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MEXAHMW3MbI 'TEMOJIN3A OPUTPOLUTOB ITPU HACJIEACTBEHHbIX
I'EMOJIUTUYECKHUX AHEMUAX

Spxora U. 0.}, Cusaxora JI.B.!

1OI'EOY BO III'MY umM. akanemuka E.A. Baruepa Munzapasa Poccun, I[TepMb

AHHOTaNMsI: Pa3INYaloT TeMOIUTHICCKUE aHEMHIH HACIIEACTBEHHbIC U puoOpeTeHHbple. HacnencTBeHHbIE aHEMUHU
MOTYT OBITH OOYCIIOBJICHBI T€HETHYECKUMH Ae()EKTaMU CTPYKTYphl MEMOpaHBI 3PUTPOLUTOB, HACIECICTBEHHBIM
neduroM pepMEHTOB SPUTPOLUTOB, HAPYIICHHEM CTPYKTYPBI T€MOTI00MHA 1 CKOPOCTH TIPOLiecca CHHTE3a OHOMN
u3 1eneil rnoduHa. XapakTepHBIMH NPU3HAKAMH TE€MOJIM3a SPUTPOLMTOB SABISIFOTCS SPUTPOHMIHAS THIICPILIA3US
KOCTHOT'O MO3Ta U BBIPAXKEHHBIN PETHUKYJIOLUTO3.
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HEMOLYTIC ANEMIA
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Annotation: distinguish between hereditary and acquired hemolytic anemias. Hereditary anemias can be caused by
genetic defects in the structure of the erythrocyte membrane, hereditary deficiency of erythrocyte enzymes, disruption
of the structure of hemoglobin and the rate of synthesis of one of the globin chains. The characteristic signs of
erythrocyte hemolysis are erythroid hyperplasia of the bone marrow and severe reticulocytosis.
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I'emonuTHueckne aHEMUU XapaKTEPU3YIOTCS BBIPAXKEHHBIM YCUJIIEHHEM IIPOLIECCOB
paspyllieHusl SPUTPOLMTOB, MOTYyT OBbITb HacleACTBEHHbIMH U npuoOpereHHbIMU. [lo
KJaccu(UKalMU HACJIEJCTBEHHbIE TI€MOJIMTUUYECKHE AaHEMUM MOXKHO [OApa3leNuTh Ha
MeMOpaHONaTUX (TUIUYHBIM IPUMEPOM SBIISIETCS HACIEICTBEHHBIN cPEepOITO3), FHZUMONATUN
(mampumep,  nmedunut  depmeHTa  meHTo30(ochaTHOrO — MHKJIA  —  TIIOKO30-6-

Q)OC(baTz[eer[poreHasH) 1 FeMOTJIOOMHONaTH! (CepHOBI/II[HO'KJIeTO‘lHaH aHCMU, TaJ'IaCCGMI/II/I).

Cpe,I[I/I MeM6paHOHaTI/II>'I qamie BCTPCYHACTCHA HacCJIeICTBEHHBIN C(l)epOI_II/ITOIS

(MukpochepouTos, 6one3ns Munkockoro — [llogdapa, 6enkoBozaBucumas MemMOpaHonaTus).

B ocHoBe HacnmeACTBEHHOTO CGEpOIUTO3a JEKUT TEHETHYECKHH HePEeKT CTPYKTYpPHI
MeMOpaHbl SPUTPOLIMTOB, YTO MPUBOAUT K U3MEHEHUIO (DOPMBI SPUTPOIIUTOB C AUCKOUTHOU Ha
chepuueckyto. [Ipu 6onesnun MunkoBckoro — Illoddapa yvame Habmomaercs nedunur Oenka
cnekTpuHa. Takue SpuTpOLUTHI CTAHOBSITCS HE CIOCOOHBIMU K J1ehopMaliii ¥ TP IPOXO0XKAECHUN
Yyepe3 KamwUIsipbl YMEHBIIAIOTCS B pa3Mepax, Tak Kak TepsoT 4acTh MEMOpPaHHOTO BEIIECTBa.
[TIpu sTOM paboTa HATPHIl-KAIMEBOrO HAcOca HapyliaeTcs. DTO MPUBOAUT K H3OBITOUHOMY
HAKOIUICHUIO B 3PUTPOIIMTE MOHOB HATPHS M BOJBI. DPUTPOLUTH MPUOOPETAIOT CHEPHUIECKYIO
dopMy, MOITOMY HA3BIBAIOTCS C(HEPOIUTaMHU. V3meHeHHBIE c(epudecKre SPHTPOIHUTHI

pa3pymiaroTcsa B CCJIC3CHKC. Tak kak B MCIKCHHYCOBBIX MPOCTPAHCTBAX CCHGSéHKI/I, Trac



COACPIKAHUE TJIIOKO3bl CHHUIKCHO, HanI/Iﬁ HE BBIBOAUTCA, 3TO MNPUBOAUT K OCMOTHYCCKOMY

reMOJIU3Y SPUTPOIUTOB.[4]

B oOmem anamu3e KpOBH BBIABISETCA HOPMOXPOMHAs, MHUKpOC(hEpOIUTapHas,
rureppereseparopHas anemus. Ecinu reMonus npooinKaeTcsi B TEUEHHUE JJIMTENIBHOIO BPEMEHH,
TO aHEMUsI CTAHOBUTCS TUIIOXPOMHOM, TaK KaK pa3BUBAETCSI COITYTCTBYIOLIEE XKeIe301e(PUIIUTHOE
cocTosiHue. V3MeHeHHs cO CTOpPOHBI JIEMKOLUMTOB HaOJIIOAAIOTCS, KaK MpaBWIO, B HEPUOJ
TeMOJIMTUYECKOTO KpU3a MO0 TUNY HEUTPOUIBHOTO JIEHKOIMTO3A. OcmoTHnueckas

PE3UCTCHTHOCTDb PUTPOLUUTOB CHUKACTCH.

B KOCTHOM MO3re BBISBISCTCS KOMIICHCATOPHOE YCHJIGHHE JPHUTPONOI3a B BHJC
SPUTPOUTHON pEaKITUH HOPMOOIACTUIESCKOTO THIIA C TOBBIIICHHBIM COJIEpYKaHHEM 0a30(pHITbHBIX,
HOJUXPOMATO(MUIBHBIX, OKCH(PHIBHBIX  ApUTpOKapuonutoB (HopmoOmacros).[1]  Jleiiko-

3pHTpO6HaCTquCKO€ COOTHOHICHUC YBCINYNBACTCA.

B 6uoxuMuueckoM aHaause KpPOBHU BLISABJIACTCA FI/IHep6I/IHI/IPY6I/IHeMI/IH 3a CUCT HerﬂMOﬁ
(bpaKuI/m. Knuanaecku 310 MPOABJIACTCA JKCITYIWIHBIM OKpalllMBAHHUEM KOXHW W BHIUMBIX

CIU3UCTBIX 000JIOUEK.

Cpenu sH3UMONATHI OAHON U3 HauboJee pacpOCTPAHEHHBIX aHEMUH SBJISIETCS aHEMUS,
BbI3BaHHAsA  JACHUIUTOM  TIOK030-6-pocharmeruaporenazer  (I'-6-DJII') B memOpane
SpUTpolUTOB.  3abolieBaHUE CcLEMIEHO ¢ X-Xpomocomon. Bo3mokHO coueTaHue gaHHOU
TEMOJINTUYECKOW aHEMHUU C JAIBTOHM3MOM W reModunued. Tak Kak TreH, OTBEUAIONIIMNA 3a
npoxyiupoBanue [-6-AJI[C sputponmToB, pacroyiaraetcs B X-XpOMOCOME PSIOM C TSHOM

I[BETHOTO 3pEHUsI U TeHOM reModuinu.[4]

I'emonu3 mnpu JaHHOW MATOJIOTMM MOXET OBITh CIPOBOLMPOBAH HEKOTOPHIMU
JIEKapCTBEHHBIMU TIpernapaTaMy, BUPYCHBIMU MM OaKTepUAIbHBIMU WH(GEKIUSIMH, TOKCUYHBIMU
BelleCTBAMHU. I3BECTHO, UTO S3PUTPOLIUTHI, HA KOTOPBIE BO3AEUCTBYIOT JAHHBIE MPOBOLMPYIOLINE
(bakTophl, B HECKOJBKO Pa3 aKTUBUPYIOT META0OIU3M TIIFOKO3BI Yepe3 rekco30MoHopochaTHbBIN
myHT. [Ipu 3TOM pereHepupyeTcss BOCCTaHOBJIEHHBIN INIYTaTHOH, 3alUINAIONIUNA MeMOpaHy
SPUTPOLIUTOB OT OKucieHus. [lpu anemuu, oOycrnoBieHHON neduiuToM GhepMeHTa riIrKo30-6-
docdarnerunporeHassl B MEMOpaHe SPUTPOIIUTOB, HAPYIIIAETCS adPOOHOE OKUCIIEHUE TIFOKO3BI.
CynbdruapuiibHbIe TPYIIIBI TEMOTIO0MHA OKUCIISIOTCS, a TIIOOWH TEPEXOAUT B HEPACTBOPUMYIO

bopmy, 0Opa3yst BHYTpHIpUTpOLIUTApHBIE Tenblia [ einma.[ 2]



B o0mmiem aHanu3e KpoBU BBIABISETCS aHEMUS (3PUTPOLIUTHI M TEMOITIO0NH, KaK MTPABUIIO,
3HAUUTENBHO CHMIKEHBI), PETUCTPUPYIOTCA SPUTPOLUTHI ¢ TenbliaMu ['eiiHua, aerManuTsl

(«HAAKYCaHHBIE» IPUTPOLUTHI). AHEMUS COITPOBOXKIAETCS] PETUKYJIOLUTO30M.

I'emomn3 1npu [JaHHOM aHEMMM BHYTPUCOCYAMCTBIM. MOKET CONpPOBOXKAATHCS

reMOTJIOONHYPHEH.

[IpyurHaMu pa3BUTHS TEMOJUTHUYECKOW aHEMHH MOTYT OBIThb TakXke HapylleHHe
CTPYKTYpbI reMorjio0nHa (KauecTBeHHas reMOrI00MHOIAaTUs) U HapyIIeHHe CKOPOCTH Ipoliecca

CHHTE3a OJTHOU U3 IIeTell rI100MHa (KOJTMYECTBEHHAs! TeMOTTIO0MHOTIATHS).

Cpenn  KayecTBEHHBIX  TIeMOrjoOMHOMATUH  Haumbojiee  YacTo  BCTpeydaeTcs
ceprioBuiHOKIIeTOuHast aHeMus.[5] CyTh JaHHOM MATOJNOTUH 3aKJIFOYACTCs B TOM, 4TO B [-IeTH
reMOTJIO0MHA TIIOTAMUHOBAs AaMHHOKHCIOTa 3aMeHsieTcss Ha BainH. CBOWCTBA MOJIEKYJIBI
reMOrJIOONMHAa M3MEHSIOTCA. OPUTPOLUTH TAIMEHTOB C CEpPHOBUAHOKICTOYHOW aHeMHen
conepxkar HbS. JlesokcurenupoBannbiii HDOS o6namaer NOHMKEHHOW pPAaCTBOPHUMOCTBIO H
croco0eH K mojuMepu3anud [6]. OTo IPUBOAUT K TOMY, YTO SPUTPOLHUTHI 1eHOPMUPYIOTCA,
npuobperaroT (GopMy CEepHOBHIHBIX M JIETKO TOABEPralOTCsS IeMon3y. Takue ceprnoBHIHBIC
SPUTPOLUTHI HA3bIBAIOTCSA JAPENaHOUUTHI. BaXHO OTMETHUTH, uTO 00OCTpeHHIO 3a00JIeBaHUS
CIIOCOOCTBYET THIIOKCHS, TIIOCKOJIbKY OKa3blBaeT BIMSHHUE Ha TPOIECC CEPIOBUIAHON
noJuMepu3auu reMoriioonHa. COOTBETCTBEHHO, HA ()OHE BHIPAKECHHOM TMITOKCUH HAOIIOIaeTCs

SHAYUTCIIBbHOC YBCIIMYCHUC KOJINYCCTBA APCIIaAHOIUTOB.

B aumarsoctuke cepnoBHIAHOKIETOYHOM aHEMHMH OIPEICICHHYIO POJb MOYKET WIpaTh
aHaMHe3: JaHHas MaToJIOT sl paclpoCTpaHeHa BO MHOTHX TPONUYeCcKUX paiioHax Adpuku.[3] B
o0IieM aHajlu3e KpPOBH BBIABISIOTCS THUIO- WM HOPMOXPOMHAs aHEMUs, SPUTPOLUTHI
CeproBUIHON (OPMBI, PETHUKYIONMUTO3. Takke AMarHOCTUKAa OCHOBBIBAETCS Ha BBIABICHUU

AHOMAJIBHOTO T'EMOTJIOONHA.

Cpenn KONMMYECTBEHHBIX I'€MOIVIOOMHOMNATHI pacrnpocTpaHeHa [-Tajaccemusi, KoTopas
XapaKTepu3yeTcs OTCYTCTBUEM WM YMEHbIIEHHEM cuHTe3a [-uenei riodbuna. Ha ¢one
HE/I0CTaTOYHOI'O CHHTe3a [-1ienei n30bITOUHO 00pa3yroTcs o-LenHu. DTO MPUBOAUT K arperanuu
U30BITOYHBIX CBOOOAHBIX O-IIeTlel TJIO00MHA. O-LIeMU JIETKO cBs3bIBatoTcs ¢ SH-rpynmamu
KJIETOYHOW MEeMOpaHBI, TIPH ATOM MOBPEKIAOT €€, YTO MPUBOJUT K MOBBIIICHHOMY T'e€MOJIHA3Y

SPUTPOIMTOB.[7]

B O6HIeM AHAJIN3€ KPOBU BBIABJIAIOTCA MUKpOOUTApHAasd TUIIOXpOMHAsA aHEMUA,

MHUIICHCBUAHBIC SPUTPOLUTELI, PCTUKYJIIOLUTO3. B mumeHeBugHOM SpUTPOIUTC LCHTPAJIbHAA



00/1aCTh TEMHOM LUTOIUIa3Mbl OKPYXXEHA CBETJIBIM KOJBIIOM IMTOIUIA3Mbl. MHUIIEHEBUIHBIN
SPUTPOILUT COAEPKUT MAJIO TeMOIJIOOMHA, MPH 3TOM OH CKaIllJIMBaeTcsi B IleHTpe. BenencrBue
ATOTO KJIETOYHBIH 00BEM COKpam@aercs. MHUIICHEBUIHBIA SPUTPOIHUT (TOPOLMUT) HWMEET BHI
KOJIOKOJIONON0OHON KileTKH. Taxke HCHosb3yroTcs OMOXMMHYECKHE METOJbl J1abopaTOpHOM
JMArHOCTUKH, TaKHE KaK OIpe/eIeHue HEI0CTaTOYHO CHUHTE3UMPYyeMOM Ienu Iio0uHa WU

konuuectBa HbA.

Takum 00pa3oM, MPOLECCH YCHJIEHHOTO pa3pyUICHHsT HPUTPOLMTOB MOTYT OBITH
00yCJIOBJICHBI ~ TCHETHYECKUMH  JePeKTaMHh  CTPYKTYpbl ~ MEMOpaHbl ~ 3PHUTPOLIUTOB,
HACJIECTBEHHBIM Je(PUIUTOM (EPMEHTOB SPUTPOLIMTOB, HAPYIICHUEM CTPYKTYpPBI TeMOTIIO0NHA
M CKOPOCTH IIpollecca CHHTE3a OAHOW U3 menei rinobuHa. [IpomomKHUTeNbHOCTh JKU3HU
SPUTPOIIMTOB CHIKAETCS. BakKHBIM MPHU3HAKOM T'€MOJTN3a SBISIETCS. PETUKYJIOLNUTO3, XapaKTepHa

SPUTPOUIHAS TUIIEPIIA3U KOCTHOTO MO3Ta.
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