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AHHOTaAIUSA

yqe6HI/IK HaIlMCaH BEAYIIUMMU CIICHUAIINCTAMU TEPAIIEBTUYCCKUX
KJIMHUK MeAUITMHCKUX By30B CaHKT-IletepOypra.

HepBblf/'I TOM WU3JaHUA TIOCBAIICH 3a6OJ'I€BaHI/IHM CEpACYHO-
COCy,HPICTOfI nu HI/ILLICBapPITeHLHOﬁ CUCTEM, 3a6OHeBaHI/I$[M ITOYCK
U OpPraHOB [bIXaHHA. BTOpOfI TOM COHEPKHUT TIJIaBbl, B KOTOPBIX
paccMaTpUuBalOTCA 3a6OJ'IeBa.HI/I$[ CHUCTEMBI KPOBH, KEJIE3 BHYTPGHHCﬁ
CeKpelun, CHUCTEMHBIC TMIOpaKKECHUSA COGHHHHTCJ’ILHOﬁ TKAHU WU
OONIE3HN CYCTaBOB, WMMYHONE(HIIUTH, CHHIPOM XPOHUYECKON
ycranoctd, ¢apMakoTepariss B TepUaTpUUYecKOl IMpaKTUKe, a
TaKXKE€ aJJICPIruICCKUC 3a6OH€BaHI/IH. Nznoxenue MOCTPOCHO 110
TpaAUOUOHHOMY IIVIaHY C OIIMCAHUEM 3THUOJIOTUM U IIaTOr€HE3a,
COBpCMCHHOﬁ KJ'IaCCI/I(bI/IKaLII/II/I, KIIMHUYECKUX HpOHBJ’IeHHﬁ, METOOOB
OUArHOCTUKHN W JICUCHUA 3a6OJ'IeBaHI/II71 BHYTPEHHUX OpPraHoOB.
B kaxmom pasgmene mpenctaBieHBl TpuUMephl  (hOPMYIUPOBKHU



JANArHo30B, ONHUCAHBI HanOOJIee YacTO BCTPEUAIONINECs OCTIOKHEHUS
3a00IeBaHUI U METOBI UX MPOPUIAKTUKH.

VuebHuk COOTBETCTBYET Iporpamme, YTBEPXKJIEHHON
MunucrepcTBoM 3apaBooxpaHeHuss P®, u mnpeaHasHaueH IS
CTYAEHTOB 4—6-T0 Kypca MeIMIIMHCKUX BY30B.
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BuyrpeHHue 0oae3nu. Tom 2

YCJIOBHBIE COKPAIIEHUA

Al — aprepuanbHas TUIIEPTEH3US

A]l — aprepualibHOE 1aBJIeHUE

AJIl" — aHTUINYPETUYECKHUN TOPMOH

AJl® — aneHosuHandpochar

AUT — ayTOMMMYHHBIA THPEOUTUT

AKA - anTHKapnuaibHble aHTUTENIA

AKKIJI - aHarutactdeckasi KpynmHOKJIETOUHas JInMgpoma

AKTT — anpeHOKOPTUKOTPOITHbIN TOPMOH

AJIT" — aHTHIIMDMOIUTAPHBIN TTIOOYJIUH aJIJIo

TI'CK - amnoreHHas TpaHCIUIAHTAMsA TIEeMONO3TUYECKUX
CTBOJIOBBIX KJIETOK

AJIT — anannHaMuHOTpaHcdepaza

AM® — aneHozuHMoHOpOChaT

AHA — aHTMHYKJICApDHBIEC QaHTUTEJIA

AH® - anTHHYK1€apHBIN (PaKTOp

AHIIA - anTuHedTpoUIbHBIE IUTOIIA3MATUYECKUE aHTU-
Tena

AOII — aytoummyHHast opraabMonaTus

AIITB — aKkTHBMpPOBAaHHOE MaPIUAIBLHOE TPOMOOILIACTHHO-
BOE BpeMs

AII® — aHrroTeH3MHITpeBpaIlaIui (hepMeHT



APA — AmepukaHckasi peBMaToJIOTHYecKast acColuaIus

APII — akTMBHOCTb pEHMHA IL1a3MBbl

AC — aHKWJIO3UPYIOIIUMA CHOHTUJIUT

ACUT - annepren-crienuduyeckass UIMMYHOTepanusi

ACT - acnapratamuHOTpaHcdepasza

AT-TT — anTuTeNa K TUPEOTTIOOYITMHY

AT-TTIO — anTHTENA K TUPEONEPOKCUIA3E

AT® — anenosuntpudocdar

AT — anTHTENa K IMKINYECKOMY LUTPYJUIMHOBOMY TETI-
TUILY

bb — 6one3nn bextepera

BK — GnactHbIi Kpu3

BHC — 6osb B HUXKHE YacTH CIIMHBI

BTK — 6:10KaTtopbl THPO3MHKUHA3

BA]JI — cxema, BKJTIOYAIOIasl BAHK PUCTHH, aJPUaMUIIVH (JJOK-
COpYOHUIIVH)

BUJI — Bropn4Hblii UMMYHOIE(DUIIAT

BUY — Bupyc uMMyHOAE(UILIMTA YETOBEKA

BKJI — BOJIOCATOKJIETOUHBIN JIENKO3

BO3 — BcemupHas opraHuzanus 3paBoOX pAHEHU S

B3b - Bupyc Dmiureiina — bapp

6D ] — rmoko30-6-docdar-geruaporeHasa

I'A — remoIMTUYECKUE aHEMUU

I'B — rpanynemaro3 Berenepa

['TTIT — ramMa-IIOTAMUITPAHCTIENITAIA3A

I'3T — ropMoHasbHasA 3aMeCTUTEIIbHAS TEPAITUs



['UIT — r1ok0303aBUCUMBII1 MHCYJIMHOTPOITHBIN METTH/

runeplIT — runepnaparupeos

runolI'T — runonaparupeos

I'KC — n110KOKOPTUKOCTEPOUIbI

I'TI — mmkonporenH

I'TIT1-1 — IIOKaroHOomOOHLIN MenTuI- 1

I'PI" — roHa1OTpONUHPUINZUHT-TOPMOH

['C]] — recTalliOHHBIN caxapHbIi AUadeT

JIBH — muaGeTndeckasi BereraTUBHAsA HEUPOIIATHS

HIBC-cuHApPOM — CUHAPOM AUCCEMHUHUPOBAHHOTO BHYTPHCO-
CY/IUCTOTO CBEPThIBAHUS

HI'DA — neruiposanuaHapoCcTepoH

JKA — nnabeTHyecKuil KeToarumao3

JKKJI — mudpdysnas B-kpynHoksietounas sumpoma

IM — nepMaromMuo3uT

JIIH — nuabetnyeckas HedpporaTus

JTHK — ne3okcuprOOHyKJIEMHOBAsT KACIOTA

JHp — nnaGetryeckas HelponaTus

HIIIT — punenTuauanenTuaasa

P — nuabeTnueckasi pEeTUHOMATHS

HT3 — muddy3HbIil TOKCHYECKUi 300

KIA - xenezoneduimTHas aHEMUS

KKT — xesryi04HO-KUIIEYHbIN TPAKT

3IIT — 3amecTuTenbHAS TIOUEYHAS TEPATIUS

NATI® — MHruoUTOpHl aHrMOTEH3MHITPEBpaIiawInero dep-
MEHTa



NBC — nmemudeckast 00J1e3Hb cepaia

NBJI — nckyccTBeHHass BEHTUJIALMSA JIETKUX

NTI'A — uauonaTuyecKkuil rTunepaibIeCTePOHU3M

NK] — MHCYTUH KOPOTKOTO IECTBUS

NJI —cm. IL

NII — nctuaHAA TONMUIINTEMISA

NP — nHCYIMHOPE3UCTEHTHOCTD

NCAI" — n3onupoBaHHasi CUCTOIMYECKasl apTepuasibHasl M-
NEPTEH3HSA

UT — nmmyHHAs TPOMOOIIUTONIEHH ST

N®P-1 — nncynrHOMOm00Hk (hakTop pocTa- 1

KOC — KHCIOTHO-OCHOBHOE COCTOSIHUE

KPI' — KOPTUKOTPONMH-PUIUZUHT-TOPMOH

KT — komnsioTepHas Tomorpadus

K®K - kpeatnndocdoknHaza

JIb — num¢poma bepkurra

JIT'" — moTenHU3upyouid TOPMOH

JIAI' — nakraToernaporeHasa

JI3M - numdpoma 13 KJIETOK 30Hbl MAaHTUH

JIKM — numdombl U3 KJIETOK MaHTUU

JITIBIT — mumonpoTen ibl BHICOKOM TUIOTHOCTH

JIITHIT — nunonpoTrenpl HU3KOU MJIOTHOCTH

JITTOHIT — nunonpoTrenibl 0O4eHb HU3KOU MIIOTHOCTH

JITIIIT — nunonpoTtenabl POMEKYTOYHOM TUIOTHOCTH

JIOK — neueOHas pusnueckas KyibTypa

JIX — mum¢poma XomxkruHa



MA — MUK pOaTbOyMUHYpHST

MJIC — MUETOAUCIIIACTUYECKUI CUHIPOM

MUBI - MeTainoa0eH3UITyaHUIUH

MK - moueBas Kuciiora

MKB-10 — MexaynaponHasi kiaccudukanus Oonesneit 10-
IO MepeCMoTpa

MM — MHOXECTBEHHAsI MUEJIOMA

MII — tepanus MesdaaaHoM U MPEeIHU30JI0HOM

MITA — MUKPOCKONTUYECKUI TTOJTUAHTUUT

MPT — MarHuTHO-pe30HAHCHAs TOMOrpadus

M3SH-1 — cuHAPOM MHOXECTBEHHBIX SHIOKPUHHBIX HEOILIa-
3ui 1-ro Thna

HAA - Hecnienmpuueckuili a0pToapTEPUNT

HIIBII — necreporanble IPOTUBOBOCHAIIATENBHBIE MIPEapa-
ThI

HXJI — HexXomKKUHCKHUE TUMQOMbI

OA - ocreoaprtpo3

OI'TT — opanbHBIM DIIOKO30TOJIEPAHTHBINA TECT

OJI — ocTpbil JIEWKO3

OJIJT — octpble muMpoOIaCTHBIE JICHKO3bI

OMUJI — ocTpbiii MUEJIOUTHBIH JIEMKO3

OHJLJI — octpbie HemuMpOOIACTHBIE JIEHKO3HI

OIl - ocreornopo3 OITK — oxunaemasi MpOJOKUTETBHOCTD
KU3HU

OIJI — ocTpblil TPOMUENIOLUTAPHBIN JIEHKO3

OPBU - ocTpble peciupaTopHbIE BUPYCHBIE MH(PEKLIAN



OP3 — octpoe pecnimparoHoe 3a00eBaHe

OPJI — ocTpas peBMarnyeckast IMXOpaaKa

OT - oGuTepupyIOmuUil TPOMOAHTEHUT

[II'A — nepBUYHBIN T'MNEPATIHAOCTEPOHU3M

[T — nponykT aerpamanuu ¢puOpruHa

[MM — nomumuosut [IM® — nepBuyHbd Mueno0propo3

ITPT" — nmpaHauasibHBIE PETYIATOPSI ITIIOKO3bI

[TPJI — nponakTux

[IcA — ncopuatuyeckuii apTpuT

[ICM - npenapatsl Cy/Ib()OHUIMOYEBUHBI

IIT — mogoCcTpeli TUPEOUIUT

[ITT" — mapatupeouIHbIA TOPMOH

[ITY — npormunTroypauui

IIXT — nonmxumuorepanus

[ILIP — nonnmepaszHas 1ienHas peakuus

[TIII7K — mapaimuToBUAHBIE KEJE3bI

[19T — no3uTpoHHasi SMUCCUOHHAsA TOMOTrpadust

PA - pedpakrepHasa anemus

PAUD — pedpaktepHas anemusi ¢ H30BITKOM OJIaCTOB

PAUDBTp. — pedpaktepHas aHeMusi ¢ U3OBITKOM OJIACTOB B
(aze Tpanchopmarmu

PAM]I — pedpaktepHas LIUTONEHUA C MHOTOJIMHEWHOW JIUC-
a3uen

PAC — peHMH-aHr'MOTEeH3MHOBAs CUCTEMA

PeA — peakTuBHBIN apTpUT

PeBA — peBMaTOMAHbIA apTPUT



PHI'A - peakiust HenmpsiMoW reMarrioTHHALIMM

PHK - puboHyK/IeMHOBast KMCIIOTA

PCA — pedpaktepHasi aHeMHusi C KOJIBIIEBHIMU CHIepOOIacTa-
MU

P® — peBmatounHbie (hakTOPbI

P®II - papnodapmanieBTHYECKHE ITpenaparsl

CB - cucreMHbIe BaCKYJIUTBI

CTI" — cunapom I'yonacuepa

CJl1 — caxapHblii 1uader

CJIC — cunpom 1uabeTHYecKOi CTOTIbI

C3CT - cmentanHoe 3a00IeBaHNE COEIMHUTEIBHON TKAaHU

CHUK - cungpom Miienko — Kyiunra

CKA — cepnioBUIHO-KJIETOYHAS aHEMU S

CKB - cucremHasi KpacHasi BOTYaHKa

CMCC — XpOHMYECKUI KOKHO-CIM3UCTHIN KaHIU103

COP - cxema, BK0Yamonias 1ukjaogocgaH, OHKOBUH, MPe/I-
HU30JIOH

CO3 — ckOpoCTh OCeIaHus IPUTPOLIUTOB

CITU]I — cuHApOM MTPUOOPETEHHOTO MMMYHOIE(UITUTA

CPB - C-peakTuBHBIN 6€JI0K

CCA - cepoHeratuBHbIE CIIOHIUJIOAPTPONATAN

CCJI — cucremHas CKaepogepMus

CTI — comaTOTpONHbI TOPMOH

CXY — cuHIpOM XPOHUYECKOH YCTAJIOCTU

TADB — TOHKOMTOJIbHASI ACTIMPAITMOHHAST OMOTICHS

TI'CK — TpaHcIuiaHTalMs TEMOTIOTUYECKUX CTBOJIOBBIX KJle-



TOK

TJIT — TpoMOOIMTHYECKAS TEpATTHS

TPI" — TUPEOTPONNH-PUIU3UHT-TOPMOH

TCII — Tab1eTMpOBaHHBIE CAXapPOCHUKAIOIINE MpenapaThl

TTI" — TUPEOTPOITHBINA TOPMOH

VY3U — ynbTpa3ByKOBOE UCCIIEAOBAHME

VII — y3e1KOBbIi NOJIMAPTEPUUAT

®B — ¢akrop Bunnedpanna

®I'IC — PpubporacTpoayoneHOCKOMHSI

®IIK — pomumKyIApHBIE IEHIPUTAYECKUE KIIETKU

®JI — pomnmukynsapHas iumdoma

®HO-a — dakTop HEKpo3a OMyXOau-a

®HC - dpyHKUIMOHATIBHAS HEIOCTATOYHOCTh CYCTaBOB

OCI" - pomuMKYIOCTUMYIUPYIOIIHI TOPMOH

T — pubpo3HBII TUPEOUIUT

XBIT — xpoHuueckas 001e3Hb MOYEK

XE — x1e0Has equHuna

XJII — xpoHnueckum 1MMQOIenKo3

XM — XUJIOMUKPOHBI

XMJI — XpoHMYECKUI MUEIONIENKO3

XMMUJI — XpoHUYECKUI MUEJIOMOHOIIUTAPHBIN JIEUKO3

XITH — xpoHnueckas noyeyHast HeJOCTaTOYHOCTh

B/l — neHTpanbHOE BEHO3HOE JIABJICHUE

LIBMII (umu BUMII, CVMP) — cxema, BKJII04aoIIas [UKJI0-
(ocdan, BUHKpUCTHH, MesdaiaH v MPeIHU30JI0H

UK — mMpKyJIMpyIolyue UMMYHHBIE KOMITJIEKChI



ITHC — neHTpasibHass HEpBHas CUCTEMA

HOI'" — nukI0OKCUreHasa

H® — nuknodocdamu

YCC - yacroTa cepeyHbIX COKpaIeHUi

7K — muToBuaHas kene3a

P — menounas pocdaraza

S/TA — sTieHIuaMUHTETPAYKCYCHAs] KUCIOTa

SKI' - anexkrpokapauorpadus

OT — scceHnMambHAs TPOMOOIUTEMHMS

IxoKI" — sxokapnuorpadus

ADA - aneHo3uHae3aMyHa3a

ADCC - aHrtuTenozaBucuMasi KJETOYHO-OIOCPEIOBAaHHAS
IUTOTOKCUYHOCTh

AIHA - ayronMMyHHasi FTeMOJIMTUYECKAS aHEMUS

AIRE — MyTaiys ayTOUMMYHHOTO PEryJsiTopa

ALK - anamiactuueckast tumgomMHas KuHa3a

APECED - ayroMMmyHHas MOJIMIHAOKPUHONATHSA, KaHOU-
7103, SKTOAEpMaJIbHAS IUCILIA3US

ATRA — TpaHCcpeTHHOEBas KACIOTa

Btk — Bruton-Tupo3uHKHHa3a

CMV - nuromeraioBupyc

CTL - nurorokcnueckue T-mum@onmTsl

CVID - o6uwmii BappadeabHblii UMMYHOAE(DUITUT

DC — neHapuTHbIE KJIETKU

DGS - cunapom [u [Ixxopnxu

DS — «curnasisl onacCHOCTH»



DSR - penenTopbl «CUTHAJIOB OMACHOCTH»

EBV - cm. B3b ESID (European Society for
Immunodeficiencies) — EBporieiickoe 0011ecTBO /1J1s1 UMMYHOJIe-
puuTHBIX

FISH - ¢nyopecnienTras in situ Ttubpuansanus

FTT — orcraBanue B pa3BUTUU

G-CSF - rpanyouuT-KOJIOHUECTUMYJIMPYIOLIUE (PaKTOPBI

GM-CSF - rpanynonutapHO-Mak pogarajbHbIii KOJIOHUECTU-
MYJIUPYIOIIUI (PaKTOP

HHYV - yenoBeueckun repnecBupyc

HIV - cm. BUY

HLA - neiikoliuTapHble aHTUT'€HbI YeIOBEeKa

HLTV - Bupyc T-k/1€TOYHON JIEKEMUU YeI0BeKa

HMGBI1 - BeicokomoOuibHas Tpymmna box-1 nporenH

ICOS — uHayIMpOBaHHBIA KOCTUMYJIATOP T-KJIETOK

1D — uaguorumn

IFN — unrtepdepon

Ig — ummyHOTTOOYIMH

IGAD - cenekTuBHBIN IepUITUT UMMYHOIJIOOY IMHA A

IGGSD - pedunut cyokiaccoB ummyHorooyniHa G

IL — unTEpnenkuH

IMIg — BHyTpUMBIIIIEUHAS] TEpAIsi UIMMYHOTTIOOYJTHHOM

ITR — nauonaruveckast TpPOMOOIUTOIICHY ST

IUIS (International Union of Immunological Societies) —
Mesx1yHapOqHbIIA COI03 UIMMYHOJOTMYECKHUX OOIIECTB

IVGG — ummyHOII00y/MH (raMMaryioOyJIiH )



[VIg — uaTpaBeHO3HBIII UMMYHOTJIOOY/IMH

LE-KJEeTKM — KJIETKM KPAaCHOM BOJTYAaHKH

LI — uaaekc MmeyeHus

LRR - neiitiuH-o00raieHHbIe TOBTOPBI

MALT - myko3o-accouurpoBanHas T-kyerTouHas Jumgoma

NF — nyksieapHbiit (paktop

NIAID (National Institute of Allergy and Infectious Diseases)
— HanmoHanbHblii MHCTUTYT aJlJIepruu U MH(PEKIIMOHHBIX 3200-
JIeBaHUM

NK — HaTypa/IbHBIE KWLIEPHI

NPM - nyksieodpocMuH

PAD — nepBuuHbIil 1epUIUT NPOIYKIIUUA AHTUTEN

PAGID - Pan-American Group for Immunodeficiency

PID — nepBu4HbIE UMMYHOIE(DULIATHI

PPAR-vy — akTuBHUpYEMbIN POIU(EPATOPOM MEPOKCUCOM Pe-
LENnTop-y

RNA - cm. PHK

SADNI - crienuduyeckuil aHTUTEIbHBI A€(ULIAT C HOP-
MaJIbHbIM COfIEPKAHUEM MUMMYHOIJIO0Y/IMHOB

SCID - o61uii KOMOMHUPOBAHHBIM UMMYHOIEPUITAT

SD — cranaapTHOE OTKJIOHEHUE

SLAM - jmm@ouuTapHbsll CUTHAJIBHBIA AKTMBUPOBAHHbIN
POTEUH

SPECT - cm. [I9T

SQIg — nogkoxHOE BBEJEHUE UMMYHOIJIO0Y/IMHA

STAT - signal transducers and activators of transcription



TACI — TpancMeMOpaHHBII aKTUBATOP W KAJIBIIUEBBIN MOLTY-
JATOp

THI — TpaH3uTOpHas MiaieHUECKasl TUIOraMMario0yIiHe-
MHus

TLR - Toll-like pereritopsi

TNF — ¢pakop Hekpo3a omnyxonen

TcR — T-KJIETOYHBIN pPELeTTOp

VAD - cm. BAIL

VEGF - BackynsipHO-3HA0TEMATIbHBIE (DAKTOPbI pocTa

WAS - cungpom Buckorra — Onnpuya

WASP - 6enok cuaapoma Buckorra — Onaprua



I'naBa 5
3ABOJIEBAHU A
CUCTEMBI KPOBHA

5.1. AHEMHHA

Anemusimu Ha3BIBAIOTCS Takue 3a00JIeBaHUS, MPU KOTOPBIX
KOJIMYECTBO reMOTJIOONHA U/WJTM SPUTPOIIUTOB KPOBU HE JIOCTH-
raeT yCTAHOBJIEHHBIX JIs1 JAHHOM BO3PACTHOM TPYIIbl (PU3HO-
Joruyeckux BeanuuH. Ha ux nomo npuxonutcs ot 8 1o 12 ciy-
yaeB Ha 100 ThIC. HaceleHUs, TPUYEM KSHIITUHBI OOJIEIOT varle
my:xuvH (1,8: 1,0).

OcHOBHbIE MPUYMHBI BO3ZHMKHOBEHMSI aHEMHUU: ) HEIOCTa-
TOYHOE OOpa3oBaHHME B KOCTHOM MO3re TeMOIJIOOMHA W/WIU
PUTPOITUTOB; O) TOBBIIIEHHOE Pa3pyIICHHE SPUTPOIIUTOB; B)
KPOBOINOTEPH.

YcnoBHO Bce MHOrooOpasue aHeMuid MOXHO pasfefuTh Ha
JBe OOJbIIMe IpymIbl: 1) runopereHepaTopHbie (C YMEHbIIICH-
HOW MPOIYKIIMEN KOCTHBIM MO3IOM SPUTPOIUTOB U/WJIA TeMO-
o0rHa); 2) TuneppereHeparopusie. K nepBsIM oTHOCST aruia-
CTUYecKue aHeMuu, Bi,-, onmeBoneduuuTHbie, xkenezonedu-

OUTHBIC, CI/I,IIepO6JIaCTHbIC " TaJTaCCEMUM, KO BTOPBIM — I'€MOJIN-



THUYECKUE U MocTreMopparnueckue. OOmenpuHaTon Kiaccudu-
KAl aHEMUU HET, MOCKOJIbKY B OOJIBITMHCTBE CITy4aeB MaJio-
KpOBHE — CHUMIITOM psija 3a00JICBaHWM, a HE HO30JIOTMYECKast
opma. [TpuBoaum onHy U3 HarOoJIee pacPOCTPAHEHHBIX KJIac-
cupuKaui aHeMH.

Knaccndpuxkanus anemuii (mo: P. R. Reich, 1978).

1. Mopgponoeuueckas:

— HOPMOIIMTapHasi HOPMOXPOMHasi (KPOBOIIOTEPH, TEMOJIUTH-
YeCKMe, allaCTUUeCKHe);

— MUK POIIUTApHAs TUIIOX pOMHas1 (3kene301epuliMTHas, cujie-
poOsacTHasi, OTpaBJieHUE CBUHIIOM);

— MakpoIMTapHasi TUIIEP- 1 HOPMOXpOMHas (MeraaoosacT-
HBIe, 00JIE3HU MEeYSHH, TTPEIEHKO3HI).

II. Dusuonoeuueckas:

— TUMNOpereHepaTopHble (aruiacTuyeckass aHeMusi, TOKCHHBI,
XpOHMYECKHe 3a00JIeBaHusl, NePUIINT Kelle3a);

— C TOBBIIIEHHBIM Pa3pPYIIEHUEM WM MOTepel SPUTPOIIUTOB
(reMoNUTUYEeCKIEe aHEMUH, KPOBOMOTEPH );

— C HapyIIIEHUEM CO3PEBaHU s SPUTPOLIUTOB (MeraaooaacTHbIe
aHeMMH, TTPeJIENKO3bl, CUepOOIacTHAS] AaHEMUSI, TAJIACCEMUN ).

1ll. Kaunuueckasi:

— TUMOXPOMHBIe (KeJie3o/1epuinTHas, chaepoOIacTHas);

— wMeranoonactusie (Biy-nedunurHas, donueBogedum-
Has);

— remomutnueckue (KymOc-nosutuBHas, KymOc-Heratus-
Has);



— artactTuyeckue (CBsi3aHHasl C TPUEMOM JIEKApCTB, UIUOMA-
TUYEeCcKas);

— mocTreMopparnueckue (OCTpble M XpOHUYECKHE KPOBOIIO-
TEPH);

— muenogTu3 (JrekeMuu, JTMMQOMbI, MUETOPUOPO3).

KinmHu4yeckne mposiBJeHHsI aHEMUH pa3inyHbl. VX mosB-
JIEHWE BO MHOTOM CBSI3aHO CO CTEIEHbI0 U TEMIIOM CHMKEHUSI
YPOBHSI TeMOIJIOOMHA W/WJIM SPUTPOIIMTOB U, OTCIONA, C BbIpa-
JKEHHOCTBIO KOMITEHCATOPHOM PeakIuy JIbIXaTeIbHON U cepley-
HO-COCYTUCTOH CHUCTeM OOJIbHOTO Ha aHemuio. B utore y yactu
OONBHBIX KaJI00 MOXET He ObiTh. B mpyrux curyanumsx Oecro-
KOSIT OJIbIIIIKa MHCIIMPATOPHOTO TUMNA U cepaiiedrenne. Moxer
OBbITH €1a00OCTh PA3HOU CTETNEHU BBIPAKEHHOCTHU, TOJIOBOKPYKe-
HUS, TyM B rojioBe. OOBEKTUBHO y OOJBHBIX OOHAPYXKMBAIOT
0J1eIHOCTh KOJKHBIX TIOKPOBOB M CJIM3UCTBIX, YMEPEHHOE TTOHU-
’KEHMEe apTepUasIbHOTO JAaBJICHUs C MOSIBICHUEM CHCTOIIMYECKO-
ro IIymMa Ha BepXyIIKe cepalla U Ha cocygax. Kpome Toro, B
KJIMHUYECKON KapTHHE aHEMHUH MOTYT OBITh TPECTaBIeHbl 00-
e CUMIITOMBI JeprInTa Kelle3a, HeJocTaTka BUTaMuHa B,
win (poIMeBON KUCIIOTHI, HEKOTOPBIE OTKJIOHEHUsI B OOMEHe re-
Ma, TJII00MHA U T. 1.

5.1.1. Octpas
nocrreMopparuveckasi aHeMusi

Omnpenesienne. OcTpoii NOCTTEMOPPArnyecKor aHEMHUEN Ha-



3bIBAIOT AHEMMIO, KOTOpasi pa3BUBAETCS IOCJE MOTEPU 3HAUU-
TEJIbHOT'O KOJIMYEeCTBA KPOBHU.

ITaTorene3 ocTporl MOCTTEMOPPArMueCcKONM AHEMUU CBSI3aH
C Pe3KUM yMeHblIlIeHreM 00beMa IIUPKYIUPYIOIIel KPOBU, OCO-
OEeHHO ee IJIa3MEeHHOro KOMIIOHEeHTa. B mepByio ouepens 3TO
NPUBOJUT K Pa3BUTHIO OCTPOM T'MIIOKCUMM W CBS3aHHBIX C HEW
OIBIIIIKE W cepaleOneHro. B CBSI3M ¢ TUMOKCHEH TIOBBIIIAeTCS
CofiepKaHKe SPUTPOINIOITUHA B CIBOPOTKE KPOBH, YTO ITPUBOAUT
K aKTHUBALIMU SPUTPOUIHOTO POCTKA KOCTHOIO MO3ra U K YBEJU-
YEHUIO B KPOBU COZIEPKAaHUS PETUKYJIOLUTOB.

KimHnyeckasi KapTHHA 3TOrO TUNA AHEMUM 3aBUCUT OT
o0beMa MOTEePSTHHOM KPOBH, CKOPOCTH €€ UCTEUeHMs, a TaKxke
UCTOYHUKA KpoBoTeueHusl. [Ipu OONbIIMX KPOBOTEUEHUSIX HA
NIepBOE MECTO B KJIMHUKE BBIXOAUT KapTHHA KoJuiarca. 1o Mpo-
SIBIISIETCSl Pe3KOW CIabOCThIO, TOMOBOKPYXKEHUEM, OJIETHOCTHIO
KO>KHBIX MTOKPOBOB M CJIIM3UCTBIX, CYXOCTBIO BO PTY, XOJIOJHBIM
MOTOM U PBOTOM. Perucrpupyercsi CHUKeHUe apTeprabHOTO 1
BEHO3HOTO JaBJICHHsI. YMEHBINAETCS CePACUHBIA BHIOPOC KPOBH
M y4allaeTcsl myJibC, KOTOPBIA MOXET CTaTh CJIAa0bIM U JIaXe HU-
TEBU/IHBIM.

JlabopaTopnas auarHocruka. ConepkaHue reMorioOnHa
¥ SPUTPOIMTOB B KPOBH B MOMEHT KPOBOTEUEHHSI MOXET OBITh
HE M3MEHEHO. XapaKTEepHO MOBBIIIEHUE PETUKYIOLUTOB KPOBU
KAaK aJarTalOHHas peakysl Ha KpOBOTEUEHHE, a TAK)KE Pa3HON
CTETNEHU BBIPAKEHHOCTH HEUTPO(PUIbHBIA JIeHKOLMTO3. B city-
Yae ke MPUCOSAMHEHNST aHEMHH, KOTOpasi pa3BUBAETCS y OOJb-



HBIX C KPOBOTEUEHUEM HE Cpa3y, a Ha BTOPOW-TPETUH IeHb MOCIIe
KPOBOTEUEHHsI, KOTAa C 3aMECTUTEIbHOMI LIENIbI0 B KPOBb MOCTY-
naeT TKaHeBasi KUJIKOCTb, OHA HOCUT HOPMOITUTAPHBIN U HOPMO-
XPOMHBIN XapakTep.

JAHar"o3 CKphITOro OT IVia3 Bpaya MACCUBHOIO KpOBOTEue-
HUsI TIPEKJE BCEro OCHOBBIBAETCS Ha IMEPEUUCIICHHBIX BBIIIIE
KJIMHUYECKUX TMPU3HAKAX, KOTOPbIe MOTYT ObITh MOJKPEIICHBI
OOHapyKeHHUEM B KPOBU TOBBIIIEHHOTO KOJMYECTBA PETUKYJIO-
IIUTOB, oo ['perepceHa u T. 1.

ITpumep popmyIMpOBKU AUATHO3A:

SI3BeHHas 60J1e3Hb KeJTyaka. Kenynounoe
KpoBoTeueHue. OcTpasi MocTreMopparnyeckast aHeMusl.

Mudgpdepennuanbupiii quarHo3. Ilpu orcyrcTBUM SIB-
HBIX IPU3HAKOB KPOBOTEUEHUs TU(pQEepeHIMaIbHbBI TUarHo3
OCTpPOIl MOCTIEMOPParuyeckorl aHeMHUU ClielyeT MPOBOIUTDH C
OCTPO MPOTEKAIOIIUM IeMOJIMTUYECKUM Kpu3oM. [IpaBusibHbIA
JMArHo3 MOMOTaeT MOCTaBUTh HAJIMUUE B aHAMHe3€e OOJIbHBIX I'e-
MOJIUTUYECKON aHEMMEN MOBTOPSIOLIMXCA KEJATYX UM TEMHOU
MOYH, JIPYIUX KIMHUYECKUX MPU3HAKOB TeMOJH3a, OOHapyxke-
HHME B KPOBH TMOBBIIIEHHOTO KOJTMYECTBA HETIPSIMOTO OMIIUpPyOU-
Ha, CHUKEHHUE ranTorsI00MHa CIBOPOTKY KPOBH, MOJIOKUTEbHAS
npoda KymoOca u T. 11., a mpu 00beKTUBHOM HUCCIIEI0BAHIN — YBe-
JIMYEHHEe Pa3MEPOB CEJIE3EHKHU.

JledyeHHne OCTpOIl MOCTTEMOPPArMueCcKON aHEMUY HAYMHAIOT
C OCTQHOBKH KPOBOTEUEHHS U C IPOBEAEHHS MPOTHUBOIIOKOBbIX
MEPOTNPUATHH.



[lokazaHusIMU K Hayaly TPaHC(Y3UOHHOW TEpANuM SIBJISIOT-
cs: a) TpojoIDKaroIieecss KpoBoTedeHue; 0) CyIeCTBeHHOe Ta-
JIeHUE CHUCTOJIMUECKOTO apTepuaibHOro nasieHus (Huxe 90 MM
pT. CT.); B) yyalieHue myabca Ha 20 u Oonee ynapoB B MUHYTY.
[Tpu kposomnotepe ot 500 M1 KpoBH A0 1 J1 OHa MOKET ObITh BOC-
NOJIHEHA TJ1a3MO3aMEIA0IIMMU pacTBOPaMHU, B TOM YMCIIE T10-
JIMTTIOKUHOM, KeJIATHHOJIEM, ajlbOyMHUHOM, (PU3HOJIOTMIECKUM
pacTBOpoM, pactBopoM Punrepa u T. A. B ciyyae xe Oosnblineit
KPOBOIIOTEPU ONPABJAHHO BBEIEHUE IOHOPCKOM KPOBU, XpaHsi-
mierics He 6onee 5 mHeir. CreyeT MOMHUTH, YTO IO BBEICHUS
SPUTPOLIMTAPHOI MAcChl €€ KeJaTeIbHO Pa3BECTH MOJUIIOKH-
HOM B OTHOIIIeHUM 1: 2. Kpome Toro, mpu MacCMBHOM KPOBOIIO-
Tepe OOJIbINIOe 3HAUSHNE NMEET CKOPOCTh BBE/IEHH S TPaHC(Y3H-
OoHHBIX cpefl. [Tpu 3TOM 13-3a Pe3KOro CHUKEHMSI BEHO3HOT'O /1aB-
JICHUSI ¥ CIaJIeHU I JIOKTEBBIX BEH MOXKHO MOJIb30BaThCSI ITYHKIIU-
el MOJKJIIOUYMYHBIX BEH WM BEHECEKIIUAMU C MOCIIEAYIOIEN Ofl-
HOBPEMEHHOU CTpyiHOW TpaHcdy3uen B 2 — 3 Benbl. HakoHel,
BO M30EKaHUE PA3BUTHUSI «CHHIPOMA MACCHBHBIX TpaHC(]y3uii»
HEJJONYCTUMO BOCIIOJIHEHHE BCEi KPOBOMOTEPHU KPOBBIO.

5.1.2. I'unoxpomMHbie aHeMHUH

XapakTepHbIM TPU3HAKOM ITOM MATOreHeTUIECKH Pa3HOPOI-
HOW TpynIbl 3a00J1eBaHUI SABJISETCS TUIIOXPOMHUS, COYETaoIa-
SICSs1 C yMEHBIIIEHUEM pa3Mepa IpUTPOLUTOB. B OcCHOBe pa3BuTus
TUTIOXPOMHBIX aHEMUI MOXKeT OBbITh: a) AeUIInT Keje3a; O0) Ha-



pyllIEHHE CUHTE3a MOpP(UPUHOB; B) HApYILIEHUE CUHTE3a LeTen
II00MHA.

Keaezonedunurabie aHeMun

HeduuuT xene3a B opraHu3Me BO3HUKAET B pe3yJbTare: a)
KPOBOMNOTEPD; 0) MOBBIILIEHHOTO €ro NOTpedIeHus1, HApUMep Yy
OepeMeHHbIX KEHIIWH; B) HAPYIIeHUsI BCACHIBAHUS; T') HAPYIIIe-
HUS TPAHCHIOPTa B KPOBHU.

IIaTtorenes. [TockonbKy *kene30 sIBJISETCS OAHUM K3 CaMBbIX
PacIpoCTPaHEHHBIX IEMEHTOB 3€MHOU KOPbI, OHO UI'PAET BaX-
HYIO POJIb B OpraHu3Me yejioBeka. bosbias yacts ero (3 u3 5r)
NPUXOIUTCS] HA TEMOTTIOOMH SPUTPONUTOB. MeHbInasi, mpuonu-
3uTenbHO 0,6 T, BXOAUT B COCTaB MUOTJIOOWMHA ¥ JbIXaTeTbHbIX
epmeHToB, a okoJ10 1,5 T HaXOAUTCS B [IENO B BUE hpeppUTHHA
u remocuiepvHa. CyTO4HbIE OTEPH keje3a COCTaBIISIIOT BCErO
2 Mr 1 00YCJIOBJIEHBI BBIJETIEHHEM C KeTIbl0, MOYOH U TIOTOM, a
TaK)kKe B COCTaBe CIyIMBAIOIIerocs snurenus. BoccranoBieHue
YTPau€HHOI0 eJie3a IPOUCXOUT 3a CUET BCACHIBAHM S MUILEBO-
IO KeJie3a B IBEeHAILATUIIEPCTHON KUIIIKE U MEHbIIIE — B TOIIEH
kuike. OOBIYHO 32 CYTKH MOXKET BCocaThes He Ooree 3,5 mr xe-
JIe3a, XOTs1 B YCJIOBUSIX AeuinTa 10ss abcopOoupyeMoro xele3a
yBesmunBaercs B 2 — 3 pa3a. KoHTposib 3a NOCTYIUIEHUEM B IOP-
TaJIbHBII KPOBOTOK eJie3a OCYILECTBIISIETCS] SHTEPOLIUTAMMU, KO-
TOpBIE MOTYT CBSI3aTh U30BITOK JKeje3a ¢ (peppUTUHOM U BO3Bpa-
TUTb €r0 B [IPOCBET KUIIKU. /13 KUIIEYHO! CTEHKHU KeJe30 B BUjie



Fe>* MOCTYTIAET B IJIa3My B KOMILJIEKCE C TPAaHC(EPPUHOM, Kaxk-
Jiasi MOJIEKyJIa KOTOPOTro MOKET CBSI3aTh [jBa aToMa jxeJie3a. bia-
rogapsi HUIMYMIO Ha SPUTPOUTHBIX JIEMEHTAX KOCTHOTO MO3ra
CMIEUMAIbHBIX PELENTOPOB K TpaHc(eppuHy, MOCAEJHUN nepe-
JaeT MPUHECEHHOe UM 3KeJie30 MO MPSAMOMY Ha3HAUEHHIO, a TO-
cJie OCBOOOXKIEHUSI TOTOB K €ro TPAHCIIOPTY BHOBB (CM. I1B. BKIIL.,
puc. 5.1). Y 310poBbIX JIMIL KeJI€30M HACBIILIEHA TOJBKO TPETh
TpaHcgepprHa. DTa MPOMOPLKMS B TEYEHUE CYTOK MOXKET IIUPO-
KO BapbUPOBATh INIABHBIM 00Pa30M M3-32 MEHSIOIIMXCSI CIIOCO0-
HOCTel caMuX MakpoaroB OTAaBaTh kejae30 TpaHCcheppuHy.
[ocne pa3pyiieHns SpUTPOLIMTOB KEJIE30 HE TEPSETCs U3 Op-
raHU3Ma, 4 HAKAIUIMBAeTCs B OKMCIeHHOM coctosunn (Fe'h)
B Makpodarax peTHKYJO3HAOTEINAIbHON CUCTEMBI B COCTaBE
(pepputrHa /v remocueprHa. PeppuUTUH NPEACTABIISAET CO-
00l BOIOPACTBOPUMOE COEIMHEHHE C MOJICKYJISIPHBIM BECOM
465 000. OHO cOCTOWT U3 HAPYKHOU OEJTKOBOM 0O0JIOYKH — ario-
eppuHa 1 kenes3a, Ha 100 KoToporo npuxoaurcs Ao 20 %
Maccel pepputuHa. YTo Kacaercsi reMOCHIEpYHa, 10JIsI JKeJle3a B
KOTOpPOM JI0XOUT 10 37 %, TO OH MPE/ICTAaBIsAET COOON YacTUy-
HO TIepeBapeHHbIe B TM30coMax arperatsl epputuHa. Kenezo

BoccTaHae/msaercst 1o Fe” MIPU YYaCTUU AaCKOPOMHOBOM KHCIIO-
THI ¥ B TAKOM BHJIe MOOMIM3YETCS U151 HY )] opraHm3ma. OHako
U1 TIepeHoca TpaHC(EPPUHOM OHO BHOBb OKMCIISIETCA LIEPYJIO-

TUIA3MUHOM 10 Fe’*. Vuursias TO, UTO CYTOYHAsI MOTPEOHOCTh
B JKeJse3e, cocTapiisonias S Mr, cogepxkurcs B 10 Mt KpoBH, pu



KPOBOMNOTEPSIX, TaK K€ KaK MPU TOBBIIIEHHBIX 3aIIpocax, 3arac
’KeJjie3a B OpraHu3Me ObICTPO UCTOIIAETCS.

Kannnueckass kapTuna. Y ogHux OOJBHBIX Kene3o1edu-
uuTHbIMU aHemusaMu (ZKIA) cHHAPOM CHUIEPONEHUH BbIPakeH
HE3HAYMTENIbHO, 4 Y JIPyTuX OOHapyXuBaer ceds erle 10 CHU-
KeHUs reMoryioouHa. M3-3a yMeHbITIeHUsI MUOTJIOOMHA B MBIIII-
1ax OOJILHBIX MOXET OSCITOKOUTh BbIpaKeHHAsI MbIITIEYHAsI CJia-
60cTh (10 Aucaruy v HeiepsKaHU S MOUH ). XapaKTEPHBI CyXOCTh
Y TPELMHBI KOJKU Ha PyKax M HOrax, [JIOCCUT U aHTyJISIPHBII CTO-
MaTHUT (3aedbl B yIJIax pra), YIUIOIIEHHbIE, TOHKUE, UCUEPUYECH-
HBIE, JIETKO JIOMAIOIIMecs HOI'TU (KOMJIOHUXUH), TOHKHE, JIETKO
BBINAaoMe BoJockl, axjaopruapus. [locneaHeit comyTcTByeT
CHUKEHHME allleTuTa, YyBCTBO TSHKECTH B AMUTACTPATIBHOM 00Ma-
CTH, U3BpAIlleHne BKyca U OOOHsIHUs. B yacTHOCTH, OOJBHBIE C
*Kene30epUIMTHBIMA aHEMUSMHU JIIOOAT €CTh MeJl, IJIUHY, U3-
BecTh. M HpaBUTCs 3anax OeH3MHA, KEPOCUHA, TyTaJIMHA U T. ]I

Ha ¢one BbIpaskeHHOro najaeHusi remornoouna no 70 r/n u
OoJiee, MOMUMO TPU3HAKOB CHUJEpOTieHUr (Wi 0e3 HUX), MO-
T'YT MOSIBUTHCS BHIPAKEHHOE TOJIOBOKPYKEHHUE, TOJIOBHBIE OONH,
a Takke cepAreOreHre W ObIIIIKa KaKk KOMIIEHCATOPHBIE peaK-
MY COCYAUCTOM U JIBIXaTEIbHOW CUCTEM Ha TMIIOKCHIO.

[Ipn 0OBEKTUBHOM OOCIEHOBAHUM y ITUX OOJBHBIX MOXKET
ObITH OOHApYKEeHa OJIETHOCTh KOXHBIX IIOKPOBOB M CIIU3UCTBHIX,
OJIBIIIIKA MHCIIMPATOPHOTO XapaKkTepa, TaXUKapaus, CUCTOINYE-
CKHUM IIyM Ha BEpXYIIKE U Ha COCy/ax Cepalia.

JlaGopaTropHasgs W MHCTPYMEHTAJbHAsi JAHMArHOCTHKA.



[Tpr HaMumK y OOJBHOTO aHeMHeN KJIMHUYECKUX MPU3HAKOB
cuneponenuu auaruos3 JKJIA He TpyaeH. B oTcyTcTBHE TakOBBIX
CJIEyeT OPUEHTUPOBATHCS HE TOJBKO Ha HU3KHU IIBETOBOU MO-
KazaTeJb, HO U Ha CHUKEHUE B CHIBOPOTKE KPOBHU KeJie3a U ep-
PUTHHA, a TaKKe TOBBIIIIEHNE HEHACBIITIEHHOTO CUAepOdUINHA.
ConeprkaHue peTUKYJIOLIMTOB B KPOBU HOPMAJIbHOE WUJTM YMEPEH-
HO CHUKeHHOE. OHO MOXKET YBEJIMYUTHCS TOJILKO MOCTIE OCTPOU
KpoBonotepu. JlerkonuTapHas (popmysia MpakTUYECKU HE U3Me-
HeHa. CofepkaHue TPOMOOITMTOB MMeeT TeH/ISHIIHIO K TTOBBIIIIe-
HUO. [TyHKTAT KOCTHOrO MO3ra 0OraT KJIETOUHBIMH JIEMEHTAMU
C TMIIepIIa3uedl IpUTPOUIHOTO pocTKa. KommuectBo cuiepoo-
JIACTOB B KOCTHOM MO3Te CHIKEHO (< 15 %).

YTouHeHre NMpUYUHBI Kelie30e(PUIIUTHON aHEeMUM HarpaB-
JIEHO HA MOKCK KPOBOTEUEHUH, MPEXK/IE BCErO FEHUTAIIBHBIX U U3
KETYJOYHO-KHUIIEYHOTO TPAKTA. DTO MOKET OBITh TUTIEPIIOIMME-
HOppes, a Takxke sA3BeHHas OoJyie3Hb, Oone3Hb KpoHa, pak, am-
BEPTUKYJIbI KeNyIKa, AUadparMaibHas Tpbika, reMOppoi, mop-
TaJIbHASI TUTIEPTeH3US U T. [. [ UCK/TIOUueHusI KpOBOTEUEeHUI
U3 XKeTyI0YHO-KHIIEYHOTO TPaKTa HEOOXOIMMa TTOCTAHOBKA pe-
akimu ['perepceHa, a B cilydyae ee HEUYBCTBUTEJIbHOCTH Jake

npoda ¢ MEUYEHHbIMU cr! spurpounTaMu. Ilokasana KoHCyIb-
Talusl TUHEKOoJIora, (puOPOracTpOCKONUsi, KOJIOHOCKOMM S, CTaH-
JApTHOE M HECTaHJAPTHOE, HAIlpUMEp, C JBOMHBIM KOHTPAaCTH-
POBaHUEM, PEHTTEHOJIOTMYECKOE UCCIIEOBAHUE KETYJOUYHO-KH-
IIEYHOTO TPAKTa, & MPH HEOOXOAMMOCTH AaXe BBHITOJTHEHUE JIU-
arHOCTMYECKOM JIanmapoToMUU. B ciydae Heycrexa BbISBJICHUS



VCTOYHUKA KPOBOTEUEHUSI Y OOJIBHBIX C HEMOTUBUPOBAHHOM Ke-
Ne300¢(PULIMTHON aHEMHUEU CllelyeT UMEThb B BHJY, YTO Yy 4a-
cTU OOJIBHBIX TaKWe KPOBOTEUEHHMS MOTYT MPOUCXOOUTh B 3a-
MKHYTBIE TTPOCTPAHCTBA, OTKY/IA JKeJe30 U3BJIEKAETCs] OpraHu3-
MOM TUI0X0. Peub uaer o Tak Ha3biBa€MbIX ITIOMYCHBIX OITyXO-
JIAX JKeJylIKa U KUILEYHUWKA, MUOMAaX MAaTKH, a TakKe MepBUY-
HOM JIeTOYHOM cujiepose. Kpome Toro, HeCOMHEeHHBbIE TPYAHOCTH
JUTSI BO3BpAITIEHMSI B KPOBETBOPEHME 3aXBaueHHOT0 Makpodara-
MU KeJie3a BCTPeyaroTcsl y OONBbHBIX ¢ XPOHUYECKUMU BOCTIAJIH-
TEJIbHBIMH 3a00JICBaHHUSIMU.

HMuarno3 XJIA ¢popmynupyercs ¢ ykazaHueM STUOJIOTHH 3a-
00JIeBaHMSI.

[Tpumep popmyTMpOBKU AUATHO3A:
KenezonedpuiurHas aHeMUs, MOBTOPHBIE
reMOPPOUJATbHBIE KPOBOTEUEHUSI.

MudppepennuanbHblil JUArHO3 kene30AepUIUTHON aHe-
MUM CJIEAYET IPOBOJUTH C JPYTMMHU BUIAMU AHEMMM, U TIPEKIE
BCEro ¢ rMNOXpoMHbIMU. Kak 1 npu 1mocTaHOBKE IUarHosa, pe-
MIAOIAM MOMEHTOM [UIsl pasrpaHUYeHMs] TUX 3a00JeBaHUMA
MOXeT ObITh HAJTMYKE B KJIMHUKE CUMITTOMOB cuieporienun. [Tpu
OTCYTCTBUM TaKOBBIX OOpallaloT BHUMAHNUE Ha HU3KUI YPOBEHb
Kene3a ¥ (peppuUTHHA CBIBOPOTKH, BHICOKUI CBOOOTHBIN CHIEPO-
(bunmH, ymeHbIlleHre B KOCTHOM MO3Te COAepkKaHusl cuaepoona-
cToB (< 15 %). B TpynHbIX ciyyasx AJis HOATBEPKAECHUS B Op-
raHU3Me CKPBITOro JepUIIMTa JKele3a MOXKET ObITh IPOBEIEH Jie-
c(epaJioBbIil TECT, OCHOBAHHBII HA YMEHBIIIEHHOM BbIBEJJCHUU C



Mouoit 6obHBIME JKIIA CBsI3bIBaeMBIX JiechepasioM cojei xe-
Je3a.

Jleuenne 6ombHbIX KJIA MOXET MPOBOAUTHCS B aMOyJIaTOp-
HBIX ycnoBusix. Tepamnueidl BbIOOpa SIBJISIOTCS Mpenaparbl s
NEepOpaIbHOIO MpUMeEHeHus. B Hacrosiiee BpeMsi UX Mpeasio-
’KeHO JI0BOJIbHO MHOT0. Hanbonee addextuBHbie: hepporuiekc,
KoH(pepoH, deppokasb, opdepoH, dhepporpaaymer, (PeHIONbC,
remodep nposnoHratym, copoudep nypyiec, TapaudepoH, aro-
(peppormokoHar, xeneza gpymapar, manbropep, peppym Jiek,
BeHodep U ap. OHU MPUHUMAIOTCS Cpa3y MOCe MpUeMa MUIx
U3 pacyera 5 MI/KT Macchl Tesia B JieHb. [{71s1 OONBIIMHCTBA TTpe-
1apaToB HEMPOJOHTMPOBAHHOIO JIEMCTBUS MaKCUMaJlbHas /1032
npernapara 6 TableToK B CyTKU. B To e BpeMsi 111 TAKHUX TPO-
JIOHTUPOBAHHBIX MPETapaToB, Kak depporpaaymer u (heHIobC,
JOCTATOYHO W OJIHOW TaOJISTKU B CYTKU. B KauecTBe yCHIMBalO-
IIEro BCAChIBaHME Kejie3a CPeJcTBA MOXKET ObITh MCIOJIB30BaHA
ackopOuHOBas kuciota B fo3e 200 mr Ha 1 T xene3a.

Ha cone npuema npemnapatoB xkeje3a CaMOuyBCTBHE OOTBHO-
ro OBICTPO YJIyUINAeTCsI, HECMOTPSI HA TO YTO YPOBEHb IeMOIJIO-
OvHa MOJHUMAETCS IOBOJILHO MEJJIEHHO.

ITOT MapagoKcaibHbIN 3(PPEKT CBSI3aH ¢ OOIIUM YK PeTUIsiio-
MM JIEVCTBUEM >KeJie3a Ha OPraHU3M, B TOM YHMCIIE B IUIAHE TI0-
BBIIIIEHUSI MUOTJIOOMHA, IIUTOXPOMOB U T. 1. JIeueHre O0IbHOTrO ¢
JIOKa3aHHOM jkesie304e(PUIIMTHON aHeMUeW TOJI’KHO TTPOBOAMUTD-
Cs1 HETIPepBhIBHO B TeueHue 3 — 4 mec. u ObITh HAIpaBJIEHO HE
TOJIKO Ha HOPMAJTU3AIHIO TeMOTJIOOMHA, HO U YCTPaHEHHe BCEX



CHMIITOMOB CHJEPOIIEHUH U CO3JjaHue Jero xkene3a. [Ipu orcyT-
cTBUM 3(P(PeKTa OT NEPOPAIBHBIX MPENApaTOB MOKA3aHbI IAPEH-
TepasbHble (peppyM jek 100 Mr BHyTpUMBILIEUHO, MaJIbTODED,
BeHodep U T. 1.). OgHaKO M3-32 BOZMOXHON WHJIMBUYaTbHON
HENEPEHOCUMOCTY BBOAMTH MX CJIEAYET OCTOPOKHO, & HAYMHATD
JIEYEHUE C TIOJIOBUHHOM JIO3BI.

[TpodunakTuyeckuid npreM MpenapaToB kejne3a HeoOXoAUM
JOHOpaM, OepeMEeHHBIM, KOPMSILIUM, a TaKKe OOUJIbHO MEHCTPY-
UPYIOILIUM KEHIIMHaM. B rocieiHeM cityuae xkenaTesieH exeme-
CAYHBIN (2 — 4 IHA) IpUEM IIPENapaToB KeJie3a BHYTPb.

AHeMuA ¢ HapyleHHEeM CHHTe3a
nopchupuHOB (cuaepodIacTHast)

BTopoii B1J rMIIOXpPOMHOM aHEMUH — TaK Ha3blBaeMasi cude-
pobnacmuas, W cudepoaxpecmuueckas anemusi. OHa cBs3aHa
C HapyllIeHWeM CUHTe3a OP(UPHUHOB U XapaKTepU3YyeTCsl HaJM-
YKreM B KPOBHU TUIIOXPOMHBIX MUK POIUTAPHBIX SPUTPOIIUTOB, a
B KOCTHOM MO3re — KOJBIIEBUIHBIX cuaepodnacToB. Berpeuaer-
cs1 9T0 3a00JIeBaHue JIOBOJIBHO penko. B yacTu HaOmoneHnit OHO
uMeeT OTYETJIMBYIO HACJENCTBEHHYIO MPUPOLY, B YaCTU HOCHUT
IPUOOPETEHHBIN XapaKTep.

ATuonorusi. HacnenoBanue BpokaeHHON (DOPMBI CHIepoO-
JIACTHOM aHEMMH CBA3aHO ¢ X-XPOMOCOMOM M [IO3TOMY Yallle Ha-
OmonaeTcsi y My)KYMH. BbIAEISIOT Takke CrelUaIbHbIN «ITUPU-
JOKCHHYYBCTBUTEIIbHBI» BapUaHT BPOXKJIEHHOW cuaepoOIacT-



HOW aHEMUH, TIPU KOTOPOM MOXKET ObITh JIOCTUTHYTA YaCTHYHAS
reMaToJIoTuIecKas peMUccHs Ha (pOHe BHICOKHX 103 BUTAMIHA
Bg (2 — 4 mr/kr/cyr).

[TpuoOpetenHas cunepodnacTHas aHeMusi OOBIYHO BO3HUKA-
er 0e3 OTYETIMBOM CBSI3U C BHEITHUMH (paKTOpaMu WM 3a00-
JIeBaHUSIMU. Y YacTU OOJIBHBIX CUAEPOOIACTHYIO aHEMHUIO MOTYT
MIPOBOIIMPOBATh: CBUHIIOBAS MHTOKCUKAIWS, UIMTEIbHBIN MPH-
€M aJIKOTOJIs, JIeYeHUe N30HUA3UIOM U JieBoMuUlleTuHOM. Kpome
TOro, WAMONATHUYECKash MpUOOpeTeHHasl CUIepOoOIacTHasl aHe-
MUsT MOXET OBbITh MpeJCTaIue JIeKo3a, 0 YeM TONJIET peyb B
pazneine «MueaoaucIiacTudecke CUHAPOMBD».

IlaTorene3 cumepoONIacTHONW aHEeMUUW CBSI3aH C Jie(DeKTOM
CHHTE3a TeMa B MHTOXOHJPUSX SPUTPOUIHBIX KJIETOK. Pedb
UJIeT O HapylieHH (DyHKIIMY CUHTETa3bl Je/IbTa-aMUHOJICBYJIH-
HOBOM KHUCJIOTHI M psiia APYTUX MUTOXOHIPUATBHBIX (pepMeH-
TOB. OCHOBHBIM TMPEIIECTBEHHUKOM JIeJIbTa-aMHUHOJIEBYJIMHO-
BOU KUCJIOTHI B KJIETKE SIBJISTIOTCS CYKIIMHUJI-KO9H3UM A U TJIH-
vH. Ee cMHTe3 cTUMY/IMpYeTCsl SpUTPOITIOITUHOM, a KaTau3K-
pyercsi MpOM3BOAHBIM BUTaMuHa B¢ — nmupuaokcaib-S-docda-
ToM. OOpasyIonuiics MU 3TOM U3 JIeNIbTa-aMIUHOJIEBYJIMHOBOM
KHCJIOTBl MPOTONOPGUPUH B XOfe JabHEHINNX MpeBpalieHuii

COEAVHSAETCA C IByXBAJICHTHBIM JKEJIE30M (Fe*™) u (popmupyer
rem. B cBolo ouepesnp, Kakaas MojeKyJsia reMa Ha Noaupudoco-
Max CBSI3bIBAETCS C IIIOOMHOBOM 1ierbio. KoMOuHalus xe yeTsl-
pex 11erel rIoOMHA ¢ TEMOM U TIPEACTABIIseT cOOOM HAIll reMO-
TJIOOWH.



Ecnu npesacraButh Teneph, 4To 00pa3oBaHUe JeIbTa-aMUHO-
JIEBYJIMHOBOM KHUCJIOTBI U ITPOTONOP(MPUPUHOB B SPUTPOUIHBIX
KJIeTKax OyJeT HapylleHO, 3TO MPUBEAET, C OIHOW CTOPOHBI, K
HAKOIUIEHUIO B MUTOXOH/IPUSAX [IByXBaJIEHTHOTIO KeJe3a, C Ipy-
roi — K HEIOCTAaTOYHOMY CHMHTE3y remornodunHa. B urore paso-
BBETCSI aHEMU S, TIPH KOTOPOH OyayT MMETh MECTO M TUTIepCHie-
PUHEMUS, U PE3KOE YBEIMYEHUE B KOCTHOM MO3Ie COACPKaHUA
KOJIBLIEBU/IHBIX CUEPOOIACTOB (HOPMOOJIACTOB C PACIIOJIOKEH-
HBIMHM BOKPYT f[Ipa — B MUTOXOHJPUsSX — I'paHyjIaMH KeJe3a),
KOTOpPBIE MOTYT OBITh BBISIBJIEHBI CIIEIMATIBHBIMUA KPACHTEIISIMHU.
B 3aBucumMocTH OT XapakTepa aHEMHUM (BPOXKIEHHAS WIN IPU-
oOpeTeHHas), a Takke OT HEMOCPEACTBEHHOI ee MPUUYMHbI MeXa-
HU3MBI IOBPEXIEHUS CUHTE3a reMa MOryT pasinyarbcs. Tak, B
Cllyyae CBMHIIOBOW MHTOKCHMKAIIMU HapsiAy C HApYIIEHUEM CHH-
Te3a remMa M r10OMHA MPOUCXOIUT OTUETIMBOE TOPMOXKEHHUE pa-
00THl (pepMeHTa MUPUMUANH-SS-HYKJIEOTHIa3bl, UTO, C OJHON
CTOPOHBI, IPUBOAUT K KyMY/ISILIMU B SPUTPOLIMTAX AECHATYpPUPO-
BanHou PHK, ¢ npyroii — k mosiBieHnio B HUX 0a30(pUIbHOM
MYHKTALUK.

Kimanyeckasi kKapTiuHa 3a00/1eBaHus MPOBIISET ceds aHe-
MUYECKMM CHUHIPOMOM Pa3HOM CTeneHu TsxkecTu. Hekoropbie
OONbHBIE HYKAAIOTCS B TPAHC(Y3UAX IPUTPOLIUTAPHON MaCCHI.
BenencrBue Hea(p(pEeKTUBHOTO 3pUTPOIIO33a U BHYTPUKOCTHO-
MO3IOBOIO FeéMOJIM3a Y HUX MOKET UMETh MECTO HEKOTOpasl KeJl-
TYILHOCTb KOXH U cKjiep. Kpome Toro, Hepeako onpeensorcs
yMepeHHasI CIJIeHOMeTasvs 1 reraromeraisi. Hakoner, y 601b-



HBIX C BPOKIEHHBIM BAPUAHTOM MOTYT OBbITh 3a(DUKCUPOBAHBI Ta-
KM€ MPU3HAKK TeMOXPOMAaTo3a, KaKk TMIepnurMeHTaus KOxu,
nrabert, TucyHKIMSA TIeYeHU U cepyitia U T. 1. B ciyvae co cBuH-
IIOBOI MHTOKCHKAIIMEN Ha MepBOe MECTO B KJIMHUKE MOTYT Bbl-
CTYyIaTh TaKHe ee SPKUe MPOSIBJICHNUS], KaK CUJIbHBIE CXBATKOOO-
pasHbie 0O B JKUBOTE, SIBJICHUS TIOJIMHEBPHUTA, U3MEHEHUE CO
CTOPOHBI CJIM3UCTOM MOJIOCTY pTa (CBUHIIOBAS KaliMa Ha JIECHaX).
JAuarHo3 cuaepoOIacTHO aHeMHMU JOJIKEH OOCYkKIaThCs
Bpauamu B Cllydae XOpOIIO BepUPUIIMPOBAHHON TUIIOXPOMHOM
aHeMu¥ 0e3 KJIMHUYECKUX TPOSIBJICHUN CHUACPONICHUU U TIpU
HAJIMYUM B CHIBOPOTKE KPOBU BBICOKOTO COJEpKaHUs KeJe3a
U (eppuTHHA, a TaKke HU3KOTO COfIEPKaHUsl HEHACHIIEHHO-
ro cunepodwiuHa. [lonTBepkaaercsi qUarHo3 HUcciaeJOBaHUEM
MYHKTaTa KOCTHOTO MO3Ta, BHISIBJISIIOIIETO OOJBIIIOE KOJIMIECTBO
KOJIBIIEBUHBIX cuiepoOacToB. [Ipu aToM MOXeT ObITh 3aKa3aH
IUTOT€HETUYECKUI aHaN3 KJIETOK KOCTHOTO MO3ra, KOTOpbIi
B CJTydae BbISIBJICHUS] KJIOHOBBIX M3MEHEHHI KapUOTHIIA MTO3BO-
JIUT YBEPEHHO TMarHOCTUPOBATH OIMH U3 TPYJHO OMPEIEEMBbIX
OOBIYHBIMU CIIOCOOAMU TIOJIBAPUAHTOB MUEJIOTUCIIIIACTUYECKOTO
CUHJPOMa, 2 UMEHHO pedpaKkTepHYIO CUAEPOOIACTHYIO aHEMUIO,
¥ BBIOpATh MPABUJIbHYIO TAKTUKY €€ Be/ICHHUSI.
HucdepeHnuaibHbIil JUATHO3 CUAEPOOTACTHON aHEMUN
MIPOBOJUTCSI C IPYTUMU BUJIAMU aHEMUM, U TIPEKAe BCEro C TU-
NOXPOMHBIMU. B oTimume ot xene3oaeduiMTHON aHeMUH, TPy
9TOM MATOJIOTUH B KJIMHUKE He OydyT MpecTaBIeHbl CHMITTOMBI
CHJICPOTICHNH, a B JIAOOPATOPHBIX aHAJIM3aX YPOBEHb Kejie3a He



TOJIBKO HE CHUXKEH, a Jaxke IMOBbIlIeH. B omuue ot Tanacce-
MUH, 1€(EKThl KOCTHOM CUCTEMBI, TAK K€ KaK CIUICHOMETaJus,
IUIsl CUepOOIaCTHON aHEMUM He XapaKTepHbl. B TpymHBIX Ciy-
Yasix pelaniiyM B PaClO3HABAHUY CHIEPOOIACTHON aHEMUU OT
JOPYrUX aHEeMHIA MOXET ObITh BBICOKOE COZIEPKaHUE B KOCTHOM
MO3re KOJIBLIEBUTHBIX CHIEPOOIACTOB, a B psAe CIyvaeB Takxke
TOJIOKUTEITbHBIN (hPEKT Tepanuu OONBIIUMU 103aMU BUTAMMU-
Ha Beg.

JleueHnne cuiepoOIacTHON aHEMUM BBI3BIBAET y Bpaya MHO-
ro nipoOsem. Ilpu HanmMIMU BHIPaKEHHOW aHEMUU TOKa3aHa 3a-
MECTUTEJIbHAS TePaNusl SPUTPOLIUTAPHON MACCOM, AJONOIHIeMAs
BBejieHHeM Jiecdepaia 41 NpopuIakTuku remocuaepo3sa. Ipu
UCKJTIOYEHUY MUEJOAUCIUIACTUYECKOTO CUHApPOMAa OMpaBIaHHA
TaKXke AauTesbHas (10 2 Mec.) Teparnusi OObIIUMU 103amMu (2 —
4 mr/kr/cyt) ButamuHa Bg. K coxanienuto, yremureabHoro 3g-
(pexTa maHHOW Tepanuu yaaeTcsl JOCTUYb TOJBKO Y €IMHUYHBIX
OOJIBHBIX C BPOKIEHHON MUPUIOKCUH-YYBCTBUTENIBHOM CUEP-
00JIaCTHOYW aHEeMHUEH.

Ecmu Takas tepanust HeahPeKTUBHA, MOTYT OBITh ITPEIOKE-
HBI [ JIeueHHs1 OOJIBIIIHE JI03bI aHAPOTEHOB.

Jl1g mpopUIaKTUKU pa3BUTHUS FEMOXPOMATO3a U €r0 OCIIOX-
HEHUI MpPU BBICOKUX MOKa3aTesssX (peppuTHHA MOXHO UCIOJb-
30BaTh XE€JIATOpBl keje3a (aecdepan wim skcumxkan). Onmca-
HBI TAKKE €TUHUYHBIC CITyYau aJIJIOTEHHON TPaHCILJIAHTAINK Te-
MOTIO3TUYECKUX CTBOJIOBBIX KJIETOK [/ JIEYEHUsI BPOXKIEHHbIX
dopm cuaepodiacTHON aHEMUM.



IIporno3 3aboneBaHusi ocTaeTcs KpaiiHe cepbe3HbiM. Oc-
HOBHBIMY ITPUYUHAMU CMEPTHU OOJTBHBIX SIBJISIOTCSI OCIOKHEHUS
CO CTOPOHBI CEPAEYHO-COCYIUCTON U SHAOKPUHHOW CUCTEM, I1e-
YEHU U MOYEK, B TOM YHUCJIE CIIPOBOLMPOBAHHBIE TEMOXPOMATO-
30M.

Tanaccemun

JlpyruM BUJIOM TUMIOXPOMHBIX aHEeMUil SIBJISIIOTCS mandacce-
Muu, KOTOpbIe TPEACTABIIAI0T coOOM COOpHYIO IpyIiy 3adoie-
BAaHUI HACJIEICTBEHHOW MPUPOJIbI, MPX KOTOPBIX HAPYIIIEH CHUH-
Te3 OMHON WM OoJiee CTPYKTYPHO HEM3MEHEHHBIX Lierei rI00u-
Ha. KonnuecTBo nocieqHux y yenoBeka JocTuraet yetbipex. Ot-
Clofla BOBMOXKHBI YEThIpE BUJA TAJIACCEMHM, U3 KOTOPHIX OOJIb-
U KJIMHAYECKU UHTEPEC MPEeCTaBIISIOT 44-TajlacCeMusl U a-
tanaccemusi. [lepBast Oonbliie pacnipoctpaneHa B Kurae, Mnaun
v Ha [lansHem Boctoke, Bropas — B CpeguzeMHOMOpbe, Mason
u CpenHent A3uu.

a-Taaaccemus. Tlopapnsioiee OONBIIMHCTBO 4-TaIaCCEMUM
CBSI3aHO C JeJIelMeN TE€HOB a-1ener MI0OWHA, HaXOMAIIUXCS Ha
xpoMocoMe 16, a KIIMHUYECKHUE W TeMATOJIOTMYECKUE TTPOsIBIIE-
HUS 3aBUCST OT KOJIMUECTBA MOPakeHHBIX reHOB. [Ipu BoBeye-
HUM OJHOTO M3 YeThIpeX T'eHOB a-lierel roduHa (4-/dd) ux Ho-
CUTEJIbCTBO HE COMPOBOXKIAETCS HU KIMHUYECKUMU, HU TeMAaTo-
JIOTUYECKUMU U3MeHeHusIMU. [1pu nmopaxeHuu AByX U3 YeThIpex
TeHOB 4-11erelt robuHa (4-/4— unm — /4d) onpenensercs MUK-



POLIMTO3 U TUIIOXPOMMUSI, XOTSI BBIPAKEHHOW aHeMuu Het. [lese-
U1 TPEeX TEHOB dd-Tiereld r100uHa (-/4-) COmpoBOXAAETCS pa3-
BUTHEM TUTIOXPOMHON MUKPOIIMTAPHON aHEMUU C MUIIIEHEBUI-
HBIMH SPUTPOLIUTAMHU (CM. LIB. BKJIL., pUC. 5.2), TesbliamMu [ eiiHna
B HUX M YMEpPEHHbIM remoin3oM. HecMmoTpst Ha Takue Mopdo-
JIOTUYECKUE U3MEHEHUSI SPUTPOIIUTOB, TSKEJIOTO aHEMUUYECKO-
r0 CHHJpPOMa He Pa3BUBAETCS, UTO Yalle BCEro MO3BOJIsIeT 00X0-
IUThCs axe Oe3 remorpaHcdysuil. [ToHOe OTCYTCTBHE I'eHOB
4-11e1tell HECOBMECTUMO C KU3HBIO.

a-Tanaccemus. B ommure oT ABYX T€HOB 4-1IeNW IJIOOMHA
YeJIOBEeK HacjIeAyeT OT poauTesield TOJIBKO M0 OJHOMY TeHy a-11e-
1, KOTOPbIE pacrookeHbl Ha XpomocoMme 1 1. OTciona Bo3MOX-
HBbI T€TEPO3UTOTHBIE, TOMO3UTOTHBIE U ABOMHBIE T€TEPO3UTOTHBIE
BapUAHThI TAJIACCEMUU C YMEHBIIIEHUEM B KPOBU HOPMAJILHOTO,
COCTOSIIIIETO U3 IBYX 44— M JIBYX a-lieriel, remorioouHa Hb A
u yBennueHuem remorioorHos Hb F u Hb A2.

ITaTorene3. MoJekynspHble MEXaHU3MBbI MATOreHE3a A-Ta-
JIaCCeMUM CJIO)KHEEe W pasHOOOpasHee, YeM IMpU 4-TaJaCCeMUM.
Tak, genenyy reHOB NpPW 3TOM BHJIE TaJlacCeMUU He ObIBaeT.
BMmecTo 3TOro BhISBIAIOTCA TOYEUHBIE MyTallMU, KOTOPBIX Ha Ce-
TOAHSAIIHUN JieHb orucano Oosee 100. B pesynbrate myTtarmii
IIPY TETEPO3UTOTHOM TaJIACCEMHUU BO3HUKAET AUCOATaHC CHHTE3a
4-ua-nenei rmoduHa; pazBuBaercsl Heah(PeKTUBHBINA SPUTPOIIO-
33 ¥ TeMOJIN3 PA3JIMYHOM CTeNeHu TsxkecTu. [Ipyu romo3uroTHon
44-TaJacceMUM 3T MPOLIECCHl BbIPAXKEHbI 3HAUMUTENIBHO CUJIbHEE
Y TIPOSIBJISIIOT ce0s1 KaKk KOCTHOMO3TOBBIM pa3pyIIeHUEM SPUTPO-



UJIHBIX 2JIEMEHTOB, TAK U MACCHUBHBIM MOBPEXJIEHUEM SPHUTPO-
LMTOB B cesnie3eHke. Kak cieacTsue 31oro, pa3BuBaloTCs IKCTpa-
MeyJJISIpHbIE OYaru KOMIIEHCATOPHOT'O KPOBETBOPEHUSI.

KinHnyeckasi kapTHHa TajacceMu pa3HooOpasHa. [lis
«OOJIBIIION» TOMO3WIOTHOM A-TaJlacCCeMUM XapaKTepeH BhIpa-
JKEHHBII aHEMWYECKAW CUHAPOM, KOTOPBIM BBISBIISETCS OYEHb
paHo (B Bo3pacrte 3 — 6 mec.). MI3-3a remonu3a 3TH AE€TH OTCTa-
I0T B pa3BUTUH, UMEIOT MeCTO JedopMaliuy KOCTel ueperna, uc-
TOHUYEHHE KOPKOBOT'O BEIIECTBA KOCTEH, CIOHTAHHBIE MTEPEIOMBI.
XapakTepHa OKpacka KoK, 0OyCJIOBJIeHHas! OJIEHOCTHIO, JKel-
TYXOH U OTJIOKEHUEM MeJlaHuHa. Pe3Ko yBesmueHsl pa3mephl ce-
JIe3eHKU U TNeyeHd. BeisBisieTcss KapAuoMeraaus W MpU3HaKu
CepIeYHON HEAOCTATOYHOCTU. MoryT ObITh KJIMHUYECKHUE IPO-
SIBJIEHUS] TEMOX POMATO3A.

KiHuueckre MposiBIeHUsl TeTepPO3UrOTHOM A-TaaacceMuM
MeHee spKU. B OosbIIMHCTBE cilydaeB 3a00JieBaHUE BBISIBIISA-
ercst cinyvaiiHo. OHO MposBIIsieT cebsi YMEPEHHO BBbIPAKEHHBIM
AQHEMHUYECKMM CHH/IPOMOM, peke HeOOJBIION CIJIeHOMeraseH.
7Kenryxa Bcrpeuyaercsi peaKo.

JlaGopaTopHasi THArHOCTHKA TaJIACCEMHU 3aBHUCHUT OT Ba-
puaHTta 3aboneBaHusl. Y OOJNBHBIX IeTepO3UTOTHOM A-Tajacce-
MUEW BBISIBJISIETCS] PA3HOM CTENEHUW BBIPA)KEHHOCTH I'MIIOXPOM-
Hasi MUKpOLIUTapHasi aHeMusi. BcTpevaloTest oT/ielibHble MUIIIE-
HEBU/IHBIE SPUTPOLIUTHI, & TAKKE KJIETKH ¢ 0a30(pMIIbHOMN ITyHK-
Taiet. CopepkaHue peTUKYJIOLUTOB M CHIBOPOTOYHOTO KeJle-
3a 00BIYHO HOpPMAaJIbHOE. DNEKTPOOope3 reMOrIoONHA BHISIBIISIET



JBYXKpaTHOE YBeJIMUEHHE KOJIMYeCTBa reMoriaoonHa A2, KOTo-
pOro npu 4a-TajnacceMuu U Ipyrux F’MIOXPOMHBIX QHEMUSIX HeT.
V 10710BMHBI OOJTBHBIX MOKET OBITh TAKKe TOBBIIIECH (PeTaTbHBIN
Hb F.

[TpuOMM3HUTENILHO TaKWe ke JJadopaTOpHBIE MPU3HAKK HAXO-
JAT IpA MaJior a-tasacceMuu. OJHaKO MeKTpodope3 remMorso-
OvHa MaToJIoruy He BblsABIseT. s d-Tanaccemun ¢ nopaxeHu-
em 3 reHoB 1ienei ri1oouHa (6one3ns Hb H) xapaktepHo Hanmmaue
B KJIeTKax remoryioOnHa H Ha (hoHe CHIKeHU st KOJTM4ecTBa reMo-
rmodunHa A. I TOMO3UTOTHOW A-TalacCeMHUM XapaKTEePHBI BbI-
pa’keHHasi TMIIOXPOMHAs aHEMUSs1, YBEJIMUEHUE COfIEpkKaHUs pe-
TUKYJIOLIUTOB B KPOBU, HOPMOLIUTO3, MUIIIEHEBU/IHbIE IPUTPO-
UTHL ¥ UX OasodwbHas myHKkTanus. [Ipu anekrpodopese re-
MOIJIOOMHA BBISIBJISIETCS] pe3KO€ CHUKEHHE WIT OTCYTCTBHUE Te-
MOIJI00MHa A NPy 3HAUYMTEIbHOM yBEJIMYeHUH reMorioouHa F.
Kpome Toro, MoxeT ObITh YMEPEHHO YBETUYEHO KOTMYECTBO Ire-
MorsioouHa A2.

MudpcpepennuanbHblil JUATHO3 TATACCEMUM TTPOBOIUTCS
C IPYTMMH I'€éMOJIUTUYECKMMU U TMIIOXPOMHBIMU aHeMusiMU. B
ommuue oT KA, y OOJbHBIX TajgacceMueil OTCYTCTBYIOT CHH-
JPOMBI CH/IEPOIIEHUH, HE CHUKEHO CcoliepkaHue xkene3a u gep-
pUTHHA B CBIBOPOTKE KPOBHU M, HA0OOPOT, He HAOMOAaeTcs yBe-
JIMYEHHe YPOBHSI HEHAChIIEHHOro cuaepoduinHa. B orinuue
OT APYT'MX TEMOJIUTUYECKUX aHEMUM, IPU TAJIACCEMUSIX, 3a Pe/l-
KUM UCKJIIOYEHHUEM, UMEIOT MECTO TMIIOXPOMHbIE MUKPOLIUTAP-
HbIE SPUTPOLIUTHL. B TpyAHBIX Cllyyasix momoraer 3jeKTpodopes



TeMOTTIOOMHOB, BBISIBJISIONIVIA X aHOMAJIbHbIE (DOPMBI.

JIeuenne. bonbHBIE MaJIBIMUA TAJIACCEMUSAMU B CIIEUAIBHON
Tepanuu He HyxkJaaTcs. JledeHne OObIIMX TaJacCeMUid BKITIO-
yaeT: TpaHC(y3ur SpUTPOLIUTOB MOCIE UHIMBUAYAJIBHOIO MOJ-
6opa 1oHopoB 1o cucteme HLA, mpuem ¢osmmeBoii KMCIOTHI (J10-
CTaTOYHO 5 Mr/cyT), BBeieHue Jecepana BHYyTPUBEHHO | — 2 1
Ha Kaxjpie S00 MJI TOHOPCKON KPOBU M aCKOPOMHOBOM KHCIIO-
Tl (200 Mr/cyT), CIUIEHIKTOMMUIO, JIEUEHHE OPraHHbIX MOpaxe-
HUH, CBSA3aHHBIX ¢ TeMocuiepo3om. [Ipu nammauu HLA-coBme-
CTUMBIX JIOHOPOB KOCTHOTO MO3Ta MOJIOABIM OOMbHBIM (10 16
JIeT) MOXeET ObITh TTPOBEJICHA aJUIOTeHHAs] TPAHCIUIAHTAIHS, TT0-
cJie KOTOpo# Oe3pernanuBHas BEIKMBAeMOCTb gocturaeT 80 %.

IIporno3 nist 60IBHBIX MaIBIMU (hOpPMAMU TaTACCEMUU OJa-
TONPUATEH, a 111 TOMO3UTOTHOM a-TaslacceMuu cepbe3eH. Ee oc-
HOBHBIMM OCJIO)KHEHUSIMU, KPOME 3aMeIJIEHHOTO pa3BUTHUS pe-
OeHKa, SIBJISAI0TCS UH(MEKIMY, B TOM YHCIIE BUPYCHBIE TeNaTUThI-
BuC,uremocuiepo3 BHyTPEHHUX OPraHOB, CBSI3aHHBII C MHOKe-
CTBEHHBIMU I'eéMOTPAHC(Y3UAMH.



5.2. AHEMHU ITPA
XPOHNYECKUX 3ABOJIEBAHUAX

Onpenesnenne. AHEMUIO, ACCOIMUPOBAHHYIO C MH(EKIMOH-
HBIMU Y BOCHIAJIUTEIIbHBIMHU ITPOIIECCAMK U OHKOJIOTHEH, Ha3bIBa-
10T aHEeMUel XPOHUYECKOro 3a001eBaHus UM aHeMuen Ha o-
He XpoHMuecKoro 3abosneBanusi. [loHayasy Ka3ajioch, 4TO OHU
CBSI3aHBI C HApPyIIEHHBIM YCBOCHUEM JKeJle3a YJIacCTBYIOUIMMH B
BOCHajieHnn Makpodaramu. OIHAKO TIO3/IHEE MTPOSIBIIICS MYJTb-
TU(AKTOPUAIBHBIA TeHe3 aHeMUH XPOHWYECKOrO BOCHAJICHUSs,
IIPY KOTOPHIX TIOMUMO HApYIIIEHUs YCBOCHUS KeJie3a ObLIH ellie
NIPEJICTaBJICHBI: a) YKOPOUCHHUE [TUTETLHOCTH KU3HH SPUTPOLIH-
TOB; O) CHU)KCHUE B KPOBHU YPOBHSI SPUTPOIIOITHHA.

IlaTrorene3. Co3naercs BlieyaTieHHe, YTO BEAYIYIO POJIb B
naToreHe3e 3TUX aHEMHI UTPaeT TMIEPIPOAYKIHS Pa3TMIHbIX
IIMTOKMHOB, MPEk/e Bcero (hakTopa HEKpo3a OMyXOJH, UHTEp-
JeVKUHOB | 1 6, a Takke nHTepdEepoHOB 4, A 1 4. B ocHOBe pa3-
BUTHSI aHEMUUYECKOTO CUHPOMA MPY aHEMUU X POHIYECKOTO 3a-
OoJIeBaHUS JISKUT YMEHBIIIEHUE JITUTEIBHOCTH KU3HU SPUTPO-
IIUTOB ¥ HEJIOCTaTOYHAs] KOMIIEHCATOPHAsI pEaKIMsl SPUTPOIIOI-
3a, 4YTO 00YCJIOBJIEHO MHTUOUPYIOIITUM BIMSITHEM ITUTOKUHOB Ha
SPUTPOIIOI3 U UYBCTBUTETIBHOCTHIO SPUTPOUIHBIX KIETOK-TIPE/-
IIIECTBEHHUKOB K SPUTPOIOITUHY. YCBOCHHUE Ke KeJle3a IPUTPO-
UTHBIMU KJIETKaMU-TIPEIIECTBEHHIKAMU MOXKET OBbITh HE U3Me-
HEHO WM HapyIIeHO, YTO MOXET SIBJISTHCS JOMOTHUTETbHBIM



(pakTopoM pazBuTus aHemuu. OTCioa MOHATHO, YTO U3 ITOU
TPYIIIBI JIOJDKHBI OBITH MCKJTIOYEHBI aHEMUH, OOYCIIOBJICHHBIE 3a-
MEIIEHUEM KOCTHOTO MO3ra OIYXOJIEBBIMHM KJIETKAMM, MOTEPEr
KpPOBH, 3a00JIEBAaHUSIMU TI€YEHH, [TOYEK, TTOYEYHOIN HEI0CTaTOu-
HOCTBIO Y SHJOKPUHOMATUSIMU, XOTSI MHOTHE U3 9THX 3a00JeBa-
HUU 110 CBOEH CYTH TOXKE XPOHUUYECKUE.

PacnpocTpaneHHocTh aHemMuil Ha (poHe XPOHHYECKO-
ro 3a0oJieBaHHsl. YUUThIBasi OOJBIIIYI0 PacIPOCTPAHEHHOCTh
Cpeny HaceNleHHs] XPOHUYECKUX 3a00J1eBaHMid BOCTIAUTETHHO-
r0 WIMA OIyXOJEBOIO TeHe3a, 3TU BHU/bl AaHEMHUU BCTPEYAlOT-
csl TOBOJILHO yacTo. OCHOBHBIMU MX NMPUYMHAMM SIBJISIIOTCS: a)
BCE XpOHMYECKHe MH(pEKIU; 0) XpOHUYEeCKre HeUH(MEKIMOH-
HbIE BOCTIATTUTEITbHBIE 3200JIEBaHM 1, B TOM YHCIIE PEBMATOUIHBIN
apTpUT, PeBMaTUYecKasi JUXOpajKa, CUCTEMHAsl KpacHas BOJ-
YaHKa, TsKesasi TpaBMa, 0XKOTH, BACKYJMUTHI U JIp.; B) 3JI0Ka4e-
CTBEHHbIE OIyXOJI ¥ TeMOOJIaCTO3bl; T') AJIKOTOJILHOE MOpaKeHe
MIEYEHU; 1) TsKesask cepaeyHasi HeJOCTaTOYHOCTD; U JIp.

KinHuyeckne nposiBjieHust y OOJbHBIX aHEMUEH U ee Ts-
KECThb B MOAABJIAIONIEM YHCIIE HAOTIONEHUI 3aBUCAT OT TSKECTU
OCHOBHOM martosoruu. Yaie Bcero Ha paHHUX cTagusix 3aboje-
BaHUsI UMEET MECTO JIErKasi, pexke — CpeJHel TSKECTH aHeMMU s
¢ koneGanusamu remarokpura ot 0,25 o 0,4, 94To HanpsAMYIO 3a-
BUCHUT OT KoJjieOGaHUi oObeMa LM PKYJIUPYIOLIel KpOBU U 00beMa
UUPKyJupyouen mia3mbl. [Ipu BHICOKOM YpOBHE B KPOBM HMH-
TepJeKiHa 6 Ha aHEMHIO XPOHMYECKOTrO 3a00JIeBaHUs MOXET
HACJIAaUBATbCSl «AHEMUS Pa3BEICHUS».



JladbopaTopHas nuarHocTuka. [ljis aHeMUM XpPOHUYECKO-
ro 3a00JIeBaHKsI TUTTMYHO HOPMAJIbHOE WJIM CHUKEHHOE COJIep-
’KaHWe PETUKYJIOIUTOB B KPOBU. AHEMHUsI OOBIYHO HOCHUT HOP-
MOITUTAPHBIA M1 HOPMOXPOMHBIN XapakTep, a B 23 — 50 % cny-
YaeB MOXKET ObITh MUK POILIMTAPHOW U TUIIOXpoMHOM. [Tocieanuii
CUMIITOM BCTPEYaEeTCs vallie, YeM MUKPOLUTO3 IPUTPOLIUTOB, U
HEPEAKO MOXET ObITh OTHUM U3 MEPBBIX MPU3HAKOB AaHEMUU XPO-
HUYECKOro 3a00JIeBaHUsI.

Takske 111 aHEeMHU XPOHMUYECKOTO 3a00JIeBaHUsI XapaKTep-
HO CHM>KEHME TIOKa3aTesisi CLIBOPOTOYHOIO JKeJie3a B OTCYTCTBUE
YBEJIMUEHHS WU JIaXKe TPU HAJIMYUKM CHYDKEHUsI OOIel Kelie-
30CBSI3BIBAIOIIEN CIIOCOOHOCTH ChIBOPOTKH. [Ipu 3TOM mokasa-
TeJIb HACHIIIEHUsI TpaHCeppuHa Jallle HaXOOUTCS Ha CyOHOP-
MaJbHOM ypoBHe. CHUKEHHE CBIBOPOTOYHOTO JKeJie3a OTMEUaeT-
Cs1 B paHHUE CPOKH TSKEJIOro MH(EKIIMOHHOTO TIpoliecca v ore-
pexaer pa3BUTHE aHEMUM. B cBOIO ouepeapb, ITO COMPOBOXKAA-
€TCsl YMEpEHHbIM CHUKEHHEM B KOCTHOM MO3Te YKCIIa CUIEPOO-
nactoB (10 5 — 15 %) u yBenrueHueM reMocuiepuHa B Makpo-
(parax. YpoBens peppuTHHa, KaK MPABUIIO, MIOBBIITIEH, XOTS MPU
conytctBytorien JKJIA, kotopast Bctpeuaercs B 20 % HaOmoae-
HUI, MOXET CTaTh OTHOCUTEIbHO HU3KHUM.

BaxxHbIM MOKa3aTeseM aHeMUHM XPOHHUYECKOTO 3a00JIeBaHUS
SIBJISIETCS YBEIMUEHUE COMIEPkKaHUsI B KPOBU TaKUX OCTpoazo-
BbIX O€JIKOB, Kak (pMOPUHOTEH, 1epy/IOIUIa3MuUH, ranTOrIO0NH,
CPb, C3-KOMIIOHEHT KOMIUIEMEHTA ¥ aMUWJIOn] A MpoTenH. Ya-
CTO y OOJTbHBIX aHEMUEH X POHIYECKOTO 3a00IeBaHKSI UMEET Me-



CTO YBEJIMUYEHUE TYMOPHEKPOTUUYECKOTO (pakTOpa, MHTEPIEHKU-
HOB | n/mim 6 u uHTEP(EPOHOB (TpekIe BCEro a-na-uHrepde-
poHOB). B TO e Bpems ypoBHU aibOyMHUHA U TpaHCheppuHa,
KaK MPaBUJIO, CHUKEHBI.

JInarHo3 anemuu Ha pOHe XPOHUYECKOT0 BOCIAJIEHNS
CTaBUTCS TIO JIaHHBIM OTMEUYEHHOT'O BHIIIIe HApyIIeHusi OOMeHa
*eJje3a, COUeTAIoIIerocs C OAHON WJIM HECKOJBKUMHU U3 TIEPeUumc-
JICHHBIX BBIIIIE NIATOJIOTUH.

Nudpdepennuanbublii UArHO3, TPEKIE BCEro, MPOBO-
auTcs ¢ xenezoneuuuTHeIMU aHeMusiMU. B otimune ot KA,
MIPU aHEMUH X POHUYECKOro 3a00sieBaHu 1 Ha (DOHE CHUKEHUS CO-
JepkaHusl Keje3a B CIBOPOTKE OTCYTCTBYET CHUKEHUE 3aI1acoB
JKeJie3a B PETUKYJIO9HI0TENMATBHOW CUCTEME U CUAEPOIIEHNYe-
cku cuHapoM. Kpome Toro, ypoBeHb (beppuUTHHA B CHIBOPOTKE
KPOBH MPH ITUX BUAX aHEMHI, KaK MPABUJIO, MOBBIIIIEH.

Jleuenne. OCHOBOI Tepanuu aHEMUU, OOYCJIOBJIEHHOW XPO-
HUYECKUMU BOCTIAIMTEIbHBIMU 3200JIEBAaHUSIMU, SIBJISIETCS Jie-
YEHHE OCHOBHOM IATOJIOTMM. B TOM citydae, ecii n3-3a aHEMHU-
YEeCKOro CMHAPOMA TSKECTh OCHOBHOIO MATOJIOTUYECKOTO MPO-
Hecca ycyryomsercsi, T. €. YCUIUBAeTCs TMIIOKCEMUsl, 3HAUMMO
CHMIKAeTCsl KauecCTBO KU3HHU, €CTh BCE OCHOBaHMS [Isl MTPOBe-
JIeHU I Tepariy PeKOMOWHAHTHBIM 3pUTPONoSTHHOM. CTaHIapT-
Hasl cXema JieueHHs Nojipa3yMeBaeT MPUMEHEeHUE SPUTPOTIOITH-
Ha (3npekc, pekopMoH u ap.) 1o 30 ME 3 paza B Henemo. [1pu
9TOM TIOBHIIIICHWE T'eMOrJIOOMHA MOXKET OBbITh 3a(pUKCHPOBAHO
yke yepe3 3 —4 Hen. Ecim ke 3¢ deKTa OT MpuMEHEHU 1 SpUTPO-



MO3THHA HET WJIM CHIKEHHE reMOIIOOMHA JOCTUraeT KpUThye-
ckux uudp (< 50 r/1), TO MO KU3HEHHBIM MTOKA3aHUAM CJIEyeT
INPUMEHATH TPAHC(PY3UU SPUTPOLIUTAPHOU MACCHI.



5.3. MAKPOIIUTAPHBIE
(MET'AJIOBJIACTHBIE) AHEMHUN

Merano061acTHbie aHEMUH TIPEJICTABISIIOT COOOW TPyIIy 3a-
OosieBaHUM, I KOTOPBIX XapaKTEpHbI CBA3aHHbBIE C Hapyllle-
HueMm cunte3a [JHK meranobiactHoe KpoBeTBOpeHHE U MaKpo-
IIUTO3 KPOBU. B OCHOBE 3a00sieBaHUI JICKUT HAPYIIIEHHUE eCTe-
CTBEHHBIX ITyTell CUHTE3a ITyPUHOB U MUPUMUJAUHOB U TOPMOKE-
nue JIHK-nonmumepuzaiimu. OCHOBHBIMU MPUYMHAME PA3BUTHS
MaKpPOIUTAPHBIX aHEMUU cuuTaoTCs JepuimT hoIMeBON KHC-
JIOTBI U/Wav BUTaMmuHa B ;.

THogaorus u narorene3. Ponbs Butamuna B, u onuesoit
KMCJIOTHI ITOKa3aHa Ha cxeme 5.1, 3 KOTOpor BUJHO, YTO HEJO-
CTaTOK (pOSTMEBOUN KHUCIOTHI, U B YacTHOCTH S, 10-merwii-Ter-
paruapodoar-nojauriyramara, IpUuBOIUT K TOPMOKEHUIO TIpe-
BpallleH!s1 J1€30KCUYpUIMH MOHOdochaTa B JA€30KCUTUMUINH
MoHOdocar 1 B pesysprare — K TopmokeHuo cunresa [JJHK.
B 10 %€ Bpemsa ButamuH B, nipsamoro yuyactus B cunrede JHK
He npuHUMaeT. OTHaKO OH HeoOXOAMM KJIeTKe ISl TIpeBpale-
HUSI IOCTYMAIOIIETO U3 KUILIEYHUKA S-MeTHI-TeTparuapodosara
(ponmeBor KUCIOThI) B aKTUBHbIE KOSH3UMHbIE (DOPMBI, B TOM
YKCJIe YIIOMSIHYTOIO BBILIE MOJIUIIyTaMaTa.
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Cxema 5. 1. Mecto (ponreBor KUCIIOThI M BUTaMuHa B 15 B cUH-
teze [JHK, cBA3anHOE ¢ npeBpaleHueM 1e30KCUY pUIUHMOHO-
(pocara (1YM®P) B nezokcutumuauaMonodocdar (1TMP) n
nanee nesokcurumuauaaudocdar (nTHP), 1e30KCUTUMUIUH-
tpudpocdar (1TTD) u TuMuAUH:

AI'® — puruapodonar; TI'® — terparunpodonar; 1ATD
— ne3okcuaneHosunTpudocdar; a1l TP — ne30KCUryaHuTHIUH-



tpudocdar; glITD — gezokcurmuruauatpudocdar

Hau6onee yactoit nmpuunnoi nedpunuTa (oaueBON KUCIOTHI
SBJISIETCS HEaJleKBATHOE MOCTYIUIEHUE €€ C MUUIEH, B MEPBYIO
ouepeb Ha (poHe MOBBIIeHHOW TIoTpeOHOCTH. [TocaenHss nme-
€T MecTo y OepeMEeHHBIX KEHIIMH M KOPMSIIUX Marepe, y
OBICTPOPACTYIINX JIETei, OCOOEHHO B YCIIOBUSIX MCKYCCTBEHHO-
IO BCKapMJIMBaHUs, IPY T€MOJIN3€, HEKOTOPBIX BUIAX 3JI0Kave-
CTBEHHBIX M BOCHAJIMTENILHBIX 3a00j1eBaHUN (9KC(hOTUATUBHBIN
JepMaTuT, Ticopuas, 6omne3ns Kpona u 1. a.). [pyroit mpuauHon
neduiuta ponreBor KUCIOTH MOKET ObITh HApYIIICHUE ee BCa-
CbIBaHUs B KuIlleyHuKe (6one3nb Kpona, cripy) u mioxoe ycBo-
enue. [locieqHee MoXeT UMETh MECTO MPU IJIUTEIBHOM IpHe-
Me HEKOTOPBIX IPOTUBOCYAOPOKHBIX (IripeHnH, OapOUTypaTsl),
NPOTUBOTYOEPKYJIE3HBIX (IIMKJIOCEPHH), POTHBO3aYaTOYHBIX U
NPOTUBOAMA0ETUYECKUX (MET(OPMUH) MPENAPATOB U AJIKOTOJISI.
Haxkonern1, neguut ¢oiveBoll KUCIOTHl MOXKET BO3HUKHYTH B
pe3ysbTaTe mpremMa OONBHBIM MPSIMOTO WHTHOMTOpA JTUTHIIPO-
(ponarpenykraspl — METOTpeKcarta.

OcHOBHOM NTPUYMHOM jiepulIUTa B OpraHu3Me ButamMmuHa B
Clle[lyeT CUMTaTh HapyllIeHUE €ro BCaChIBaHMUSI B KMILIEYHUKE W3-
3a HEJI0OCTaTOYHOI BbIpaOoTKHU *kenyakoM dakropa Kactia. Io-
cliefHee UMeeT MeCTO y OOJIbHBIX aTpo(PUUECKUM TaCTPUTOM, C
OITyXOJIBIO KENTY/IKA, & TAKKE MOXKET OBbITh CJICICTBUEM paHee Tie-
PEHECEHHBIX TaCTPIKTOMUIA U CePhe3HBIX 3a00IeBaHNI TOHKOTO
KUIIeyHuKa. Jlpyroii npuuuHoil nepunura BuTamMmuHa B, moxer



ObITh HOCUTEJICTBO IIMPOKOTO JICHTEId, KOTOPbIA MOIJIONAeT
STOT BUTAMHH B OOJIBIIIOM KOJTMYECTBE. 3HAUYUTEIBHO Pexe Jie-
(puut BuTamuHa B, BO3HMKaeT U3-3a HEJOCTaTKa €ro B Mullie,
HarpuMmep, y CTpOrux BererapuaniieB. Kpome toro, HapylieHue
BCACHIBaHMS M YCBOEHUs BUTaMuHa B ), Kak u ¢onmeBoi Kuc-
JIOTHI, MOXXET HaOMI0AaThCs Ha (POHE MpreMa MPOTUBOTYOEPKY-
ne3nbix (ITACK) u mporuBopuadeTrueckux (MeTopMuH) mpe-
MapaToB, HEKOTOPHIX AHTUOMOTUKOB (HEOMUIIMH) U aJIKOTOJIS.
KpaTkoBpeMeHHOe CHMXKEHHE aKTMBHOCTH BUTAMUHA B, MOX-
HO HaOJIo/IaTh B CIy4yae TMPUMEHEHHS] aHECTE3UH 3aKUChI0 a30-
Ta. HakoHel, y HOBOpOXXAEHHBIX Merajo0gacTHass aHeMHSI MO-
’KET BO3HUKHYTb U3-3a Ae(pUIIMTA B CHIBOPOTKE TPAHCKOOATIOMHU-
Ha II.

XOpOII0 U3BECTHO, YTO OCHOBHBIMUA UICTOYHUKAMU (POJTMEBOMN
KHCJIOTHI SIBJISIIOTCS JIUCThSI pACTEHMI, a BUTaMKHA B |, — mpoayk-
ThI JKUBOTHOT'O IIPOMCXOXKIEHUS (MSICO, TIeUeHb, ppi0da). Bmecte ¢
TEM €ro JIOBOJIbHO MHOTO B CO€ Y HEKOTOPBIX MOPCKHUX BOAOPOC-
JAX (XUIKUKH, MOpCKas Kamycra). HakoHel, OH MOXKeT CuHTe-
3UpOBATHCSI MHOTMMHM MUKPOOPraHM3MaMu, B TOM YKCJIe Hace-
JISIOIIMMY Halll KUILIEYHUK. 3arnacoB BUTaMHUHA B, B opranus-
Me OOBIYHO XBaTaeT Ha 5 — 6 jier, a (oaMeBor KHMCIOTH — Ha
HECKOJIbKO MecsitieB. B xenynke ButamuH B, BeIcBOOOX 1aeTCst
u3 OEJKOBBIX KOMILIEKCOB. [lanee OH CBSI3bIBAeTCS C YIOMSIHY-
THIM BBIIIIE [JIMKONPOTEMHOM — BHYTpeHHUM (pakTopoMm Kactia,
KOTOPBI CUHTE3UPYETCS] MAPUETATbHBIMU KJIETKaMU CIIU3UCTON



000JIOUKH KeJTyKa. TOT KOMILIeKC «BUTamuH/paktop Kactia»
COE/IMHSETCS CO CrelM(PUUECKUMU PeLIENTOPaMU B AUCTATbHBIX
OT/IeJIaxX MOAB3OIIHON KUK, OTKYJa BUTaMUH B |, mocrynaer
B NIOPTaJIbHbI KPOBOTOK B CBSI3U C €r0 OCHOBHBIM NEPEHOCUU-
KoM — TpaHckoOaamuHoM 11. [Tpu 3ToM BHyTpeHHMid (pakTop B
KPOBOTOK He MOCTYMaerT.

Kananueckas kapTuna. MeranoonactHass Bo-nedunmr-
Hasl aHEeMUs BCTpevyaeTcs Jallle y sKeHIIUH, 4eM y Myx4uH (1,6:
1,0). Cpeanuii Bo3pact 0osbHBIX — cTapiie 60 set. ITockombky
pa3BUTHE OCHOBHOM MPUYMHBI B |»-1euIiiTHOM aHeMUH — aTpo-
(prueckoro racrpurta — HOCUT Ay TOUMMYHHBII XapakTep, ITO 3a-
OoJsieBaHUE YacToO covyeTaercsi y OOJbHBIX C AyTOMMMYHHBIM TH-
peonauToM, Oone3Hbl0 ['pefiBca, UMMYHHBIM THIIOMAPATHPEO-
30M, BUTHJIMTO, OOJIE3HBI0O AIMCCOHA M THIIOTaMMarioOyIiHe-
Muel. 3aMeueHo Tak:Ke, YTO 3Ta aHEMUsI MOXET ObITh YIeJoM
JmIl, uMeronux rpymmny Kposu 11 (A), ronyOble r1a3a, 1 0OBIYHO
COMPOBOK/IAETCS] PAHHUM TOceJeHreM. Y OOJBIIMHCTBA OOJb-
HBIX Bio-nedpurmraeivu anemusivu (10 90 %) mMoryTt ObITh 00-
HapyKeHbl AHTUTENA K MapPUETAIbHBIM KJIETKAM CIIM3UCTOMN Ke-
JIy[IKa, y IOJIOBUHBI — K BHyTpeHHeMy (paktopy Kacmia. C on-
HOM CTOPOHBI, OHU MOT'YT IPENSTCTBOBATb CBA3bIBAHUIO BUTAMMU-
Ha B, ¢ BHyTpeHHUM (DaKTOpOM, C APYroll — NPENATCTBOBATh
€ro BCACBIBAHUIO B MTOJB3I0IIHOM KHIIKe. CieqyeT Takxke 3aMe-
TUTb, YTO aHTUTENA K BHyTpeHHeMy (akTopy Kactia nnsa Bo-
Ne(UIIMTHBIX aHEMUI SIBJISIIOTCS CIeM(PUUECKUMU, B TO BpEMs



KaK aHTUTEJIa K TApUETATbHBIM KJIETKaM KeJTy[IKa Y YaCTH MOXKHU-
JIBIX KEHIIIMH MOTYT ObITh OOHApPYXEHBI U B OTCYTCTBUE AaHEMHHU.

Knunnyeckass cumnromatuka y OosbHbIX Bjp-pedunmtHoil
aHeMMel pa3BUBaeTCsl MeJIeHHO. [I71s1 Hee XapaKTepeH aHeMMU-
YECKUU CUHAPOM, CUMITTOMBI ITOPAKEHUS KETYJOUYHO-KALIEYHO-
IO TPaKkTa W, pexe, HEPBHOM CHCTEMbI B BUJIE TaK HA3BIBAEMO-
ro ¢pyHukysipHoro muesosa. [lo onucanuio N. A. Kaccupckoro,
KJIMHUYECKasl KapTUHA CUHAPOMA CKJIA[IbIBAETCS] U3 COUETAHUM
CMACTUYECKOTO CIMHAIBHOTO Mapajnya U TAOeTHUECKUX CHMII-
TOMOB. K NepBbIM OTHOCATCA: CHACTUYECKUN Maparapes3 ¢ Io-
BBILIEHHBIMU pediieKcaMu, KJIOHYCaMU 1 NTaTOJIOTUYECKUMU Pe-
(pnekcamu babunckoro, Poccomnmo, BextepeBa, Onmenreiima.
K cumnTomam, CUMYJIMPYIOIIUM CIIMHHYIO CYXOTKY («IICEBAOTA-
6ec»), OTHOCSITCS MapecTe3uu (OllylleHre MOoM3aHus Mypalliek,
OHEMEHME JUCTAJIbHBIX OTAEJIOB KOHEUHOCTEM ), OMOSICHIBAIOIINE
601, THTIOTOHM S ¥ TIOHMKeHUe pehIeKCOB BILIOTH J10 apediek-
CHM, HapyIIeHre BUOPAIIMOHHOM U TITyOOKO! YyBCTBUTEILHOCTH,
CEHCOpHasl aTaKCHS U PACCTPOUCTBO (DYHKLIMU Ta30BbIX OPTaHOB.
YV OOJIbHBIX MOTYT OBITh pa3MUHble TICUXUYECKHUE HApYILEHHUS],
KOTOpBIE BAPbUPYIOT OT JIETKOW pa3ApaXUTeIbHOCTH JI0 TIy00-
KOM JIEMEHIMU M BBIPAXKEHHOIO Ncuxo3a. OnucaHbl Takxke pejl-
KMe cityyau aTpoduu 3puTesibHOro Hepsa. Heobxomumo 3ame-
TUTb, YTO BBIPAXKEHHOCTb NICUXUYECKUX HAPYIIEHUN Y MOKUIIbIX
OOJIBHBIX C JIePUIIUTOM BUTaMUHA B MOXeT UMeTh caMOCTOsI-
TEJIbHOE, HE CBSAA3AHHOE C aHEMUEN 3HAYEHUE U XOPOIIIO YCTPaHs-
eTcsl Ha (poHe Tepanuu BUTAMUHOM B |.



[MopakeHue KeTyJoYHO-KHUIIIEUHOTO TPAKTa MPOSIBIISET ceOst
HETIPUATHBIMY OIIYIIEHUSAME (GKKeHHE) 1 OOJISIMU B SI3bIKE, TIO-
sIBJIEHHEM OOJIE3HEHHBIX TPEIIVH B YIJIy pTa, CHUKEHHUEM arrie-
TUTA, aXWIMYECKUMHU MMOHOCAMHU, MOXyJaHueM. Y Takux OoJjib-
HBIX MOXET OBbITh BBISIBJIEH aHTYJISIPHBII CTOMATHT, SIPKO-Kpac-
HBIiA, ¢ aTpO(PUPOBAHHBIMU COCOUKAMU, «JIAKUPOBAHHBIA» 1 0O-
JIEBHEHHBIN SI3bIK, YPE3BHIYANHO UYBCTBUTENIbHBIA K TOpsSYe U
Kuciou nuie. MiHoraa onpenesnsercs renaro- U ClyIeHOMETasusl.
[MTockomnbKy OONBIIMHCTBO STUX U3MEHEHHI KeTyI0UHO-KHUIIIeY-
HOT'O TpaKTa CBA3aHO ¢ HapyleHueM cuHre3a JHK B cimsucrom
SMUTEUH, OHU MOTYT B TaKOH e Mepe HaOmoaaThes U npu ¢o-
JIMEBOAE(PULIMTHBIX AHEMUSIX.

Uro KacaeTcs aHeMUUeCcKoro cuHapomMa npu Bio— u donue-
BOJE(UIIMTHBIX aHEMUSIX, B HEM HET HUYero ocooenHoro. Kak
U Jipyrue OoJIbHbIe aHEMKEl, 3TU OOJbHBIE MPEIbSIBISIIOT KO-
OBl Ha OOIIIYIO0 CITA00CTh, YTOMJISIEMOCTD, TOJIOBOKPYKEHHE, IITyM
B yIax, cepaneoneHre, 00y B cep/lle U OIBIIIKY pu (hpu3nye-
ckoil Harpy3ke. [Ipu ocMoTpe, moMUMO OJIeTHOCTH, MOKET ObITh
OOHapy:KeHa HEKOTOpast KEeITYITHOCTh KOKHU U CKJIep, CBSI3aHHAS
KaK C BHYTPUKOCTHOMO3IOBBIM TeéMOJIMU30M IUI0XO JuddepeH-
[MPYIOIIMXCS] HOPMOOJIACTOB, TaK M C YKOPOUSHUEM MTPOJOJIKH-
TEJIbHOCTH KU3HU MAaTOJIOTMYECKU MU3MEHEHHbIX SPUTPOLIUTOB.
[Tynbe, Kak mpaBuIIo, YacThil. Pasmepsl cepiiia yMepeHHO yBe-
ymueHsl. [Tpu ayckynbraiu Ha BEpXYILKe cepliia OrnpeesieTcs
CUCTOJIMYECKUN LITYM.

JIaGoparopHas quarHocTuka. /[uarHos merajoO1acTHBIX



AQHEMUH CTaBUTCS HA OCHOBAaHUM KJIMHUYECKOTO aHaJIU3a KPOBH,
MyHKTaTa KOCTHOTO MO3ra M OMOXMMHYECKOTO OIpE/IE/ICHUs B
KpoBH JeduimTa BuTamMuHa B, n/vnm ponmresont kucaotst. [o-
CKOJIbKY ITaTOI€HETUYECKUE MEXaHMU3Mbl HApYIIEHUS TeMOI033a
npu Bi,— 1 ponmreBonepUIMTHBIX aHEMUSIX UMEIOT MHOTO 00-
1IEro B IU1aHe octaHOoBKM cuHTe3a JIHK, aHanu3sl KpoBU U KOCT-
HOT'O MO3ra Py HUX IIPAKTUYECKN HEOTJINYMMBI.

Tak, a1 oOenx aHeMHII XapaKTepeH MaKpOIMTO3, TOYHEe
MaKpOOBAJIOUMTO3 (CM. LIB. BKJL., PUC. 5.3), MOMKMUJIOLMTO3, HA-
JIMYMe B KPOBU IOJIOMAHHBIX KJIETOK, & TAKXKE SPUTPOLIUTOB C
ocrarkamu sinep (tenbiia Koy u konbiia K960). Konmnyecto
PETUKYJIOLMTOB CHUAEHO. [IToMMMO aHEMUH XapaKTEpHBI JIEMKO-
NEHUS U TPOMOOLIUTONEHU ], YKa3bIBAIOIME HA OCTAHOBKY CHH-
te3a JJHK u B rpanyionuTapHoM, ¥ B METAKAPUOLIUTAPHOM POCT-
Kax. IIpAMBIM OTpakeHHeM 3TOro SABJISETCA HAJIW4YUE B KPOBU
TAINePCerMEHTUPOBAHHBIX (OoJiee 5 siIepHBIX CErMEHTOB) Heii-
TpOpUJIOB, @ TaKKE NOSABJIEHUE B KPOBU I'MIAHTCKUX MAJIOYKO-
SIIEPHBIX HEUTPO(UIIOB U METAMUENIOLUTOB. Y MHOTHX OOJbHBIX
B KPOBU OOHAPYKMBAIOTCS JaKe MErajo01acThl, KOTOPBIE TOCTY-
NAIOT B LIUPKYJIALMIO U3 04aroB SKCTpame1yJISIPHOTO KPOBETBO-
PEHUS B IIEUYEHU U CETIE3EHKE.

[TyHKTaT KOCTHOTO MO3ra OOHAPYKMBAET BBIPAKEHHYIO TH-
NEPIUIa3UI0 SPUTPOUIHOTO POCTKA C METaIOOJaCTHBIM THIIOM
KPOBETBOPEHHS U CO CMEILEHUEM COOTHOILEHUS MEXIY MHe-
JIOUIHBIMU ¥ SPUTPOUIHBIMU KJIETKAMU B CTOPOHY ITOCJIEHHUX.
PazBuBaroimecs B ycjaoBUsix octaHoBjieHHOro cuHTte3a JIHK me-



rajo01acTel OOHAPYKUBAIOT OTYETIIMBBII ACHHXPOHU3M B CO3pe-
BAHUU S1Ipa ¥ LIMTOIUIA3Mbl. B 4aCTHOCTH, B SpUTPOUIHBIX KJIET-
KaX COXpaHsieTCs HeXHasl CTPYKTypa XpOMaTuHa, B TO BpeMs
KaK IMTOIUIa3Ma CO3pPEBAeT M HAKAIUIMBAeT IeMOITIOOMH, Kak
00bryHO. Kpome Toro, cospeBaroiiue SpuTpOUHbIE TEMEHTHI
OOHAPYKMBAIOT TaKMe HEOOBIYHBIE YEPTHI TUCIUIA3UU, KAK MHO-
rOsI/IEPHOCTb, MUKPOSAPA, MEXbAACPHBIE MOCTBI, @ TAKKE TEJIb-
ua Ko, Yacte METaMUENOIMTOB UMEET TUIAHTCKUE pa3Me-
pbl. MerakapuonuTbl, Kak MPaBUJIO, UMEIOT IMIIePCErMEHTUPO-
BAHHBIC S/1pa Y JJOBOJIbHO HEKHBIM XPOMATHH.

[Tpu GMOXUMUYECKOM HCCIIEIOBAHUM MOKET OBITh BBIsIBJIC-
HO TOBBIIIIEHHOE COAEP)KaHUE B CHIBOPOTKE HECBSI3AHHOTO OU-
JTMpyOVHA U JIAKTATAETUPOTeHAa3bl P HOPMAJIbHOM COJepKa-
HUM kejie3a U (peppuTUHA. YPOBEHb BUTaMuHa B, nimm/u ¢o-
JIMEBOM KHUCJIOThI, KaK MTPaBUJIO, CHUXEH. BecriomoraresibHbIM Te-
CTOM Ha HaJIMYME B OpraHu3Me Aeuinra ButamuHa B, Moxer
OBbITh OIpeieieHue B MOY€e COIEPKaHUsI METUIMAJIOHOBOM KHUC-
JIOTHI, KOTOpOE B ciyvae By-nedurmra Oyner yBeauyeHo.

NudppepennuanbHbIil JUATHO3 aHEMUIA, CBS3aHHBIX C Ha-
pymenuem cunre3a JJHK, npexne Bcero cienyer npoBOAWUTH
C arlaCTUYEeCKUMU aHEeMUSIMU U MUEJIOAUCIUIACTUYECKUM CHH-
JpOMOM. B oTiimume oT aniacTUYecKux aHeMUM, KOCTHBIM MO3T
OOJIBHBIX MEralo0JaCTHBIMUA aHEMUSIMU OOTaT KJIETOUHBIMU 3J1e-
MEHTaMH U OOHApYKMBAeT Merajao0lacTHOe KpPOBETBOpPEHMUE.
Kpome Toro, Takue aHemMuu, Kak MpaBUjIO, XOPOILIO MOAAI0TCS
Teparvy BUTaMUHOM B |, n/viv posimeBor KUCI0TOM, O YEM CBU-



JeTeNIbCTBYET OBICTPHIN MOJbEM PETUKYJIOIMTOB B KPOBH, YTO
IpY aruIaCTUYECKUX aHeMHsIX He HaOmopaercs. B ommume ot
MaKpOILUTAPHBIX pedpPaKTepPHBIX aHEMMid, KOTOpbIe MPE/ICTaB-
JIAI0T cOO0M YacTh Muesnoauciiactudeckoro cuaapoma (MJIC),
npu B,-u ¢ponmeBonepuMTHEIX aHEMUSX HE OOHAPYKUBAIOTCS
coiictBeHHbIe MJIC XpoMOCOMHbBIE HapyIlIeHUsI, HAPUMED Je-
JIelysl YaCTH JUIMHHOTO TIeYa XpPOMOCOMBI 5.

Jleuenue OonbHBIX Biy— wmm donueBogeumMTHeIMEU aHe-
MUSIMU C PAaBHBIM YCIIEXOM MOJKET IMPOBOAUTHLCS U B aMOYJ1aTop-
HBIX YCJIOBUSIX, U B cTanmoHape. I1pu aTom cienyer uMeTh B BU-
1y, 4TO Ha3HAYEHNE BUTAMUHOB MTPU METAIOOIACTHBIX AaHEMUSIX
JI0 TIOJTyYeHUsI CTEPHAJIbHOM MYHKIIMKU HETPaMOTHO. JIeio B ToM,
YTO XapaKTEpHOE JIJIs1 HUX Merajio0iacTHOE KPOBETBOPEHUE MO-
JKET MCUE3HYTh YXKe MOoC/e OJHON UHbEKIIMUA BUTaMuHa B, 4to
KpaiiHe 3aTpy/IHsIeT U IOCTAHOBKY AWArHo3a, U JajibHeuIee je-
YyeHue OOJbHbIX.

s neuenust Bio-nepunuTHON aHEMUU MOMKHO MCIIONB30-
BaTb JIBE JIEKAPCTBEHHbIE (POPMBI — IMAHOKOOAJIAMUH U OKCUKO-
6amamuH. [Ipy OTCYTCTBUM KJIMHUKY (DYHHUKYISPHOTO MHEI03a
ButamuH B, BBonutcs B go3e 250 — 500 MKr/cyT, a Ipy HaIU-
YUY TAKOBOTO (UTOOBI MPEOA0eTh TeMaTosHIedanndeckuid 6a-
pbep) pasoBas no3a yeseanuusaercs 10 1000 mkr. Ilepsoie 7 —
10 mHen mpenapar BBOAMTCS €KEIHEBHO, 3areM 1 — 2 pa3a B
HEJIENI0 [0 MOJIHOW HOPMAaTU3allui TeMaTOIOTHYeCKHUX MOKa3a-
tesied. OqHUM U3 PaHHUX TPU3HAKOB 3(h(pEeKTUBHOCTH ITPOBOIU-
MO TepaliK CYUTAETCS YBEJIIMUCHUE COEPKAHUS PETUKYJIOLIU-



TOB B KPOBH, KOTOpHIE B MIEPBYIO HEJEIO JIEUEHUS OIPeIessIoT-
csl perynspHo. IIpu JocTrkeHnH KJIMHUKO-TeMaToJI0rnYecKOoro
apdekTa BUTaMuH B, ¢ L1e/1bl0 co31aHus Jeno, BBOAUTCS J10-
NIOJTHUTEJIBHO ellie B TeYeHUe ABYX Henenb. [anee, ecnm npuyu-
HOH nedunmTa BUTamMuHa By, y GompHOrO OBUT aTpouvecKuil
racTpUT WJIM TacTPIKTOMUsI, eMy MOKa3aHa MOKM3HEHHAsl MO[I-
JepAUBaKILIas Tepanus BuTaMuHOM B, B no3e 250 Mkr/mec.
Eciu nomxkHbiil a¢dekt npu BBeaeHMH BUTaMuHA By oTCyT-
CTBYeT, Oa3¥CHasl Teparnusi MOKeT ObITh JOTIOJTHEHa Ha3HAUYSHUEM
MaJIbIX /103 PEJHNU30JI0HA, YTOObl YCTPAHUTh HEHTpaIMU3yollee
BUTAMMH BJIMSIHAE QHTUTEJI, BBIPaOaThIBAEMbIX Ha €TI0 BBE/ICHUE.
Jns neyenus onreBoaepUIMTHON aHEMUU UCTIONB3YIOT (PO-
JIMEBYIO KUCJIOTY B J103€ 15 Mr/cyt, a(p(peKTMBHOCTh KOTOpOU
TaKk)Ke KOHTPOJIMPYETCS NOBBIILIEHUEM PETHKYJIOLUTOB KPOBH.
CHayvasa oHa AaeTcsl 10 HOPMaIU3aluy KJIMHUKO-TeMaTOJIOTH-
YeCKMX IOKa3aTesiel, a 3aTeM B TeUEHHUE JIBYX He/Ieb I CO3/a-
HHSI HEOOXOOMMOTO 3araca B opranusMe. [10004HbIX 3¢ peKToB
Tepanuy, Kak npaBuio, HeT. [IporHo3 3a6oseBaHus XOPOLIM.



S5.4. AINTACTUYECKUE AHEMHUN

[Ton annactiyeckodl aHemMued MOHMMAIOT TAKOE COCTOSIHHME
KPOBETBOPEHMsI, KOTOPOE XapaKTepU3yeTcs HAJIMYUEM B Kpo-
BU MAHIUTOIIEHUH (aHEMMH, JIEWKOIIEHUH U TPOMOOLIMTONIEHNH )
IIPY pa3HOM CTENEHU BbIPAKEHHOCTU IMITOIJIA3UY WM arljla3uu
KocTHOTO Mo3ra. [1o mprpoze cBoeit 0Ha MOKET ObITh BPOXIEH-
HOM WJIM NTPUOOPETEHHOM, MO TeHe3y — MUEIOTOKCUYECKON WU
MMMYHHOM, a [0 TeYEHUI0 — CPEJIHEN TSKECTH, TSKEION U CBepX-
TSOKEJION. AIJIACTUYECKME aHEMUU BCTPEYAOTCS € YyacToTol 1 —
3,5 cnyyvas Ha 100 ThIC. HaceneHus.

5.4.1. Bpo:xxaeHHas anjacTudeckast
anemus (P®PaHKOHMN)

[IprMepoM BpOXJIEHHOM AarjlaCTUYECKON AHEMHUU MOXKET
ObITb anemus Panxonu. OHa HacIeLyeTcs 1o ayTOCOMHO-peLiec-
CHBHOMY THITy M W3-3a HapymeHusi cuare3a [JHK conmpoBox-
JaeTCsl MHOKECTBEHHBIMH CJTyYaliHBIMU MOJIOMKAMHU XPOMOCOM,
SHIOpPEAYTUIMKAIEN TeHOMa U XPOMATHUAHBIMU OOMEHAMHU.

Kuunnveckasi kaptuna. bose3Hp mposBisieT ceOsi paHo.
B kimHMKe, HapsQy ¢ HapylleHHeM KPOBETBOPEHUsS U CBSI3aH-
HOIl C HUM aHeMMel, MOXeT OBbITb pa3HOW CTENEHH BbIpaKeH-
HOCTU reMOpparuyeckuii quate3, OObCHUMBINA TPOMOOIIUTOIIE-
HHEH, a Takke TOBBIIIEHHAs] YyBCTBUTEIBHOCTh K HMH(EKIIH-



SIM M3-32 TPaHYJIOLIUTONIEHUH. DTO MPOSIBISETCA HA (POHE pas3-
JIMYHBIX 1e(PEKTOB pa3BUTHUsA cKejeTa (MUKpouedanus, OTcyT-
CTBHUE JIy4eBOW KOCTU M OOJIbIIMX MajiblEB KUCTU, MaJICHbKUIA
POCT), BPO’KAEHHOW I'MIIOIUIA31Y [TOYEK, TUTIOTOHAN3Ma, TUIIEP-
MUTMEHTALIMU KOXH U T. [I.

Hawubornee cepbe3HbIMU OCIOKHEHUSIMU arIaCTUYECKON aHe-
MUU SBJSAIOTCA MH(EKLIMOHHBIE OCJIOKHEHUS M reMopparuye-
CKHUU 1MaTe3, KOTOPbIE CUJIbHEE BbIPAXKEHBI IPH TSKEI0N hopme
00JIe3HH, U B TIEPBYIO OUYepe/lb TPeOyeTCsl X KOPPEKIIUSI.

JlabopaTopHasi AMarHoCTUKA. AHaIM3 KPOBU OOHAPYKHU-
BaeT aHEMHUIO, TPOMOOIMTOIIEHUIO U TPaHYJIOIUTONIEHHUIO pa3-
HOW CTENEHU BBIPAXKEHHOCTU C YBEJIMYEHHUEM OTHOCHUTEIBHOIO
coepkaHus TMMQOLIMTOB U, BO3MOXKHO, IJIa3MaTUUECKUX KJle-
TOK. AHEMHSI HOCUT SIBHBIM TMIIOPETEHEPATOPHBIA XapaKTEP C
YMEHBIIIEHHBIM KOJIMYECTBOM PETUKYJIOLIUTOB.

[IyHKTaT KOCTHOrO MO3ra CKyJHbII ¥ MaJIOKJIETOUHBIU. B Tpe-
MaHaTaX KOCTHOMO3TOBblE (pparMeHThl Oe/IHbl KPOBETBOPHBIMU
3MIEMEeHTaMu, U 0oJiee TpexX YeTBepTel MX 3aMelleHbl KUPOBOM
TKaHbI0. B OOJIBIIMHCTBE yYacTKOB MaJIo ¥ I'PaHyJIOLUTapHbIX, U
SPUTPOUHBIX, U METAKAPUOLIMTAPHBIX JIEMEHTOB, a JOMUHUPY-
10T IMMOLUTHI U TIa3MaTHYecKue KieTku. Bmecre ¢ Tem MoryT
BCTPEYAThCSA MECTa HOPMAJIBHOM KJIETOYHOCTH C BBIPAKEHHBIMU
JMM(POUIHBIMU (POJUIMKYJIAMH.

Muarno3 aHemun PaHKOHUW NpPEANOAraeTcs Npy HAIUYUKU
B KJIMHMKE OTMEUYEHHBIX BbIIIIE COMATUUECKUX HAPYIIEHW, KO-
TOpbIE COYETAIOTCS C PA3BUTHEM IAHUUTONEHMU KpoBu. OH



TIOATBEPXKJAETCS JTAHHBIMU TPENaHOOWOIICUM KOCTHOTO MO3Ta,
a Tak)Xe pe3y/bTaTaMy €ro IUTOreHETUUYECKOrO UCCIeIOBaHUS,
KOTOpbIE BBISIBJISIIOT arjia3uio KPOBETBOPEHMS M XapaKTEpHBIE
JUisi aHemuu PaHKOHM MHOKECTBEHHbIE HAPYIIEHUST XPOMOCOM.
Permmarorium 1151 TOCTAHOBKH JUArHO3a SIBJISIETCS aHAJIA3 XPOMO-
COM TOCJIe KYJIbTHBUPOBAHUS KJIETOK C JUSMOKCUOYTAHOM WA
MUTOMUIIMHOM C, KOTOpBIE BHI3BIBAIOT B ITUX KJIETKAX MHOXe-
CTBEHHbBIE MHAYIIMPOBAHHbIE MYTAIIUH.

MudppepeHnuanbHblil IUArHO3 CIIEAYET MPOBOIUTH C
JPYTUMU BPOXJIEHHBIMH arIACTUYECKUMU aHEeMUSIMHU, B YaCT-
HOCTH aCCOILIMUPYIOIIUMHUCS ¢ BPOXKJICHHBIM JUCKEPATO30M KO-
KW, HApYIIIEeHWEM PocTa BoJIoc 1 Hortel. [Ipu 3ToM MOTyT OBITH
ellle TeJleaHTMIKTa31H Ha TeJle, HaOJIoIaThCsl pE3KOe BhINaIcHIE
BOJIOC W HapyIIeHUEe MOTOOTAeeHUs. Y TaKuX OOJIBHBIX MOXET
OBITb U YMCTBEHHAsI OTCTAJIOCTh, HO XPOMOCOMHbBIE HAPYIIIECHUS
KPOBETBOPHBIX JIEMEHTOB JIJIs1 HUX HE XapaKTEePHBI.

JledyeHHne BpPOXIEHHON arjlaCTUUECKON aHEMUU BKJIIOUAET
TpaHc(y3Uu SPUTPOIMTOB U TPOMOOIIUTOB M MPOPUIAKTHIEC-
CKoe BBeJieHHe fechepalia Win SKCuakana. B ciyuae BTopuuHoi
UMMYHU3AIMU O0JILHOTO Ha (hOHE TeMOTpaHCy3Uil MOTYT ObITh
WCIIOJIb30BaHbl MIIOKOKOPTUKOUIBI M IIUKJIOCHOpUH A. Hekoto-
PbIM OOJTBHBIM MOXET OBITh MpeAJIoKeHa cruieHdKTomMus. OHa-
KO paJMKaJIbHBIM CIIOCOOOM JieueHus1 aHeMuu PaHKOHU OCTaeT-
Csl TPAHCIUIAHTAIMSI KOCTHOIO MO3ra CO BCEMU BBITEKAIOIIUMU
13 Hee TMOJIOKUTENIbHBIMU U OTPUIIATeTbHBIMU TTOCTIEICTBUSIMHU.

IIporno3 npu 31om 3a607eBaHUY TsoKebIN. [Ipromm3nTess-



HO y 20 % 6onbHBIX O0sIe3Hb B TeueHHe S5 — 10 1eT MokeT TpaHc-
opmupoBatbest cHavasia B MJIC, a motoM B ocTpblii Henmumpoo-
JIACTHBIN JIEMKO3.

5.4.2. IlpuoOpeTeHHbIE
anjiacTu4ecKue aHeMHn

Boinensior aBe (hopMbl IPUOOPETEHHBIX ATUIACTHYECKHX aHe-
MUU: MUENOMOKCUMECKYIO N UMMYHHYIO.

dtnogaorusi. [losBleHUI0 MUETOTOKCUYECKOU (POPMBI MpU-
00peTeHHON aryIacCTUIECKON aHEMHUH CIIOCOOCTBYIOT: pajualius,
LIUTOCTaTUKN, WHCEKTULIABI, MBIIIbSK, OPraHUYECKUE PaCTBO-
putenu u JJIT. B TO e Bpemsl IMMYyHHBIM MEXAHW3M [OBPEXAE-
HUsI KOCTHOMO3IOBOTO KPOBETBOPEHMS MPOCMATPUBAETCH MPU
JEVCTBUM HA KJIETKU TaKUX JIEKAPCTB, KaK JIEBOMULIETHH, CYJlb-
(pannsamMuIpl, HEKOTOPBIE YPOCENTUKU M COMM 30i0Ta. Kpome
TOTO, OH SIBHO IPHUCYTCTBYET IPU BO3HUKHOBEHWH AIlJIACTHYe-
CKOW aHeMuu y OonbHBIX renatutamu (A, B u C), mepeHecimx
BUpPYCHYI0 MH(peKIno minTeiiHa — bapp, y 6epeMeHHbIX U T. 1.

IIaTorene3. B ocHOBe pa3BUTHS alJIaCTUYECKUX AaHEMUIA Jie-
’KUT pE3KOE YMEHBIIIEHUE B KOCTHOM MO3I'€ KOJIMYECTBA IOJIUIIO-
TEHTHBIX CTBOJIOBBIX KJIETOK M HECIIOCOOHOCTb MX WUJIM CTPOMBI
00ecTeunTh MOTHOIEHHBIN TeMoro33. B actu ciryuaeB 3To npo-
VCXOIUT U3-3a MPSMOTO MOBPEXAAIOLIETO AEUCTBUS HA CTBOJIO-
BbI€ KJIETKM HEOIaronpusTHHIX (baKTOPOB BHEILIHEH Cpebl Win
LUTOCTaTUKOB, B YaCTH — Y€pe3 UIMMYHHbIE MEXaHU3MBI. B J110-



O0M ciyvae HeIOCTaTOUYHOE KOJIMYECTBO B KOCTHOM MO3Te I0-
JIMTIOTEHTHBIX CTBOJIOBBIX KJIETOK MPHUBEIET K HEIOMPOLYKIIMU
KPOBETBOPHBIX JIEMEHTOB BCEX POCTKOB W YPOBHEW coO3peBa-
HUS$1, K 3aIlyCTEHUI0 KOCTHOTO MO3ra (CM. LIB. BKJI., puc. 5.4) U K
Pa3BUTHIO AHIIUTONIEHUH KPOBHU.

Kananueckas kapruna. KivHuyeckue nposiBieHus aria-
CTUYECKOW aHEMHUU MOT'YT OBITh Pa3IMYHBIMU. B HEKOTOPBIX CITy-
YasXx OHAa BO3HMKAET OCTPO U OBICTPO MPOrPECCUpYyeT, B JIpy-
rux — 3aboyieBaHre TeyeT OTHOCUTEIIHHO CIIOKOHO. Ha mepBoe
MECTO B KJIMHMYECKOW KapTUHE BBICTYNAeT aHEMUUYECKUN CHH-
npoM. bosbHbIE KayloTcsl Ha O0IIYyI0 c1a00CTh, OMIBIIIKY, CEpP/-
1ieOMeHre U Ha TUIOXYI0 MEPEeHOCUMOCTDb (PU3MUECKUX HArPY30K.
Yry6neHre TpoMOOIUTONIEHUH MOXKET IIPUBECTH K MOKOKHBIM
KPOBOUBJIMSIHUAM, KPOBOTOUMBOCTH A€CEH, MEHOPPArUsM U TO-
BTOPHBIM KPOBOTEUEHUSIM CO CTOPOHBI CIIM3KCTHIX OOOJIOUEK.
[TposiBieHreM ri1yOOKOW HEUTPONIEHUH MOTYT ObITh PEIUIUBU-
pytole nH(PEKIUK, BKJI0Yasi aHTMHY, CTOMATUT, THEBMOHHUIO,
MapanpoKTHUT.

B ananuze KpoBU BBHISIBISETCSI HOPMOXPOMHAsI aHEMUS pa3-
HOW CTENIEHU BBIPAKEHHOCTU U CHMKEHHOE KOJIMUYECTBO PETUKY-
souuToB. KonmyecTBo JIeUMKOIMTOB HUAKE HOPMBI 32 CYET YMEHb-
IIEHUS YUCTIa TPAHYJIOIUTOB. B TSKENbIX CiTydasx MOXKET OBbITh
arpaHyJIolnTO3, a0COMIOTHASI MOHOIIMTOIICHUS U JIMM(DOTICHUSI.
KonuectBo TpoMOOIIUTOB CHUKEHO, B TSKEIBIX clydasx 10 20

% 109 1 HUXKE.
Jmnarao3. Mbiciib 00 ariacTU4ecKo aHeMUH JIOJI’KHA BO3HU-



KaTh y Bpaya Mpy HAJTMYUK Y OOJBHOTO KJIMHUYECKUX MPOsIBIIe-
HUM HEJOCTAaTOYHOCTH IPUTPOUIHOTO (aHEMUsI), MEraKapuOLIU-
TapHO-TPOMOOIMTAPHOTO (reMOpparuyecKuii auatTe3) U rpaHy-
JIOUUTAPHOTO (MH(EKIIMK) POCTKOB KPOBETBOPEHU I, & TAKKE OT-
MEUYEHHBIX BbIIlIE U3MEHEHUI KPoBU. [10CKOJIbKY IMyHKTAT KOCT-
HOT'O MO3ra y MHOTUX OOJIbHBIX allIACTUYECKIMK aHEMUSIMU T10-
JIy4YUTh HE YyAAeTcsl, aJIeKBaTHBIM METOOM JIMAarHOCTUKU CYUU-
Taercsl TpernaHoOwoncus. [locnenHsiss BHISBISET BBIPAKEHHYIO
aruIa3uio KPOBETBOPEHHMS C 3aMellieHreM OOJIbIIIEH YacTh KOCT-
HBIX (pparMeHTOB (> 75 %) XUpoBOW TKaHbIO. B OomnbImHCTBE
AQHAIU3UPYEMbIX YYaCTKOB SPUTPOUJIHBIC, TPAHYJIOLIMTAPHBIE U
MerakapuoIUTapHbIE JIEMEHTbl OTCYTCTBYIOT, @ BCTPEYAIOTCS B
OCHOBHOM JIMM(OIIMTHI U TJIA3MAaTUUYECKHE KJIeTKU. B To ke Bpe-
Msl OTJIeJIbHbIe (PparMeHThl KOCTHOTO MO3ra OOJIbHBIX arjIacTH-
YeCKMMU aHEMUSIMU MOTYT OBITh JOCTATOYHO KJIETOYHBIMU U CO-
Jaepxarb aumdpounHbie PouMKyIbl. [Ipy 3TOM cunTaercs, 4To
OCHOBHBIMM KPUTEPUSIMU ISl AUArHO3a TsKeaou (hOpMbl aruia-
CTUYECKOM AHEMUU SIBJISIOTCS: KOJIMYECTBO IPAHYJIOLIUTOB Me-

Hee 0,5 % 109/)1; KOJIMYeCcTBO TpoMOoruToB MeHee 20 % 109/n;
CKOPPUTMPOBAHHOE Ha HOpMaJIbHbIE IIU(PPBI SPUTPOLIUTOB KOJIH-
YEeCTBO PETUKYJIONUTOB MeHee | % Tpu KJIETOUHOCTH KOCTHOTO
mo3sra menee 30 %.

MudpdepennuanbHbIil JMArHO3 arIacTUYECKON aHeMUU
clieilyeT IpOBOAUTD C IPYTMMU BUJAMU aHEMUM, B MIEPBYIO OYe-
pens ¢ Bir—u ponmeBoaepuuTHHIMU, MUEJIOIUCIUIACTUYECKUM

CHUH/IPOMOM, OCTPBIM JIEMKO30M M METacTa3aMH paka B KOCTHBIN



Mo3r. B ommmuune ot ariactuueckon aHemuu, nipu Bio— u ¢o-
JeBOJE(PUIIMTHBIX aHEMUSIX B OOJIBIIMHCTBE CIy4YaeB MHEJO-
JUCTIIACTUYECKOrO0 CUHPOMA 1 OCTPOTO JIENKO3a KOCTHBII MO3T
oorar KJIETOUHBIMH IeMeHTaMu. Kpome Toro, B HeM IpecTaB-
JIeHBI B YBEJIMYEHHOM KOJIMYECTBE OJIaCTHBIE eMeHTHl. B ciry-
Yae ke aria3ui KOCTHOrO MO3ra M3-3a MeTacTa3upoBaHusl Tyjaa
PAKOBBIX KJIETOK MX IUIACTHI B TpernaHaTax KOCTHOrO MO3ra 00-
HapykHBaloTCs 6€3 OOJBIIOro TPy/a.

Jleuenne mnpuoOOpETEHHOW aruUIaCTUYECKOW aHeMHUHU Ipel-
CTaBJIsIeT cOOOM CIIOXHYIO 33auy. OHO HAYMHACTCS C UBBATHSA Y
OOJIBHOTO OMACHBIX B OTHOIIEHUHU arljla3uy KOCTHOTO MO3Ta Jie-
KApCTB U 3allUThI €T0 OT AEUCTBUS APYTrUX MOTEHIIUAIbHBIX UH-
AaykTopoB aruiasuu. [lo mMepe HEOOXOAMMOCTH MTPOBOIUTCS 3a-
MecTuTeNbHas Tepanus (TpaHcgy3uu SpUTPOLIUTAPHON MACChI U
TpoMOOKOHIIeHTpaTa). OcyinecTBisieTcs: MpogUIaKTUKA U Jiede-
HUe MH(PEKITMOHHBIX U TPUOKOBBIX OCTIOKHEHUIN COOTBETCTBEH-
HO aHTUOMOTHUKAMHU, B TOM YHMCJIe HeaIcCOpOMPYyEMbIMHU B KHUIIIEU-
HUKE, U TPOTUBOTpUOKOBBIMY TIpenaparamu (Hu3opai, Judiio-
KaH, HUCTAaTWH, BU(eH 1, KacClOo(pyHI1H).

CrieniuanibHble METO/Ibl JIEUEHUs] TSKEION MIMONATHYeCKOU
ArUIaCTUYECKOM aHEMHUM BKJIIOYAIOT: a) aHTWIMMQOLIUTAPHBIN
rio0yuH (AJID); 6) Gonblive 1036l ITIOKOKOPTUKOUIOB; B) ITUK-
JIOCTIOpPYH-A WM CaHAMMYH; ') TeMONO3TUYECKHe (paKkTOphl po-
cTa (3pUTPONOITUH, I'PAHYIOLUTAPHO-MAKpO(araibHblil U Ap.);
1) mukJjodocdan; €) TpaHCIIAaHTAMI0 KOCTHOTO MO3ra.

Haznauenue AJII" no3BosnsieT nonyuutsb 3pdekt y 50 — 60 %



6ompHBIX. Yamme Bcero AJII" mprMeHSTIOT B COUETaHUU C OOJIBIIIH-
MU J103aMH METHJITPETHU30JIOHA, KOTOPbI, TOMUMO YCUJICHUS
CaMOM Teparuu, IOMoraeT ocjiabuTh Takue modouHble IPdek-
THl aHTUJIUMPOITUTAPHOTO TIIOOY/IMHA, KaK JIMXOPaJIKa, TUTIOTeH-
3Usl, CBIBOPOTOYHAsI OOJIE3Hb M HEKOTOpBIe Npyrve. Bo3amMoxHO
TaK)Xe KOMOMHUPOBAHHOE JICUSHHE TSKEJION (POPMBI ariacTude-
ckoii anemuu AJIl", BBICOKMMU J103aMU METUJINPEAHU30I0HA 1
CaHIMMYHa, KOTOPOE, 10 HEKOTOPHIM CTATUCTUKAM, MOKET ObITh
apdextuBHo y 70 — 80 % OGonbHbIX. HakoHel, y HEKOTOPBIX
OOJILHBIX C UMMYHHBIMH (DOPMaMH¥ aryIaCTHUECKON aHeMUU Te-
parmuio AJII" MOXHO yCHenHO KOMOMHUPOBATh ¢ Ha3HAUYECHUEM
nukiogocdana.

AJbTepHATUBHBIM METOAOM JIEYeHMS arljlaCTUUeCcKON aHe-
MUM MOXET ObITh MyJIbC-Teparust MeTuampeanu3ononom (1,0 r/
CyT) B TeueHue 3 — 5 aHeu. PajuKanbHbIM ke METOAOM Jieue-
HUSI TsKeI0M (DOPMBI AIJIAaCTUYECKON aHEMUU SIBJISIIOTCS] MUEJIO-
TpaHcrUiaHTanuu. [locne TpaHCIUIaHTalMKM TATUIETHSIST BBDKU-
BaeMocTb HaOmopaercs y 60 — 70 % OONbHBIX.

JJ1 neyeHns arnacTU4ecKov aHeEMUH CPEeTHEN TSAKECTU PU-
MEHSIIOT TIIOKOKOPTUKOUbI, HAIPUMEP MPEAHU30JIOH B J103€
1 mr/kr/cyT B Teuenue 1 — 2 mec. ¢ Hocaey0IMM OCTENECHHBIM
CHUKEHUEM JI03bl, U aHJIPOTeHbl (OKCUMETAJIOH 2,5 MI/KI/CyT).
[Ipu orcyrcTBuM 3(ppeKTa nokazaHa CIIJIEHIKTOMHUS.



5.5. TEMOJINTUYECKUE AHEMHNN

I'emonmutryeckue anemuu (I'A) mpeacTaBiAIOT KpaHe pa3HO-
POIHYIO TPyMIly 3a00JeBaHUN KPOBH, MIPU KOTOPBIX YKOpOUYEeHA
MPOJIOJIKUATENILHOCTD KU3HU 3pUuTpouuToB. 1o cBoel mpupone
OHU MOTYT OBITh 8PONCOEHHBIMU W NPUOOPEMEHHbIMU.

[TpexaeBpeMeHHOE pa3pylIeHUe SPUTPOLIUTOB MOKET ITPOKC-
XoAuTh AByMs myTsiMu. [lepBbiii, Oosee 4acTo BCTpevaroluii-
Csl, — BHECOCYIUCTBIM MJIM BHYTPUKJIETOUHBIA F€MOJIU3, MTPU KO-
TOPOM SPUTPOLIUTHI pa3pyllaloTcs Makpodaramu peTUKYJI03H-
JOTeIUanbHOM cucteMbl. Kak MmpaBusio, OH MpOUCXOIUT MPH Ha-
JIMYUU HA TIOBEPXHOCTHU SPUTPOIIMTOB AHTUTEJN, K KOTOPbIM MaK-
podary IpoSIBIISIOT OCOOBIN UHTEPEC.

Jpyroii MpUUYUHON BHY TPUKJIETOYHOTO FeéMOJIH3a MOXKET OBITh
TIOBBIIIICHHAS] BPOJK/IEHHAs! WM TTpUoOpeTeHHas nedopmaderns-
HOCTb SPUTPOLIMTOB, 3aTPYAHSIONIAS UX TPOXOXKIEHUE Yepe3 CH-
HYCOU/bI CEJIE3€HKU U, OTCIOAA, YXYIIIAIIas UX BbIKUBAHUE.
B ciyyae BHYyTpHUCOCYIMCTOrO reMoJIn3a pa3pyllieHUe SPUTPOLIM-
TOB IIPOUCXOAUT HEMTOCPEJCTBEHHO B COCYUCTOM PYCIIE, a UX CO-
Jep:KUMOE MOCTYIAaeT MpsAMO B KpoBb. Kak mpaBuiio, NOBBIIIEH-
HOE pa3pylleHUe IPUTPOLIMTOB COITPOBOKAAETCS KOMIIEHCATOP-
HBIM YCWJIEHHEM MX NPOAYKLIMH, HEpeaKo B 6 — 8 pas.



5.5.1. Bpo:xaeHHble
reMoJINTHYECKHE aHEeMHIH

B sty rpynimy A BXonsST aHeMuu ¢ HapyIIeHHeM MeMOpaHbI
SPUTPOLIMTOB (IPUTPOLIUTONATUHN ), NepeKTOM (pepMeHTOB (ep-
MEHTOMNATUM) U Ae(PeKTOM reMorioornHa (reMorIoOUHOIIATHH).

Hacaedcmeennuiit muxkpocghepouyumo3. BpoxeHHAsT MUK-
poceponTapHasi reMOJIMTUYECKasi aHEMUsI TIPEJCTaBIISIET CO-
60i1 rpymmy ceMelHbIX 3a00eBaHui, 00YCIOBIEHHbBIX MATOJO-
rveil MeMOpaHbl SPUTPOLIMTOB. Y Tpex deTBepTeld OONbHBIX 3a-
OoJieBaHME TIepeaeTcs Mo ayTOCOMHO-JOMUHAHTHOMY THUITY, Y
YEeTBEpPTH — M0 Ay TOCOMHO-PEIIECCUBHOMY.

AP
- [J
\/ | §
Yuacrok Mporodunament

camocBopkH aKTUHa

Puc. 5.5. CxemaTn4eckoe NpeAcTaBIeHne CTPYKTYPbl IUTOC-



Kesieta sputpormra yesoreka (Blood. Principles and Practice of
Hematology. — Philadelphia: Lippincott, 1995. — P. 1726): T®A
— kogopuH A; I'PC — rmukopopun C

[laronorusi SpUTPOLIMTOB MPU HACIEACTBEHHOM MHKpocde-
poruTo3e 00ycioBIeHa JeeKTaMu FeHOB OCHOBHBIX MeMOpaH-
HBIX OEJIKOB IUTOCKEJeTa IPUTPOLUTOB (puc. 5.5), a UMEHHO
CHEKTPUHA, TEHbl 4 U & KOTOPOTO PacIOIOKEHBI B JIOKYCax Xpo-
MocoM 1g22-g23 u 14q23-q24.2 COOTBETCTBEHHO; aHKMPWHA
(8pl11.2 — 70 %), AE1 — obmennuka anuoHoB (17q21-qter —
25 %) v Oenka 4.2 (15q15). Heo6xoquMo OTMETHTH, YTO,
HECMOTPs1 Ha OTMEUYEHHbIE reHeThYeckue AeeKTbl 1 aHOMAJIb-
HbIE IIUTOCKEJIETHBIE OEJTKM, KOCTHBIA MO3T 3THX OOJIBHBIX MPO-
OyLUPYET SPUTPOLIATHI HOPMaJIbHOU (popmbl. OJHAKO BBUAY TO-
IO YTO YacTh MEMOpaHbI He TIO[IEPKUBACTCS OETKaMH IUTOCKe-
JIeTa, IPYU MPOXOKIEHUN CUHYCOB CEJI€3€HKM OHA YTPAUYMBAETCS.
B pesynbrate oTHOIIEHHE IO SPUTPOLIUTA K €ro 00beMy
IIOCTENEHHO yMeHbInaeTcs. Kiletku craHoBaTes cpepruuecKkumMun
(cM. 1IB. BKJI., puc. 5.6), a pa3Mepsl X OTYETIMBO YMEHbIIAKOT-
cs1. O6mas nedopmMadesbHOCTh TAKMX SPUTPOLIUTOB ele O0Jb-
11Ie CHU)KaeTcsi. B UTore oHM HE MOTYT IPOMTHU B OTBEPCTUS Ce-
JIE3EHOUHBIX CHHYCOB, 3aXBaThIBAIOTCA MakpodaramMy U paspy-
IIAIOTCS.

Kananueckas kapTuna. KnuHudeckas cuMntoMaTvka Ha-
CJIEZICTBEHHOTO MUKPOC(hEpoIuTo3a BKJIOYAET aHEMUYECKUI
CUHJPOM, KEJTyXy, U3MEHEHHEe KOCTel CKeJleTa U CIUIEHOMera-



JM0. AHEMUYECKU CUHIIPOM, KaK MPaBUJIO, BbIPAXKEH YMEPEH-
Ho. [IposiBnieHne kenTyxu BapbUpyeT ¥ BO MHOTOM 3aBHCUT OT
(byHKIIMOHATLHOTO COCTOSIHUSA TieueHu. Ecim oHa paboTaer xo-
POIIIO, KEJNTYXU MOXKET He OBbITh J1a)ke MPU BbIPAKEHHOM I'eMO-
muze. B ciyvae ke (pyHKIIMOHAJILHOW HEJOCTATOYHOCTH Tieue-
HM J1ak€ YMEPEHHBII I'eMOJINU3 MOXET COMPOBOXKIATHCS BbIpa-
KEHHOM kenTyxoil. [TouTu y Bcex OONbHBIX UMEET MECTO CILIe-
HOMETaJIMsl Pa3HOU CTENEHW BbIPaKEHHOCTU. Upe3BblYaiiHO Xa-
paKTepHBI TaKXkKe TaKre N3MEHEHUS KOCTel, KaK «OallleHHbIH Je-
per» M «BBICOKOE HEOO0», KOTOPhIE SBJISIIOTCS TPSIMBIM OTpaske-
HUEM HEHOPMAJIbHOTO Pa3BUTHS TUIOCKUX KOCTE HOBOPOXK/IEH-
HBIX B YCJIOBUSIX PE3KO aKTUBUPOBAHHOTO FEMOJIM30M IPUTPOIIO-
93a. OCHOBHBIMU OCJIO)KHEHHUSIMH 3200JIEBAaHUSI MOTYT OBITh Te-
MOJIUTUYECKHUE U ATTACTUYECKHE KPU3bl, a TAKKE KETUHOKAMEH-
Hast 00JIe3Hb.

Jduarno3 3a0o0jeBaHUsI CTABUTCS MIPU HAJIMYUU Y OOJIBHOTO
MOBTOPSIIOILIENCS] B TEUEHUE KU3HU KEJITYXU, OTMEYEHHBIX BbI-
111€ U3MEHEHUI CO CTOPOHbI KOCTHOM CUCTEMBI U CIJIEHOMETaIUU
NIPY BBISIBJIEHUM TIONOOHBIX CHMITTOMOB Y HECKOJBKMX UJICHOB
cembu. [loaTBepxaaercs tuarno3 oOHapykeHreM B KPOBH MUK-
poceporToB (MeHee 6 | B AUAMETPE), YBETUUYEHHBIM COIEP-
KaHUEM PETUKYJIOLMTOB, AKTUBALIEN SPUTPOUAHOTO POCTKA B
KOCTHOM MO3T€, BbISIBJICHUEM YKOPOUEHHOM! JITUTETbHOCTH K13~

HU 9PUTPOLIUTOB IIOCJIE MEYEHHU S UX Cr’!. Ocmornueckas croii-
KOCTb PUTPOLMTOB IIPY HACJIEICTBEHHOM MHKpOCc(eponurose
MOeT ObITh CHMXKEHA, XOTSI Y HEKOTOPHIX OOJIbHBIX 3TO CTAHO-



BUTCSI OUEBHUIHBIM TOJIBKO MOCTIe CYTOUHOW MHKYOAIMU SPUTPO-
uutoB npu temneparype 37 °C. C gpyrou CTOpPOHBI, CIIOHTAH-
HBII JIU3KUC SPUTPOLMTOB Mocie 48-4acOBOM UX MHKYOAlIMM MO
CPaBHEHUIO C KOHTPOJIEM MOXeET ObITh YBEJIMYEH BO MHOTO pas.
Coneprkanue reMoryioOMHa KpoBU OOBIYHO mpeBbimaer 90 1/,
HO B TIEPUOJT KPU30B MOXKET Pe3K0 CHUKAThCs. [1pn odocTpennn
MOXeT ObITh OTMEUEHO IOBBIIIEHHE B KPOBH HEMPSIMOTO OWIIHU-
pyOHMHa, yBeJIMYEHHOE COJep:KaHue B KaJie CTEPKOOUIMHOTEeHA U
CTEpPKOOMJIMHA, 2 B MOYe — YpOoOWIMHOreHa u ypoousnuHa. [Tpu
YIBTPa3BYKOBOM HCCIIEIOBAaHUM TIEYEHU MOKET OBITh BBISBIICH
XOJIeJIUTHAS.

NudpcpepennuanbHblii JUArHo3 MHKpocheporTapHOM
aHEMUU CJIeAyeT MPOBOIUTh C JAPYTUMHU TeMOJUTUYECKUMU U
HEreMOJIMTUYECKUMY aHEMUSIMU U Pa3IMYHbIMU BUJAMU KeJ-
TyX, B TOM 4uclie 100POKAUYEeCTBEHHbIX. B oTMuue ot apyrux
reMOJIMTUYECKUX aHEMUI, IUArHO3 MUKPOChEpOIIUTAPHOI aHe-
MUM CTaBUTCSI C YY4ETOM HACJIEACTBEHHOW MPHUPOAbI 3a00eBa-
HUS1, BOBMOKHOCTH XapAKTEPHBIX U3MEHEHUH IJIOCKUX KOCTEN U
BBIPAKEHHOCTU (DEHOMEHAa MUKPOC(epOoLIUTO3A.

OTMuuTh MUKPOC(EPOLIMTAPHYIO AHEMUIO OT HETeMOJUTHU-
YECKUX KEJITYX IMOMOIaeT BbIPAXKEHHBI MHUKPOCHEPOLUTO3 U
PETUKYJIOLIMTO3 B KPOBH, CHUKEHHUE OCMOTUYECKOW CTOMKOCTU
SPUTPOLIMTOB, HAJIMYKME B KOCTHOM MO3re KOMIIEHCAaTOPHOM pe-
aKIUM SPUTPOUIHOTO POCTKA HA T€MOJU3, a Takke OOHapy:Ke-
HUE CIUIEHOMeTaIuu 6e3 MPU3HAKOB MOPTAJIbHOW TMITEPTEH3HU.
B TpyaHBIX ciiydasx MOTYT MOMOYb MOJEKYJISIPHO-OMOJIOTHYe-



CKHUE UCCIIEeIOBaHUS T€HOB.

Jleuenne. ExuHCTBEHHBIM CrIocOOOM JiedeHHs MUKpocde-
POLIMTAPHON aHEMUHU SIBJISIETCS CIUIEHIKTOMMSL.

Hacaeocmeennwtii 3aaunmoyumo3s. JIpyruM BUAOM BPOXK-
JEHHOUW SPUTPOLIUTONATUU SIBISIETCSA SJUTUOTOLMTO3 (CM. LIB.
BKJIL., puc. 5.7).

B ocHoBe 3a00seBaHus Jie)KaT MyTalluy TeX jKe TeHOB 4 U
Lernen CIIEKTPUHA, PaClOIOKEHHBIX COOTBETCTBEHHO B JIOKYCAaX
xpomocom 1 (1q22-q23) u 14 (14q23-q24.2), a Takxe Oenka 4.2
1 rmkogoprHa C, reHbsl KOTOPBIX PACIIOIOKEHBI B JIOKYCaX XpPO-
MocoM 15 (15q15) u 2 (2q14-g21) coorBercTBeHHO. YTO Kaca-
€TCSl OKOHYATEJIbHbIX IIPUYMH Pa3indus B (popMe SpUTPOLIMTOB
pU MUK POC(EpOoIMTO3€ U JITUITOLIUTO3€E, OHU 0 KOHIIA HE siC-
HBIL.

Kannnueckasi KapTuHa, NPUHIMIBI THATHOCTUKH U Te-
panuu HalOMUHAIOT TAKOBBIE [TPU HACJIEICTBEHHOM MUKpOCQe-
pOLIUTO3E.

I'emoaumuueckas anemus, ceészannas ¢ depuyumom &
3pumpouumax 2410K030-6-gocgham-oezuopozenasvl. B cuy
0COOEHHOCTEH CTPYKTYpbl SPUTPOIIMTA YEJIOBEKa, He Colepka-
IIEr0 HU SiApa, HU MUTOXOHJPUH, HU pUOOCOM, €TUHCTBEHHBIM
VICTOYHUKOM €r0 SHEpruu sBjsercs rmoko3a. OHa audynam-
pyeT B SPUTPOLUT U3 IUIa3Mbl KPOBU UM MPEBPAIIAETCs B IIIIO-
K030-6-ocdat. [Togasinsiomas yacts roko30-6-docdara (10
90 %) ucnonb3yercs B X0/1e aHAAPOOHOTO TIIUKOIN3a, OCTATIBHON
— ¢ ToMouIbIo NeHTo30(ocharHoro nryHTa. OCHOBHBIM (pepMeH-



TOM, YYacTBYIOIIUM B MPEBPAIICHUU TJIOKO3bl U SHEProcHa0-
JKEHUH SPUTPOLIUTA, SBISETCS NIIOK030-6-ocdar-aerugpore-
Haza (I'6D /1), koTopast HeoOXoaUMa JIJIsI CAHTE3a HHKOTUHAMU/I-
JuHykJieotuadocdara ¥ oTaTioHa. B utore npu Hegocrarke
JaHHOTO (bepMEHTA B SPUTPOLIUTE OH HEJOIMOTYYaeT U HUKOTU-
HamMuAAMHYyKJIeoTuadocdar, U IMOTaTHOH. B TO ke BpeMs u3-
BECTHO, YTO BOCCTQHOBJIEHUE IIIOTATUOHA SIBJISIETCS] OCHOBHBIM
MEXaHU3MOM 3aIlIUThl TeMOITI00MHA K MeMOpPaH SPUTPOIIUTOB OT
OKUCJIEHUS U, CJIeJOBaTebHO, OT pa3pylleHus MoJ JIeHCTBUEM
MHOTYX OKHMCJISIIOUIMX BEIIECTB, B TOM YHMCIIE JIEKAPCTB.

Hedunur I'6D]] cBsa3an ¢ X-XpoMOCOMOM U MOITOMY TOpa-
’KaeT B OCHOBHOM MYX4MH. OH 3aperucTpupoBaH NpuOIU3U-
TesibHO y 200 MJIH YeJIOBEK, KUBYIIMX B OCHOBHOM B CpenuseM-
HOMOpbe, Ha bimknem Bocroke, B 3anagnon Adgpuke u IOro-
3amnagHon A3un.

Knnanueckas kaptuna. [edpummur ['6D]] oOHapyxuBaer
ceOs1 B KIIMHUKE OCTPhIM BHYTPUCOCYUCTHIM T€MOJTU30M, KOTO-
PbII YaCTO BO3HUKAET Ha (POHE OCTPHIX MH(PEKIIMOHHBIX UM Ka-
KHX-TO APYTUX 3a00JIeBaHU, a TAKXkKe MOCTIe pruemMa pa3TudHbIX
MEIMKAMEHTOB WJIM e/Ibl KOHCKUX 0000B. KimHnueckue nposs-
JIeHUsI TeMOJT3a OOBIYHO OOHAPYKUBAIOT ceOst Ha 2 — 5-i1 JIeHb
MOCJIE BO3JIEUCTBUSI MPOBOLMPYIOLIETO areHTa. BrlpakeHHOCTh
CHMITTOMOB MOET OBITh Pa3JIMYHON — OT JIETKOH JKEJITYITHOCTU
JI0 OCTPOM MOYEYHOU HEAOCTATOYHOCTH. [ TaBHBIMU k€ NTPU3HA-
KaMU BHYTPHCOCYAUCTOTO TeMosin3a OyyT JIMxopaka (Kak mpu
MaJisipum), OOJTU B TIOSICHUIIE, TIOSIBJICHE TEMHOUN WM YepHOU



MOYH M3-3a MPUCYTCTBUS B HEW TeMOIIIOOMHA.

JlabopaTopHasi qUArHOCTUKA. B MEXKpPU3OBHIN TMEPUOJ
KapTHHA KPOBU He U3MeHeHa. B mepuos kpu3a BhISIBIISIETCS aHe-
Musl, MHOTJ]a O4YeHb TsiKenasi, ¢ (hparMEHTUPOBAHHBIMU IPUT-
pouuTamu, TesibiiamMu ['eliHIa (OKUCIeHHBIN AeHATY PUPOBAHHBIN
reMorioouH) (CM. IIB. BKJI., pUC. 5.8) B PETUKYJIOIMTAX, ITOBbI-
IIEHHBIM PETUKYJIOIUTO30M. [Ipy OMOXUMUUECKOM HUCCTIeI0Ba-
HUM B KPOBU HAXOMSAT CBOOOAHBIN reMOITIOOWH, YMEHBIIIEHHE CO-
JiepKaHusI CBA3BIBAIOIIETO CBOOOTHBIN T'eMOTJIOOMH Tl TorJI00m-
Ha ¥ yMepeHHOe TOBBIITIeHNe HerpsiMoro owimpyouHa. B moue
TaK)Xe OOHAPYKMBAIOT CBOOOHBIN FeMOIJIOONH, a NPU YMEPEH-
HOM reMOJIM3€e ¥ HAJIMYUU KJIETOYHOTO 0Ca/IKa — FeMOCUEPHH.
B cBsa3u ¢ Tem, uto komuuectBo ['6P/] B peTukynonurax 1 Mo-
JIOZIBIX SPUTPOLIUTAX BBIILIE, YEM B 3PEJIbIX, Je(PUIIUT ITOTO (hep-
MeHTa y OOJIbHOTO MOKeT ObITh BpeMEeHHO 3aMacKkrpoBaH. OqHa-
Ko noBTopHoe omnpenenenue ['6P] nocne KynupoBaHus Kpusa
BBISIBJISIET €10 eDUITHT.

Muarno3 ['6®[1-nedumTHON reMOIMTUYECKON aHEMUH CTa-
BUTCSI HA OCHOBE XapaKTEePHBIX 0COOEHHOCTE! remosn3a. B yact-
HOCTHU, TOsIBJIeHUs1 Ha (poHe MH(EKIIMU WM NpueMa JIeKapcTB
HEMOTHBUPOBAHHO BBHICOKOW TEMIIEpaTyphl Tejla, OOJIeH B IOsIC-
HUIIE, TeMOTJIOOMHEMUH, TEMOTTIOOMHYPUN W XapaKTEPHOMW JIJIsI
Hee TEMHOW MOYM, a TaKKe CHIKEHHUsS ranTorioOMHa KPOBHU.
OKoHYaTeNbHBIN AUATHO3 CTABUTCS [1OCIE BbISIBIEHHS y OOTbHO-
ro aedunura '6D/].

MudpcpepennuanbHbiil JMArH03 310K (POPMbI TEMOTUTH-



YECKOW aHEMHUH TTPOBOAUTCS C TAPOKCU3MAJILHOW HOUHOUM reéMo-
iobuHypuent (6one3nr Mapkuadapa — Mukenn) v reMoJn3u-
HOBO# (hOpMO¥i MPUOOPETEHHOM TeMOJIMTUYECKON aHEMUM (CM.
HUXKE).

JleyeHue MOKa3aHO TOJBKO TMPU TEMOIUTHUYECKOM KpH3e.
OHO HaYMHAeTCsl C HEMEAJIEHHOW OTMEHBI BBI3BABIIETO reMOJIN3
npenapata (nenarui, p)eHaleTHH, aCIUPUH B OONBIINX /034X,
cynbdanunamuabl, HuTpodypansl, [TACK u T. a.). I[IpoBoaut-
cs1 UH(Y3MOHHOE BBe/IeHUE (PU3MOTIOTMYECKOro pacTBOpa, Ha-
IIPABJIECHHOE HA MPO(MUIAKTUKY OCTPOM ITOYEYHOM HEIOCTATOY-
HOCTH. B TspKenbIX cydasx mpoBOASAT OOMEHHbIE MepeTuBaHMS
KPOBU Y METOJbI IKCTPAKOPHOPATIbHON JIeTOKCUKAlMu. TpaHc-
(py3ust SpuTpOLIMTAPHOI MaCChl TIOKa3aHa TOJIBKO B CIIyvae Tsi-
*kenoit anemuu. [1pu 3TOM B KayecTBe IOHOPOB HE JOJKHBI UC-
TMOJIb30BAThCSl POJICTBEHHUKU OOJIBHOTO, Y KOTOPBIX TaKXke MO-
*eT umeTh Mecto edunut ['6D]I.

[MpodunakTika TreMOTUTHYECKUX KPU30B 3aKIII0YAeTCs] B
CBOEBPEMEHHOM IMarHOCTHKE 3a00JI€BaHNsA, B TOM YHCIIE Y POII-
CTBEHHUKOB OOJIbHOTO, TIIATEILHOM OIPOCe OOJBHBIX TIepej J1a-
Yell JIeKapcTB O HAIMYUY TEMOIMTUUECKUX KPU30B B aHAMHE3e,
a Takke B 00BbSICHEHUH OOJIbBHBIM HEOOXOIUMOCTH OCTOPOKHOTO
oOpalleHus C JIeKapCTBaMu B OyIyIIIeM.

I'emoznoounonamuu — 310 rpyrnna reMOJIUTUYECKUX aHe-
Muii, 0OYCIIOBJIEHHBIX BPOKJIEHHBIM Je(hEKTOM CTPYKTYpHI IJI0-
6una. Oncano okoso 200 KJIMHUYECKH 3HAYUMBIX TeMOTJIO0N-
HOMAaTHi, B OCHOBE KOTOPBIX JIeKaT MyTalmu rioounaa. OmHako



TOJIbKO HEKOTOPbIE U3 HUX COMPOBOKIAIOTCS Pa3BUTHEM aHEMH-
YECKOro CUHAPOMA.

dTuonarorene3. B HopMe KpoBb B3pOCIBIX JIIOJEH conep-
KUT TP TUMA reMoriioonHa. OCHOBHBIM SIBJISIETCSI TEMOTJIOOMH
A (Hb A), cocrosiumii U3 IByX a-11eriei u AByX a-liernei rioou-
Ha (02(32). Ha Hero mpuxoautcst 96 — 98 % Bcero remoryioOnHa
(cMm. 1IB. BKIL, puc. 5.9).

B remornoounax F u A2, KOTOpble COCTaBISIOT COOTBETCTBEH-
HO 1 — 2 % wm 2 — 3 % ot o011ero copepkaHusi reMoraoon-
Ha, (3-uenb riaoduHa 3amensier y-uenb (Hb F — a2y2) wmm 6-
uenb (Hb A2 — 0282). Cunte3 Kaxao0il 1ienu rio0uHa KOaupy-
€TCsl OTJICNIbHBIMU TeHaMU, KOTOPbIe HAXOAATCS Ha XPOMOCOMAax
11 u 16. Hambonee yacto BcTpevamImecs TeMorIoOMHONaTHN
(S,CuE)o0OycoBnienbl aHOMaven [-1ieneid rjoouHa, a o-1eTb
MIpU 3TOM HOpMaJibHasl. 3HAYMTENBHO PEXe BCTPEUaeTCs Hacse-
JIOBaHUE JIByX Pa3MYHBIX MAaTOJIOTMYECKUX BapHAHTOB [-IeMu
I0OMHA, TI0 OJHOMY OT KaX[JIOr0 M3 POIUTENEN — BOWHAS Te-
TepPO3UTOTHASI TEMOTTIOOMHOMIATH S, IPUMEPOM KOTOPOU SIBJISIET-
cs1 remornioouHomnarust SC. Cpeny reMorioOMHONATHIA, CBsSI3aH-
HBIX ¢ Hb S, TObKO TOMO3BHUIOTHBIE WJI JBOWHBIE T€TEPO3UTOT-
Hble BAPUAHTBI OOHAPYKMBAIOT BHIPAKEHHbBIE KIIMHUYECKHE TTPO-
sByieHns1. HampoTus, HecTaOMIIbHBIE MTOBAPUAHTHI TeMOTIIOONHA
BCTPEYAIOTCSI TOJIBKO MPH FeTEPO3UTOTHBIX BAPUAHTAX, TIOCKOJIb-
Ky TOMO3UTOTHBIE OOBIYHO HECOBMECTUMBI C JKU3HBIO.

CrpykTypHbIe 0coOeHHOCTH TprMepHO 90 % aHOMAJIbHBIX Te-
MOIJIOOMHOB 3aKJIIOUAIOTCS B 3aMEILIEHUN OJHOM AMUHOKMCJIOTBI.



Xopolne# WiTocTparyeid TeMOrIoOMHONIATUH MOKET OBITh Cep-
MOBU/IHO-KJIETOYHAS] AHEMMSI.

Cepnosuono-xaemounas anemuss (CKA) — 310 BpOXIEH-
Hasl TeMOJIMTHYECKasl aHeMusl, OOYCJIOBIEHHAs] HOCUTEIbCTBOM
reMorIo0MHa ¢ U3MEHEHHOW CTPYKTYPOU, MOTyYMBIIIErO Ha3Ba-
Hue Hb S.

Omuaemuoiorusa. CKA oOsuta onmcana Herrick B 1910 .
Oma BcTpevaeTcst BO BCeX peroHax MUpa, XOTs yaille B HeOJiaro-
noTy4yHoi 1o Mansipuu Adgprike. B EBporie 6osbiiie Bcero Hocu-
tener Hb S nmpuxonurcesa Ha xurenen CpeauzemHoMopbs U Kas-
ka3za. C Apyroil CTOPOHbI, B CHITY CJIOKUBILIMXCS UCTOPUYECKUX
ocobenHoctelt popmupoBanus Hacenenuss B CIIIA CKA ¢ 72
000 3aperucTpupOBaHHBIX OOJIBHBIX CPEV HACIIEACTBEHHBIX Ta-
TOJIOTWM CTOUT HA TIEPBOM MECTE.

IMaTorene3. CyTb 3a001€BaHHSI COCTOUT B TOUEYHON MyTa-
MK B 6-M KOJIOHE TeHa Aa-11enu IJI0OMHA, CIeACTBUEM Yero sIB-
JIsIeTCsl 3aMellIeHUe ITI0TAMUHOBOM KUCJIOTHI Ha BajlvH. Bkoye-
HYe As-1IeNy B TeTpaMep MpUBOAUT K oOpazoBanmio Hb S. Hepac-
TBOPUMOCThH JieoKcurenupoBanHoro Hb S mpuBonut k ero mo-
JIMMEepU3alIiU U, KaK CJIEJICTBUE, K CHUKEHUIO JehopMadesbHO-
CTU U OOPA30BAHUIO CEPIIOBUIHBIX IPUTPOIMTOB (CM. IIB. BKIL.,
puc. 5.10). B ocHoBe 3a6071€BaHMSI JISKHUT TOUEUHAS] MyTaIMs B
reHe aa-11enu rII0ouHa, PacroIoKeHHOro Ha xpomocome 11 B Jo-
kyce 11p15.4. B pesynbrare ToueuHoi GAG D GTG myranuu
B 6-M KOfIOHE A-1ienu IIoOuHa (popMUpYIOIIasicsi B pe3yJibTare
TPAHCIIALMK A-TIeNb [JIOOWHA TOTyYaeT BMECTO ITyTaMHHOBOM



KHUCJIOTHI BaJIUH. B CBOIO ouepe/ib, BKIIIOUEHNE TaKUX AS-11eTied B
COCTaB TeTpamepa IoOUHA IPUBOAUT K TOMY, UTO MU3-32 IJIOXOH
pactBopuMocTy Hb S B yCTIOBUSIX I€OKCUT@HAITH WM BHICOKOM
KOHLIEHTPAlIMU FeMOIJIOOMHA OH MOJMMEpU3yeTcs. DTO MPUBO-
JUT K HapyIICHUIO €CTECTBEHHOU JepOopMadesIbHOCTH SPUTPO-
IIUTOB U K UX CEPHOBUAHOKJIETOUHOCTH (CM. 1IB. BKJI., puc. 5.11).
EcrecTBeHHO, UTO, MPOXO/1s [10 COCYAUCTOMY PYCITY U CeJIe3eHKe,
TaKKe SPUTPOLIUTHI TOBPEKIAIOTCS, pa3pylIaloTcs u, 0osee Toro,
OTBETCTBEHHBI 32 3aKYIOPKY YacTH MEJIKMX COCY/IOB U UIIEMUIO
cHaOXaeMbIX MU OPraHOB M TKaHEH.

Kananueckas xkapruna. Kimanueckue nposisiiennss CKA
BapuabenbHbl ¥ Oosiee BhipaxeHsl pu romosurorHoM (Hb SS),
yem nipu rereposurotHom (Hb SC) Bapuante. O6ocTpenue 3a-
OoneBaHMsI HOCUT KPU30BbIA XapakTep. [Ipy 3ToM vacts 60mb-
HBIX B MEXKPH30BBI MEPHUO]] YYBCTBYIOT ceOsl XOpOIIO, B TO
BpeMSsI KaK KpailHe TsKeJIble BAPUAHTHI MOTYT 3aKOHUUTHCS Jie-
TaJIbHBIM MCXOZIOM €llleé B PaHHEM AETCKOM Bo3pacTe. B kaue-
CTBE MPOBOLMPYIOIIMX KPU3bl (DAKTOPOB BBICTYMNAIOT: 1) MH(pEK-
uuu; 2) crpecc; 3) 00e3BOKMBaHUE U YBEJIMYEHUE OCMOJISIPHO-
CTHU IUIa3Mbl; 4) CHUKEHHE MapLuaibHOro aasieHus O, B KpOBU;
5) xonop; 6) MPUMEHEHUE COCYJOCYKUBAOIIMX MPENaparoB; 7)
HEKOTOpBIE IPYTHe pexke BeTpevaolyecs npuurHbl. Kak nmpaBu-
710, 3a00seBaHKe ceOsl He TIPOsIBIIIET O TeX MOp, IMOKa He Mpo-
uzoiiner 3amena Hb F va Hb S, uro o0bruHO nMeeT Mecto yepes
noiroga. Benyiiee Mecto B KJIMHUKE 3aHUMAIOT IEPUOIUYECKU
BO3HHUKAOIIME OOMM B Pa3iiMUHBIX y4yacTKax Tesla U XPOHUYe-



CKasl reMOJIMTUYECKAs! aHEMUS], IIPOTEKAIOIIAsl MO TUITY KPU30B
C BHECOCYJUCTBIM KOMIIOHEHTOM remosm3a. M3 apyrux nposs-
JIEHUH XapaKTepHbI TsKesble MH(EKIIMH, Kak MpaBuio, HAYMHa-
IOLIMECA YK€ B PaHHEM JeTcTBe. KpoMe reMOIUTHYECKUX KpH-
30B BO3MOXKHO Pa3BUTHE aIUIACTUYECKUX KpU30B. CeprnoBUaIHO-
KJIETOYHBIN KPU3 XapaKTEepU3yeTCsl MOSIBIICHUEM OCTPBIX OOJei B
KOCT$IX, CIIMHE, )KUBOTE, KOHEYHOCTSIX, B 00JIACTH NEYEHU W/Win
cene3eHKU. Kak yke roBopusioch, 00JI€BOM CUHIPOM CBSI3aH C
OKKJIIO3MEN COCYJOB U pa3BUTHEM MH(APKTOB B TKAHSX, Ha (po-
HE KOTOPBIX HEPEIKO UMEET MECTO MPUCOEJUHEHNE OPraHHOW 1
NOJIMOPTraHHOW HEJJOCTaTOUYHOCTU. B yacTHOCTH, Ta e MpUYMHA
JIEKUT B OCHOBE TOBBIIIEHHON CKJIOHHOCTH K MH(PEKIMAM, KO-
I71a M3-32 MHOXECTBEHHBIX TPOMOO30B COCY/IOB U CUHYCOB Celle-
3€HKM pa3BHUBaeTCs (PyHKLUMOHAIbHAA aciuieHus. Hakonern, Ta-
KOU K€ IreHe3 CBOVWCTBEHEH U HEBPOJIOTMUECKHUM OCJIOKHEHUAM
(MIIEeMUYeCcKHe U TEMOPPAruueCKUe NHCY/IbTHI C Pa3BUTHEM I1a-
pe30B, mapajmyen, CyI0por, FOJIOBHBIX 00Jel, pBOTHI, (hoTOodO-
6un). 31ech HEOOXOAMMO TOAYEPKHYTh, uTO y OombHBIX CKA
MOT'YT OBITh HEMbIE KPYIHbIE MHOKECTBEHHbIE MH(APKTHI MO3ra,
KOTOPBIE MOT'YT IPUBOUTh K HEOOBSICHUIMOMY APYTMMU IIPUYH-
HaMU CHUKEHMIO MHTEJUIEKTa U TAMSTH.

Kpaitne xapaktepHo, XoTb U BapuadensHo, mpu CKA mopa-
’KEHHEe MApEHXUMBbI MEeYEHU, KETUEBBIBOASAIIEH CUCTEMBI U TO-
yek. Tak, keJTYHOKaMeHHasi O0JIe3Hb MPOSIBISAETCS YKe B JET-
CKOoM Bo3pacte. Kak BapuaHT CeprnoBHIHO-KJIETOYHOIO Kpu3a
YacTO pa3BUBAETCS OCTPBIY IEYEHOUHBIN KPU3 C HEKPO30M rera-



TOIIMTOB, KOTOPBIM MPOSIBIISIET ceOs1 rernaroMerajiuei, HapacTa-
HHEM KeJTyXH, TUXopaakoi, yeenndeanem ACT u ounupyOuHa.
Kak npaBuio, JJIMTEIBHOCTD NIEYEHOYHOI'O KpY3a HE MPEBBIIIA-
€T JIByX HeJleJIb, HO MOXET MHyLIUPOBATh IEUEHOUYHYIO HEJJOCTA-
TOYHOCTb. [IpyrumM BapraHTOM MEYEHOYHOTO KpH3a Yy OOJTbHBIX
CKA sBnsieTcst OCTpblii IEYEHOYHBIN KPU3 C CEKBECTPALIMEN, KO-
TOPBII TMPOSIBIISAETCS] OBICTPHIM YBEIMYEHUEM Pa3MEPOB MEUECHH
¥ MaJieHueM YpOBHSI reMorioOnMHa B KpoBu. CleayIonM Bapy-
AQHTOM TIEYEHOYHOTO KpH3a MOXKET ObITh OCTPHIN MMEYEHOYHBIN
KPU3 C BHYTPUIIEUEHOYHBIM XOJIECTA30M, KOTOPBIU ITPOSABIIAETCS
BBIPQKEHHON TUNepOmTnpyornHeMueit (6e3 yBearmueHusl TeMIie-
parypsbl), OOJISIMU B T€YEHU, JIEUKOIIUTO30M, IIEYEHOYHOUN HENI0-
CTaTOYHOCTBIO Y B KOHEYHOM MTOre MPUBOIUT K cMepTu. Kpo-
Me TOro, B reHe3e nopaxenus nedeHu y 6ombHeix CKA moryT
y4acTBOBATh TAK)KE BUPYCHBIM T€NATUT WJIM AyTOUMMYHHBIU I'e-
NaTUT U TeMOCUIEPO3.

[MopaxeHre TTOYEUHBIX COCYIOB M KJIyOOUKOB (CM. IIB. BKJI.,
puc. 5.10) conpoBoxkaaeTcs pa3sBUTUEM OCTPOM WJIM XPOHHYE-
CKOW MOYEYHOM HelocTtaTrouHoCTH. IIpy aTOM Kak BO BpeMms re-
MOJIMTUYECKOTO KPU3a, TaK U AJIUTEIbHOE BPEMs IIOC/IE HETO MO-
I'YyT UMEThb MECTO: FMIIOCTEHYpHSsl, POTEUHYPUsI, TeMaTypusi 1
CHMWKEHHE KJITyOO4YKOBOM (puibTpanmu. HeymuBurtensHO, ITO B
9TUX YCJOBUAX JIOBOJBHO YacTO pa3BUBAETCS BTOPUYHAS apTe-
pyasbHas TUIEPTEH3US.

Hanee GombHbIM CKA CBOWCTBEHHO TOpaxeHWe cepana u
JIETKUX, B YAaCTHOCTU PA3BUTHE OCTPOro MH(QApKTa MUOKapAa



VI UIIEMAYECKOW KapIUOMHUOIATUH C IPUCOEAUHEHUEM TsIKe-
JIOV CEpIEYHON HEJOCTATOYHOCTH. B CBOIO ouepenp, HapyleHue
MUKPOLUUPKY/ISIUN B JIETKUX U TPOMOO3BI JIETOYHBIX COCYJOB
MPeJpacIoiaralT K pa3BUTHIO OTEKA JIETKUX U TSAKEJION JIeroy-
HOW runepTeH3uu. VI3 Apyrux MnposiBieHuil 3a00jeBaHUS Clle-
JyeT yIOMSHYTb O: a) YaCTOM CHUKEHUM 3PEHUs], CBS3aHHOM C
Pa3BUTUEM PETUHONATUM; O) HEKPO3aX U SI3BEHHBIX MOPaXKEHU-
SIX KOXH; B) BOBMOKHOCTH MU3MEHEHUS KOH(UTypalu KocTen
yepena v 3aMe/iJIeHds1 (PU3NYECKOro v MCUXUUYECKOTO Pa3BUTHS
NalMEeHTOB.

s xenmuH ¢ CKA xapaktepHbl AUCMEHOpesi, OIMKHUCTO3
SIMYHUKOB, (pMOPOMATO3 MOJIOYHBIX KeJIe3, a B cllyyae OepeMeH-
HOCTH — BBICOKMIA PUCK JIETAIbHBIX OCJIOKHEHUI Kak JIsl MaTe-
pY, TaK 1 U1 TUI0/1A, a AJI MYKYMH — [IpUanu3M, UMIOTEHIMS
Y, pexXe, TUIOrOHAIU3M.

JlabopaTopHbie naHHbIe. [MIIOXPOMHBIE MUKPOLIUTAPHBIC
JUCKOLMTHI B Ma3Kax KpoBu cBorctBeHHbl Hb SC, HOpMoxpoMm-
Hple sputpountel — Hb SS- u Hb S+ a-tamaccemusam. Ilpu
Bcex BapuaHTax CKA BcTpedaeTcs NOMKUWIONUTO3. XapaKTepHO
TaKk€ CHUKEHHE FeMaTOKPUTA, YKMCIIa SPUTPOLIMTOB U MTOKa3aTe-
JIel TeMOIJIOOMHA KPOBHM KaK B MEXKPHU3OBBIN MEPUO, TAK W B
nepuof Kpu3za. [IpakTndecku y Bcex OONBHBIX UMEET MECTO pe-
TuKyJouuto3. OH meHbllle BoipaxeH npu Hb S+ a-tanaccemus
nojiBapuaHTte, a OoJblile — B MEPUOJ] TEMOTUTUYECKOTO KpU3a.
Xapakrtepno nosinenue Howell-Jolly tenen B sputporurax. B
TO ke BpeMs Toibko Hb SS-nmomBapmanty 3a0oneBanust cBOW-



CTBEHHBI TIOBBIINIEHHBIN JISMKOIIMTO3 U TpoMOonnTo3. Hakonerr,
xapakrtepasle 1151 CKA yBennueHre HeKOHbIOTMPOBAHHOTO OU-
MpyOUNHA, JIAKTATAETUAPOreHasbl, CHIKEHUE IanTorJo0MHa OT-
pa’kaioT CTeNeHb IeMOJIN3a.

Huarno3. Meicis 0 CKA BO3HMKaeT y Bpaya Mpu HAJIMYUKU
y OOJIBHBIX MPU3HAKOB XPOHUYECKON reMOIMTHYECKOW aHEMUU
BPOXJIEHHOTO XapaKTepa, MPOTEKAIoIEer Ha (DOHE TSKEJIbIX MH-
(bexkmii 1 COnpOBOXAAIOIIEHCS UIIEMUYECKUMU OONSIMHU pa3-
JIMYHOM JoKanu3auuu. [loaTBepkaaeT AMarHo3 HaJIuvue B Mas3-
KaxX KpPOBH CEPIIOBUAHO-KJIETOUYHBIX 9PUTPOLIUTOB, A TAKKE IEK-
TpoOpeTUYECKUE U MOJIEKYJISIPHO-OMOIOTMYECKUe UCCIe10Ba-
HUs1, HarpaBJieHHble Ha npeaMet BoisBieHus Hb S. Yrto kaca-
eTCsl pa3rpaHUUEHUs] PA3IMYHBIX TTOIBAPUAHTOB 3a00JIEBaHM S, B
yactHocty Hb SS, Hb SC i Hb S+ a-ranmaccemus, aiia nocru-
JKEHUsI 9TOU 1IeJT HEOOXOAMMO TPOBEJCHUE CrelMalbHbIX HC-
cnenoBanuii. Cpeny HUX: a) 371eKTpodope3 reMorioOnHa Ha 11e1-
mono3oarnerarHou tuieHke npu pH 8,4; 6) anektpodopes remo-
ro0rHa Ha UTpaTHOM arape ripu pH 6,2; B) TecT Ha pacTBOpu-
mocTb remornioouna; r) JHK-turmuposanue (ITLP, pectpukim-
OHHBIN aHAIIU3, aJlJieNb-crieuduyeckas rubpuausanys u ap.). B
MeHbIIIEN Mepe pasrpaHnyeHuio noasapuaHtoB CKA nomoraer
aHaJIM3 MOP(OIOrMY SPUTPOLIUTOB. B yacTHOCTH, CEprIOBUIHBIE
pUTpOLUTH UMEOT MecTo ITpu romo3urotHor (Hb SS) CKA, a
MHUIIEHEBUAHBIE SpUTpOLUTHI — pu couetaHnu CKA c a-tanac-
CEeMUEN.

MudpcpepennuanbHblil IUArHo3 CJeAyeT MPOBOIUTh C



JPYTUMHU TEMOJMTUYECKUMU aHEMUSIMU HACJIE[ICTBEHHOIO Xa-
pakTepa, B YaCTHOCTU C IpuTpouutTonarusmu. B oramuue ot
MUKPOC(EpOIUTO3a U JUTUMITOIMTO3a, B Ma3Kax KPOBH OOJb-
HbIX CKA mpuCyTCTBYIOT XapaKTE€pHbIE CEPIIOBUIHBIE IPUTPO-
LUTHI, KOTOPbE MEPBbIM [IByM MATOJOTMSIM HE CBOWCTBEHHBI.
Kpome Toro, niiss CKA xapakTepHbl IEPUOAUYECKN BO3HUKAIO-
e 00U B pa3iMyHbIX YYaCTKax Tesia, HEPEeJKO 3aKaHUYMBAIO-
nmecs MHQapKTaMu, a TaKKe TSKeJI0 MpoTeKaoe MHPEKIIUU.
Bwmecre ¢ Tem A okoHuatenbHoi Bepudukanuu CKA u ee noa-
BApUAHTOB KpaiiHe KeJaTeJbHO onpeseeHre remorinoonaa Hb
S 1o nepevyrciIeHHbIM BhIlIE METOJUKAM.

JIeyenne. Xots paaukanbHoro JiedeHnsi CKA noka He npu-
JIyMaHO, OCHOBHBIE CUMIITOMBI 3a00JIEBaHK ST MOTYT OBITh yCTpa-
HEHbl WM CMSITYEeHBI TIPU YBEJIUYEHUH OObeMa BBHIITMBAEMOW
KUIKOCTH, UCIIOJIb30BAHUM AHAJILICTUKOB, AHTUOMOTUKOB U, B
cllyyae He0OXOIMMOCTH, 3aMECTUTETbHOW Tepary JOHOPCKUMU
IPUTPOIIUTAMU B 00BbEME, 00eCIIeUurBaIOIIeM MOIIepKaHUe Te-
MorsioorHa Kpou Ha ypoBHe 100 r/1. IIpu stom monst Hb S
JIOJKHA cOCTaBATh < 50 %.

[MockonbKy yBenuyeHue B KpoBU (DETATBHOTO TeMOIJIOONHA,
uMeloIero 0ojee HU3KOE CPOACTBO K KHUCIOPOMY, YMEHbIIAeT
BBIPA)KEHHOCTb TKAHEBOW TMIIOKCHU, TO Ha3HAueHHe Mperapa-
TOB, yBeJIMUUBaINUX KomryectBo Hb F y GonbHBIX ceprioBuj-
HO-KJIETOYHOU aHEMUEN, MOKHO pacCMaTpUBaTh KAaK KOMIIOHEHT
naroreHeTn4eckoi Tepanuu. C 3Tou 1eJIblo UCTONB3YIOT: 1) ruj-
pokcumoueBuny (0,15 — 0,3 mMr/kr), KoTopasi yBEJIMUMBAET CO-



nepxanve Hb F mytem TopMoskeHus1 puOOHYKIICOTUA-PETyKTa-
3bl;

2) S-azauutuauH (runomerunupoBanuve THK — yBennue-
HUE SKCIpEeccuu reHa a-moOMHA U, OTcloa, yeenuuyenue Hb
F); 3) nenuradun (runomerwmpoBanue [JHK ¢ yBenmueHnem
9KCIIpeccuy reHa a-rimodmna u Hapactanuem Hb F); 4) apru-
HUH OyTHpar (MHrMOMTOp TMCTOH/IEAlleTUIIA3HOTO KOMIUIEKCa);
5) SpUTPONOITHUH.

BaxnbiM koMrioneHToM JieueHusi CKA sBisiercs npoduiak-
THKA Pa3BUTUA FEMOJIMTUYECKOrO KpU3a C y4€TOM NIEPEUUCIICH-
HBIX BbIIIe (DaKTOPOB pHCKa. B 3TOM 1uiane ocobOoe 3HaueHue
umeeT npodunaktuka nHQekui. B To ke BpeMs npoduiiakTu-
Ka TpOMOO30B JI0 KOHIIa He pa3padoTaHa, TIOCKOJIbKY 32 UX FeHe3
nipu CKA OTBETCTBEHHBI HE TOJIBKO TMIIEPKOAry/IAIMOHHBIN CHH-
JPOM U HapyllIEHUE PEOJIOTMYECKUX CBOMCTB KPOBH, HO U U3Me-
HEHUE aHTUTPOMOOTHYECKOW M a/re3uBHOW (DYHKIIMU SHIOTE-
must. [o-Buaumomy, Ooliee MpeArnoYTUTENHHO B STOW CUTYAITH
Ha3HaYEHUE JIe3arPEeraHToB, YeM MPSAMBIX aHTUKOATYJISIHTOB, XO-
TSl B [IEPUOJ] FEMOJIMTUYECKOTO KpU3a MOKET ObITh OMPABJAHHO
TaKke MPUMEHEHNE HU3KOMOJIEKYJISIPHBIX renapruHoB. [1ockorb-
Ky YCTpaHEeHHe HaOJI0/IAIoNIerocsi BO BpeMsl TeMOTUTUYECKOTO
KpH3a 00JIEBOr0 CHHAPOMA MOXET MPEIOTBPATUTD HEKelaTeNlb-
el 11 CKA cnasm nepudepryeckux Cocy/ioB, YMEHBIIUTh
TKaHEBYIO TMIIOKCHUIO U JaJIbHEWIee HapacTaHWe reMoJIn3a, OHO
naroreHeTnyecku 3HauuMo. C 3ToM 11eJ1bI0 OOBIYHO UCTIONB3YIOT
KAaK HApKOTMYECKHE, TaK U HEHAPKOTUYECKHUE aHAJIBICTUKH, Ba-



30IWJIATUPYIOIIME TTPenaparhl, aHTUKOATYJISTHTbI, J€3arPEraHThl,
TUAPATAlMIO U MHTAISLMIO KUCTIOPOJa.

[Ipu Taxenom teueHun CKA BO3MOKHO BBIIIOJTHEHUE AJUIO-
T€HHOM TPAHCIUIAHTAIIMA KOCTHOIO MO3ra, 3(p(peKTUBHOCTb KO-
TOpo# coctapsieT okono 70 %.

B kadecTBe NpodMIaKTUKU reMOCUIepo3a JOKHbI TpUMe-
HSTHCS XeJIaTOPhl KeJie3a MOJl KOHTPOJIEM YpPOBHs (peppUTHHA.
Tak kak y O0JIbHBIX Ha (DOHE TEMOJIN3a U AKTUBHOT'O IPUTPOIIOI-
3a IMeeT MEeCTO TOBHIIIIEHHOE NoTpedieHne (POMEBOU KHUCIIOTHI,
MOKa3aHO NPO(PUIAKTUYECKOE TPUMEHEHHE (POIMEBON KUCIIOTHI
B J103€ 2 — 3 MI/CyT.

AnuiacTuecKkue Kpusbl, KOTOpbIE, Kak MpaBUIIo, pa3BUBAIOTCS
y JleTell Toclie TapBOBUPYCHON MH(EKIIUHU, MOTYT MOTPeOOBaTh
aIEKBATHBIX TpaHC(y3uil SpuTpoUTOB. B 3TOM Ciiydae Boccra-
HOBJICHHE TeMOII033a OOBIYHO MPOUCXOUT CIIOHTAHHO B Teve-
Hue 10 — 14 cyt. Bmecte ¢ TeM crieayer HOMHUTb, YTO JIUTENb-
Hasl 3aMeCTUTesIbHAsI Tepanusi JOHOPCKUMU SPUTPOLIUTAMU MO-
KT MPUBECTH K AJUTOCEHCHOMTM3AIIMH MAMEHTOB, YTO IUKTYET
BpayaM HEOOXOAMMOCTh NMPUMEHEHHUsI SPUTPOLIUTAPHBIX Cpe] C
YUYETOM MH/IMBUAYaJIbHOTO 1MoAdopa JOHOPA, a TaKXke MCHOJIb30-
BaHUE (PUJIBTPOBAHHBIX, OTMBITHIX WA Pa3MOPOKEHHBIX IPUT-
POLIMTOB.



5.5.2. IlpuoOpeTeHHbIE
reMoJNTHYeCKHe aHeMHH

3Ty JOBOIBHO OOMMpPHYIO rpymiry ['A mpeacTaBisior 3a0ose-
BaHMS KaKk MMMYHHOM, TaK 1 HEMMMYHHOU nipuponsl. [lepsbie
CBSI3aHBI C BHIPAOOTKOW B OpraHM3Me arrToTUHUPYIOIIMX aHTH-
TeJ Pa3IMYHBIX KJIACCOB K PUTPOIUTAM OOJIBHOTO, BTOPbIE — C
MOBPEKAAONINM JIEUCTBUEM XMMHYECKUX U (PU3NUYECKHX (pak-
TOPOB OKPYXAIOLIEN CPelbl, a TAKKE KJIAIIAHHBIX U COCYIUCTBIX
IPOTE30B.

B rpynmy ummynnbix I'A BxoasT 3a601eBaHM s, IPH KOTOPBIX
pa3pylIEeHUE SPUTPOLIMTOB ITPOUCXOAUT O] BAUSHUEM aHTUTEIL.
Cpeay HUX BBIIENSAIOTCS U30MMMYHHBIE, TDPAHCUMMYHHBIE, TeTe-
POMMMYHHBIE M Ay TOUMMYHHbIE aHEMUMU.

B TO k€ BpeMs 1o XapakTepy MOBPEKAAIIUX SPUTPOLIUTHI
AHTHUTE] IMMYHHBIE TEMOJIMTUIECKME aHEMUHN MOTYT OBITh: a) C
HETIOJIHBIMU TEIUIOBBIMH arrMIOTUHUHAMU; O) C TEIUIOBBIMU Te-
MOJIU3UHAMM; B) C MOJIHBIMU XOJIOAOBBIMU arrIIOTUHUHAMUY; T) €
ABYy(pa3HBIMU TeMOJIM3UHAMU, TIPHYEM TOsIBJIEHHE B KPOBH OOJTb-
HOTO arrTiOTMHUHOB CIIOCOOCTBYET Pa3BUTHIO BHECOCYAUCTOTO
T€MOJIN3a, a TEMOJIM3UHOB — BHYTPUCOCYUCTOTO.

KvMHMYeCKUi OIBIT MOKa3bIBAET, UTO HAMOOJBIIUH YIS TbHBIIA
BEC B Ipynre npruoopeTeHHbIX IMMYHHBIX ['A (10 97 %) npuxo-
JUTCS HA AHEMUM C HETIOJIHBIMU TEIUIOBBIMU arryIloTUHUHaMU. B
OOJIBLIMHCTBE CITy4YaeB reTepOMMMYHHBIX TEMOIMTUUYECKUX aHe-



MU K BBIPAOOTKE aHTUTEN MPUBOAAT MH(MEKIMU WM JieKap-
CTBa, KOTOPBIE B 3TOM CJIy4ae BBHIIOJIHAIOT POJb MPOBOLUPYIO-
IIETO CUHTE3 aHTUTEJ ranteHa. B ciydae ke ayromMMyHHBIX ['A
BEJlylliee MECTO B ITATOr€HE3E reMOJIMTUYECKOrO CUHIpOMa UMe-
€T CPBIB MICXO/IHOM TOJIEPAHTHOCTHU JTUM(OIUTOB K COOCTBEHHBIM
KJIETKAM OpraHu3Ma.

Hmmynnas zemonumuueckas anemus ¢ menaoevimu az-
armununamu. Jta popma ['A MOXET HAUMHATBCA MO-PA3HO-
Mmy. Pexxe nmeer mecto oueHb OypHBIN MPOIIECC, Yalle — MoJo-
CTPBII Y J1ake XpOHUYECKUU. B nepBom ciyyae Ha (poHe MOTHO-
ro 6aromnonyuns y O0JLHOIO HEOKHUIAHHO TaIaeT TeMOTJIOOVH,
TIOBBIIIAETCA TEMIIEpATypa Tela U TeMHeeT Mova. [lpuuem -
XOpaJiKa, KaK MpaBWIO, TEM BbIIIE, YEM OCTPEE MPOTEKAET cCam
remonu3. Cesie3eHKa He ycneBaeT yBeIUUUTbCA. KOCTHBIM MO3T
6orar KJIETOUHBIMH JIEMEHTaMHU C PACIIIMPEHHBIM SPUTPOUIHBIM
POCTKOM. B KpOBM IOMMMO YBEJIMYEHHOT'O KOJIMYECTBA PETUKY-
JIOIITOB MOKET OBbITh a/IaNTAlIMOHHBIN JISMKOLIMTO3 U BBIPAKEH-
HBIV CABWT JIeMKoLUTapHOU (popMyJsl BiieBO. Hepenko BcTpeya-
I0TCSl TAK)K€ SPUTPOKAPUOLIUTHL. B Ipyrux ciayvasx TemIl pas-
BUTHS 0OJIe3HU HE CTOJIb OypHBIA. BOMBHBIX OOJBIIE OECIIOKO-
AT c1abOCTh U IpyrHe MPU3HAKY AHEMHUECKOTO CUHPOMA, XOTSI
MOXET OBITh 3apETrMCTPHUPOBAHO U JIETKOE MOBBIIIIEHUE TEMITEpa-
TYpBbI TeJIa, ¥ YBEJIMUEHHUE CEJIE3EHKHU, U PA3JINYHOM CTETIEHU BbI-
PaKEHHOCTH KEJITYILHOCTb KOKH U CKJIEP.

Juarao3 nMMyHHoOU I'A ¢ TErIOBBIMYU arrIlOTUHUHAMMU CTa-
BUTCS1 HA OCHOBAHWY TIOSIBJICHU S Y OOTBHOTO aHEMHUECKOTO CHH-



JpoMa, He CBSI3aHHOTO ¢ KpoBonoTtepei. OH yallie BCero BbIsIB-
nsiercst Ha (hOHe KaKoW-HUOYIbh MH(EKITUY WK TpreMa JieKap-
CTBa, COIIPOBOKAAETCS PA3HOW CTENEHU BBIPAKEHHOCTH KEJNTY-
XOH, BBICOKMM PETHKYJIOLMTO30M M BBIPAKEHHOW a/1alTallOH-
HOW peakIren SpUTPOUIHOTO POCTKA KOCTHOrO Mo3ra. ['emonu3
MOXET OBITh TOATBEPXKJICH BHISIBJIEHHMEM y OOJBHOTO YKOpOYe-
HUS KW3HU SPUTPOILIUTOB U TIOBHIIIEHUEM B KPOBH HEMPSIMOTO
ounmpyouHa. IMMyHHast mpyupo/ia reMosin3a JOKa3bIBaeTcs Mo-
JIOXUTEIbHOM TIpsiMol Tipoooit KymOca, oOHapykuBatorei Ha-
urie (PUKCUPOBAHHBIX HA SPUTPOIMTAX OOIbHOTO aHTuTeN. Ec-
71 pe3yabTarhl MpoObl KymOca OyayT oTpuiiatesibHbl, MOKHO HC-
NOJIb30BaTh O0Jiee YyBCTBUTEbHBIN arperaljiOHHbIN TeCT.

Mudrcepennuanbubiil Juario3 nMMmyHHou A crenyer
MPOBOMTH C BPOXKIEHHBIM MHUKpOchepolnuTo3oM. [loctaButh
OKOHYAaTeJIbHBIN IMarHO3 IOMOTA€eT TO, YTO ITPU MUK pochepoLu-
TO3€ aHEMMUS U CBSI3aHHAs1 C HeU JKeJITyXa HOCUT OTYETJIMBBIN Ce-
MelHbI XapakTtep. OHa BCTpeYaeTcsl y HECKOIbKUX YJIEHOB OfI-
HOU U TOM K€ CEMBHU M MOXET COIPOBOXKIATHCS OTMEYEHHBIMU
BBIIIIE U3MEHEHUSIMU B KOCTHOM cucteme. Kpome Toro, auarHo-
CTUYECKH 3HAYMMOW B OTHOIIEHMH UMMYHHOTO reMosin3a Oyaer
nosoxkuTenbHast mpoda Kymoca.

Jleyenne ['A ¢ TenjIOBBIMM arrjlOTUHUHAMUA HAYUMHAETCS C
OTMEHBI ITPOBOLMPYIOIIKX ee jekapcTB. HeomoxHas Tepanus
BKJIIOUAET HA3HAUYEHUE [IIOKOKOPTUKOMUJIOB M3 pacuera 1 Mr/kr
Maccol Tena. [lpu orcyrerBuM 3¢ ekta HayalbHYyI0 103y Mpej-
HU30JIOHA YBEJIMYMBAIOT B 1,5 — 2 pa3a WM 3aMEHSIOT €0 Ha Me-



TUINPEAHN30JI0OH (Metumnpen). [Ipyu 1oCcTrxXeHur MOoN0KUTEIb-
HOTO 3 PeKTa 103y NIIOKOKOPTUKOUAOB IMOCTENIEHHO CHUKAIOT.
Ecimu Ha 3TOM (pOHE HACTyNaeT peruavMB reMojn3a, UCIIONb3Y-
10T PUTYKCUMAO WJIM MIMMYHOZIETTPECCAHTbI, B YACTHOCTH a3aTHO-
IpUH (MMypaH) U CAaHAUMYH (LIMKJIOCTIOPHH-A ).

Crenymomielt TuHUE 0OOPOHBI CYMTACTCSI HA3HAUCHUE aHTU-
TMM@OLMTAPHOro ro0yIMHa U cruieHsKToMust. [lonoxurens-
HBIA 3(pPekT oneparmu HaOmogaeTcss y 65 — 70 % OONbHBIX, Y
15 % ype:xatorcsi reMOTUTUUECKUE KPU3bI, KOTOPBIE TETIEPD MTPO-
XOAAT 6€3 WIN C yMEHBIIIEHHBIMH J03aMH CTEpOUIIOB. B TO ke
BpeMsl Y 20 % OOJbHBIX CIIIEHIKTOMUS 3(deKTa He TPUHOCHT.
B 3Tux cutyarusax MoryT ObITh TOKa3aHbl M PUTYKCUMAO, U TaK1e
MMMYHOJIEIPECCAHTBI [IUTOCTATUUECKOTO ICUCTBUS, KaK IIUKJIO-
ocdan, BUHKpUCTHH (OHKOBHH), XJIOPOYTHH M anbda-uHTEp-
(depon. B kauecTBe BaXHOTo CTaOMJIM3UPYIOIIEr0O MMMYHHBIH
MIPOILIECC CPEJICTBA MOKET ObITh PEKOMEH/I0BAH TaKKe PelIuTeb-
HBII OTKa3 OT PUEeMa MOJIOUHBIX POJYKTOB Y )KUBOTHOM MUIIIHU,
KOTOPBIE, KaK U3BECTHO, SBJIAIOTCSA MOILIHBIMU €CTECTBEHHBIMU
ajutepreHamu. K coxaneHuio, HeCMOTpsI Ha BCE 3TU TEPaNeBTH-
YyecKHe yXUIIpeHus, y psjia O0IbHbIX TPUOOPETEeHHBIMU UIMMYH-
HBIMU T€MOJIMTUYECKUMM aHEMUSIMU OCTAaHOBUTH MATOJIOTHYE-
CKMIA TIPOLIECC IO KOHIIA HEe YAAETCs, YTO BBIHYKIAET OONBHBIX K
JUIATEJIbHOMY TIPUEMY U INIIOKOKOPTUKOM/IOB, 1 UMMYHOJEITPEC-
CaHTOB CO BCEMM BBITEKAIOILIMMU OTCIONIA TIOCIEACTBUSMU.

IIporno3 3aboneBaHus IOCTATOYHO cepbe3Hblid. OCHOBHbIC
OCJIOXKHEHHUSI — KeITIHOKaMeHHasi 00JIe3Hb, TECHO CBS3aHHbIE C



Teparnvey TTIOKOKOPTUKOUAMU pa3iniHble UH(EKIUH, CTEPO-
WJIHBIA TradeT, si3BeHHas O0JIe3Hb, apTepualibHAsI TUTICPTEH3M S,
HaJINOYEYHUKOBAsl HEIOCTATOYHOCTh, OCTEONOPO3 U HEKOTOPbIE
JpyTHe.

Hmmynnas zemoaumuueckas anemusi ¢ X010008bIMu az-
2aromununamu. CBoeodpasue 31oi (hopMbl MPHOOPETEHHOM re-
MOJIUTUYECKOW aHEMHU COCTOUT B TOM, YTO OHa BCTpEYaeTcs
MIPEUMYILECTBEHHO Y MOKUJIbIX JIIO/IEN U YaCTO COITPOBOKAAETCS
pe3ko yBenanueHHou (10 90 mm/u) COD, koTopas B TepMocTare
«HOpMAJT3YeTCs». M3 Mpyrux BasKHBIX KIMHUYECKUX U JTabopa-
TOPHBIX MPU3HAKOB JOJIKHBI ObITh OTMEUEHBI: BRIPaKEHHAsI TIO-
JIMATTTIOTUHAOETBHOCTD SPUTPOLIUMTOB, 3aTPYAHSIONIAsT Orpeie-
JIEHUE IPYIIIbl KPOBU, HAJIMUKUE B CBIBOPOTKE KpOBU M-rpaauen-
Ta, JIOXKHOIOJIOKUTEbHAS peakius Baccepmana, a Takke npo-
rpeccupyonuil BO BpeMeHu CUHIpOoM PeiiHo.

duarHo3. MpICib 0 BO3MOXHOCTH Yy OOJIBHOTO TaKoW
HEOOBIYHOU (POPMBI TEMOIUTUYECKON aHEMUY BO3HUKAET y Bpa-
Ja B cydae pe3ko yearmdeHHOU COD u OOMbIINX CII0KHOCTEN
C onpezeneHreM rpynmnbl KpoBu. OKOHYATEIbHBIN IMarHo3 CTa-
BUTCSI C YUETOM TIOJIOKUTENILHON PeakIvy arrIioTHHAOEIbHOCTH
JOHOPCKHX SPUTPOIUTOB | rpymIibl B CHIBOPOTKE KPOBH OOJIBHO-
ro, MOCTABJICHHOW B XOJIOAWUJIbHUKE, MTPU OTCYTCTBUU TaKOBOU B
tepmoctare (37 °C).

HudpcpepennuanbHblii UArHo3 clieayeT IMPOBOIUTh C
apyrumu opMamMu reMOJIMTUYECKUX aHEMUIL, B TOM YHUCJIE CBSI-
3aHHBIX C MEXaHUUYECKUM TMOBPEkIeHUEeM pUTpoLuToB. [lomo-



raeT OTVIMYUTh €€ OTMEUYEHHBII Bblllle (PeHOMEH MaHATTII0THHA-
OeTbHOCTH SPUTPOIUTOB | TpyNIIbI, BRIPAKEHHOCTh arrmioTHHA-
IIUU B XOJIOJWILHUKE MPU OTCYTCTBUU €€ B TePMOCTATeE, a TaKxkKe
yeTkas pasHuia B omnpejaeneHuu COD npu pa3inyHbIX TeMIIe-
paTypHBIX peKUMaXx.

JIeuenne. I'’A ¢ X0JOOOBBIMY arrIIOTUHVMHAMYU Ha TEPaIMio
[TIOKOKOPTUKOUIAMU pearupyeT 1maoxo. [1oaromy ocHOBHOM J1n-
HUel 0OOPOHBI CYMTAIOTCS UMMYHOAETIPECCAHTHI, B TOM YHCIIe
C LIMTOCTATUYECKUM JIENCTBUEM (MMYpaH, uKJI0pocdaH, XI0p-
OyTuH u MendanaH).

IIporuo3 3a0oseBaHusi JOCTaTOYHO CEpbe3HbId. B vacTHO-
CTH, BO3MOXHA TpaHc(opMalys B NapanpoTeMHEMUYECKUN Te-
MO0J1acTO3 (MHOKECTBEHHASI MUEIOMA).

Hmmynnasa zemorumuueckas anemus ¢ 2eMOAUUHAMU
[Tpu I'A, 00ycnoBIEHHON MOSBJICHUEM B KPOBH TETLJIOBBIX WJIH,
pexe, NBYX(a3HbIX TE€MOJIM3UHOB, HapylEHHE LEJIOCTHOCTU
IPUTPOILTUTAPHON MEMOPAHBI IIPOMCXOTUT C IIOMOIIIBIO (PUKCHUPO-
BAHHOI'O HA FeMOJIM3UHE KOMIUIEMEHTA.

Kiununveckas kapTuna npu ['A ¢ reMonusuHamMu A0BOJIb-
HO cBoeoOpasHa. [Tonaanue remMorao6uHa IpsiMo B KPOBb, a OT-
Ty[la B MOYY MPOSIBJISIETCS B KIIMHUKE MOBBILIEHUEM TeMIIEpaTy-
pHI TeJa, OOJISIMU B MOSICHUIIE, TIOSIBJIEHUEM KPACHOU WA TEMHOW
MOYH U, PEIIKO, IPUCOETUHEHUEM YMEPEHHOU kenTyXu. OJIHAKO
B CJIy4ae, eClii CBOOOIHOTO reMOrIo0MHa B MOUY TIOCTYTIAEeT Ma-
JIO WJIM OH aKTUBHO MEPEBOAUTCS HAXOISIIMMUCS TaM KJIeTKaMU
B TEMOCH/ICPYH, 1IBET MOYU MOXET ObITh HE N3MECHEH.



B aHanuze KpoBM UMEIOT MECTO aHEMUsI Pa3HOM CTETIEHU BbI-
PaKEHHOCTU U PETUKYIOLUTO3. Buoxummuyeckoe ucciesoBaHue
KPOBH B IepHoJ 000CTpeHHs] OOHAPYKMBAET yBEINYEHHE CBO-
OOIHOro reMorioOMHA U CHUKEHHE ranToroOnHa. AHaIM3 Mo-
4M, CAEaHHbBIA B MEPUOJ] ee TIOTeMHEHUsI, OOHAPYKUBAET MPH-
CYTCTBME B Hell CBOOOIHOro reMorsiioouna. B To ke Bpems mpu
HAJIMYMM MOYEBOTO OCAJKa B aHAJM3UPYEMbIX KJIETKAX MOXET
ObITh OOHApYXKEH TeMOCHAepHUH (CM. IIB. BKJI., puc. 5.12). 13 apy-
TUX CHEUAJIbHBIX UCCIIeJOBAHUI 3aCTyKUBAIOT BHUMAHHUS TIPO-
6a Kymbca, caxapo3Hblil ¥ KUCJIOTHBIN TECTHI, IpoOa Ha OCMOTH-
YECKYyI0 CTOMKOCTb SPUTPOLIMTOB U ONpe/iesieHre JJIUTENbHOCTH
UX KU3HU.

Huarno3 ['A ¢ remMonuM3MHaMy CTaBUTCS HA OCHOBaHWM Xa-
PaKTepHON KJIMHUYECKON KAPTUHBI U OTMEUEHHBIX BbIIIE JaH-
HBIX JJAOOPATOPHBIX MCCIIEIOBAHUIA.

HMudpcpepeniuanbHblii JUArHo3, Mpexae BCEro, CleayeT
MIPOBOJIUTH C MAPOKCU3MAIBHOW HOYHOW TeMOrIIOONHYypuei (00-
ne3Hb Mapkuagasbl — Mukeim) u ¢ apyrumu Bugamu ['A.

B orimune ot 6onesnn Mapkuadasbl — Mukenu, rmpu KoTo-
pOHl pa3pylieHue NaToJIOrMYecKy U3MEHEHHBIX U Ype3BbIYaiiHO
YYBCTBUTEJIbHBIX K KOMILUIEMEHTY SPUTPOIIUTOB MPOUCXOANUT B
YCJIOBUSIX HOYHOTO CHYKeHUs1 pH KpoBu, IpU 3TUX BUAX aHe-
MUl HUKAKOW CBSI3U CO BPEMEHEM CYTOK HET, MOJIOKUTEIbHA
npoda Kymobca. [Tomoraer nmocraHoBka caxapo3HOTo U KUCJIOT-
HOT'O TeCTOB. B OCHOBe caxapo3HOro TecTa JIE)KUT CIIOCOOHOCTD
caxapo3bl yBEIMYMBATh CBSA3bIBAHME KOMIUIEMEHTA SPUTPOLIUTA-



mu. /s ee mocraHoBku Oepytesi 3 mpoOupku. B mepBoit put-
POLUTHI OOJIBHOTO CMENIMBAIOTCS C CHIBOPOTKOM JIOHOpA U caxa-
po3soii. Bo BTopoii mpoOupKe IpUTPOLIUTH IOHOPA CMEIIUBAIOT-
sl C CBIBOPOTKOI OOJIbHOTO U caxapo3oi. B Tperbeil mpoOupke
SPUTPOLIUTHI OOJTHLHOTO MOMEIAIOTCS B COOCTBEHHYIO CHIBOPOTKY
u caxaposy. [Ipu 6omeznn Mapkuadassl — MUKeIM MakCHMaITb-
HBII remMou3 OyJeT B IepBoi podupke, ciadee — B TpeTher U
OTCYTCTBYET — BO BTOpPOil. OObsICHSIETCS 3TO TeM, UTO MPU ITOU
MATOJIOTHH PE3KO YBEJIMUMBAETCS MOTpeOieHne KOMIUIEMEHTa, U
OTCIOfIa ero coAepkaHue OyJeT BhIIe B CHIBOPOTKE JOHOPA, YeM
camoro 0oJibHOrO. B TO ke BpeMsi HEeM3MEHEHHbIE SPUTPOLIUTHI
JIOHOPA B CHIBOPOTKE OOJILHOTO C MapOKCU3MATbHON HOUHOM Te-
MOTITIOOMHYpHEl He paspyanTcs. B ciydae ke UMMYHHBIX aHe-
MU reMoJn3 JOoJkeH (PUKCUPOBAThCS B TPEThEl MPOOUpKe, Tjie
MPUCYTCTBYIOT U aHTUTEJNA, U UyBCTBUTEJIbHbIE K HUM SPUTPOIIN-
Thl. B HacTosiiliee Bpemsi BbISIBIEHHE KJIOHOB MAapOKCU3MAIbHON
HOYHOW TeMOTJIOOMHYPHUH JIOCTATOYHO MPOCTO OCYIIECTBIISETCS
METOAOM IMPOTOYHOM (PIIyOPOMETPHHM, HALIEJICHHOM Ha Pacrio3Ha-
BaHue epUIUTHBIX 10 aHKepHOMY Tipotenny (CD55 u CDS59)
JUM}OLIMTOB.

UYro kacaercsl pa3rpaHUYEHUs] TeMOJUTUYECKHX aHeMUH ¢
TEIJIOBBIMU U JBYX(Da3HBIMU FeMOJIM3MHAMU, €r0 OCYIIECTBIISA-
I0T CJIEIYIOM 00pa3oM. BepyT Tpu mpoOMpKH C KPOBBIO OOJb-
Horo. OiHy NOMeIalT Ha24YBTEPMOCTAT, BTOPYIO — Ha TAKOE ke
BpeMsi Ha XOJIO/I, & TPEThIO — HA Yac B TEPMOCTAT U HA 4Yac — Ha
xosof. [Ipy HamMUMK B CHIBOPOTKE KPOBU TEILJIOBBIX T€MOJIM3U-



HOB remMonn3 OyJeT B NIepBO MPOOUPKE, a TP HATUYHUH JIBYX-
(paznbIx — B TpeTber. HakoHell, reMosn3 naTtonoruyeckux puT-
POIIMTOB PE3KO YCHIIMBAETCS JOOABJIEHUEM K HAM CJ1aboro pac-
TBOpA COJISTHOM KHUCJIOTHI (KUCTIOTHAs Mpoda Xema).

JIeuenne I'A ¢ TerioBBIMM réMOJIM3MHAMU [IOHAYAly HE OT-
aryaeTcss oT cragaptHoro. IIpemaparamu BbIOOpa SIBIISIOTCS
IJTIOKOKOPTUKOUIBI, 71032 KOTOPBIX JOJKHA OBITH aJIeKBATHOWM,
4YTOOBI OCTAaHOBUTH remoin3. [TonoxuTenbHbi 3(pekT Tepanuu
OLIEHMBAETCA 0 HOpMaim3auuu temneparypsl. Ilocne noctu-
KEHUSI KJIMHUYECKOTO 3(pheKTa, KOTOPhIA MOKET OBITh 3aperu-
crpupoBaH y 90 — 95 % GonbHBIX, 4032 MPEAHMU30JIOHA W Me-
TUIIpeJa MOCTENEHHO cHUkaeTrcs. [Ipyu 3ToM nosnHas KjavMHuYe-
CKasi peMHCCHUs JOCTHKUMA JIMIIb Y 5 % OOMbHBIX.

Bropoii «iiHMelr 000pOHBI» MPY TEMOIUTUIECKUX aHEMUSIX
C TEeTJIOBBIMU FeMOJIM3MHAMMU SIBJISIETCS CIUIEHIKTOMMUS, 3(PpeKT
OT KOTOPO MOXKeET ObITh Y 66 — 68 % TpooneprupOBaHHBIX OOJIb-
HbIX. YacTh OOJIBHBIX TOCJIE OIepalyy CHOBA JAI0T peJKue Tre-
MOJIMTUYECKHE KPU3bl, He TPeOyoIre Ha3HAYEHHSI TTTIOKOKOP-
TUKOUI0B WM Kynupymomyecss uMu. Y 20 % OonbHbIX 3pdek-
Ta OT CIUIEHIKTOMMH JIOCTUYb HE YJAETCs, YTO OIpaB/IbIBAET HA-
3HaueHNEe UMMYHo/IenpeccuBHOM Tepanuu. CornacHo HAKOIUIEH-
HOMY OIIBITY, IPEANIOYTUTEIBHEE UCTIONB30BaTh HUKJIO(pOochaH
WIM BUHKPUCTUH, YeM a3aTHONPHUH (MMYypaH), HECMOTpPSI Ha TO
YTO MOCJIEAHUN JJA€T 3HAUUTEIBHO MEHBIIIE OCIOKHEHUM.



5.6. TEMOPPATNYECKUE IUATE3bI

['emMopparudeckue nuate3bl MPeCTaBISIOT COO0U CIOKHYIO
rpymiy 3a00eBaHui, CBS3aHHBIX C HapYIIEHUEM COCYAMCTOrO,
TPOMOOIIMTAPHOTO W/HJTH IJIa3MEHHOT O 3B€HbeB remMoctasza. OHu
BcTpeyatores ¢ yactotoil 10 ciayvaeB Ha 100 Teic. HaceneHusl.
HNx neuenue TpedyeT OT Bpaya CrIeNMAIbHBIX 3HAHUIA 1 OOJTBIIIO-
IO MPAKTUYECKOTrO OIbITA.

MEXAHU3MOM K CBEPTHIBAHMIO KPOBU SIBJIAETCSA NIOBPEXKIEHUE
LEJIOCTHOCTH COCYAUCTON CTEHKH, KOTOPOE, C OJHOI CTOPOHBI,
aKTUBUPYET a[re3uio U arperamuio TpPOMOOIIUTOB, C IPYyroi (de-
pe3 XII KOHTakTHBIM (pakTOp) — 3aMyCKaeT BHYTPEHHUM MeXa-
HU3M IUIa3MEHHOro 3Be€Ha reMocrasa (CM. IIB. BKJI., puc. 5.13).
J1J11 OCTAaHOBKM KPOBOTEUEHUS U3 KaIWJLISIPOB U COCYAOB MaJo-
ro Kanuopa, Kak MpaBuIIo, I0CTaTOUYHO MEPBUYHON IeMOCTaTH-
YecKOi MpOOKU 13 MAcChl a[ITe3MPOBAHHBIX K KOJUIAreHy U arpe-
TMPOBAHHBIX TPOMOOIIMTOB, B 00Opa30BaHUM KOTOPOU NMPUHUMA-
I0T TaKXe mpsMoe ydactue pudpuHoreH u ¢axtop Bunnedpan-
na (PB). Ilepssiil oOecriedynBaeT KOHTAKT TPOMOOILIMTOB JIPYT C
JpYyroM, a BTOPOW OTBETCTBEH 32 KOHTAKT TPOMOOLIMTOB U KOJI-
JlareHa.

OCHOBHBIMU MEXaHU3MaMH OCTAaHOBKHM KPOBOTEUEHUH U3 00-
Jiee KPYIHBIX COCY/IOB SIBJISIIOTCSl YMEHbIIEHUE MX MPOCBETa U
BhINaieHue pudprHa. PudpuH oOpaszyercs u3 pudOpUHOreHa Mo
JEUCTBUEM TPOMOMHA, KOTOPHIA OTIIEIUIsleT OoT (pruOprHOreHa



NPENSATCTBYIONINE MouMepu3anuu puoprHonenTuasl A u B. B
utore (pMOpPUHOTeH MpeBpaiaercs B ¢puOpuH-MoHOMep. [lanee
OH MOXeT TpaHc(hOpMHUpPOBaTh (PMOPUH-MOHOMEPHBIE KOMILIEK-
Cbl, KOTOpBIE 1MOJ] BIUsIHUEM (pUOpUHCTAOMIU3UPYIOIIETro (hak-
topa XIII npeBpamawoTcss B HepacTBOpUMBIA (puOpuH. B TO *Ke
BpeMs 4acTh (PHOPUH-MOHOMEPHBIX KOMIUIEKCOB CHOBA pacria-
naetcs 10 (puOpHUH-MOHOMEPOB MIIY TIOTJIONIAETCS KIETKaMU pe-
TUKYJIO9HIOTEJIMATIBHOW CUCTEMBI.

Knaccudukanus remopparn4yeckux JUaTe30B:

I11. 3abomneBanus COCyI0B:

1. HaciiencrBeHHbIE.

2. [IprobpeTeHHbIE.

3. BrI3BaHHBIE JIEKAPCTBAMMU.

[1I. Hapymenusi TpoMOOIIUTOB:

1. KonmnyectBeHHble:

a) HaCJIe/ICTBEHHBIE;

0) MproOOpETEHHBIE.

2. KauecTBeHHbIE:

a) HacJIe[ICTBEHHbIE;

0) MprOOpETEHHBIE;

B) BbI3BaHHbBIE JIEKAPCTBAMU.

II1. Hapymenus (pakTopoB CBEPTHIBaHUS KPOBHU:

1. HaciiencrBeHHbIE:

a) oguH (aKkTop;

0) MHOKeCTBEeHHbIE (DaKTOPHI.

2. IlpuoOpeTeHHble: a) oavH (haKkTop;



0) MHOKeCTBEeHHbIE (DaKTOPHI.

IV. MHoxectBeHHble nedekThl cuctemsl Tuna JIBC-cunnpo-
Ma.

EcrecTBEHHBIMM TPOTMBOBECAMM CBEPTHIBAIOIIEH CHCTEMBbI
KpoBu siBistiorcst aHtTutpomOuH III, cucrema nporennoB C u
S, mnasmuH U npocrauukiauH. Ilox BausAHMEM renapuHa nep-
BBl CrIOCOOEH OJIOKMPOBaTh MPAKTHUECKH BCE OCHOBHBIE ITa-
TIbI IJIA3MEHHOT'0 3B€Ha reMOCTa3a, BKIIouasi mpespaiienue puo-
prHOreHa B (pmOpHMH-MOHOMEDP. AKTUBUPOBAHHBIN TJIa3MEHHBIN
nporend C B MPUCYTCTBUM MPOTEMHA S CIIOCOOEH PacIIerlIsiTh
IIPOTEOJIMTUYECKU aKTUBMpOoBaHHblE (pakTopsl VIII u V u Ta-
KMM 00pa3oM TOPMO3UTh 00pa30BaHKe aKTUBHOTO (hakTopa X U
TpomOuHa. [1na3mMuH MpuHUMAaeT HeTOCPECTBEHHOE YJacThe B
MIPOTEOTMTUIECKOM pacIieryIeHu HuTer (puOprHa, a IpU HE0O-
XOAMMOCTH CIIOCOOEH pa3pyliaTh U Ipyrue ria3MeHHble (akTo-
pbl CBEpThIBaHUSA KPOBU. UTO KacaeTcs MpOCTAlMKJINHA, OH aK-
TUBHO TPETSITCTBYET arperauy TpoOMOOIIUTOB.

5.6.1. TpomOoOIUTONIEHUH

Omnpenesenue. [Tox TpOMOOIUTONIEHUSMY IOHUMAIOTCS Ta-
K1e 3200J1eBaHN S U CHHPOMBI, IIPH KOTOPHIX KOJIMUECTBO TPOM-

O6ormToB B KpoBH He nocturaer 150 % 10%/n. VienbHell Bec
TPOMOOILIMTOTNICHUI B TPYIIE TeMOPPArMUecKuX JUaTe30B JI0-
BOJILHO BBICOK (15 — 20 ciyyaeB Ha 100 Thic. Hacenenusi). OHu
MOTYT OBITh BPOXKIEHHBIMHU M PHOOPETEHHBIMU Y BBI3BIBAIOTCSI:



a) HeJJOCTAaTOYHOM MPOAYKIMel TPOMOOIIMTOB B KOCTHOM MO3TE;
0) cekBecTpaluell X B COCy/IaX WU B Cejie3eHKe; B) pa3Bele-
HHUEM, B YaCTHOCTH, MEPETUTON KPOBBIO; T') TIOBBIIICHHBIM Pa3-
pYIIEHUEM WU MOTpedeHrneM TpoMOOIUTOB (Tadi. 5.1).

Tabauya 5.1
OcHOBHbBIE IPHYHHBI YBEJHYEHHOTO MOTPEOJIeHUST WIH
pa3pylieHusi TPOMOOIUTOB

MINMMYHHOI IPUPOALI
HeuMMyHHO OpHPOAB!

BpoxnenHeie TIpnoGpeTennbie
CepaieuHo-coCyAUCTLIe 3a00/1€BAHNH ITpueM nexapcrs ma- | OcTpag MMMYHHAd TpPOM-
AOPTOKOPOHAPHOE IYHTHPOBAHUE TEPLIO BouuToneHuyeckas myp-
JBC-cHHApOM AJUIOHMMYHHaA HeoHa- | mOypa
IIpHeM meKxapcTs TanbHas Tpombouu- | XpoHuyeckads —HAMMyHHAS
Dxnammcus TOHEHHS! TPOMOOIMTONEHAYeCKas
TFemonuanus HeoHaTankHeie WHEK- | mypmypa
TeMOAWTHYECKO-YPEMUYECKAH CHHAPOM | LTHH WuayumpoBanHaa  jeKap-
TunepcnieHusm Wmmynnas tpombouu-| cTBaMH HMMYHHAsf TPOM-
Wndekuun TOIEHUYeCKas Nypiy-| OOLHTONeHHA
CocyaMCThIE TPOTE3 b pa y marepu TMocrTpaHcdy3noHHas
3aboneBaHuns novex nypoypa
Bonesnn MomkoBrIA

BcTpeuaeMocTh BpOIK/I€HHBIX TPOMOOIMTONEHHIT: CHH-
npoMm Aunopra; curapom bepuapa — Cyibe; BpoxxIeHHbIN Aeu-
UT TPOMOOMO3THHA; aHeMust PaHKOHM; CHHIPOM CEphIX ILIa-
CTUHOK; aHoMamsi Mest — XerrmHa; cuaapoM Buckorra — On-
Japyyva.

Bpooicoennas ungurvmpauus kocmrozo mozea:

a) BPOXXIECHHBIE JIEUKEMUU;

0) BpOXIEHHBIN PETUKYIOIHAOTEINO3;



B) BPOXJICHHbI MYKOIOIUCAXAPUIO3;

Bpooicoennas epanynemamosnas 6one3Ho.

[Ipuem nexapcme mamepwvio:

a) ATAHOJIA;

0) TMA3UJIOB;

B) TONOyTaMHUIA;

I') CTepOUIOB (ICTPOr€HOB UJIH MPEAHNU30HA).

Mamepunckue ungpexyuu:

a) IUTOMETAJIOBUPYCHAS;

0) BUpYyca renarura;

B) KpPaCHYXH;

I') OCIIHI.

HUmmynnovte mpomooyumonernuu (UT) nipencraBnsior coop-
HYIO TpyITy 3a00JIeBaHUl, CBSI3aHHBIX C BHIPAOOTKON aHTHTEI
K TpeIBapUTEIbHO W3MEHEHHBIM WM JaXe K HeU3MEHEHHBIM
TpomOouuTaMm. [To cBoel puposie OHU MOTYT ObITh BPO3K/I€HHbI-
MU ¥ NPUOOPETEHHBIMH, 4 C YYETOM MeXaHW3Ma 0Opa3oBaHUSs
AQHTUTEJT TIOAPA3IEIISIOTCS Ha:

a) U30MMMYHHbIE, WY AJJIOUMMYHHBIE, TIPYU KOTOPBIX pa3py-
IeHNe TPOMOOIIMTOB OOYCIOBJICHO WJIM UX HECOBMECTUMOCTBIO
MO OIHOM W3 TPYI KPOBU, UM TPaHC(PY3UEN PELIMITUEHTY 4y-
KHUX TPOMOOIIUTOB MPU HAIMYMH Y HETO paHee BHIPAOOTAHHBIX
AQHTUTEJ K HUM;

0) TpaHCUMMYHHBIE, CBSI3aHHBIE C MIEPEXOIOM K PeOeHKY ue-
pe3 IUIalleHTApHBINA Oapbep aHTUTEN OT paHee UMMYHU3HUPOBAH-
HOW MaTepu;



B) T€TepOMMMYHHbIE, 00YCIOBJIEHHbIE TIEPBUYHBIM Hapyllie-
HUEM AHTUTEHHOW CTPYKTYPhl TPOMOOITUTOB BUPYCOM, JIEKap-
CTBOM WJIM JJPYTUM areHTOM, BBICTYTIAIOIIMM B POJIM ranTeHa;

I) ayTOMMMYHHbIE, TIPU KOTOPBIX M3-3a CpbIBA TOJIEPAHTHO-
cti TMMGOUTHOM CUCTEMBI JTUMOITUTH HAYMHAIOT BBIpaOaThi-
BaTh AHTHUTEJIA K CBOUM HUCXO/THO HEM3MEHEHHBIM TPOMOOIIUTAM.

Kak mokasaHo B Ta0Oi. 5.2, Ba)XHOE MECTO CPEIUl 2emepoum-
MYHHBIX MPOMOOUUMONeHUll 3aHUMAIOT 3a00JIeBaHUS, CBSI3aH-
Hble ¢ mpueMoM JekapcTB. [locneqHue yaiie BCero BBICTYIA-
10T B POJIM TranTeHa, KOMIUIEKC KOTOPOro ¢ MMMYHHBIMU Oell-
KaMU TIJIa3Mbl HAXOAUTCS HA TPOMOOITUTE, (PUKCUPYET KOMILIe-
MEHT, a 3aTeM yIalsieTcsl U3 HUMPKYJISAIUN Makpodaramm Bme-
CTe C HEeCYIIMMHU UMMYHHbIE KOMILIEKCh TpomOonTamu. Ecre-
CTBEHHO, UTO IPU OYEPEAHOM MOIaIaHUH JIEKAPCTBA B OPraHU3M
CeHCHOMIM3MPOBAHHBIE MM OOJIbHBIE OOHApYKaT OBICTPOE CHU-
’KEHMEe KOJIIMYeCTBa TPOMOOIIUTOB U, HA0OOPOT, UX TMOBBIILIEHNE
BCKOpeE I0cjie OTMEHBI TTperapara.

Tabauya 5.2
JlekapcTBa, BbI3bIBAKOIIE HMMYHHbIE€ TPOMOOINTONIE-
HHH



[ | Coanm 3070Ta DenunbyTazoH Mpibak
lenapuH a-MeTtnnaona denonpodeH
XUHUIUH Breomunun Kmunopun
Judenvnruganronn | Xnopnponamur XuHMH
CynbdannnaMusbl AuerasonaMuy IMack
HMupomeranud AMIULHIUINH Leramuden
Acnupun Hsonnasua Humernany
I'unoruasun Tonﬁ)ﬂ'amnﬂ AHTO30JIMH
Oxcudenbyrazon Tpumeronpum Huasokcna
DypocemMus TIeHUUUITHH Iedanotux
Pudamnunux Bapburypartsl
Hamnepcranka OKcuTeTpaLvKINH

II | Annonypuson Hutpormunepun AHTUIHDHH
Hedanexcuu TMapameragnon Hoobuoum#
Xnopauasenoxkcus TTpyHUIMATIAMUT Knonazenam
[lHazemnam ITpumuaoH DeHHUTONH
FenTaMuuy ITponunrtuoypauun | IMHKOMHIUH
HMmunpamux Canuuunar Harpua | Tuoryanan
JlesamMuson CnupoHoNaKToH Menpobamar
Jugoxauu CrpenToMHLIUH Tuoypauun
MerHuuianua Toﬁpamnuﬂﬂ H Apyrue

AymoummyHuas mpomooyumonerust TPEICTaBISET COOOM
4acTo BCTpeyvaoleecs 3a001eBaHre KpoBU. B ee ocHOBe J1exuT
oOpa3oBaHKe ¢ MOCceAyoen (puKcayell Ha TPOMOOIUTAaX UM-
MyHoroOymHa G, KOTOPBIT M OTBETCTBEHEH 32 MX OBICTpOE pas-
pYILEHUE B PETUKYJIO9HI0TEINAIBHON CUCTEME.

Henocratok TpoMOOIMTOB B KpOBM NpOSIBIAsSET ceOs B
HECKOJIbKMX HalpaBlieHUsIX. Bo-miepBbIX, He 00Opasyercsi Wiu



IUIOXO0 00pasyeTcss TpoMOOIMTapHask MPoOKa, YTO MPUBOIUT K
YBEJIMUEHMIO TUTEILHOCTH KPOBOTEUEHH S U MOSIBJICHUIO SKXU-
MO30B U CHHSIKOB B MeCTax HeOOJIbIIUX TPaBM. Bo-BTOpBIX, U3-
32 HEJOCTATOYHOIO MOCTYTUIEHH S TUTATENIbHBIX BELIECTB K 9H]I0-
TEJINIO, TJIABHBIMU «KOPMITBIIAMU» KOTOPOTO SIBJISIIOTCS TPOM-
OOLMTHI, HAUMHAET CTPaAaTh COCYAMCTas CTEHKa, 4TO, HECO-
MHEHHO, CIIOCOOCTBYET Y MOSIBJIEHUIO, U IIPOrPECCUPOBAHMIO T'e-
MOPpParu4eckoro quaresa.

[To TedyeHno ayTOMMMYHHYIO TPOMOOIIUTONIEHMUYECKYIO ITyp-
Iypy MOXHO pa3/ie/IuTh Ha OCTPYIO, PELMIMBUPYIOIIYIO U XPO-
HUYECKYIO (POPMBI.

Ocmpasi gpopma 60ne31u Oonee CBONCTBEHHA AETSIM, B PABHON
Mepe MajibuiKaM U JeBoykaM. OHa 4acTo BO3HMKAeT Ha (poHe
NIEPEHECEHHBIX CE30HHBIX (3UMa — BECHA) BUPYCHBIX MH(DEKIINMA,
B TOM YHCJIE TUITMYHBIX JETCKUX MH(EKIMHA U OCTPbIX PECIu-
patopHbix 3a60neBanuil. [IpomMexkyToK BpeMeHU Mex 1y MOsIBIie-
HUEM IypITypbl U IEPEHECEHHOW MH(EKIMel, Kak MPaBUJIO, CO-
CTaBJISIET JJBE HEJEJM, a CPeIHsIs MPOJOIKUTEIHOCTh U3MEPSI-
ercst 1 — 2 mec. Drta opma OnaronpusiTHee, YeM XpOHUYECKas,
XOTS$ IPY OTKa3€ OT [NIIOKOKOPTUKOU/IHOW TEPAINU CMEPTEJIbHbIE
UCXO/Ibl HE CUUTAIOTCS PEIKOCTHIO.

Xponuueckoii ¢popmoli TPEUMYIIECTBEHHO CTPAJAT B3pOC-
Jible, IPUYEM KeHIMHBI B 2 pa3a vaile MyxuuH. Hepenko 3a-
6onieBaHue MoxeT npopokarbes 30 siet u 6onee. Uto kacaercs
PEMUCCHIA, TO OHM B OCHOBHOM 3aKJIIOUAIOTCSl HE B HOpMAaJIU3a-
Y KOIMYECTBA TPOMOOILIMTOB, @ B MCYE3HOBEHNH TeMOpPparui.



Peyuousupyrowumu popmamu ayTOMMMYHHOU TPOMOOITUTO-
MIEHUU MOTYT OOJIETh ¥ B3pOCJble, U JIeTy. [Ipy 3TOM HamIo He
TOJILKO TIOBTOPHBIE PEIUIVMBbI 3a00JIeBaHUSI, HO ¥ TIOJIHBIE pe-
MuccuM. B OoNbIIMHCTBE CllyyaeB UMMYHHAasi TPOMOOIIMTOIE-
HUS pa3BUBAETCS O3 OTYETIIMBOM CBSA3M C KAaKUM-JTHMOO COITyT-
ctByomuM 3a6oneBanueM. C Ipyroil CTOpOHbI, CHMITTOMATHYe-
CKHWE BapUaHThl OOJIE3HN BCTPEYAIOTCS MPU X POHUUECKOM JIMM-
(oneiikose, MreIOMHOI OOJIE3HU, XPOHUUYECKOM AKTUBHOM Ie-
naTuTe, CUCTEMHOW KPAaCHOW BOJIYAHKE, PEBMATOMIHOM I1OJIU-
aptpute, 1MpPy3HOM TOKCUIECKOM 300€ M psfe ApPyrux 3a0o-
JIEBAaHUM.

Kuinnunyeckass kaptuHa. BosbHble oOpamaiorcs K Bpady
U3-32 KPOBOU3IUSIHUI B KOKY U/WJIM KPOBOTEUEHUI U3 CIIU3U-
CTBIX. M3MI00IeHHOM JIOKaTM3aIe MeTKOTOUEUHBIX WITH TeTe-
XHAJbHBIX KPOBOUBJIMSHUM SIBJISETCSA KOXa HUKHUX KOHEYHO-
CTel, rJie BHYTPUKAMIWIISIPHOE NABJICHUE BBIIIE, YEM HA BEPX-
HUX. YacTh meTexuaabHbIX KPOBOM3IUSIHUNA MOXET CIIUBAThCA,
oOpazyst skxuMo3bl. [1o Mepe mporpeccupoBaHus MATOJIOTHYe-
CKOTo Tporiecca KpOBOU3IMSIHUS MOTYT TOSIBJIAATBCS U HA TY-
JIOBUILIE, TIOpaKaTh CETYATKY I71a3a U Jaxke Mo3r. OTHOCHUTEIb-
HO YacTO MPU UMMYHHOU TPOMOOIIMTONIEHUHN BCTPEYAIOTCS] HO-
COBBIE KPOBOTEUEHUsI, THIIEPIIOJIMMEHOPPES U KPOBOTOUMBOCTD
JeceH, OCOOSHHO TIOCTIe YMCTKU 3yOOB. XapaKTepHO Takxke 00-
pa3oBaHKe CUHSIKOB B MECTaxX UHBbEKIUIA. B TO ke Bpems KpoBo-
TEUCHUsI U3 KETyJOYHO-KHUIIIEUYHOTO TPAKTa, MOYEBBIIEIUTEb-
HOU U JIBIXaTeJIbHOW CHCTeM BCTPEYaloTCs pexke. Y JacT 00Jb-



HBIX IMMYHHBIMU TPOMOOIUTONEHUSIMH BaKHBIM KJIMHUYECKIM
CHH/IPOMOM MOXET ObITh aHeMHsl. B 9TOM ciydae MosBISIOTCS
*KaJio0bI Ha cJ1a00CTh, yuallleH!e cepaieOMeHNs U TOJIOBOK PyKe-
HUE.

OOBEKTUBHOE HCCIIEI0BAHNE OOJIBHOTO BBISBIISET OTMEYEH-
HbIE BBIIIIE N3MEHEHHUSI CO CTOPOHBI KOXKHU U CIM3UCTBIX, MOKET
OBbITh aHEMU3AIIW I PA3HON CTETIEHN BBIPAKEHHOCTH. YBEIMUCHUE
CeJIe3eHKH U NIEYeHU MaJloXapaKkTepHo. B To e Bpems y HeKoTo-
PBIX OOJIBHBIX KIMEET MECTO YBeJMUeHUe IMM(pATUIECKUX KeJle3,
0COOEHHO B 00JIaCTH IIeH, YTO B COUYETaHWHU C CyO(heOprIbHOM
TEMIepaTypoil Tejla HEPEIKO CUMYJIMPYET CUCTEMHYIO KPACHYIO
BOJTYAHKY.

JlaGoparopHasa auarHocTuka. CamMbIM IIPOCTHIM TECTOM
Ha TPOMOOLIMTOTIEHUIO, KOTOPBIA MOKET OBITh IIPOBE/IEH B aMOy-
JIATOPHBIX YCJIOBUSX, SIBIISIETCS Yy6eauteHue GpeMeHU Kpogomeue-
nus. TlocneiHee ornpesensieTcs nocijie HAHeCEHUs Ha KOXy MeJl-
KO paHbl. Jisl CTaHIApTU3ALMK Pe3YIbTaTOB MOCIIEHION JTyY-
IlIe HAHOCUTh Ha CPeTHed TPeTH Mpearuieybs, B YCIOBHIX TYTO
HAJIOXKEHHOM Ha TUIeY0 MAHKETKM OT Mpudopa AJisi U3MEpeHUs
apTepUaJIbHOTO JaBjeHus. B HOpMe JUIMTeNbHOCTh KpOBOTEYE-
HHS1 U3 TIOBPEXkIEHHOTO COCYAa HE J0JKHA MPEBbIIATh MOIYTO-
pa MUHYT.

JlpyruM BaKHBIM OPHEHTHPYIOIIMM Ha TPOMOOIUTOIIEHHIO
TECTOM MOXET OBbITb CHMKEHUE PEeTPaKkLMM KPOBSIHOIO CTyCTKa.
ITO NPOUCXOOUT U3-3a HEAOCTATOUHOIO MOCTYIJIEHHS B IUIa3-
My BbIpa0aThIBAEMOrO TPOMOOLIMTAME PETPAKTO3MMA U HATJISII-



HO TpOsIBIIsieT ceOsi HEBO3MOKHOCTBIO TOMYYEHHS! CHIBOPOTKH
U3 B3STOW 0€3 aHTHKOAryJsiHTa CBEpHYBILEWCS KpoBU. B TO ke
BpeMsl CBEpPTHIBAEMOCTb KPOBH y TaKUX OOJBHBIX HOpMaJIbHasl.
He m3MeHeHsl Takke KaolnH-Ke(haTuHOBBI U ayTOKOAryJIsALM-
OHHBII TeCThl. BBUY MOCTOSHHOW LIMPKYJIALIMY B KPOBU aHTUT-
POMOOITTAPHBIX aHTUTEN, (DYHKIIMOHATbHASI aKTHBHOCTb TPOM-
O01MTOB OOJBbHBIX MMMYHHBIMH TPOMOOIIMTONIEHUSIMU MOXET
OBbITh M3MEHEHa, YTO HAXOIUT OTPakeHHE B CHWKEHUU UX CIO-
COOHOCTH TPWIIUIMATh K CTEKJy, a Takke B HapymieHun AJlD-,
TPOMOWH- ¥ KOJITareH-arperammym.

Jnarno3 TpoMOOIMTONIEHNH CTABUTCS HA OCHOBAHUY XapakK-
TEPHOW KJIMHUYECKON KapTUHBI U YHNOMSHYTBHIX BbllIE JJabopa-
TOPHBIX TECTOB, NPUYEM OKOHYATEJIbHBI BBIBOJ O HAJIUYUM Y
OOJIBHOTO TAaKOro 3a00JeBaHuUs JeJaeTcsl TOJMBbKO Mocje OOHa-

pYyXeHusi B KpoBU ymeHbilieHHoro (MeHee 150 % 109/n) KOJIU-
gyectBa TpomOonuToB. [locieaHue mydie OnpenensTh BMecTe
C KJIMHUYECKMM aHAJIM30M KpPOBH, KOTOPBI Cpa3y ke IMO3BO-
JIUT OTBEPTrHYTh BTOPUYHBIE TPOMOOITUTONIEHUH MPH JIEUKO3aX U
arylacTUYecKor aHemuu. Bmecrte ¢ TeM B Ma3kax KpOBU MOXET
OBITh TIPE/ICTABJICHO YBEJIMUEHHOE CONePKaHUe MEraTpoMOOITH-
ToB. Kak cnefcTBre mOBTOPHBIX reMOpparuii MOXeT pa3BUTHCS
TUTIOX POMHAS keJie30ePUIIMTHAS aHEMHSI. Y TOUHEHHE TMarHo-
3a TpeOyeT MPOU3BOJCTBA CTEPHAIBHON MYHKIIMHU, KOTOpas MO-
KET OOHAPYXUTh HE TOJIBKO yBEJMUEHHE COfIEpPKAaHUSI Meraka-
PUOIIMTOB, HO U U3MEHEHUE UX CTPYKTYPhI (TUIIepCerMeHTaIus
sanpa). B kauecTBe BCIIOMOraTesIbHOro JUarHoCTUYECKOro TecTa



MOXeET ObITh MCIIONB30BAHO OIpe/ie/ieHre B TUIa3Me U Ha TPOM-
6omuTax OOIBPHOTO AHTUTPOMOOIMTAPHBIX aHTUTeN. Ecim Tako-
Bble OOHAPY:KEHBI, AUATHO3 UMMYHHOIR TPOMOOLIMTONIEHUN MOX-
HO CUMTATh JOKA3aHHbIM; €CJIU HET, TO OTBEPraTh TAKOW IMarHo3
BCE-TAKU MpEKIEBpeMEHHO. [Ie0 B TOM, 4TO TUTP yKa3aHHbBIX
AHTHUTENT MOKET OBITh HEIOCTATOUHBIM TSI MX UICHTU(UKAIINY,
a HanboJiee HaChIIeHHbIe AaHTUTPOMOOIIMTAPHBIME AHTUTEIAMHU
TUTACTUHKY YK€ 3aXBavy€Hbl U pa3pylleHsl Makpodaramu. Kpo-
Me TOro, CJielyeT UMETh B BUJLY, YTO ONpPE/EICHUE AHTUTEN Ha
MIOBEPXHOCTH TPOMOOIIUTOB COMPSI)KEHO C OOJBIIIMMU METOIIYe-
CKUMU TPYAHOCTSIMU U MO3TOMY B KJIMHUYECKUX YCJIOBUSIX UC-
NOJIb3YETCS PEJKO.

HuddepennuaibHbIi JUATHO3 UMMYHHBIX TPOMOOIUTO-
NEHUI MPOBOJAT C TAaKOBHIMA HEMMMYHHOIO I€He3a, a TaKxke
C CUMIITOMAaTUYECKMMHU TPOMOOLMTONEHUsIMU. B niepBoM city-
Yae MOMOTaeT MOCTaBUTh JUArHO3 OTCYTCTBHE Yy OOJBHBIX MM-
MYHHBIMH TPOMOOIMTONIEHUSIMU 3200JIeBaHUI CEPAEIHO-COCY-
JWCTOW CHUCTEMBI, OCOOEHHO KOPPUTHPYEMBIX TTOCTAaHOBKOM HC-
KYCCTBEHHBIX KJIAIIAHOB CEP/ILIa UM COCYIUCTHIX ITPOTE30B, Ha-
JIMYKE B KOCTHOM MO3Te YBEJIMYEHHOTO KOJIMYECTBA MEraKapuo-
IIUTOB ¥ TOJIOKUTEJIbHBIE TECThl HA AaHTUTPOMOOIIUTAPHBIE aH-
TuTena. 11 NCKINIOUeHN JIEUKO30B U arula3uid KPOBETBOPEHM A
YUUTHIBAIOT JIaHHbIE KJIMHUYECKOTO aHaJIM3a KPOBU U COOTBET-
CTBYIOLIME U3MEHEHUsI KOCTHOrO Mo3ra. Jljisi MCKJII0YEeHHUs CU-
CTEeMHOM KpacHOW BOJTYaHKH, Oojie3Hu I'peiiBca m peBMaToOuI-
HOTO TIOJIMAPTPUTA YUUTHIBAIOT HAJTMUNE y OOBHBIX CBOMCTBEH-



HBIX TaKMM MATOJIOTMSIM CHMIITOMOB M COOTBETCTBYIOILLIME JIa-
6oparoprsie TecTsl (LE-Kk1eTku, aHTuHyKIeapHbIid (pakTop, aH-
tutesa K HarueHou JIHK, peBMaTouaHbiii (paktop, yBeIMueHue
TOPMOHOB IIIUTOBUIHOM KEJI€3bl B KPOBU U T. 1.).

JIeyenue. [Tockonbky HekoTopeie Buabl T TecHO cBs3aHbI €
MIPUEMOM JIEKAPCTB WM C IEPEHECEHHOW HEJJaBHO MH(EKIIMEH,
MIEPBOM 3a/1a4ei Jievalllero Bpaya sIBJIsieTcsl OTMEHA 9TUX Iperna-
paToB M yCTpaHEHHE U3 OPraHM3Ma COOTBETCTBYIOUIETO MH(pEK-
LIMOHHOI'O areHTa.

Yro KacaeTcss OCHOBHBIX METOIOB CIIELIU(PUYECKOTO JICUEHU S
UT, onu cnenywoiue:

— IIIOKOKOPTUKOUIBL;

— UMMYHOJEIIPECCAHTHI (a3aTHOIPHH);

— BHYTPHBEHHOE BBejieHHe Ooubiux /103 IgG;

— aHTUIMM(OIIUTAPHBIN TTIO0YJIHH;

— UMMYHOKOPPEKTOPHI (CAaHIUMMYH);

— CIUIEHIKTOMMUS;

— MaJible 03kl BAHKPUCTUHA UM BUHOJIACTHHA;

— uHTEp(EpOH-4;

— JJaHAa307T;

— antutena k CD20 (ma0tepa);

— POMMIUIACTHH;

— ¥ JIpyTUe, pexke UCIOJIb3yeMbIE MOIXO/IBI.

[Tpu BbiOOpe Teparu T yunTtsiBator Bo3pact 0oabHbIX. Oc-
HOBHBIM K€ ITOKa3aHUEM K €€ Haualy CUMTAeTCsl HaTmuue y O0JTb-
HOTO BBIPAKEHHOTO T€MOPPArnyeCcKOro CUHAPOMa, a He YPOBEHb



TPOMOOITUTOTICHUH.

HaunHaror jiedeHre ¢ Ha3HaYeHU s PEAHU30JIOHA B 103€ 1 Mr/
Kr Beca. DddekT Tepanvu (ocnadlieHne WM NCYe3HOBEHHE Te-
MOpPpParn4yeckoro auaresa, a Takke yBeIUYeHUe Yucia TpoMOo-
IIUTOB) OOBIYHO perucTpupyercs uepes 5 — 7 qHeid. [1pu orcyt-
ctBuM 3 PeKTa NepBOHAYAIbHAS J03a IPEJHU30JIOHA YBEINYHU-
Baercs B 1,5 — 2 u gaxe B 3 pasza. [lokazaHuem Jyisi CHUKEHUS
JI03bl MIPEIHU30JI0HA (He ObIcTpee, ueM 5 Mr B 4 JiHs1) OyJeT moj-
Hasl IMKBUAALIMS TeMOPParn4eckoro quare3a Ha hoHe OTYETIIH-
BO HAMETHUBIIENCS TEHACHIIMY K TIOBBIIIEHUIO KOJIMYECTBA TPOM-
O601IMTOB B KpoBU. Ecii B X016 OTMEHBI ITTIOKOKOPTUKOUIOB T'e-
MOpparn4yeckuii Auare3 BO30OHOBIISETCS WK OyAET 3aperucTpu-

POBAHO KPUTHUECKOE CHIKeHHE TpoMOouToB (Huxke 10 % 10%/
J1), TEPAITUIO MPEJHNU30JIOHOM 3aMEHSIOT Ha KOPOTKUU KypC Me-
TunpeaHu3onona (30 Mr/kr/cyT B TedeHue S5 JHeW) WM Moj-
KJIIOYAlT K OCHOBHOM Tepanuu asaruonpul (0,05 % 3 paza B
JIEHb ).

AJbTepHATUBHBIM TOAXOIOM K JiedeHuto octpbix popm UT
SIBJISIETCS] BHYTPUBEHHOE (B TeUeHHe 5 THel ) BBeAeHHEe OOJIBIINX
703 (3 1) XOpOIIO OYUIIEHHOTO MMMYHOII00yMHa G, KOTOPBIT
0COOEHHO BaKEH y JeTel 1 OepeMeHHBIX.

Bropoii «mmHMei 00opoHbl» xpoHudeckoi UT sBnsiores aH-
THIAM(OLUTAPHBIN TTOOYJIMH U/WITH CIIIeHIKTOMUS. OCHOBHBI-
MU MOKa3aHUAMM 11 CIUIEHIKTOMMU CUUTAIOTCS:

— HegocTaroyHasi 3 EeKTUBHOCTh paHee MPOBOAMMON Tepa-
NIUH TTIOKOKOPTUKOUIaMH, B TOM YKC/Ie B KOMOMHALIMY C UMMY-



HOJZIETIPECCAHTAMU;

— OrpaHMYEHHbIE BOZMOKHOCTH JUIUTENILHON TEPAITUU [JTI0KO-
KOPTUKOU/IaMH Y OOJBbHBIX CaXapHbIM AUAOETOM, SI3BEHHOW 00-
JIE3HBIO, APTEPUAIbHOW TMIEPTEH3UEN, OCTEOIIOPO30M U HEKOTO-
PbIMU JIPYTYMU HapYyIIEHUsIMA OOMeHa;

— cnoco0 MpopUIAKTUKY OyIyIIuX KatacTpod y KEHIIUH ¢
NT, nHamepeBaloMxcsl poxkarh JETEu.

CriieHaKTOMMS IPOBOAMTCSA B YCJIOBUSAX CHELMATU3UPOBAH-
HOT'O XMPYPrAYE€CKOro CTAlMOHAPA MO KOHTPOJIEM I'eéMOrpaM-
MBI U YPOBHSI TPOMOOITUTOB. [IJisl TipeioTBpallieHrst pa3BUTHS
HEXeJIaTeIbHOW HA/MOYEYHUKOBON HEAOCTaTOYHOCTH TIJIaHOBAS
71032 [JIIOKOKOPTUKOMUJIOB HENOCPEICTBEHHO MEpe] onepanuen
JOJKHA yaBouThesl. Kpome Toro, n3-3a BHICOKOTO PUCKA pa3BU-
THSI THEBMOKOKKOBOTO CETICHCA Y CIITIEHIKTOMUPOBAHHBIX OO0JTh-
HBIX BCE FTOTOBSIIIHMECS K CTUICHIKTOMUY MAIUEHTHI JIOJKHBI OBITh
NpeJBAPUTEIILHO UMMYHHU3UPOBAHbl THEBMOKOKKOBBIMU BaKIIM-
HaMH.

B pesynbrare Takoi Taktuku BegeHust 6ompHBIX UT cTOMKO-
ro noJjioxkuTesbHoro agpdekra ygaerca pocruub y 90 % neren
u npuomusutenbHo y 60 — 70 % B3pocibix. M3 npyrux cro-
COOOB JIeUeHHsI, UCTIONb3YEeMBIX IS JieueHUs pehpakTEPHBIX K
crangaptHoil Teparu UT, 3acimyXxuBaoT BHUMaHUS: a) OONb-
IIMe 103bl METUIIIIPEAHM30JI0OHA; 6) IMMYHOCYTTpECCUBHAsI Tepa-
s LMKJI0(gocgaHoM WK a3aTUONPUHOM; B) BUHK PUCTHH, BUH-
OJ1aCTHH, KOJIXUIVH WU STOMO3U/T; T') HU3KHE J103bI aHTUpe3yc-0
(D) ummynornobynmuna G; 1) naHa3odn; e) a-uarepdepoH; e) ade-



pe3 uim miazmadepes ¢ aHTUCTA(PUITOKOKKOBBIM ITPOTEMHOM A,
KOTOpBIE HAIIPABJIEHBl Ha y/aJ€HUE U3 LMPKYJISALUN aHTUTPOM-
OOIMTAPHBIX AHTUTEI; ) OOJIBIIINE JI03bI ACKOPOMHOBOW KHCIIO-
ThI; 3) JarcoH; u) jeyeOHoe aHTU-CD20-antuteno — madTepa;
K) POMMIUIACTHH.

Mexanusm paevictBus npu UT ankaionsoB 6apBUHKA po30-
BOro (BUHKPUCTHHA U BUHONIACTUHA), KOJIXUIIMHA U TPYIIIBI al-
KaJIOMJIOB NMOAO(UIUIOTOKCUHA (Beme3u]] U STOMO3UA) Mpuosm-
3UTEJILHO OIMHAKOB. OH CBs3aH C MPsMBbIM BO3/IEUCTBUEM YKa-
3aHHBIX TIPENapaToB HA OCHOBHOM OMOPHBIN OEJIOK IIMTOCKeseTa
TPOMOOLIMTOB U Makpogaros — TyOynuH. [TockonbKy nocneqHuit
(opmupyet MUKpPOTPYyOOUKH, 6€3 KOTOPBIX MMOTHOIIEHHbIH (haro-
IIMUTO3 HEBO3MOKEH, 3Ta (PYHKIIMSI MaKpodaroB BO BpeMs Jieue-
HUsI HA3BaHHBIMU TpenapaTaMmy YaCTUYHO YyTPAuUBaeTCsl, B TOM
YHCIIe ¥ B OTHOIIEHUHU TIOKPHITHIX aHTUTEIaMH TPOMOOITUTOB.

OO6bIYHO BUHKpUCTUH AJ1s1 ieuenusi I'T BBonmuTcst BHyTpUBEH-
HO B 03¢ 0,5 Mr ofMH pa3 B HE/IENIO, U TaKasl Teparusi MpojoI-
KaeTcs B TeyeHune 6 Hea. DPPEeKTUBHOCTh TEPANTMU OLIEHUBAIOT
yepe3 2 — 3 Hefl., a B ciyvae ycrnexa 3P@eKT MOKET COXPAHATh-
cs1 6 Mec. u Oosee. JIo HeTaBHEro BpeMeHN OCHOBHBIM CUTHAJIOM
JU1s1 OCTAHOBKHU TEPANTUU BUHKPUCTUHOM SIBJIsIIach epudepuye-
CKasi HeWpomnaTus B BUJIE MOJTMHEUPOIIATUH, JIOKAJIbHBIX HEBPU-
TOB M Mape30B, B OCOOEHHOCTH KHINEYHHUKA, YaCTOTa KOTOPHIX
IIPU UCTIONIb30BAaHUM BbIIICYTIOMSIHY THIX MaJIbIX O3 BUHKPUCTH-
Ha CTajla MUHUMAJIbHOM.

KomnxuiuH, nogoOHO BUHKPUCTUHY Y BUHOJIACTUHY, CBSI3bIBA-



eTcs ¢ TyOyJIMHOM Y HapyIllaeT TaKue 3aBUCUMBbIE OT MUKPOTPY-
60UeK MpoLecCh B MaKk poharaibHO-MOHOHYKJIEAPHOH CHCTEME,
Kak paronuTo3. B pesysnbrare ero npuMeHeHusl MOJHbIE U Ya-
cruunble pemuccuu UT ynaercs nonyunts y 20 u 40 % G0MbHBIX
COOTBETCTBEHHO.

Yro kacaetcst 3TONO3uAa, STOT MpernapaT MOXKET 00eCreYnTh
JUIATEJIbHbIE CTOMKHE PEMUCCUU Y OOJIbHBIX C HEIABHO BO3ZHUK-
et U'T. TIpu 3TOM 0:Xu1a€MOro MUEJIOTOKCHYECcKoro g dekra
OT JIEHICTBUSI TOMO3M 1A HEe HAOJI0IAIIOCh.

BuyTtpuBennbie wuH(py3un wvmMyHOroOynnmHa G B j103e
400 mr/kr/cyT, BBOTUMBIE B TEYCHUE 5 THEH, CIOCOOHBI TOAHATD

ypOBeHb TPOMOOIIUTOB KpoBH BbitIe 50 % 10%/n y 83 % neue-
HBIX MaueHToB. OJHUM U3 OObSCHEHUI MONIOKUTEILHOTO (-
(pexra ummyHornooyuna npu UT sBnsiercs 61okana Fe-peuen-
TOpa MakpodaroB U OTCIOJIa MEHbIIIEE MMOBPEKAIOIEEe BO3JCH-
CTBUE MOCJSJHUX HA IIUPKYJIMPYIOIIUE B KPOBU TPOMOOITHTHI.
OCHOBHBIMU K€ HEOCTATKAMH Teparuu OOJBIIMMH J/103a-
MU “UMMYHOro0yaMHa G cieqyeT cuuTtarh e€e JIOPOrOBU3HY U
HecTonKOCTb 3ddekTta. [IoaToMy Ha3HaUEHUE BBICOKUX 103 M-
MyHoroOymHa G, mpex/e BCero, ONpaBAaHHO ISl KyIMpPOBa-
HUSI OCTPO BO3ZHHMKAIOIIEr0 N'éMOpPparn4eckoro CUMHApoMa y Je-
Tel, a TaKKe KaK BaKHBII 3Tarl MOArOTOBKY K CIJIEHIKTOMUM.
AJbTepHATUBHBIM TOAXOAOM st Onokaabl Fc-perenTopa
MakpodaraJbHOMOHOHYKJIEapHON cucteMbl y Rh-nmo3uTuBHbBIX
6osbHBIX ¢ UT MOXkeT ObITh BHYTPUBEHHOE UM BHYTPUMBIIIICY-
Hoe BBeJeHHe aHTU-Rho mvmyHornooynuna G B no3ax 0,75 —



4.5 mr B Teyenue 1 — 5 gHen.

Jlarazon mpesacTaBiseT coO0i aTKMIMPOBAHHBIA B 17-1 mO-
3UIIMY CUHTETUYECKUI aHIPOTeH C MUHUMAJIbHBIM BUPUIIUZUPY-
oM 3 pexktom. KMHUYECKUI ONBIT MOKa3bIBAET, YTO 3TOT
ekt ganazona npu UT Bo MHOrOM 3aBUCUT OT JIJTUTEJILHO-
CTHU Teparivu, BO3pacTa U Mojia OOJIbHBIX, & TAKKE OT COCTOSTHUS
UX ceJie3eHKU. B 4acTHOCTH, JKEHIIMHBI pearupyioT Ha AaHa30J1
Jy4llle MyX4YMH. B TO e BpeMs paHee CIJIEHSKTOMUPOBaHHbIE
6onbabIe (50 — 60 %) Ha HaHA30JT MPAKTUUYECKU HE pearupyior.
Nmmynomonyupyomumi 3¢ ekt nasazona npu UT ceazsBaior
C YMEHbIIIEHUEM TTPOIYKIIUU aHTUTPOMOOIIUTAPHBIX aHTUTEJI, a
Takke ¢ yMmeHblienueM uucia Fc-(IgG-) penentopoB Ha ¢aro-
IUTHPYIOIIUX TPOMOOIUTHI KJIeTKaxX. PeKoMeHjyeMble Havaslb-
HbIE JIO3BI JaHA30J1a IOJKHBI ObITh He MeHee 600 — 800 mr/cyT, B
TO BpeMsl Kak 1isl noaaepxanus 3gpdekra 10cTaTOYHO MpruemMa
200 mr 1Ba pa3za B HEJIEJIO.

[TonoxutensHpil 3ppexT 4-uHtepdpepoHa npu JEUSHUU
B3pOoCbIX 00JbHBIX ¢ T CBA3BIBAIOT C €r0 MPSIMBIM HHTHOUPYIO-
MM BiusiHueM Ha B-kietku. OObIuHO A5 iomydyenust 3ggex-
Ta OH BBOOMUTCA B H03€ 3 MJIH €. B TeueHue 12 nHer. OCHOB-
Hble TT00OYHBIe 3 eKThl MHTEp(EpOHa — pa3IMUHBIC aJJIEPIH-
YEeCKUE PeaKINU, JIMXOPAJKa Pa3HOW CTENEHU BbIPAKEHHOCTH,
a IJIABHOE — YTSDKEJIeHHe caMO TPOMOOITUTOINIEHNH (U3-3a €ro
IPSIMOTO TOPMO3SILETO BIMSHUSA HA JIeJIEHUE KOCTHOMO3IOBbIX
9JIEMEHTOB).

U3 apyrux cnoco6os tepanmu UT 3acimyKuBaioT BHUMAHHMS:



a) eXeJHEeBHasl OUMCTKA IJIa3Mbl OT aHTUTPOMOOITUTAPHBIX aH-
TATEeN; 0) yoaJleHne aHTUTPOMOOIIMTAPHBIX AHTUTEN C TIOMO-
1IbI0 M1a3Madepesa co cTapuIOKOKKOBBIM TPOTEMHOM-A; B) KC-
T0JTb30BaHKE OOJBIIINX JJ03 ACKOPOMHOBOM KUCJIOTHI, BBOAMMBIX
BHYTPUBEHHO; I') IPUMEHEHHE JIalICOHA; 1) BHYTPUBEHHOE BBE-
nenue antu-CD20-aHTUTeNa — MAOTEPHI; €) UCTIONB30BaHKE aro-
HUCTA TPOMOOIIMTAPHOrO perenTopa poMuIuiacTuHa. [[a mo-
ceqHuX npenapara Joporu. OHaKO MOJI0KUTEIbHbIN OMBIT KC-
TIOJIb30BaHUSI UX TIPU TSIKEIBIX, peppakTepHbIX K CTaHJIapTHON
tepaniu popmax UT, B Tom uncie nocie amwoTTCK, obnane-
KUBaeT.

5.6.2. TpomoOomuTONATHH

Omnpenesienue. TpoMOOIUTONATUN — 3TO BPOKAEHHbIE Ha-
pyllleHus] TPOMOOIIMTAPHOTO 3BEHA TIeMOCTas3a, CBSI3aHHbIE C
MPOAYKIIMEN KOCTHBIM MO3IOM HEMOJIHOLEHHBIX B OTHOIIEHUHU
a/iIre3uH, arperaiy Wik Peakliy BHICBOOOKIEHUS (CEKPEIT)
1acTMHOK. OHU HacneAyloTcs MO ayTOCOMHO-JOMUHAHTHOMY
WIA PELIECCUBHOMY THUITy U UMEIOT OJHOTUITHYIO KJIMHUYECKYIO
KapTHHY.

Hapymenue aare3uu TpoMOOLIMTOB K CYyO9HAOTETHATbHBIM
3/ieMeHTaM uMeeT Mecto rpu Oosne3nu bepHapa — Cynbe. B oc-
HOBE HapyIIeHHS reMocTas3a JISKUT AePeKT TPOMOOIMTapHOM
MeMOpaHBbl, 8 IMEHHO OTCYTCTBHE Ha Hell IMKornpoTtenHa Ib, uro
NPUBOIUT K HAPYIIEHHWIO B3aMMOJEUCTBUS TpomboruToB ¢ OB



(cM. 1B. BKIL, puc. 5.14), a yepe3 Hero — ¢ CyOIHIOTEINAIb-
HBIMU CTPYKTYPaMH COCYIUCTOI cteHku. [Ipumepom 3abomeBa-
HUS ¢ HapylieHrueM ha3bl IEPBUYHOM arperary TPOMOOIIUTOB
MoxeT ObITh TpoMOacTeHus1 [ 1aHIMaHa, Mpy KOTOPOH TJIABHYIO
pOJIb B MIaTOreHe3e HapyIIeHW TPOMOOIIUTAPHOTO 3BEHA IeMO-
craza urpaet nedpunut/neheKT MeMOpaHHOTO TIIMKOIPOTEHHO-
Boro komruiekca [Ib/11la, seusomerocs penentopom st ¢puo-
puHoreHa. BzanmoneiictBue nocnieaHero ¢ mukonporenHom 11b/

Ila u Ca>* HeoGXOMMMO ISt arperay TPOMOOITUTOB U PEeTpaK-
IIUM KPOBSIHOTO Cr'ycTKa. B utore TpoMOOIUTHI OOJIBHBIX TPOM-
Oactenuert [ 1aHIMaHa He CITOCOOHBI pearMpoBaTh MOJTHOIICHHO
HY Ha OJIMH U3 CTUMYJISITOPOB arperamuu, B ToM uucie Ha AIID,
aJipeHaIH U KoJuareH. [Ipy 3ToM nMeeT MecTo TakKe OTYETIIN-
BOE€ CHW)KEHUE PeTPaKIMA KPOBSIHOTO CI'YCTKA.

Kniunuveckas kaptuHa. ['emopparmyeckue MposiBICHUS
IIPY HACJIE[CTBEHHBIX TPOMOOIUTONATUSIX TIOSIBIISIOTCS. B PaH-
HEM JIETCTBE Y UMEIOT OAHOTUITHBIN XapakTep. JJoMUHUPYIOT 1e-
TEXUU U MSITHUCTHIE KPOBOMBIUSAHUS Ha KOxke. OHU MOSIBIISIIOTCS
CTMIOHTAHHO WJIM TIOC/Ie HEOOJBIMX TPaBM. XapaKTepHBI TaKxke
JIECHEBBIE, HOCOBBIE 1 MATOUHbIE KpOBOTeueHus1. Pexe BcTpeya-
I0TCS1 JKeJTY/IOUYHO-KUIIIEYHbIe KPOBOTEUEHU S U KPOBOTEUEHUSI BO
BpeMsI Oliepaifii U pojoB.

JMuarno3. MbICITb O BpOKAEHHOW TPOMOOITUTONIATUN BO3HU-
KaeT y Bpaua Mpy HATMYUU B KJIIMHUKE KPOBOTOUMBOCTHU KaIlWl-
JIIPHOTO TUTA, HAIMYUK YIJTUHEHHOU KPOBOTOYMBOCTH Ha (hOHE
HOPMAJILHOTO CofiepkaHusl TpoMOOIIUTOB B KpoBu. Jlabopatop-



HOe 00cCJieloBaHMe MO3BOJISIET BBISIBUTH MIEPBUYHOE HAPYIIICHNE
aJlre3uH, arperaryy Wi CeK ey B TPOMOOIUTAX,, KOTOPOE MO-
KET COMPOBOXKJATHCS TaKkKe HAPYLIEHUEM PETPAKIIMY KPOBSHO-
IO CryCTKA.

HudpdepeHnuaibHbIil JMArHO3 TPOMOOIUTONATHI Clie-
JyeT TPOBOAUTb C APYIMMH Te€MOpparduyeckKMMH Juare3ami,
TPOSIBIISTIONIMMU ceOs1 HapyIieHHeM (PYHKIIMM TPOMOOITUTOB, B
YyacTHOCTU ¢ Oone3Hbio BunneOpanna. B otimune ot Tpomba-
creHuu [aHIIMaHa, IpU KOTOPOU HapylleHbl BCE BUIIbI arpe-
ranyy TpoMOOIMTOB, TpuOoIe3Hn BunieOpanaa mpexae Bce-
r0 HapylIaeTcsl peakldsi Ha PUCTOMUIIMH (PUCTOLMTHH), KOTO-
pasi koppurupyertcs gfooasienreMm ®B. B otinune ke ot 6ones-
1 Buniebpanna npu cunapome beprapa — Cynbe no0aBieHne
@B He Koppurupyer BbIBJICHHBIN Je(DEKT HApyILIEHHOM arpera-
UMY TPOMOOLMTOB Ha PUCTOLIMTHH, MOCKOJIbKY OH CBSI3aH C OT-
CyTCTBMEM Ha TpoMOoluTax Ib rmkonpoTernHoBOro perentopa
st @B. Kpome Toro, nipu 6ome3an BuuteOpania, moMuUMo Ha-
pYyIIEHHS B aAre3ur TPOMOOLIMTOB, HAOMONAETCS CHIKEHUE KO-
arynsauuoHHor aktuBHocTH (paktopa VIII (VIII: C), mockonbKy
B HopMe DB BBINONHAET POJIb HOCUTES KOATYJIALIMOHHOTO KOM-
noHeHTa (pakropa VIII v 3ammiaer ero ot pa3pyliieHus B KPOBU.
Haxonen, npu cunnpome bepaapa — Cynbe B Ma3kax KpOBU MO-
T'yT MIPUCYTCTBOBATh TUTAHTCKUE TPOMOOIIUTHI, UTO /151 OOJIE3HH
BuineOpanyia He XapakTepHO.

JIeuenne. Hekotopoe ynyuiienve (pyHKIMOHATIbHOW aKTUB-
HOCTH TPOMOOIIMTOB ITPY KPOBOTEUEHUH MOKET OBITh JOCTUTHY-



TO C MIOMOIIIBIO AUIIMHOHA (BHYTPUBEHHO, per os) uim 1 % pac-
TtBOpa AT® (110 1,0 r BHyTPUMBIIIEYHO €KETHEBHO) CO JKKEHOU
mMarsesuen 1o 0,5 r 3 pa3za B CyTKM B TEUEHUE MeCs1a WA BHYT-
pumbliiiedHo 10 uHbekui agpokcoHa (mo 1 mu 2 — 4 paza B
nenb). [lonoxutensHbiii 3¢ppexT npuHOCUT putoTepanus (Ha-
CTOM KPAIlUBBbl, THICSTYETUCTHUKA U TIOIOPOKHUKA).

IIporHo3 mnpu HacleICTBEHHbIX TPOMOOLMTONATHSAX, Kak
npaBuiio, OnaronpusATHbIA. EcTecTBeHHO, OH yXyalaercs mpu
KPOBOU3JIMSIHUSAX B MO3T U B CETYATKY IJ1a3, IPUBOJAIIMUX K 11e-
peOpaTbHBIM HAPYIICHUSIM U K TIOTEPE 3PEHMSI.

5.6.3. Bazonarun

['emopparuueckue auaTesbl, CBsI3aHHbIE C TOPAKEHUEM COCY-
JIOB, MOTYT UMETh BPOXJIEHHBIN 1 MPUOOPETEHHBIN XapaKkTep.

HacaencreenHble reMopparnyeckne Ba3onaTuu BKIIO-
qalor Oone3Hb Ocnepa, cuHapombl YepHoryooBa — Diepca —
Hannoca u Mapdana, a Takxke remaHruomsl. VX natorenes Tak
WIA UHAYe CBS3aH C HETIOJHOLUEHHOCTBIO, TOUHEE C HEPaBUJIb-
HBIM Pa3BUTHEM COEJUHUTESIbHOW TKaHW, B TOM 4HCIie CyO3H-
aotenusi cocynoB. KpoBoTounBoCTh 00yCIOBIEHA MaJIoil pe3u-
CTEHTHOCTBIO U JIETKOW PAHUMOCTBIO COCYJUICTOIN CTEHKH, B 4aCT-
HOCTU B MECTaX TeJIEAHTMIKTA3UIA, a TaKke cadoi CTUMYJISIIM-
ell B 9THX y4acTKax aJre3uu U arperaiu TpoMOOIIUTOB.

KpoBOTOUMBOCTD MpY HAC/IEICTBEHHBIX BAa30MATUSX OOHApPY-
KUBaeT ceOs1 B JETCKOM Bo3pacTe. Pedus uier o jierko BOZHUKAI0-



IIUX TEMOPPArusaxX B KOXKY, KPOBOTEUEHUSIX U3 CIM3UCTHIX 000-
JIOYEK HOCA, POTOBOM MOJIOCTH, KETYIOYHO-KUAIIEYHOTO TPAKTA.
XapakTepHbl KPOBOTEUEHUS U3 JIECEH BO BpEMsl UMCTKU 3yOOB.
OnacHbl KPOBOU3JIMSIHUS B MO3T M BHYTPEHHHUE OpraHbl.

JMarHo3 CTaBUTCS HA OCHOBAHWU PAHO BO3HUKIIIETO reMOp-
parmyecKoro auare3a y OOJNbHBIX C BOSMOKHBIMHU Je(heKTaMU CO-
€IMHUTEJIbHON TKaHW, MPOSIBJISIIONIMMU ceOsl pa3IMuHBIMU TIO-
pPOKaMM pa3BUTHsI, HO TIPU OTCYTCTBUU KaKUX-TMOO BBIPAKEH-
HBIX U3MEHEHUI B TPOMOOITMTApHOM 3BeHe reMocTra3a. B kaue-
CTBE BCIIOMOTaTeJIbHOTO Pa3rPaHUYMBAIOIIETO TECTA MOXKET OBbITh
WCMOJIb30BaH aCMUpPHUH, NMpU HazHayeHuu kortoporo (0,5 r) y
OOJIbHBIX C BA30MATUSAMK FeMOPPAarmuecKril uarTe3 IOJHKeH YCH-
JIMBAThHCS, a ITPU TPOMOOIIMTOIIEHUSX HapacTaeT He3HAYMTEITBHO.

JleyeHue HaCJIE[ICTBEHHBIX Ba30MaTUN HOCUT CUMIITOMATH-
YecKUr Xxapaktep. IJisi OCTaHOBKM KPOBOTEYEHUSI MCIIOIb3YIOT
reMOCTaTUUYECKYIO TYOKY, (pMOpHHOreH, MPUKUTaHUE KPOBOTO-
Yalux COCyA0B U T. 1.

IIporno3 mis XU3HU OTHOCHUTENIBHO OJaronpwsTHBINA, XO-
TSI OCHOBAHMIA /111 OECIIOKOMCTBA Y TAKUX TMAIIEHTOB B *KU3HU
MPEI0CTaTOYHO.

IIprnoOpeTeHHbIe Ba30NaTHH C MPOSIBJEHHUSIMHA FeMOp-
parnyeckoro Auare3a BCTPEYAIOTCS B KJIMHUKE 3HAYUTEIILHO
yaire BpOKAeHHBIX (Tali. 5.3), XOTs B KJIMHAYECKOM TUTaHE Ma-
JIO OTJIMYAIOTCS OT HUX.

OcHoBHbBIE JIEKAPCTBa, BbI3bIBAKOINE Ba30MaTHUM: ac-
NUPUH, HOJ; N30HUA3M]I, MepoOaMaT, MeTHIIIONA, TUTepa3yH,



XWHU/IUH, TUTIOTHA3W], MBIIIbSIK, TOIOYTaMuj, aJUIoNypHHOI,
pe3epIvH, UHAOMETAIMH, COJIU 30J10Ta, (DypOCEeMMU/, SCTPOTEHBI,
JIUTOKCHH, XJIOPIPOMaMU/l, XUHUH, CyIb(haHUIaMUIbI, JIEBOMU-
LEeTUH, Bap(apuH U JIp.

JAuarso3 npuoOpeTeHHBIX BA30NATUN CTABUTCS TMPU HAJIM-
YUY B KJIMHUKE PA3HOU CTETIEHU BbIPAKEHHOCTH MOPAKEHUI CO-
CYIOB (aTepocKJjiepos, nuadeThuecKasi aHTUoIaThsl, CACTEMHbIC
BaCKYJIUTHI U JIp.) B OTCYTCTBUE OTMEUYEHHBIX BbIILIE HAPYIIIEHUI
TPOMOOIIMTAPHOTO 3BEHA TeMOCTa3a.

JleueHue HamparieHO Ha KOPPEKIMI0 OCHOBHOTO 3a00JieBa-
HUS U Hecren(rieckoe ycTpaHeHUue CUMITTOMOB reMopparmnye-
CKOTO JMaTe3a.

Tabauya 5.3
3abosieBaHNsi COCY0B, NMPOSIBJISAIONINECS MOBBINIEH-
HOIl KPOBOTOYNBOCTHIO

Haf,ﬂ(:‘,“ICTHEI'IHl:IE‘ SHSDHEBQIIWR ”]’)MDﬁpf‘TPHHhIE COCYAHUCTRIE :{aﬁ(meﬂa]mﬁ

Cunznpom YepHorybosa — Dnepca — Jan- | KonnareHo3s!
noca

Cunznpom Mapbana Cunzpom Kymmsra
TlceBfoKcaHTOMA MakpornofynuHemus
JeduupuT HHCTaTHOHMHOBOH B-cuHTeTassl | MHOKECTBeHHAA MUEIOMA
TeMopparu4ecKas TeNeaHrHIKTazus AMUIOHI03

Allieprugeckue mypiypbt

LTHpKYAUPYIOLIHe UMMYHHBIE KOMIUIEKChI
AyTO3pUTPOLHTADHAS CeHCHOMIU3ALIMA
TToBpexIeHHs COCY/I0B, BHI3BAHHBIE JIeKapPCTBAMHU




5.6.4. KoaryaonaTum

Omnpenenenune. KoarynonatusiMu Ha3bIBaIOTCSl TeMOpparu-
YeCcKue QUaTe3bl, CBSI3aHHbIE C HAPYILIEHUEM IUIa3MEHHOTO 3Be-
Ha remMocta3a. OHU HOCAT WM BpOXJieHHBIN (Oose3Hb Buiiie-
Opanpa, remoduinm), wid npuodOpeTeHHblin xapaktep (IBC-
CUHIPOM).

boae3ns Buiieopana

Bonesnr Busuiebpanaa siBiisieTcsi caMoil pacpoCTpaHeHHON
(hopmoii cpeau HacleICTBEHHBIX TEMOPPArMUecKUX IUaTe30B.
3aboneBaHue MepefaeTcsi 1Mo ayTOCOMHO-IOMUHAHTHOMY WU
PELIECCUBHOMY THUITY U BCTPEYAeTCs KaK y MYKUMH, TaK U Y KeH-
myH. [Tockonbky @B HE0OXOq¥M /17151 TTOJTHOIIEHHOM a/ire3uu 1
arperaiy TPOMOOIIUTOB U IS TTOJICPXKaHUST aHTUTEMODUITb-
HOTO I7100y/IMHA, ero HeJOCTaTOK MPUBOIUT K HAPYIIEHUIO Kak
COCYIUCTO-TPOMOOIIUTAPHOTO, TaK U IJIa3MEHHOTO 3BEHBbEB Ie-
Mocra3za. B cBolo ouepep, HalMuue ABOMHOrO Jie(peKkTa B CUCTe-
Me reMocCTa3a MPUBOIMT K TOMY, UTO OoJsie3Hb BuneOpanaa, ¢
OJIHO¥ CTOPOHBI, HATIOMUHAET TPOMOOILIUTONATHIO, C IPYTOM — re-
MOpHITHIO.

IMarorene3. dakrop BwuieOpanga mnpencraBiseT coOOi
IJIMKONPOTEHH ¢ MOJeKyisipHoM maccou ot S00 mo 12 000 —
20 000 xa (cm. 1B. BKJ., puc. 5.13). OH cOCTOMT U3 OAHO-



THUITHBIX JJUMEPHBIX MPOTOMEPOB (CYObEIMHMIIL), KOTOPbIE KOIH-
PYIOTCS TEHOM XPOMOCOMBI 12, ¥ CMHTE3UpyeTCs B KJIETOUHBIX
CTPYKTypax 3HIOTeNUs U MerakapuouuTtax. CUHTE3UpPOBAHHBIN
B Merakapuorurax @B nocrynaer B TpOMOOIUTHI, XPAaHUTCS B
d-rpaHyJiax ¥ BRIOpAChIBAETCS U3 MOCIEJHUX IO/ BJIUSITHUEM BbI-
3bIBAIOLLMX arperauuio crumysioB. Pons @B B remocrase cesa3a-
Ha C €ro MyJIbTUMEPHBIM CTPOEHUEM M HAJIMYMEM B KaXKJOW U3
ero cyobequHuUIL cTporo TudepeHIIMPOBAHHBIX TOMEHOB CBSI-
3BIBAHUS C PELIEIITOPOM TPOMOOIIMTAPHON MeMOpaHBbI, KoJijiare-
HOoM, paktopom VIII 1 remaprHONOIOOHBIMYU TITUKO3aMHUHOTJIH-
KaHaMu. B uTore oH (byHKIITMOHHMpYET Kak OENOK — HOCHTEIh
caktopa VIII u omHOBpeMeHHO OnocpeayeT aare3uto TPoMOo-
IIUTOB K CYOSHIOTEMATIBHBIM CTPYKTYPaM TMOBPEKIEHHBIX CO-
cynos. IIpu stom @B BBITIOIHAET PO MOCTA, COEAUHAIOLIETO
petieniTtopbl TpomMbonuTapHoii Memopansl Ib u [1b/VIlla (cm. 1B.
BKJI., puc. 5.13 u 5.14), a ¢ Apyror CTOPOHBI — KOJUIareH, MUO-
(puOpumILIBI M1acTHHA, TEMAaPUHONIOAOOHBIN TTUKO3aMUHOTIMKAH.
Hapymenne nyren cunresa n cexpeuun ®B npuBogur K BO3-
HUKHOBEHMIO pa3nyHbIX hopM Oonesnu BuineOpanna, pasim-
YAIOIIUXCS U TIO TSHKECTH, U M0 JJAOOPATOPHBIM MPOSIBIICHUSIM.
Kimnuyeckasi kaptuna. bonesns BuieOpanna nposiisi-
eT ce0s1 OueHb paHo. Y jieTell B BO3pacTe OT rofia 70 5 JIeT MOTyT
OBbITh MOJKOHbIE TEMOPPAaruv U KPOBOTEUEHUS] U3 CIU3UCTBIX
000J104eK MOJI0CTU pTa U Hoca. [IpUUMHON MOBBIIEHHOW KPO-
BOTOYMBOCTH MOTYT OBITh TPABMBI M PA3JIMUHBIE XUPYPrudecKre
BMEIIATEIbCTBA (TOH3UUIOKTOMHS, AA€HOIKTOMUSA, SIKCTPAKLIAN



3y0oB). Hapsity ¢ 9TM OBIBAIOT M CaMOIPOX3BOJIbHBIE HOCOBBIE
KkpoBoTeueHus. Ha (poHe BUpYCHBIX MH(PEKIIMN BEPXHUX [IbIXa-
TeJIbHBIX MyTel MOCIeTHIE MOTYT CTaTh MPOMY3HBIMU U MIPUBO-
IuTh K aHemuu. [Ipu nosBeHUM MEHCTpyaluid y J€BOYEK OHU
MOT'YT MPOJIOJIKATHCA OT HEJEJIH JI0 MecALlA U HOCUTh XapakTep
meHopparuid. [Ipu Tsokenom TedeHun 3a00eBaHKs BCTPEYAIOT-
Csl CIIOHTAHHO BO3HHUKAIOILIME KETyAOUYHO-KHUIIEYHbIE KPOBOTE-
YEHUs, allOIUIEKCUX IMYHUKOB, KPOBOU3JIUSHUSA B CETYATKY IJ1a-
3a, TeMapTpo3bl U Aaxke MeXMbIlLeuHble remaTtoMsl. ['emaprpo-
3bl, HE CTOJIb YacThle mpH Oone3Hn Buiebpanaa, 0ObYHO TIO-
paXkaloT KOJIEHHbIE, JIOKTEBbIE U TOJICHOCTOIHbIE cycTaBbl. [1pu
9TOM KJIMHUKO-PEHTIEHOJIOTMYECKas KapTHHA TeMapTPO30B I10-
X0ka Ha TeMO(pHIIbHBIE.

B mesnom KJMHMYECKOe TeueHre OONIe3HH OTIMYAeTCsl OONb-
UM TOJIUMOP(PU3MOM  KJIMHUYECKHX CUMITOMOB, 4YTO B
NIEPBYIO OYEPEb CBA3AHO C PA3JIMYHBIM COIEPKAHUEM U XapaK-
TEPOM CTPYKTYPHBIX M3MeHeHuil OB 1iasmbl 1 TpOMOOLIMTOB.
Ha ocHOBaHMM 3THX KpUTEPHEB BbIIEISIOT HECKOJBKO IMO/ABA-
PUAHTOB WM TUIOB Oose3Hu. [lepBbiii, HarOoIee YacTo BCTpe-
YAIOLIUICA TUII, BBIIEJIAETCS HA OCHOBAHUM YMEHBILIEHHOTO CO-
JEepXKaHUs B KPOBU CTPYKTYPHO Hem3MeHeHHoro ®B u mosiHo-
ro Habopa mynbTuMepoB. Tum Il mMoxeT ObITH OXapakTepuso-
BaH HOPMaJIbHBIM MM CYOHOPMaJIbBHBIM YPOBHEM W3MEHEHHOTO
10 CTPYKTYpe m1asmMeHHoro ®B, B MynbTUMEpHOM Habope Ko-
TOPOrO WJIA OTCYTCTBYIOT BBICOKOMOJIEKYJISIPHBIE (hOPMBI (I10A-
il IIA), nam umeer MecTo ero nosbileHHasA ap@UHHOCTL K



Ib-penieniropy TpoMOOIIUTApHOI MEeMOpaHbI, YTO OOHAPYKHUBA-
er ceOsl yCKOPEHHOW PHCTOMUIIMHOBOM arperanyeid TpoMOoLu-
TOB B TU1a3Me OosibHOTO. HakoHer, mpy caMoM TSIKEJIOM M PEIKO
BcrpeyaeMoM turie [II @B He onpenensiercs coBcemM HU B I1a3-
Me, HU B TpoMOoluTax. B TeueHnM 3a00j1eBaHUs OTMEUAIOTCS
neproabl odoctpeHnid n pemuccuid. [Ipu sToM B X0z1€ B3poce-
HUsL OOJIBHOTO TSKECTh KJIMHUYECKUX CUMIITOMOB OCJIa0eBaeT.

HMuarno3. Meicib o 6osne3nu BusneOpania BOSHUKaET y Bpa-
Yya MNpy HAJIAYUM B KJIMHUKE PaHO BO3HHUKAIOILIETO reMopparu-
YeCcKOro Juare3a, OOHapyKUBAIOIIEro OJIHOBPEMEHHO Hapylie-
HUS ¥ TPOMOOIIUTAPHOTO, U TIJIa3MEHHOTO 3BeHa remoctasa. [u-
arHo3 MOATBEP:KAaeTCs CIeAYIOIMME JaO0PATOPHBIMU MPU3HA-
KaMu: 1) yBelnMueHHe NEepBUYHOM [IMTEJIBHOCTH KpPOBOTEYE-
HU; 2) CHUDKEHUE PUCTOMUIIMHOBOM a/IN€3MBHOCTY U arperaiyu
TpPOMOOIIMTOB, ycTpaHsemoe jodariecHrueM OB; 3) ymiuHeHune
AKTUBUPOBAHHOTO MapPIUAIBHOTO TPOMOOIJIACTUHOBOTO BpeMe-
HU (AIITB); 4) cHUkeHue KoaryisiiiMOHHON aKTUBHOCTH (PaKTO-
pa VIII; 5) camkenue ypoHsa OB B muia3zme (Orpeaessercs uM-
MYyHO(DEPMEHTHBIM METOJIOM) WUJIM HApYIIEHUEe €ro MYyJIbTUMED-
HOU CTPYKTYPBI.

Hudpdepennuanbubiii [uarno3 Oonesnu BuneOpanaa
MPEXJIE BCEro MpoBogsAT ¢ remModuanenr A. OmbIT NOKa3bIBAET,
YTO HauOOJIbIIINE TUATHOCTUYECKUE TPYTHOCTA BO3HUKAIOT TIPU
pasrpaHUYeHUH JIETKUX (popm OoJIe3Hel, KOTia CTONb XapaKTep-
Hoe /7151 Oose3Hn BuieOpania yBennueHue AMTeNbHOCTH KPo-
BOTEUEHUSI W HapyIlIeHHe a/ire3ud TPOMOOITUTOB MOXKET OBITh



He npecraBieHo. C Ipyroil CTOPOHBI, 3T JJAOOpATOPHbIE MPH-
3HAKM MOTYT OOHApYKHThCSI M3-32 0Opa30BaHUsI aHTUTPOMOO-
LUTAPHBIX aHTUTEJ Ha (DOHE YaCThIX MEepeMBaHUl KPOBH Yy Ya-
cTu O0NBHBIX ¢ reModmusaMu. B aTom ciydae pemnaroiiee 1ua-
THOCTMYECKOE 3HaueHue Oy/IeT UMETh MPSIMOe OIpeieieHre COo-
JepKaHusl aHTUTeHa U akTUBHOCTU PB, KOTOpBIE MpU reMopu-
JIMY WM HE OTJIMYAIOTCSI OT HOPMBI, UJIH Ja’Ke TOBBIIIIECHBI.

Jleuenme. Ilpu JIerkux M ymMepeHHBIX KPOBOTEUEHUSIX Y
6ombHBIX ¢ | TUTIOM Oone3Hn BuineOpaHaa ¢ HOpMaJIbHBIM CO-
nepxanvem ®B B TpombonuTtax mokazaHo memieHHoe (10 —
20 MUH) BHYTPUBEHHOE BBE/IEHHE aHAJIOra €CTECTBEHHOI'O aHTHU-
MY PETUYECKOTr0 TOpMOHa (aecMorpeccuHa) B Jo3e 0,3 MKI/Kr
Maccsl Tesia B 30 — 50 Mu1 iB0TOHUYECKOro pacTBOpa HATPU S XJI0-
puna. [Ipu sTrom noeieHne ©B u aHTUTEMODUITBHOTO TT00Y-
JIMHa perucrpupyercs yxe yepe3 30 MuH nocie Hadana uHdy-
3UM U IOCTUTaeT MakcuMyma uepes 1,5 — 2 4. OH yaepKuBaeTcst
Ha TaKOM ypOBHe B TeueHue 12 4, oryero TpedyeT MOBTOPHOTO
BBeneHrs1. OJJHAKO JICYUTh JeCMOMPECCHHOM Oortee 3 CyT He pe-
KOMEH/1yeTCsl B CBSI3U C OMYCTOIIEHUEM MOCIeJHUM I'PaHyIl Xpa-
HeHus OB B kiieTkax sHAOTENUS U 0TCIOIa — C HEOOXOIUMOCTBIO
CHHTE3a B HUX HOBBIX MOPIIUI 3TOTO (pakTopa.

Jlns nedeHnst OONBHBIX ¢ BapuaHTamu 3a0oneBanus, rie OB
B IpaHy/laX XpaHEHWUs] OTCYTCTBYET, UCHOJb3YIOT CBEkKE3aMO-
POXEHHYIO IJIa3My WM Kpuorpeuunurar, oorareiii ®B. [pu
OIpE/IeIEHUU TeMOCTAaTUUECKOW J103bl MIpenapara pyKOBOICTBY-
I0TCSI KOPPEKLIMEN TPOKOAry/IsTHTHOM aKTUBHOCTHU (pakTopa VIII



Y TIEPBUYHOM JJIUTEJIbHOCTU KpoBOTeueHUst. DPPEKTUBHOCTh
Tepanuy OLEHUBAIOT KJIMHUYECKU — MO YMEHBIIIEHUI0 WHTEH-
CUBHOCTH U TIPOJIOJIKUTENIBHOCTU KPOBOTEUEHUI M paccachiBa-
HUIO KPOBOM3NUSIHUI. B ciydae nepennBaHus mpenapaTroB Kpo-
BU, conepxamux 1 ®B, n anTureMouIbHBIN TIOOYIUH, YpO-
BEHb MOCJIEIHETO YBEJIMUMBAETCSI TPOMOPIIMOHAILHO BBEIEHHO-
My haKTOpy M TOIEPKUBAETCS Ha XopolieM ypoBHe. Heooxo-
JMMOCTh B 3aMECTUTEIbHOW Tepanuy aHTUTeMO(UIIbHBIM TJI00Y-
JIMTHOM BO3HUKAET TOJIBKO MPU MPO(QY3HBIX U JUIUTETBHBIX KPO-
BOTeueHUAX. B atoMm citydae ¢pakrop VIII BBoguTcs BHyTpUBEH-
HO /IO OCTAaHOBKU KPOBOTEUYEeHM 1 Kaxible 24 4 u3 pacuera 20 en./
KT Macchl Tena. Yto kacaercsi OCTAaHOBKU KPOBOTEUEHUI U3 CITH-
3UCTHIX OOOJIOUEK TOJIOCTU PTa M HOCA, ISl STUX TeJieid MOXeT
OBITH PEKOMEH/IOBAHO MECTHOE WCIIONIb30BaHUE U TPOMOWHA, U
reMOCTaTUYecKor ryOKu wiu Mapiau. [TporHo3 npu pa3iudHbIX
nojiBapuaHTax 3abosneBanusi HeoguHakoB. OH OoJsiee Onaronpusi-
TEeH MpY YMepeHHO BbIpaxkeHHoW hopme Oosie3Hn BuieOpana.
B To xe Bpems Tspkenoe TedueHue OONe3HH, HepeaKo Haouoaa-
torieecst y 6ombHbIX ¢ 11 Tumom 6one3nn BuieOpanaa, Moxer
NIPUBECTU K AaHKUJIO3Y CYCTaBOB U K TSKEJION aHEMUHU.

I'emoduaun

[lemodunru 00pa3yioT rpyniy HacJIeICTBEHHO OOYCIIOBJICH-
HBIX 3200JIeBaHN KPOBH, CBSI3AHHBIX C HApPYIICHUEM TUIa3MeH-
HOTO 3BeHa remoctasa. [1o coBpeMeHHBIM Ki1accupUKaIysM Mo-



ryT ObITh BhIENeHb Temodmun A, B, C, D n E.

I'emocnimsa A — Hac/ieICTBEHHbI FeMOpparnyeckuii aua-
Te3, CBA3AHHBIM C HAPYIIEHHON MPOLYKIMEW aHTUTEMO(UIIBHO-
ro moOynuHa umm ¢aktopa VIII. TTockoabKy OTBETCTBEHHBIN
3a TOT OEJIOK I'eH JIOKAJIM30BaH Ha X-XPOMOCOME U SIBJISIETCS
peliecCUBHBIM, TeModuieli A B OCHOBHOM OOJICIOT MYKUHHBI.
7KeHIMHBI ke, HOCUTEH T'eHa reMo(WINU, UMEIOIIME BTOPYIO
X-XpoMocoMy (TeTepOo3UroThl), 3TUM 3a00JIeBaHUEM HE CTpaja-
10T. VICKJIIOUEHNE COCTABJISIOT JIMILb I€BOUYKU-TOMO3UTOThI, KO-
TOpBIE POIUJIVCH B CEMbE OOIBHOTO reMO(HIel OTIa M MaTepu
— [IEPEHOCYMKA 3TOM Ae(eKTUBHOU X-XpoMocombl. Kpome Toro,
y 10 = 15 % GonbHBIX ¢ TPUOOPETEHHON B XOfie KU3HU MyTa-
1Meld reHa aHTUreMOo(HIILHOTO TIIOOYIMHA TeMOUIHS A MOXET
MMETh U HEHACJIEICTBEHHBII XapaKTep.

IIaTorene3. HapyieHue reHa, OTBETCTBEHHOIO 3a CHUHTE3
AQHTUTEMO(UIIBHOTO TIOOY/IMHA, Yallle BCero acCOIMUPYETCs ¢
MpOAYKIKMeN (PYHKIIMOHAJIBHO HemnoiaHoLeHHoro (akrtopa VIII
(remopmina A+) um, pexe, ¢ ero KOJIMYEeCTBEHHBIM Je(hEKTOM
(remopunust A—). B mo6om cinydae cHUkeHHe ak TUBHOCTH (pak-
topa VIII npuBOogUT K pe3KOMy 3aMeIJIEHNIO CBEPTHIBAHUS KPO-
BU MO BHYTpeHHeMy nyTu. [Ipu stoMm crenenb aedpunura gak-
topa VIII TecHO cBA3aHa ¢ BHIPAKEHHOCTBIO FEMOPPArnyecKoro
JuaTe3a, 4To HaXOAUT OTPaKeHHUE U B KJIacCU(PUKAUK OOJIE3HMU.
B yactHocTu, nipu Tskenon popme reMopuaIuu A aKTUBHOCTh
(paxtopa VIII He npesbiiaer 5 %, npu cpeHeN TSKECTU TeUe-
HUS OHa BapsupyeT oT 5 10 10 %, a npu Jierkoit — npesbIlaeT



10 %.

Kimanyeckass kaptuHa. OCHOBHBIM CHMIITOMOM B KJIU-
HUYECKOM KapTUHE SIBJISIOTCS MEePUOIUYECKU MOBTOPSIONIMECS
SNU30/bl KPOBOTOUMBOCTU. Kak MpaBuiio, OHU PEruCcTpUPYIOT-
C B paHHEM BO3pacTe, HO MOT'YT NOSABUTBCA U no3aHee 20 Jer.
Hecmotps Ha poxeHue ¢ FeHOM reMo(priny, HOBOPOKICHHBIE
JeTU KPOBOTOYAT PENIKO, B TOM UMCJIE TOCIIe MepPepe3Ku Myrno-
BUHBL. [I0 mosyroga CKJIOHHOCTb K KPOBOTEUEHMSM BBISIBIISIET-
Csl y HEMHOTHUX, U OHU MOTYT MOSIBUTbCS TIPY HA/IPIBE y3/I€UKHU
SI3pIKA WJIM TIofipe3aHuu Hortel. IIpopesbiBaHre MOIOYHBIX 3Y-
60B mpoxoauT 6e3 KpoBoTounBOCTH. OMHAKO OCTphIe Kpas ca-
MUX MOJIOYHBIX 3yOOB MOTYT ObITh IPUYMHON KPOBOTEUEHUM U3-
3a IPUKYCOB SI3bIKA, ek U ryd. Korga peGeHOK HauMHaeT BCTa-
BaTh W MPOOYeT XOAWTh, BOBMOXKHOCTh TPaBMATHU3AIMU PE3KO
BO3pacTaeT. M3-3a TOro, 4to OH MajaeT, MOSBJISAIOTCS reMaro-
MBI TYJIOBUINA U ronoBbl. Korga ske peGeHOK HauMHaeT aKTHB-
HO XOAUTH U Oerath, OTKPHIBAIOTCS] BO3MOXXHOCTH JIs1 KPOBOU3-
JMSHUS B CYCTaBbl, IPEXKJIE BCErO KOJIEHHBIE, JIOKTEBBIE U TO-
JeHocTtonHbie. «CrOHTaHHBIe» KPOBOTEUCHHUs (BHE TPaBMaTH3a-
L[1M), TIPEXK]E BCEro, MPUCYIIU TAKEIbIM (popMaM reMopuInu.
C npyroil CTOpPOHBI, ONepaTvBHbIE BMEIIATEIbCTBA, JaXe JKC-
TpakKIwsi 3yOOB, OOBIYHO COMTPOBOKAAIOTCS TIOBBIIIIEHHOW KPOBO-
TOUMBOCTHIO. [ToCKONBKY 0Opa3oBaHKe MEPBUYHON TPOMOOIIN-
TapHOU MPOOKM MpK reMopUJIMU He HapyIlIeHO, STU MOCTornepa-
IIMOHHBIE KPOBOTEUEHHUSI y OOTBbHBIX reMO(hUIINEN BO3HUKAIOT He
cpasy, a 4epe3 HECKOJIbKO YacoB, HO U3-3a OTCYTCTBHS BbIAJE-



HUS1 (PUOPUHA MOTYT MPOJIOIKATHCS THAMU U JaKe HENIENISIMU.



Konen 03HaKOMUTEJLHOI'O
¢dparmenra.

Tekct npenocraBieH OO0 «JIutPec».

[IpounTaiiTe STy KHUTY LIEJIMKOM, KYIIUB TOJIHYIO JIETATbHYIO
Bepcuio Ha JIutPec.

Be3ormacHo oriaTuTh KHATY MOKHO OaHKOBCKOH KapToit Visa,
MasterCard, Maestro, co cuyera MOOMJIBHOTO TesiehOHa, C TiIa-
Te)KHOro TepMmuHaia, B cajoHe MTC wmm Cesa3HoOHM, uepe3
PayPal, WebMoney, Aunexc./lensru, QIWI Komenek, 60Hyc-
HBIMU KapTaMu WK APYTUM YI0OHBIM Bam crioco6om.
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