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/" TTN- cuctemHas dopma TMA, B 0CHOBE KOTOPOU NEXUT )

TpomMbooDpasoBaHMe B MUKPOLMPKYNATOPHOM pycre psaa
opraHoB, onocpeaoBaHHOE CBEPXKPYMNHbIMU MyNbTUMEPaAMU
doakTopa poH BunnebpaHga B ycrnosusix gecuuura
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HacnencrteeHHaa TTI1-10% (cuHgpom
Upshaw-Schulman):

o [Hedunuut npoteasbl, pacuiennsatowen dakTop
dooH BunnebpaHaa (d.B) - ADAMTS 13 —

BCIeACTBMEe MyTaLuUi reHa, KogUpYHLLLEro CUHTE3

depMeHTa

Novnonatnyeckaga TT11—90%

 AHTUTENA K ADAMTS 13 Knacca IgG, obnagatoLime
NHIMONPYIOLLUM OENCTBUEM



[TpnynHbl cHWXKeHUA ADAMTS

Cencuc Y neten B cpegHeM 43%, y OeTEN C Nguyen, 2007
TpombounToneHnemn 21,4 + 2,6%
AnnotpaHcnnaHTtauusa [o 50% Kentouche,2006
OcTpbI NaHKpeaTuT CpeaHuin ypoBeHb 49% McDonald, 2009
[1BC 36+24% Loof,2001
MaccuBHas onyxonb  64% (npegensl 18-130%) 6e3 Mannucci, 2003
MeTacTasoB
50% (npenenbl 28-124)
MeTacTasnpoBaHue
CucrtemHble bornesHu HUXe 40% Mannucci, 2003
bepemeHHOCTb (C22 H. 26,4-39,2% MowmorTt A.ll., 2014
)
Linppo3s neyenn, YMepeHHOoe CHNXeHnE Mannucci, 2001
ypemusi

TMA npu A®C YMepeHHOoe CHMXeHune (Hmxke 60%) Xadomzosa E.HO,
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OyHKkunn ADAMTS 13

Blood Flow =
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AT K ADAMTS-13/ 'eHeTun4yeckoe
OTCyTCTBUE

[TloaBneHue B KpoBoTOKEe ULVWF

CoeanHenmne ULVWF c Gp Ib
TPOMOOLNTOB

Tpombo3bl cocynos MUP, TT1
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CBEPXKpYMHble MynbTumepbl . doH Bunnebpanpa (a
gisinteg)rm and metalloprotease, with thrombospondin-1-like
omain

Moak JL. Hematology 2004; 408-422
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JTabopaTopHblie napamMeTpsbl

eAHEMUA — NO npupoage remonuTudeckas,
MEXaHUYECKUN remMorim3 BCrneacTtBMe KOHTaKTa
9pPUTPOLNTOB C arperatramum TpombouuToB (PLT +
ULVWF).

* TpomboLuMUTONEHUNA - BCNEACTBUE UCMONTb30BaHUS
TpoMOoLUMTOB AN hopMUpoBaHUA arperara.

e Linctounutel - OPMUPYKOTCA  BCeaOcTBue
MeXaHNYeCcKoro remosnmnaa.

* [MNepOUNMPYoOMHEMNS],  HU3KMWA  TanTorroouH,
peTukynounTos, nosbilleHHoe JIAI — cnencteue
reMosIMTUYECKOU aHeMUuu



* OnpegeneHne aktuBHoct ADAMTS 13 -
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HanpaBneHuda tepanun TTI1
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[Tnasmadepes Lintoctatukn
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PUTyKCMMaG CnneHakToMuA



[lepBaa nNUHMA

ObmMmeHHbIN  nna3madpepe3 B KonmyectBe 1-1,5
obbema nnasmbl 3a cyTku + TpaHcdysuo C3I1 B gose
30 Mn/Kr/cyr. - KOMNeHcaums pedouumnta
ADAMTS-13 ©n ypaneHne ayToaHTUTEN  aHTu
ADAMTS-13.

’KC (B kombuHauum c nnasmagepesom) —
npeoHn3oH 1 Mmr/kr/cyt n/o B TedeHne =5 gHen, aB
cliydae OTCYTCTBMS T[OSIHOU pPemMuccmm — paxe
B TedeHne 3—4 Hea., U MeTUNNpPeaHn3osnioH 1 r/cyt
B/B B Te4EHME 3 OHEWN;

Putykcumab — 375 Mr/m?B/B 1 x/Hep. B TevyeHue
4 Hef., pacCMOTPUTE riedeHne ¢ nrasmadepesom u
[[KC, ocobeHHO Bcrniyyae OOMbHbIX C TSXenbIM
KITMHUYECKUM TedeHmnem n/mnm 6e3 bbICTPoro oTBeTa
Ha neYvyeHue.



bnarogapto 3a BHMMaHue!




