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UTI. OnpepeneHue

MMVHHaA
pomMmbounNTO
eHUnA

J, TpombouumTos < 100 000/mKn

obycnoBneHHoe
BblpaboTKoM aHTUTEN K Al NOBEPXHOCTM TPOMOOLIMTOB C UX MNOC/IEAYIOLLNM

paspylwieHnem/cHu»KeHmem npoayKuum

3abonesaemocTb y aetein: 35-70 Ha 1 000 000 B roa

Cnang aBTopa



UTI: natoreHes

MexaHnsmbl TpombouuToneHmnmn

* A\ aecTpyKuma Tpombouutos
maKpodaru ceneseHku FciRIIIA
MaKpodarun neyeHn u n/y
renaToumnTbl
KOMMNAEMEHT-3aBUCUMBbIN NN3NC

nmnsnc TpombouunTtoB T-nnumdpoumnTamm

. npoayKkuumu tpombéountos MKL,

Cnang aBTopa



UTI: natoreHes

CneunduyHOCTb aHTUTEN

eaHTU GP lIb/llla 90%
eaHTM GP Ib ~10%
eapyrue Al peako
* MHOXXEeCTBEHHOM cneunpUUYHOCTHU peaKo

OTtBeT Ha BBUT
eaHTK GP llb/llla 90%

caHTU GP |Ib <30%

Cnang aBTopa



UTI: natoreHes

MexaHu3ambl KanpeHca TpombouuTos

MaKpodaru ceneseHku: aHtu -Gpllb/llla v FcyR IIA
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UTI: naTtoreHes

MexaHu3mbl KAiMpeHca TpomboLnToB
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Bernhard Nieswandt et al. Blood 2000;96:2520-2527



UTI: naTtoreHes

MexaHu3mbl KAnpeHca TpombouuTtoB
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Bernhard Nieswandt et al. Blood 2000,;96:2520-2527



UTI: natoreHes

MexaHu3mbl KAnpeHca TpombouuTos

aHTU —Gplb/IX aHTUTEna

Bbi3biBaloT aKcnpeccuio cnanmgasvl NEUL n gecnannpoBaHue Tpombountos

d Human platelets

Fc-He3aBUCMMbIN

BBUI-pe3nCTeHTHbIW KAMPEHC TPOMBOLUNTOB

Anti-CD61 Anti-NEU1 Merged

[ecnanmpoBaHHbie TPOMOOLUTbI SAMMUHUPYIOTCA renaTtouMTamm yepes peuentopbl dwsena-Mopena

June Li et al, Nature Communications, 2015



UTI: neyeHune



UTI: neyeHue

Llenu Tepanuu

/\

KynuposaHue/npodunaktmka
YXMU3HEYrpoXalLwmx KpoBoTeueHnin

Ob6ecneueHne JONrOCPOUHOTO
CHUXKeHUe PUCKa KpOBOTEUYEHMIA

bautenbHoe HabnogeHune
[NIOKOKOPTUKOUADI

BBUT

aroHuctbl TPOR

Putykcmmab

UCT
(MM®, asaTmonpuH, BUHKPUCTUH,

AancoH, aHTn-CD38, poctamaTtnHmMb

Cnang aBTopa




UTI: neyeHue

InokokopTukouabl (3 PeKTUBHbLIX peXXMMOB MHOrO)

npenapar A03a PeXXnm npumeHeHwus
NpepHusonoH 0,5-2 mr/kr | 2-4 Hepenu (cHUXKeHue 2-5 mec)
AeKkcameTasoH p.o.; B/B 28 mr/m?2 |4 gHAa 1 /2-4 Hepenu (1-4 unkna)
MeTtunnpeaHu3onoH p.o. 4 mr/Kr 7 pHeMn

MeTtunnpeaHusonoH s/B 30 mr/kr |3 aHs

Cnang aBTopa




UTI: neyeHue

[NIOKOKOpTUKOUADI

Npu HeadpPeKTUBHOCTU B TeueHUue 3-xX Hegenb
OTMEHa A0/MXKHa bbITb 6bicTpou (3-7 AHeN)

AMepUKaAHCKanA remaTonormyeckan accoumauum He peKomeHayer
Kypcbl FKC ganHHee 7 gHei (y peteit)

Cnang aBTopa



UTI: neyeHue

Cnang aBTopa
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UTI: neyeHue

BBUT

Paul Imbach

1979 nosblileHne TPomboumnuToB y naumeHTa ¢
cuHgpomom Buckotra-Ongpuya nocne
3ameweHmna BBUT

1980 nosbileHne TpombouuToB y naumeHTta ¢ UTM un

runorammarnobynmHemuei nocne
MHOXXeCTBEHHON MMMYHOCYNPecCUBHOU Tepanuu

Cnaiig aBTOpa




UTI: neyeHue
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Imbach P, Barandun S, Baumgartner C, Hirt A, Hofer F, Wagner HP. High-dose
intravenous immunoglobulin therapy of refractory, in particular idiopathic
thrombocytopenia in childhood. Helv Paediat Acta. 1981,46:81—6.



UTI: neyeHue

BBUI': mexaHU3Mbl AeNUCTBUA

* bnokapa Fcy RIIIA - onocpeaoBaHHOro KAMpeHca
* ANKaTab0n1U3Ma aHTUTPOMOBOLUTAPHDbIX aHTUTEN
* MNopasneHue Alr-npeseHtTupyrowein GyHKUUUN AeHOPUTHDIX KNETOK

* UHAyKuuA Treg

Cnang aBTopa



UTM: neueHune BBUI

bnokapa Fc y RIIIA - onocpeaoBaHHOro KAnpeHca

Cnaiig aBTOpa



UTM: neueHune BBUI

bnokapa Fcy RIIIA - onocpeaoBaHHOro KimpeHca

Cnaiig aBTOpa



UTM: neueHune BBUI

A\Katabonnmsma aHTUTPOMbOOLUTAPHDBIX aHTUTEN

HeoHatanbHbiU Fc-peuentop

JKCrnpeccupyeTca B:

* 3NUTENUU KMLLEYHNKA HOBOPOXKAEHHbIX
* cuHUMTMOTpOodobNacTax NNaLEHTbI

*  MOJIOYHbIX Kenes3ax

* 3HAOTENUU

* 3NUTENNU AbIXaTE/IbHOrO TPAKTa

e (CsasbiBaeT IgG B KMCNoOM cpeae
* BbicBoboxaaeT IgG B dusnonornyeckom cpeae
* 3awwuwaet IgG oT gerpagaumm

Cnang aBTopa



UTM: neueHune BBUI

Cnaiig aBTOpa

Albumin

HeoHaTtanbHbiU Fc-peuenTtop

PYHKUUN

MexaHusm TpaHcnopTa IgG ot maTtepu naoay

MexaHu3m TpaHcnopTa IgG CbIBOPOTKU B UHTEPCTULLUMA

MexaHu3sm TpaHcnopTa IgG U3 maTtepuUHCKOro naoay

MexaHusm TpaHcnopTa IgE B Mon0KO U ISE MmoN0OKa Yepe3 KULLIEeYHYIO CTeHKY

MexaHu3m HaueneHHOro TPAHCMNOoPTa U PeLUPKYAALMKU cneunduiyeckux aHTuTen



UTM: neueHune BBUI

HeoHatanbHbiU Fc-peuentop

BBUT 6nokupyet FcRn
3
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NMMHOLUMTO3
JHAO0COMA

BHYTpUKNeTouYHasnA
aerpagauua

Cnaiig aBTOpa



UTM: neueHune BBUI

Cnaiig aBTOpa

®da3bl genucTeuA

TpOM60LI,VITI:LI
BBUAT KaTtabonmsm
200 000/MKn _ antnten R
/ bnaokaga FcR
150 000/mKn
100 000/mKn -
50 000/mKn _
UtTn
0 1 2 3 4
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UTM: neueHune BBUI

Cnang aBTopa

[03UpoBKU
CyTouHaa go3a mr/Kr ANUTenbHOCTb
400 5 AHen
800 -1000 1 peHb

1000 2 AHA




UTM: neueHune BBUI

BBUI: pexXumbl n 403UPOBKHU

A033a Mr/Kr cyT MpenmyLiectso

400 20-30% oTBevaloT nocne 1-2 aHeun Tepanuun
MeHblue TOKCUYHOCTb
AmbynatopHoe npoBeaeHue

800 -1000-2000 | bonee 6bicTpbIN OTBET
TOKCUYHOCTDb
Bbilwe CcTOMMOCTb

Cnaiig aBTOpa



UTM: neueHune BBUI

lNpaKTUyecKkue BOoNpochbl

Jlo3npoBKa 1- peHb 800-1000 mr/Kr B CyTKM
Mpu TpombouuTtax < 50 000/mKn Ha

cnepyowmnii geHb + 1000 mr/Kr

AnutenbHOCTb UHPY3UN 6-10 yacos
Mpn MmeHUHreaZIbHOM CUMNTOMATUKE LP He penaTb
Mpu xopowem MHULUMANBHOM OTBETE U NMoBTOpPUTDL

6bicTPOM CHUXXEeHUn TpombounToB
Mpu OoTCYTCTBUY MHNLMANBHOIO OTBETA He noBTopATb

Mpu KN3Heyrpoxarwmx KposoteueHUAX KombuHauma c NKC + TpaHcohy3mnm Tpomb

Cnang aBTopa



UTM: neueHune BBUI

FnioKoKopTukonabl vs BBUI: uto nyuwe?

[NIOKOKOPTUKOUADI BBUT

AeleBbl poporu
MEHbLIE KPAaTKOCPO4YHAA TOKCUHHOCTD, oTBeT 6bicTpo(YacTo - Ha cneaytoulee yTpo),

mejnsieHHee oTBeT TpebyloT B/B gocryna, AAMTENbHOro

6onbLie AONTOCPOYHAA TOKCUYHOCTb BBEAEHUA U roCNUTaM3aLmum

Mpu }KN3HEYrpoKatoLmx KpoBoTeYEeHUAX

'KC (30 mr/Kr x 3 aHA) + BBUT + TpaHchy3um TpombOKOHLLEeHTpaTa

Cnang aBTopa



UTM: neueHune BBUI

U nocnepHee...

MoXem nu mbl apriori c4UTaTb BCe npenapatbl BBUI

0AWHaKoBO 3¢ PeKTnBHbIMU N 6e30nacHbIMU?



UTM: neueHune BBUI

Moxem nu mbl apriori cunTaTtb BCe npenapaTtbl BBUI

oAWHaKoBO 3¢ PeKTUBHbIMU U be3onacHbiMmun?

* B 2010 roay yactota Tpom6030B (BEHO3HbIX M apTEPUaA/ZIbHbIX) NPU NPUMEHEHUN OAHOTIO
npenapata BBUT sbipocna B ~30 pa3 (c 0.33 o 9 chyyaes Ha 1000 Kr npenapara)

* OTO3BaHbl HECKO/IbKO /1I0TOB Npenapara

* HapyweHuAa npouecca nponusBoACTBa Ha 2-X U3 6 3aBOA0B KOMNAaHUU

 Ob6Hapy:xkeHa npumechb FVlla

* [Mepe3anyck Nnpon3BoACTBa

* Bo3o6HOBNEHME NOCTAaBOK B PbIHOK

Cnang aBTopa



Cnacubo 3a BHUMaHue!
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