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MexaHun3M gencTeua antTpombonara
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MexaHu3M peucTeua 3nTpoMbonara

TNO — rnaBHbIA pPerynsaTop CaMoOBOCNpPOU3BEeAEHUSA U BbIDKMBaHUA
reMono3TM4YecKoi CTBOJIOBOM M NPOreHNTOpPHOM KneTku'?
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TNO — TpoMbOMNO3TUH.

Y naumeHToB ¢ TAA ypoBeHb 3HaoreHHoro TMNO Bbicokuin*
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HecMoTpsa Ha BbicOKMM YpoBeHb HaTuBHOro TrO y nauueHToB c TAA,

OH He BbINMOJIHAET A0JKHbIM 00pa3oM byHKUUIO peryasumm caMmoBOCNpousBeaeHus
n BbkuBaHusa FCK*.

MpumMmeyaHue.

TNO — TpoMbOMNO3TUH.

BO3MO>XHOM NPUYNHOWN HapyLUEeHUA remonod3a npu TAA aBnseTcsa cBasbiBaHue TMNO
c IFN-y**°
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T2 CBAZLIBEETCA C BHEKAETOUHBIM [Fi-y — KnHOUSEOH UMTOKWH, BOBNEYSHHEI
AomeHoM peuentopa TNO (p-TPO), B gecTpykumio MCK ¥ NporeHUTOpHbIX KNeToK
YTO NPUEOAMT K AKTHEILLMK HUCXOARLLAK npu TAA, OH CcEA2LIBAETCA € TINO, NpenATCTEYA
CHTHaNoE. Ero B3aWMogefCTEVID C BHEKNETOUHBIM AOMEHOM

peLenTopa W GNOKMPYR HUCHOAALLWE CUIHANLI.



LUutokuHbl IFN-y u ®HO-a n36b1TO4YHO 3KcnpeccupoBaHbl B KM nuMmdouutax
y nauueHToB c TAA"
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Values are reported as mean =+ SD of percentages.
3nTpoMbonar akTMBMpYeT reMonos3 paxe B npucytcreum IFN-y**°
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SnTpombGonar

IFN-y — knoueBoi UMTOKWH, BOENEUEHHLIIA 3nTpombonar E2aMMOgeCcTEYET
B gecTpykumnio NCK M nporeHUTOpHLIX KASTOK HE C BHEKNETOUHEIM,
npwu TAA. 3 ¢ TpaHCMEMBPEHHEIM JOMEHOM
OH ceRAzwBaeTch ¢ TTIO, NPenATCTEYR peuenTopa TNo.
ET0 B33MMOgERCTEMID C BHEKNETOUHBIM JOMEHOM MoaTomy oH aKTUBMPYET CUTHaNbHbIE
PeLENToRa 1 DADKMPYR HUCXOAALLWE CUTHANRL nyT! game B npucyTctend [FN-y,

HE CEASLIBAACH € HWM.

3nTpoMmbonar coxpaHsaeT uncno NCK n nporeHUTopHbIX KNeTokK B npucytcreum IFN-
y in vitro*

e IFN-y — K1t04eBOV NMPOBOCMaNTESNbHbIA LUTOKMUH, BOBJIeYEeHHbIN B fecTpykumio CK



M NPOreHNTOPHbIX KJeToK npu TAA.
e aTpoMboONnar MoOXXeT HUBENIMPOBaTb 3TOT 3PeEKT in vitro, Bbi3biBaA:
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Yeenvuenve KONMWUECTEA NpealIeCcCTEEHHMKOE Ynyuwenwe npricienenna CD45* wnetox
KONOHMeoSPazy oW eanHWL, Ha MOAENAX TPAHCNAAHTALWK
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CD45 — cBsA3aHHbI C peLenTopoM 6en0K TUPo3nHhoCcthaTasa, MPUCYTCTBYET BO BCEX KPOBETBOPHbLIX
KNeTKax, KpOMe 3pUTPOLMTOB M NNIa3MaTUYECKNX KNETOK.

HSPC — remonoaTun4yeckas v NporeHnTopHas KieTka.

MoTeHUMaNbHbIEe MeXaHU3Mbl, NOCPEenCTBOM KOTOPbIX 3iTpoMOoNnar yny4iwaer
reMonoss npuv anjsacTuyeckon aHnemumn®’
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Bawnanwe na NCK YayuweHwe nepeHoCMMOCTIA

Crcpoyka aKTWEHOCTW Makpodaros
® Crumynauns MK

Hapyliesme cospesaHna AeHADWTHEIX

® Coxpanenne ICK i

® Cfxog nopaenexuns [CK IFK-y ® Younenwe perynaupe B-icnetok
Younenwe perynaumm T-kneTok

Wramysomogynawma
Xenauwmn

® VweHbwenwe seicecBonaeHnn [FN-y

® Mobuauzauma sryTpukneTouHoro Fe
® VYwuedoweHue snicecBoxaeHns TNF-a

@ Cruoceswe neperpyscy Fe
® Veounenswe eeiceoBongaesns TGF-B

@ FEozmomHsie DEHEDUTE LA TEMONO333

MpumMmeyaHue.
IFN-g, interferon-g; TGFb, transforming growth factor-b.

3apayum Tepanum ansacTu4ecKon aHeMum
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YMeHbLIeHUe Unu MMMyHOCynpecCcUBHasA Tepanus:
ycTpaHeHue UMMYHHOU * AHTUTUMOUUTaPHbIX rnodynuH (ATI)
aTaku Ha KIeTKu KpoBu + LluknocnopuH A (LIcA)

CoxpaHeHue unum
yBenu4eHue Konu4ecTea
M (hYHKLMOHANbLHOCTHU
CTBOJIOBLIX KIETOK

« AnTpombonar

MpumMmeyaHue.
Adapted from Young N.S. et al. Hematology Am Soc Hematol Educ Program 2013;76-81.

PekoMmeHpgauum HaumoHaNnbHOIro remartosiorndeckoro oouwecrsa (Hro)

MporpaMmMHoe nevyeHue 6osbHbIX AA, peKoMeHaauum Hro*

1

KoMBVHUPOBaHHAA MMMYHOCYMNPECCBHAS Tepanus, BKOYAOLWAN aHTUTUMOLUTAPHbIN
rnobynavH, LMKAOCNOPUH A.

.2

Ncnonb3oBaHMe B NporpaMMax JieHeHns 60/1bHbIX anaacTUYeCKO aHEMUEN
CTUMYNATOPOB U UHAYKTOPOB KpoBeTBopeHus (dnTpombonar).

.3

3aMeCcTuTeNbHaa reMoTpaHCy3nMoOHHaa Tepanusa (,ﬂ,OHOpCKVIe SpUTPOLNTHaA MacCcCa,
TpOM6OKOHLI,eHTpaTbI, CBEXXE3aMOpPOXKXEHHAA nnasma).

4

XenaTopHas Tepanus.

3Tanbl neuyeHns 6onbHbLIX AA, peKkoMmeHgauun Hro*



ATl Ha3Ha4aloT Ha NMepBOM 3Tare sievyeHns. Yepes 2 Hefenn oT Havasa Kypca ATl
(mocne KynmpoBaHMSA CUMNTOMOB CbIBOPOTOYHOMN B60€3HMN) HAYMHAIOT TEepanuio
uuknocnopuHom. CtaptoBas CyTo4Hasa A03a LUMKIIOCNOpPUHa cocTaBnsaeT 5-10 mr/kr/cyT.
KoppeKkLmio CyTO4YHON L03bl MPOBOAAT C Yy4€TOM UHAMBUAYAJSIbHON NEePeHOCUMOCTM
npenapaTta 1 COAEPXXaHUA LMKNOCMNopruHa A B CbIBOPOTKE KPOBW.

Yepes 3-6 mecsues oT Hadvana VICT npy OTCYTCTBUMN NONOXKUTENBHOW KANHUNKO-
remMaToJIOrM4eckon AUHaAMUKN NPOBOAAT BTOPON KypcC Tepanun ATl . Tepanus
LIMKIOCMOPMHOM A0JKHA ObITb Npoao/mkeHa. MoxeT 6bITb HaYaTa Tepanus
anTpombonarom.

Yepes 6 Mecsaues oT Havana UCT npu pedpakTepHOM TedeHnn AA 1 COXpaHSIoLLLENCS
3aBMCUMOCTY B0NILHOIO OT TPaHCHY3MA JOHOPCKUX IPUTPOLIUTOB 1N TPOMOOLMTOB

B NpOrpamMMmy JsiedeHns BkYalT anTpombonar, ecny npenapaTt He Bbln Ha3HayYeH
paHee. Kpome TOro, nof KOHTpPosieM nokasaTtesien obMeHa xenesa MOXXeT NPOBOAUTLCS
xenaTopHas Tepanus (aedepasmpokc).

MpumMmeyaHue.

Kypc Tepanumn UMKIoCnopnHOM y 60IbHbIX anfacTUYECKon aHeMMen nponoskaeTcs 18-24
Mecsua (He MmeHee 12 MecsaLeB Nnocjie NOCTMXKEHUS PEMUCCIUN).

Kypc Tepanun ATI cooTBeTcTBYeT npoTokonaM Ne 1 n Ne 2 (Tab. 1, 2). B TeyeHune nepsbiX
21-28 gHen Kypca, Aake Npu oTCYTCTBMN MHPEKUMOHHbLIX OCNOXXHEHUN, 6onbHON
HaxXoOQUTCA B aCeNTUYECKNX YCNOBUSAX OQHOMECTHOW nanaThl.

OueHka pe3ysbTaToB JieueHUus, pekomenagauuu HFO™

1

PeMuccusa (nonHas Mnam 4acTUYHaNA) — NosHasa WM YacTUYHas HOPMaan3aLus
nokasaTesen remorpammsl (remornobun > 100,0 r/n, rpaHynoumTsl > 1,5 X 109/n,
Tpombountsl > 100,0 x 109/1) n oTCcyTCTBME NOTPEOHOCTM B 3aMECTUTEIbHON Tepanuun



KOMMNOHEHTaMWN KPOBMU.

.2

KnuHuko-remaTonoruyeckoe ysy4dlleHue — ynyyleHne nokasaTenen
remMorpammsl (remorsiobuH > 80,0 r/n, rpaHynounTsl > 1,0 X 109/n, TpombounTsl > 20,0
x 109/n), NCYE3HOBEHUE UM 3HAYUTENIbHOE YMEHbLUEHNE 3aBUCUMOCTHY OT TPaHCHy3um
KOMIMOHEHTOB KPOBW.

.3

Pe3ynbTaThbl Jie4eHUsA oLeHnBaloT Yyepes 3, 6, 9, 12, 18, 24 mecsua n fanee
eXXerogHo.

CNUCoK nuTepaTypbl
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