTBHE KOCTHOTO MO3ra), (hudpos.
Koctnbiit Mo3r Ha 1-3 cTagusix MOKHO BOCCTAHOBUTD.
[TosiBnenue B mnepudepuyeckol KpoOBHU  MOJOJABIX KJIETOK —

OJIaCTHBIX KJIETOK, IMPOMHEIOIUTOB, MHUEIOIMTOB — TMOATBEPKIACT
BBIXOJ] U3 COCTOSIHUSA arpaHyJIoIUTO3a.

NMMyHHBIH  arpaHyJIOUTO3  XapaKTepU3yeTcss T'HOENbIo
IPaHYJIOIUTOB B pe3yibTaTe BBIPAOOTKH AaHTUTEN K KJIIETKaM
TPaHyJIOLIUTAPHOTO psia.

Pasznuyaror:

1) ranTeHOBBIN arpaHyJIOIMHUTO3;
2) ayTOMMMYHHBIH arpaHyJIOIUTO3.

I'anmenosviu acpanynioyumos

JlekapcTBeHHBIE  MpemapaThl, COCIUHSISACH C  O€JKaMu,
MPUOOPETAIOT AHTUTCHHBIE CBOKMCTBA, B OPTaHU3ME B OTBET HA TAKHE
KOMIUIEKCHI BhIpaOAThIBAIOTCSL aHTUTENA. [IpM MOBTOPHOM BBEIECHUU
mpenapara B CEHCHOWJIM3UPOBAHHBIM  OPraHU3M  TPaHYJIOIUTHI
paspymarorca. JJis gaHHOrO BapuWaHTa HE XapaKTEPHO MOPAXKEHHE
SPUTPOUAHOTO U TPOMOOIIUTAPHOIO POCTKOB KPOBETBOPEHHUSI.

Aymoummynnsli acpanyioyumos

JlaHHBIA BapuUaHT arpaHyJjolMTO3a pa3BuUBaeTca Ha (oHE
ayTOUMMYHHBIX 3a00JICBaHMII — CHUCTEMHOW KpacHOW BOJIYAHKH,
peBMarouaHOro aprpura. K KIeTkaM TIpaHyJIOLUTAPHOTO psla
Pa3BUBAIOTCS  ayTOAHTUTEIAa €  MOCICAYIOIIUM  Pa3BUTHEM
arpanyJsionutosa. B nepudepuyeckoit KpoBU HaOMIOAAETCA CHIDKEHUE
TPaHyJIOIUTOB, MOHOIIUTOB, B OCTABIIMXCS KJIETKAX — BBIPAKCHHBIC
JIEr€HEpaTUBHBIC U3MEHCHMUS.

IIpy BBIXOZE W3 AyTOMMMYHHOTO  arpaHyJjoIuTo3a B
nepudepudeckoil KpoBU MOSBISIOTCS KPYMHBIE KIETKU MOXO0XKHUE Ha
MIPOMUEIIOLUTHI, HO C MBUIEBUIHON 3€pHUCTOCThIO. Ha criemyrommit
JIeHb — MOP(]OJOrMYECKH XapaKTEepHbIE MPOMHEIOIUTHI, a 3aTeM
OoJiee 3pesbie TPAHYJIOUUTHI, TIA3MATHYECKUE KIETKHU, HAOI01aeTCs
MOHOLUTO3. B TeueHue Hellenm cocTaB KPOBU BOCCTAHABIIMBAETCS.
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