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Anamxanckuii 'ocygrapcrBenHblit MeAMUMHCKUNA HHCTUTYT

AnHorammsa: HecMoTpss Ha AaBHOCTh HU3Yy4E€HHs ATOro 3a00JIeBaHMS, MHOTUE
BOIMPOCHI MATOT€HE3a JI0 CUX [TOp OKOHYATENIbHO HE pelleHbl. B HacTos1ee Bpems B
natoreHeze AA mnojararoT 3HaYUMBIMU HECKOJIBKO (PaKTOPOB: BHYTPEHHUN JnedeKT
CTBOJIOBOM KJIETKM KPOBHM, MMMYHHBIE pPEaKIUM Ha TEMONO3THYECKYI0 TKaHb,
AepexT NnoAJIepKUBAIOIIEH (YHKIUA MUKPOOKPYKEHUS U HacleACTBEHHBIH
renetnueckuii nedext (Huccen K., 1995; Young N.S., Maciejewski J., 1997; Yong
N.S., 2000). IlpyunHa M CYIIHOCTH BHYTPEHHErO Ae(peKTa IeMOMO3TUYECKUX

KJIICTOK HC U3BCCTHEI.

KIIFOUYCBBIC CJIOBA. alraacTudeckKas aHCMMUI, FGMOFHO6I/IHypI/I$I,

MUETOAUCIIIIACTUYECKUA CUHIPOM

Annotation: Despite the long history of studying this disease, many issues of
pathogenesis have not yet been finally resolved. Currently, several factors are
considered significant in the pathogenesis of AA: an internal defect in a blood stem
cell, immune responses to hematopoietic tissue, a defect in the supporting function
of the microenvironment, and a hereditary genetic defect (Nissen K., 1995; Young
N.S., Maciejewski J., 1997; Yong N.S., 2000). The cause and nature of the internal

defect of hematopoietic cells are not known.
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Annactryeckas aHeMus - TSKeloe 3a00JIeBaHUE CUCTEMBI KpOBHU. TepMUHOM
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anJiacTuveckasi anemusi 0003HayalOT 3a00JieBaHUE, BOZHUKAIOIIEE B PE3yJIbTaTe
MOBPEXKICHUSI CTBOJOBOM KJIETKM KPOBH, CIEACTBUEM YErO SIBIISETCS TIIYOOKOE
yTHETeHUE TeMOoMo033a, HO 0e3 MPU3HAKOB reMobiacto3a. Hauano ydenus o6 AA
orHocutcss k 1888 1., xorma Erlich P. BmepBeie ommcan Tsokenmyro Qopmy
NAHIUTONEHUH C OCTHBIM KJIETOUYHBIMHU 3JIEMEHTAaMHU KOCTHBIM MO3roM. TepmuuH
«artactudeckas anemus» npemnoxui Chayford 8 1904 rony.

[IpyuriHa ¥ CYHNIHOCTh BHYTPEHHETrO Je(deKTa reMONOITUUYECKUX KIIETOK HE
u3BecTHbl. OpHaKo, O Hamuuuu JedeKTa CBUIETEILCTBYET CBsI3b AA ¢
KJIOHAJbHBIMU 3a00JIEBAaHUAMHM KOCTHOTO MO3ra, TAKUMHU KaK MapoKCHU3MallbHast
HouHas remornoOunypust (ITHI), muenomucnnactuueckuit cunapom (MJC) u
octpbiit HemuMpoodnacTabIi neiiko3 (OHJI). ITo narasiM Marsh J.S., 2000 y 25%
6onbubIx [THI pazBuBaercsa AA, a'y 5-10% namueHToB ¢ AA Ha MO3IHUX CTAUSIX
3a0oneBanus Hactynaer [IHI'. Ha kionanbHBIN xapakTep remornoss3a npu AA 1o
mueHnio Marsh J.S., ykaspIBalOT TakKe MPHOOPETEHHBIC MHUTOMCHETHUCCKUE
aHOMAaJIMU, KOTOpbie BBIABIAIOT Yy 4% OonbHbIX ¢ gaHHOM marojoruei. Y 10%
60nbHBIX AA, npoxxkuBimx 6osee 2 net u seueHHsix AJIT, pazsuBaercs OHJL Tlpu
JUTENbHOCTH TeueHus: AA, paBHomy 8 roxam, pazsutue [THI', MIC nim OHIJI
orMeuaercs yxke y 57% mnaruenTtoB. CreyeT moI4epKHYTh, YTO PUCK Pa3BUTHS
KJIOHAJIbHBIX 3a00JIeBaHUI KOCTHOTO MO3ra BBIIIE Y OONbHBIX AA, MOJYy4YaBIIUX
tepanuto AJII" wam angporenamu. M3ydenwe O0JbHBIX AA, y KOTOpPBIX MOCHE
UMMYHOCYIIDECCUBHOW  T€paliid  HACTYNWJIO  YaCTUYHOE WM  TIOJIHOE
BOCCTAHOBJICHHE TIeMOII033a, IMOKa3ayjo, YTO Yy BCEX 3THUX MaIlMEHTOB IN VIVO
BBISIBJIFOTCS  HEOOJbIIME TEeMAaToJOTMYeCKWe HapylieHus, a Iin  vitro -
3HAUUTEJIbHBIC aHOMAJIUU MPOJUQepauu KISTOK-TPEAIICCTBEHHUKOB. JaHHBIE
Rosenfeld S.J. et al, cBugereabcTBYIOT, uYro AA HE U3JICUUBACTCH
UMMYHOCYIIPECCUBHOM  Tepanued. IlanmeHTsl KUBYT € HENOJIHOLICHHOH
FEMOMO3TUYECKON CUCTEMOM, T.€. B COCTOSIHUM KAXKYIIECHUCS ITOJHOM PEMHUCCHH.
Huccen K. mosToMy 060CHOBaHHO MojiaraeT, YT0 BHYTPEHHUE HAPYIICHUS HE MOTYT
OBITb €IMHCTBEHHOW NMpUYMHON maHuuToneHnu. Ckopee BCEro, CTPEMUTEILHOMY

pa3pyLIEHHI0 KOCTHOTO MO3ra MOTYT CHOCOOCTBOBaTh Apyrue (akTopsbl.
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JIloka3arenbCTBOM y4acThsi MMMYHHOM CHCTEMBI B IatoreHese AA sBiseTcs
yJIy4dIlIeHuE TeMOIMOATHYECKON (PYHKIIMU MOCJIe UMMYHOCYNPECCUBHOW TEparu.
OO0 3TOM Tak ke CBUJCTEIbCTBYIOT HApYIICHUS UMMYHOTCHE3a, BBISIBICHHBIC IN
VItro, MUIIICHBIO KOTOPBIX, OYCBUIHO SBJIICTCS TEMOIOITHYECKAs TKaHb. ABTOPBI
noJiararoT, 4to npoayuupyembiii T-nmumdouuTamu Menuatop a-uHTephEpoH
OTBETCTBEHEH 3a YIHETEHHWE KOCTHOIO MO3ra. AHAJOTMYHO, IMO-BUAMMOMY, H
BIMSIHUE WHTEpiehkuHa - 2. JledcTBUTENbHO y OOJNBIIMHCTBA OOJMBHBIX AA 1O
JC€YCHUS €ro YypOBEHb OBLI TMOBBIIIEHA, IOCJIE TEpanmuu OH CHIDKAJICA 0
CyOHOPMAJIbHBIX ITOKa3aTesield. Poyib MakpodaroB pemnumnpokHa, in Vitro ObLIo
[IOKA3aHO, YTO OHU MHTUOUPYIOT pocT KocTHOro mMosra. Ilo muennto Huccen K. e
CYIIECTBYET E€AMHCTBEHHOM KIETOYHOM MNOMYJSIUU WM €JUHOr0 MEaAuaTopa,
UPKYJIUPYIOIIETO B KPOBH, KOTOPBIE OBl SIBISIINCH HANOO0JIee BEPOSTHON MPUUHHOM
HEJOCTAaTOYHOCTU KpoBeTBOopeHus. (O HESICHOCTH MEXaHW3Ma HMMYHHBIX
HapynieHu# npu AA cBuzerenbcTByeT MHeHue Young N.S., Maciejewski J., Nakao
S. JleHCTBUTENBbHO, €CIM MPHU KIACCUYECKOM ayTOMMMYHHOM 3a00JieBaHUU
HOPMAJIbHBIC AJUIOTEHHBIE KJIETKA - MHUIIEHH MOTYT OBITh HWCIOJIb30BaHBI JJIsI
ONpeNeNeHNs HallMyus ayTOaHTUTEN, TO mpu AA aHTUTela K HOPMAaJbHBIM
KJIETKaM-TIPE/IIIECTBEHHUKAaM He oOHapyxuBaioTcsa. [loaToMy, mo MHEHHIO
aBTOPOB, CJENYyeT JONYCTUTh, YTO y OONbHBIX AA CyIIeCTBYyeT aHOMajbHas
YYBCTBUTEILHOCTh FT€MOIIO3TUYECKUX KJIETOK K MMMYHHBIM peakiusiM. IMMyHHBIE
peakuu y 007IbHBIX AA MOTYT CUMTATHCS MTOMBITKON «CaMOU3JICUEHUSIY.

Jlanubie o ponu Jedexta moaaepKuBaroUield (QYHKIHUU MUKPOOKPYKEHUS
reMOIIO3THYECKUX KJIeTOK cKyaHbl. Devetten M.P., Young N.S., Meidlinger P. et al.
MoJIaraloT, 4YTO TMIEPBUYHBIC TMATOJIOTUYECKHE HapyIEHUs, MPUBOIAIINE K
YTHETEHUIO KOCTHOI'O MO3Tra, MPOUCXOASAT B FEMOIIO3TUYECKOM MUKPOOKPYKEHUU.
B nmnporuBHOM cllydae MNpUIKUBIEHUE TpPAHCILUIAHTaTa KOCTHOTO Mo3ra oOT
COBMECTUMOTO JOHOpa y OonmbHbIX AA 3aBepuimiach Obl Heyaauen. Ilo ux xe
JAHHBIM HECIOCOOHOCTh MHKPOOKPYKEHHSI TMOAACPKUBATH TE€MONO033 M3-3a
HEJOCTAaTOYHOM  BBIPAOOTKM  POCTOBBIX  (DAKTOPOB  TakKe HE  MOXKET

pacCMaTpuBaThCAd B KAQUCCTBC OCHOBHOI'O IATOICHECTUYCCKOI'O MCXAaHU3Md, MHAYC
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OBl Tepanus peKOMOMHAHTHBIMU POCTOBBIMH (PaKTOpaMU JOJHKHA ObLIa ObI OBICTPO
KYIIUPOBAaTh MPOsIBIICHUs 3a0oseBanus. OaHaKko, CIeAyeT MOMYCTHTh, YTO TaKOH
neeKT MUKPOOKPYKEHHUSI TEMOMOITUUYECKUX KJIETOK, KaK CHH)KEHHasl MPOTYKIIUs

SHAOTEHHBIX POCTOBBIX (DAKTOPOB, MOKET CIOCOOCTBOBATH Pa3BUTHIO AA
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