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MexaHun3M gencTeua antTpombonara
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MexaHu3M peucTemua 3nTpoMmbonara
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TMNO — rnaBHbIA PeryasaTop CaMoOBOCNpPOU3BEeAEeHUA U BbIXKUBaHUA
reMono3TM4YecKol CTBOJIOBOM M NPOreHNTOpPHOM KneTkun'?
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NMpumMmeuaHue.

TNO — TpoMBOMO3TUH.

Y nauuneHToB ¢ TAA ypoBeHb 3HgoreHHoro TMNO Bbicokun®
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HecMoTpsa Ha BbICOKMM YpoBeHb HaTuBHOro TrO y nauueHToB c TAA,

OH He BbINMOJIHAET A0JKHbIM 00pa3oM (byHKLUIO perynsuum caMmoBOCnpousBeaeHus
n BbkuBaHus FCK*.

MpuMmeuyaHue.

TNO — TpoMBOMO3TUH.

BO3MO>XHOM NPUYMHOMN HapyLueHUa reMmonos3a npu TAA aBnseTcsa ceasbiBaHue TMNO
c IFN-y>*°
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TN CEAZLIBAETCA C BHEKNETOUHBIM IFM-y — knHoUeB0d UMTOKWH, BEOBNEYEHHEIR
AomeHoM peuentopa TMNO (p-TPO), B AecTpyKUMo MCK W NporeHUTopHLX KNeTok
UTO NPUBCAMT K aKTWEILIMKA HMCXOAALLIMX npu TAA, OH ceRZLIBaLTCA ¢ TTMNO, NpenATCTEYA
CUIHanNoe. Er0 E2alMOASACTENID C BHEKNETOUHBIM AOMEHOM

PELEnTopa M BACKUMPYA HWCKOAALLME CUTHATEL.



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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SnTpomGonar

IFN-y — knroueBEoi UMTOKWH, BOENEUEHHbIA InTpombBonar E2aMMOgerCTEYET
B gecTpykumnro NCK m nporeHUTopHLIX KNeToK HE C EHEKNETOUHEIM,
npu TAA. 3 € TpaHCMeEMBPEHHEIM 40MEHOM
OH ceRAzwBaeTcA ¢ TMNO, NpenATCTEYA peuenTopa TNO.
Er0 BE2aMMOAEACTEMKY C EHEKIETOUHEIM JOMEHOM MoaTomy oH AKTUEMPYET CUTHaNbHbIE
PELENTOPa 1M DNOKMPYR HUCXOLALLWE CUTHANEL nyTH gaxce B npucyTcTenn [FM-y,

H& CEASbLIEAACH € 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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NMpuMeyaHue.
®kk p < 0,001

CD45 — cBsA3aHHbI C peLenTopoM 6en0K TUPo3nHhoCcthaTasa, MPUCYTCTBYET BO BCEX KPOBETBOPHbLIX
KNeTKax, KpOMe 3pUTPOLMTOB M NNIa3MaTUYECKNX KNETOK.

HSPC — remonoaTun4yeckas v NporeHnTopHas KieTka.

Hurman CD45 calls (%

Yayuwenwe npriomenenna CD45* wnetox

Ha MOZenAX TPAHCMAIHTALMN

B B IFhuy

MoTeHUMaNbHbIEe MeXaHU3Mbl, NOCPEenCTBOM KOTOPbIX 3iTpoMOoNnar yny4iwaer
reMonoss npuv anjsacTuyeckon aHnemumn®’
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Bananwe Ha NCK

Crimynauma ICK
Coxpanenne ICK

OBxon nogasnexdwa TCK IFN-y

Wnmysomogynaugma

¥MmeHeweHwe eniceoboxcaeHnA IFMN-y
¥meHelweHwe BuicEobomasHnA THF-o

¥Yewnenue ebicecboxaenua TGF-B

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

3apayum Tepanum ansacTu4ecKon aHeMum
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¥nyuweHue nepeHocHMOCTH

CTcpoyka aKTMEHOCTH Makpodaros

Hapywenwe cospesanna geHApPUTHBIX
KNETOK

Yeounenwe perynaumm B-knetor

Yownenwe perynagmm T-knetok

Xenauywmn

MoBuanzauma enyTpukneToutoro Fe
CHukeHwe neperpysku Fe

BozmoxHelie BeHeduTel Ana reMonossa



YMeHbLUeHUe unu UMMyHocynpeccuBHas Tepanua:
ycTpaHeHue UMMYHHOMU * AHTUTUMOUUTapHbIA rnodynuH (ATI)
aTaku Ha KneTku KpoBU + LuknocnopuH A (LicA)
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CoxpaHeHue unu
yBenu4veHue Konuyecrtea
U (pyHKLMOHANBLHOCTU
CTBOJOBLIX KNeTOoK

- AnTpomMbonar

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

PekoMmeHpgauuum HaumoHanbHOro rematosiormnueckoro oouecrsa (Hro)

MporpamMHoe neyeHune 6onbHbIX AA, pekomeHgauumn HFO™

1

KomMbMHMpoBaHHas MMMYHOCYNPECCMBHAsA Tepanus, BKAOYaoLWas aHTUTUMOLUTAPHbI
rnobynnH, LMKNOCMOPUH A.

.2

Mcnonb3oBaHve B NporpaMmax JiedeHns 60/bHbIX anaacTUYecko aHeMuen
CTUMYNATOPOB U UHAYKTOPOB KpoBeTBopeHus (SnTpombonar).

.3

3amMecTuTenNbHas reMoTpaHCcy3noHHas Tepanns (AOHOPCKME 3pUTpoLMTHaA Macca,
TPOMOOKOHLLEHTPATLI, CBEXXE3aMOPOXXEHHas naasma).

A

XenaTopHas Tepanus.

3Tanbl neuyeHns 6onbHbIX AA, peKkoMmeHaauun HFro*



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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