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[emopparnyeckme guaresbil

femopparunyeckue AunaTtes3bl - COCTOAHMUA,
XapaKtTepusyiouwumeca noAasieHNEM CNMNOHTAHHDbIX
KpOBOTE‘-IEHVIﬁ U3 KOXHU M/VII’IM CAN3UCTDBIX, ANUTENIDHO He
npeKkpauwawnuwmmca KposotedeHUuem nocine TpaBmMbl UK
onepatnBHoro BsmewartenbCrtrsa UIU HeobblYHO CUAbHbIM
KposoTeyeHnem nocnane HeaHa4yntesnbHoro noepexxaeHuA.

B ocHOBe AaHHbIX KAIUHUUYECKUX NMPOABJAEHUU MOXKET JieXaTb
narosaorusa cocyaucroro, TpombouutapHoro unm
NAa3MeHHOro 3BeHa remocTasa.



Hanbonee yacto BcTpeyaroLwmeca naTonornm
CUCTEeMbl remoCTa3a

TpombouutoneHus

Mepeno3npoBKa NPAMbIX U HENPAMBbIX
aHTUKOArynaHToB U PUOPUHONNTUKOB

Oeduunt pakropa BunnebpaHpa
Adeduuut Vill pakTopa - remodpununa A
Odeduuut IX daktopa - remopunnuna B



\ B sl pomboumToneHms
A

* CHUXeHue TpombouuTos HUxe 150x
10*9/n

ABNAETCA BTOPOU Mocne aHemum
Haubonee pacnpocTpaHeHHoU
remarosioruyeckou narosioruveu

Konuyectso TpombounToB MeHee
100K gasngetca onpeneneHuem
TpomboumToneHuum,

" aAanTUPOBAHHOM B COOTBETCTBUU C
- WkOM@Haaummm International

: orking Group
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AuddepeHuymnanbHaa gnarHoctuka UTTI

*[lpuobpereHHble TPOMbOUUTONEHUN
BC/1eACTBUE NOBbILEHHON AeCTPYKLUUn
Tpombouutos

*BTOpMYHaAA MMMYHHas TpombouUTONEeHUS
*[locTTpaHCchy3nOHHAA nypnypa.
« MAN (ryc, ABC, TTN)

*J/leKapCTBEHHO-ONOCPEeA0BaHHasA
TpomboUuUTONEHMUA.

*Cunapom Kaccabaxa-Mepputa

*CepaeyHO-cocyaucTble 3aboneBaHus
(aHeBpU3MbI, NOPOKK cepaL,a, CTEHTUPOBaHME).

*IHpeKUMOHHbIe 3aboneBaHmA.
*CncTtemMHan KpacHaa BONYaHKa
*AHTUOCPONUNUAHDBIA CUHAPOM.
e[ecTauMOHHasa TpombounTONeHNA

*BupycHas nHpekuna (repnecsupycsl,
XPOHUYECKNE BUPYCHbIE renaTuThbl).

e[lceBpgoTpombouuTOneHus.

eHacneacrBeHHble TpombouuTOoneHun

*TpombacteHna MaHumaHa.
*CuHapom bepHapa-Cynbe.
*CUHAPOM cepbix TpomboUUTOB.
*CuHapom Buckotta-Ongpuva.

* aHemmnAa PaHKOHM

*[lpuobpereHHble TPOMbOLUTONEHUN
BCIeACTBUE HAPYLUEHUA NPOAYKLUN
TpombouuToB

/leKapcTBEHHO-0MNOCpeA0BaHHasA
TpomboumToneHus.

*IHpeKUMOHHble 3aboneBaHuA.
*Tokcm4yeckana (ankoronb un ap.).

*MeTactaTmnyeckoe nopaxeHne KOCTHOro
MO3ra npu Heonjaa3max.

*3ab0neBaHNA CUCTEMbI KPOBETBOPEHMUA
(ocTpbI nenkos, annacTuyeckas aHemus,
MUenoancnaacTUYecKkmnin CUHAPOM,
nmmeonponndepaTtuBHble 3aboneBaHus

nap.).



CuHpgpom bepHapa-Cynbe

HacneacrBeHHOe HapyweHua GyHKLUn
H daC/ EACTBe HHbIE Tpombouutos, obycnoBneHHoe noTepem
peuenTtopa Gplb/V/IX, cBasbiBatowero WF Bo
TPOMGO UIMTO naTtuun Bpemsa aare3svu TpombouuToB Ha paHHEN

CTaguun nepsnYHOro remocCrasa
AHomanuna Mesa-XerrnmHa

Pegkoe HacneacTBeHHoe 3aboneBaHue,
XapaKTepu3sylouieecsa 1eMKoneHuemn,
HaZIMuMem B rpaHy/IoLUTaX U MOHOLMTAX
60nbwnx 6a30punbHbIX BKAOUEHUI (Teney,

Makpodopmbl — o
Dene), TpombouutoneHnen, noasneHMem B TPOMBOLUTOB e
nepudepnyecKkon KPOBU FMMraHTCKUX
TpombouutoBs

CuHgpom Buckotra-Ongpuua

» HacnepctBeHHOe 3a6oneBaHue, B OCHOBE KOTOPOro
‘ NeXUT myTtauma cTpyktype reHa WASP,
pPacnonoXXeHHOro B:KOPOTKOM neyeX-
Tenbua [Jlene XPOMOCOMDI. QK/

KnuHuka: TpombGouutoneHma + dksema +
MepBuyHbI UMMYHOOePULUT
Makpodopmsr $ .
TPOMOOITUTOB . 4¢— Maxkpodopmbl
¢ TPOMOOLIUTOB “
> )

’a - ' € &\ 3




MMMyHHaa TpombouuToneHna - ayTOUMMYHHOe
3abosieBaHue, XapakTepusyroujeecs HU3KUM
Konuyecteom Tpomboymtos ( < 100 x 10°/n),
passuBarolyeecs B pe3ynbTare_ MoBbl WEHHOro
paspylueHus TpombouuToB NoA AenucTBUEM aHTUTE
NpOTUB HOPMAJSIbHbIX TPOMOOLUTAPHBIX AHTUIMEHOB,
CHUXeHUs npoAyKYnu TPOMbOLUTOB 2
npossnaroljeecs - remopparuvyeckum - CUHAPOMOM
neTexuasnibHo-nATHUCTOro UM CUHAYKOBOro Tuna

MoxeT 6bITb

NepesUYHOU U BTOPUYHOU

ocTpou ( A0 6 mecC.) U XpOHUYeCKOoU

Ona onucarHua ctagum UTTT ncnonb3yroT TONbKO
TEPMUHBI, UMeoLmue OTHOLWeHUe K fiedeHuro UTTT u
(POPMYJIUPOBKE NPOrHoO3a:

— Bnepebre sbigsneHHaa ATTT

— Ctomkaa UTTT (3-12 mecsaues)

— XpoHuyeckasa NTTT (>12 mecaues)




PucK KpoBoTteyeHnn Bo3pacraer
C ypoBHA TpombouutoB meHee 50 Tbic/MKA
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LLIkana KpoBoTeyeHun BO3:
0= HeT KpoBOTeYeHuUA

1= MuHMManbHblIe KPOBOTEYEHMUA
nocsae TpaBMmbl

2= CnOHTaHHble KPOBOTEYEHMSA,
KOTOpble CaMM NPEKPALLAOTCA

3= CnOHTaHHbIE KNUHUNYECKue
3HAYMMble KPOBOTEYEHMUA

4 = TarKenble }KU3HeyrporKawlLimne
KPOBOTEUYEHMUS
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Taxensle W netanbHble remopparuveckue

ocnoxHeHua UTTT: sasucumocTb OT BO3pacTa
Cohen et al. Arch Intern Med, 2000;160:1630-1638
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KnuHuyeckue npusHaku u teveHue UTTT

HeTtu B3spocnbre
0bbIYHO OCTpas, XpOHUYeckasa y 60nblWMHCTBRA
KpaTKOBpemeHHas naymeHToB
( xpoHuuyeckasa y ~10%-20%)
4acTo nocrie BUPYCHOMU HeT onpepaeneHHbIX
UHPEeKLUUU nnu npeAalecTBYOWMUX 3a601eBaHUM
UMMYHU3aLUU
CMOHTAHHbIE PeMUCCUN Y CNOHTaHHbIE pemmuccumn y <10%

807%-90% 3a 2-8 Hepenb
peppakTepHocTb Yy 15%-30% | peppaktepHocTb Y 30%-50%

OuYeHb HU3KUU PUCK ypoBeHb cmepTHOCTU 87-167
CMEPTHOCTU UMM cepbesHbIX | ( pepakTepHOCTb);
KpoBOTeYeHUM 5% YypoBeHb PaTanbHLIX

[
References : 1. Stasi R, et al. Mayo Clin Proc. 2004;79:504-522. 2. Cine mm@mﬁ 44(3@%? Bi%)}j 1996;88:3-40.
4. Kumar M, et al. Am J Hematol. 2005;78: dn es DI, et'alrblobd. ;1082227 - .



KnuHnka ngnonarmnyecKkom
TpombounutToneHM4YeCcKoun nypnypbobil

XdpPaKTEpUsyetTca netexmaibHoO-NATHUCTbIM

( cMHAYKOBbIM ) TUMOM KPOBOTOYUBOCTMU:

nerexmun, nypnypa KaK Ha KoKe , TaK U Ha CIU3UCTDIX,
3KXMMO3bl (CMHAKK), remaTombl

KpOBOTEUYEHUA U3 CAN3UCTLIX ( HOCA, NONIOCTU PTQ,
meHopparum, XKKT, rematypua)

ANMNTENIbHO HenpeKpauaumeca KposoredieHma nocne
onepaTtuBHbIX BMeLllaTe/1IbCTB, TPaBM

KposounsnuaHua B ckaepobl, LUHC, cybaypanbHblie
rematombil



MexaHu3mbl, nexawume B ocHoBe UTII

d AyTOMMMYHHbIE MEXaHU3MbI

*  AHTUTPOMOOUUTAPHbIE aHTUTENA, CEKPETUPYEMbBIE
ayTopeakTuBHbIMU B-numdountamu

» [IncyHKUMOHanbHaa KnetoyHasd UMMYHOCTb

( ayTOpeaKkTuBHble T-KNETKK)

= T-onocpefoBaHHasa KfeToyHas LMUTOTOKCUYHOCTb
*  AKTMBaUUA HaTyparbHbIX KUNepos

0 HapyweHHbI TpoMOOLUTONO33

=  AyTOaHTUTENa CynpeccupyoT MerakapmoLmnTonoas u
TpomMbonoa3

= [nsperynsaumsa TpomobonoaTMHa



[NlaToreHe3 MMMYHHOU TPOMOOLIUTONEHUN
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KnetouyHble MMMYHHbIe mexaHu3smbl UTT

« T Knetku * AHTUreH-npe3eHTUpyrOLNE
— npoBocnanuTerbHbI OTBET Yepes KINeTKuU
yBenuvyeHne aktmBHoctu Th1/Th2 — Makpodarn ceneseHKM MOroLiaT
knetok [ OMCOHU3NPOBAHHLIE TPOMBOLUTLI
—  OJIUTOKITOHASTbHbIN Npodunb N T- N CTUMYINUPYIOT nponudepaumio T-
KneTok (2 KneTok 6e3 ak3oreHHoro aHtureHal’l
— peakTuBHble K TpoMmbouutam T — YBenuyeHHasi KOCTUMYNATOPHas
KNETKW, HanpaeBlieHHbIE Ha aKTUBHOCTb HA MMenongHble
GPlIb/llla B! OeHOPUTHbIE KNeTkn(E:?]
— uuToTOKCUYeckne T KNneTku » MeH3eHXnmanbHble CTBOMOBbLIE
pearmpyoT ¢ ayTonormyHbIMn KNeTKu
[4]
TpombouuTamMm S — CHmxeHne cnocobHocTH
— PE3NUCTEHTHOCT CD4+ T kneTokK K aKTMBNPOBATb T_KneTquym
anonTtosy!! nponudepavmio [19]

— CHWKeHMe KonudectBa u yHKLUK
CD4+CD25+ perynatopHbix T
kneTokl®!

1. Zhou SF, et al. J Clin Immunol. 2013;33:938-946. 2. Ishiyama M, et al. Int J Hematol.
2006;83:147-151. 3. Kuwana M, et al. Blood. 2001;98:130-139. 4. Olsson B, et al. Nat Med.
2003;9:1123-1124. 5. ¢6 .Liu B, et al. Eur J Haematol. 2007;78:139-143. 7. Kuwana M, et al. J
Thromb Haemost. 2009;7:322-329. 8. Catani L, et al. Exp Hematol. 2006;34:879-887. 9. Zhou
Z, et al. J Clin Immunol. 2010;30:814-822. 10. Zhang D, et al. Autoimmunity. 2014,47:519-529.



TpombonoatuH (TMO)

TNO - saHAOreHHbIN PaKTOP POCTa MEraKapuoLUTOB - CTUMYIATOP
npoAayKuum TpombouuntoB

CeAa3sbiBaeTca co cneumndpuyeckmm peuentopom (TMO- R)
Kpome Toro, TMNO urpaeT ueHTpasibHYIO PONb B BbIXKUBAHUU U
nponudepaymum KPoBeTBOPHbIX CTBON0BbIX K/1IETOK




UTI: oTHOCUTENbHbIN AePUUNT
TPOMDOMO3TUHA

400

(eTPO) (nr/mn)

300 T

200 T

100 T

Yumcno TpomboumntoB (x 10°/L)

Hopma
(n=96)

Adapted from: Nichol. Stem Cells 1998;16(suppl 2):165-175

[ Cpeanee uncno TpomGounTos (x 109/n)

Annacrtunyeckas
aHemMus

(n=23)

I MakcumansHoe cogepxaHue 3HAOTEHHOro TPOMGONO3TUHA
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UTTT - auarHos ucknroveHue

CpeAu B3pOCNbIX KAK NpaBuno 60neroT monoasie COXpaHHbIe
XeHWuHbI 18-40 nert

KpoBOTOUMBOCTL COOTBETCTBYET YPOBHHO TpOMbOLUTOB,
aHANTU3 KPOBU 3a UCKITFOUEeHUEeM TpOMBOLIMTOB HOpMareH

He cywecTByeT «30n0T0ro ctaHAapTa", nossongrowero
AOCTOBEPHO NOCTABUTL AMUATHO3

ANArHOCTUKA OCHOBLIBAETCS HA UCKNHOYEHUU UHBIX NPUYUH
U30IMpPOBAHHOU TpombouuToneHuu

TecT Ha HpPUUMposaHue H. pylori ponxeH 6bITb BKFOYEH B
nepsuYHOe obcnenosaHue



MNepBoHayanbHaA AUArHOCTUUYECKAA OLUEHKA
B3pocabix u aeteun ¢ UTM

= AHamHes3 rpynna kposu (Rh)

" CeMeWHbI aHaMHe3 " NPSAMOWN aHTUrNOOYNMHOBLIN TECT

» (pnsmkanbHoe obcriegoBaHue Helicobacter pylori

* noniHbin KAK HIV

= KonuyecTtBo peTuKynoumnToB HCV

" Mas0K nepudepnyeckon KpoBu KOCTHbIN MO3r ( Yy OTAEsNbHbIX NauNeHTOoB)
" KONMYEeCTBO MMMYHOII00YNMHOB

= TpomboumTapHble MUKOMNOTENH- " TeCT Ha 6epeMeHHOCTb Y XXEHLLUMH
cneunduyHble aHTUTENA OEeTopoaHOoro Bo3pacta

" aHTUdoCchoNUNUAHbLIE aHTUTENa " aHTUHYKJleapHble aHTUTenNa

(BKNtoYaa KapaAnOUIMUH N BOTYAHOYHbIN = PCR Ha napsoBupycbl n LIMB
aHTUKoarynsH)

" aHTUTUPEOUAHbIE aHTUTENa N PYHKUNS
LLDK

= TPOMOBOMO3TUH " pccriefoBaHne ONUTESNTbHOCTU XXN3HU

" PETUKYNSPHbLIE TPOMBOUUTLI TpoMbouunTOB

" TPOMBOLNTBI-aCCOLMNPOBaHHbIE " BpPEeMS KPOBOTEYEHMUS

I/IMMyHOFJ'IO6yJ'II/IHbI " KOMMJIEMEHT CbIBOPOTKU



MpuunHbl BTOpUuHOU UTH

* npeactasnAoT npumepHo 20% oOT BCcex cnyyaes
AT

1 CKB 5%

ADJIC 2%
= OBHUJ 1%
1 XJLT 2%

Cunapom Evan’s 2%
NJITIC , nocae TCK 1%

MNepBu4Has B HIV1%
0)
20, 3 HCV 2%

\D H pylori 1%
IMocTBakuuuaabubid 190

CMelIaHHbIC CUCTEMHBIE
uHexunu 2%



INeyeHue. Obuwme pexomeHaaLUU

fTocnumanu3sayusa NOKAa3aHa

*  BCeM NAUUCHTAM C TSXenNbIMU,
YFPOXAFOLUMU XU3HU KPOBOTEUYEHUIMU
BHe 3aBUCUMOCTU OT KOSMYecTBa
TpombouuTos

*  naumeHTam ¢ Tpombouutamu meHee 20
x10°/n v cepbesHBIMU KpOBOTEYEHUSAMU
U3 CNU3UCTBIX

—  Tlaumenter > 60 netun nepeHecwue KposoTeYeHUe
6oniee BLICOKUMU PUCK KpoBOTeYeHU (2]

—  KpOBOTeYeHUS U UHMPEKLUUU  BHOCAT OAUHAKOBLIN
BKNaA B cmepTHOCTL L3

—  IeYeHue peAKO MOKA3AHO MAUMeHTam C ypoBHem
Tpomboumtos > 50 x 10°/nt4




HeoTtnoxHaa tepanua npu UTTI

B/8 metunnpeaHusonoH 1.0r/gH 1-3 pHa
B/8 ummyHornobynuH G ( 1r/xr/pH 2-3 pHa)
unu
HexcameTtasoH 40 mr/gH B pot 4 aHa/mec
KoMbuHauma metonos neveHus 1 psapa

TlepenusaHue TpombouuToB - NO3BONAET MOBLICUTL YNCIIO
TpomboumTo BbIiwe 20x109/n npu kposoTeveHuu y 42% naumeHToB
c UTTT u moxet npusectu Kk ocnabneHnro KposoTeuyeHus

AOononHutenbHo: AKK ( makcumanbHo 24r/cyT) B poT, B paHy, B/B,

ObLwme meponpuUatus

OTmeHa nexkapCcTBeHHbIX NpenapaTos, CHUXAFOLWUX PYHKLUMU
TpombouuTos

KoHTponb apTepuanbHOrO KpOBSHOrO AaBneHUs

TToaasneHWe MeHCTpYanbHOro LUKNA U CO3AaHUe YCNOoBUU Ang
MUHUMU3ALUU BEpOSTHOCTU TPABM



PekomeHaauum no Heobxoammomy
yposHO Tpombouutos npu UTTIT

 TIpoopunaktuyeckas caHaums 3ybos

(yoaaneHue KamHs, rnybokoe oumileHue) >20-30x109/n
 TTpocTble yaaneHus 3ybos >30x109/n
« CnoxHbIe yaaneHus 3ybos >50x109/n
* MecTHaa aHecTe3us 3ybos >30x109/n

Manoe xupypruveckoe smewartennoctso >50x109/n
OblwupHoe xupypruveckoe

BMeLlaTeIbCTBO >80x109/n
Manoe Hevpoxupyprudeckoe
BMeLWaTenbCcTBO >100x10°/n

OmpTanbmonormyeckme onepaumm >80x109/n



Ctpaterus nedeHusa UTTI

e0b6cyKpaTb
CMAEH3KTOMMUIO
« Crepougbl * Crepoupabl (MeHbL
e o S 2
MMMYHOTN06YANH * AHTK-[
*  AHTM-[ * Putykcumab «  PuUTyKCcMMab
MMMYHONOOYAUH * AroHucTbl-TNO-P e AroHuctbl =TMO-P
*3 mec 12 mec . ymmyHocynpeccaHTbl

\ } |
|

eBnepsble
*XpoHuuecKaa UTN-
* AMArHOCTUPOBaHHaA eMepcucrtupytowaa UTN
UTH pedpaKTepHOCTb

Provan D et al., Blood 2010, 115168-86, Neunert C et al., Blood 2011;117 4190-207
Rodeghiero et al., Blood 2009. 113 2386-93



FNIoKoOKoOpTUKOCTEepoUuabl B NIeYeHUM

ntn
[NpeaHn3onoH 0,5-2 [MpOoAOHKUTENBHOCTb TEPANUN
Mr/Kr/cyT p.o. 2-4 Hegp. [JTIOKOKOPTUKONOAMMU:
~ _ 0)
(oTBeT ~ 70-80%) * Mpwu oTcyTCTBUM OTBETA: 3-4
Heaenwu.

MeTnnnpeaHM30/0H 1r . ~
(30mr/kr) B/B 1-7 neHb (oTBET Mpu apdekTnBHOCTH

~ 90-95%, LONrOBPEMEHHbI nocrteneHHoe CHNXXeHUne
5-30% ) 003bl B Te4eHUe 2 — 3 mec

Mo6oyHble 3dpPeKTblI:
NekcameTasoH 40 mr/aoeHb 4 WUHbekuun, CA, AT, oTekn,

AHA Kaxkable 2-4 Hepenu rMnoKananemMmus, nopaKeHue
(oTBET =~ 85%, KT, HagnoyeyHuKkosBas
NO/ITOBPEMEHHbIN — OKONO HeA0CTaTOYHOCTb, OCTEONopos3
20-40%)

Provan D. et al. International consensus report on the investigation and management
of primary immune thrombocytopenia. Blood, 2010, v. 115, N2., pp 168-186.



Bbicokue po3bl B/B IgG B
neyeHiumum MUTN

° A4
400 mr/Kkr x 5 AHeA * [OnutenbHblie OTBETbI KaK

npasunao OTCYTCTBYIOT U

« 800-1000 mr/kr x 1 aeHb (8- TpombouutToneHmsa
10 yacos) BO3BpallaeTca B TeueHue 2-4
Heaenb

* 1000mr/Kr x 2 aHA
* OcCnoxXHeHuA: MManrmg

IMXopaaKa, ronosHas 6oab —
TTpenapatsr Igb 30% ﬁau,meHTOB MOWeT BLiT
OKTaram noxoxa Ha OHMK. Hepeako
TTpusuaxeH pa3BuTME OCTPOUN NOYEYHOU
WN.T .BeHa HegO0CTaTOUYHQCTH,
CamyHeKc acenTU4YeCKnm MEHUHIUT
TTpusuaxeH
"abpurnobuH

IMMyHOBEHUH

Provan D. et al. International consensus report on the investigation and management
of primary immune thrombocytopenia. Blood, 2010, v. 115, N2., pp 168-186.



ability %
(=]
[=2]

CnneHsakromma B nevueHum UT

OTBeT: y * PuckK cencuca ~4% B Ttedyenune 30 ner

) (Streptococcus pn., Neisseria meningitidis,
2/3 nauneHTOB Haemophilius infl.)
COXpaHEHl/Ie PEMUCCUMN: *  BO3MOXHOCTb MMMYHU3ALUN

NO/IMBANEHTHON NHEBMOKOKKOBOM,
Hemophilus influenzae tvin B,

N KBagpuBaSIEHTHON MEHUHTOKOKKOBOWM
NO/INCaxapUaAHON BaKUMHOM KaK MUHUMYM
3a 2 Heaenun Ao CNAeH3KTOMUU

Moun3HeHHbIM npuem 250-500 mr 2 p/a, BHYTPb
beHoKcmmeTnnneHnymnamua nnam 500 mr
BHYTPb 2 p/A, sputpomunumHa ( UK)
RTRUR R . peBaKUMHALMA OT MHEBMOKOKKA KaXapble
5-10 net

*  Ocno¥HeHua/neTanbHoOCTb:
nanapotomua -13% /1%
nanapockonua - 9,6% / 0,2%

e Tpombo3bl NOPTANbHON CUCTEMbI:
nanapockonua o 55%

* nanapotomuna Ao 13%

2/3 nauueHTOB Yepes 5 net

8 9% 18 192 24
Months
Ikeda M, et al. High incidence of thrombosis of the portal venous system

after laparoscopic splenectomy: a prospective study with contrast-
enhanced CT scan. Ann Surg. 2005 . Feb;241(2):208-16.



Putykcumab 8 neveHum UTTI

no3a 375mr/m2 8 1-2 Hepenw, ®* C OCTOPOXHOCTbIO MpwU

mManble go3bl 100 mr B/B exkeHeaebHO renatute B ( npotneoBupycHas

B TeYeHue 4 Heaenb Tepanwus)

CTaHOAPTHAA 403a U KPATHOCTb * nporpeccupyioLlan

BBeAEHUA He YCTAaHOBAEHDI, MV{]bTMd)OKaﬂbHaFI
nenkosHuedpanonatua

NPOAONKUTE/NIbHOCTb OTBETA OT 2 MecC Y ued

4YaCTMYHO oTBETMBLUMX A0 5 neTy 15-  ° daTanbHble MHPY3MOHHbIE

20% 601bHbIX pPeaKkumn

KOPOTKUI MHTEepBan Ao AoctmkeHna  °  KOKHOC/IU3NCTbIE PEaKLNK

otBeTa (< 20 aHen) (1-6 Hepn) *  Puck Taxenbix MHGeKUnI

O  $paHuUy3CKMi pernctp: 5 cnyyaes
Ha 100 nauneHTOoB B roA,

o Y 5% pa3suBaetca
runorammarnobynmHemus



Disponible en ligne sur Elsevier Masson France médecine interne
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Therapy

Is there still a place for “old therapies” in the management of immune
thrombocytopenia?

S. Audia®"*, B. Godeau®, B. Bonnotte "

TTpenapar | TTokasaHus

HancoH 29 nuHUsa Tepanum nocne NKC
He ucnonbsyetca npu aepuumute Mn-6-&1, 0c0beHHO y MyXUYMH
HecnneHsakToMu3mnpoBaHHbIe NUMEHTHI (Y CMNeH3KTOMU3UPOBAHHBIX
OTBeT Xyxe)
He npotusonokasaH npu 6epemeHHOCTU

HaHason TTaumeHTbI cTapwe 65 net (Bupmnusauma)
He n cnneH3kTomMu3npoBaHHbIE

Koraa He NOMHOCTBIO UCKNHOYeHa TpomboumuToneHus, obycnoeneHa
MAC

Mmapokcux  WTTIT sTopuyHaa k CKB
NOPOXUH TTepsuyuHaa UTTT ¢ AH® 6onee 1/160
He npoTusonokasaH B nepuoa 6epemeHHOCTU U nakTaumm

BuHka- He-oTteeTuBwue Ha /8 T u TKC

P ()



CTpyKkTypa

Romiplostim u Eltrombopag

KNeTouHbIe MexXaHU3MbI AeUCTBUS

C )
COH

Pomunnoctum ceasbieaerca ¢

X TPOM6OMO3TUHOBBLIM
R peLenTopom

et T « OnTpombonar cesa3bIBAETCS

N C TPAHCMeMbpPaHHBIM

AOMEeHOM

R el TpOM60ONO3TUHOBOIrO
peuenTopa, aKTUBUPYS Kackaa

. peakuui, seayLwmi K

recepter

Activation of
thrombopoietin

3 E'tro D
receptor £ f}—-tv-m:o_ag
Q!
./.-—'-.‘:, SeBLtd A
EHCF 7
F4axc] [ Jak ¥p) —(GReZ!  ras |
p ’;' S A% L -’.-“"._’ P s 4
PR o “AS05) [ RAF )
{s7at) —
®
Tk
£ =N
'S iT MAPK
"v o . /
Signal transduction s=————~F42 or P44
\ 4

Increased platelet production

yBesIM4eHUHo NpoayKLUU
TpomboLumTOB.

*  GRB2 - growth factor receptor—binding protein
2,JAK Janus kinase

MAPK - mitogen-activated protein kinase, P
phosphorylation

RAF- rapidly accelerated fibrosarcoma kinase,

RAS -rat sarcoma GTPase

SHC -Src homology collagen protein

STAT -signal transducer and activator of transcription



Mcnonb3oBaHue poCTOBbLIX
TpomMOouuTapHbIX (hakTopoB

*  AroHuncTbl TPOMOONO3TUHOBLIX PeLenTopoB

AKTUBUPYIOT TPOMOONO3TMHOBLIE PELENTOPLI N YBENUYNBAKOT
obpasoBaHne TpoMObOLINTOB

AroHMCTbl TPOMBOOMNOSTUHOBBLIX PELIENTOPOB (POMUMIOCTUM U
aneTpomMbonar) BbICOKOI(AEKTMBHBI KaK Yy NepeHecLLInX
CMJIEHIKTOMMUIO, TaK N Y HE NOABEPraBLUNXCS CMNEHIKTOMUM
naumeHToB (cTeneHb A)

Y 60sblUMHCTBA NAUMEHTOB BO3HUKAET BO3MOXHOCTb CHU3UTb 403bl
NN NpekpaTUTb OQHOBPEMEHHYIO Tepanuio KOpTUKOCTepoungamm
[Tocne npekpaweHus nevyeHms y 6onblUMHCTBA NauMeHToB

HabngaeTcsa NOHWKeHMe Yncna TpoMooLNTOB, yKa3biBas Ha
HeobXxoaMMOCTb noaaepXusatoLlen Tepanum



PexomeHaauuum B OTHOLWeEHUU Tepanum
BTOpOro paaa
Ankanouabl 6apBUHKA

— TpaH3uTopHOE yBENM4eHne ymcna TpomooumnToB y 67% naumeHToB, 9ddeEKT
coxpaHsietca 1-3 Hegenu

— OtBeT Habntogaetcs y ~50% nayueHToB, NEPEHECLUMNX CMNIEHIKTOMUIO, OAHAKO
OTBET HEeYCTONYNBbIN

A3aTtuonpuH
— WmmyHogenpeccaHT

— MoxeT okasaTbCcs NoNne3HbIM Yy NauuMeHTOB, He OTBEYatoLNX Ha apyrme Buabl
Tepanuu

— OObIYHO TpPebyeTcsa NPOAOITKUTENBHbLIN KYPC JIEYEHUS

— B HekoTopbIX cry4Yasx npu Apyrux sabonesaHusx Tepanus asaTmonpmHoM
NPUBOANT K NEeNKeMumn, ogHako Takon acbdekT He Habngancs y naumMeHToB C
NTIT

LimknocnopuH A

Y nauueHToB ¢ UTI achhekTnBeH B KayecTtBe MOHOTEpanum unu B
KOMOMHaUuu ¢ NnpeaHN3oHOM (cTerneHb B)

— [No npnynHe NoBoYHLIX 3PIEKTOB MOXET OKa3aTbCA HENPUMEHNUMO B HEKOTOPbIX
crnyyasx, Hanpumep, y NOXusbiX NauUeHToB UNnu y NnauneHToB
C NMNOYe4YHOW HegoCTaTOYHOCTbIO



PexomeHaauum B OTHOWeEHUU Tepanum

Lunknodoccamung BTODOTIO bS ﬂa
— WMmMmyHogenpeccaHT; MOXET oKd3aTbCd Nadnes3eH nauneHTam, pe3ancTeHTHbIM K
KOpTUKOCTEpOnaam

N/ VN CNneHakTOMUmn

— WmetoTtca coobLueHns ona3B|/|va| OMI1 nocne Tepanun unknodocgammaom y
nauneHToB ¢ ATl n CK

NaHa3on

— ATTeHyupoBaHHbIN aHOpPOreH, NPUHNMaeMbIV BHYTPb B KadecTBe
KOpPTUKOCTepoua-cbeperarowiero areHTa

— MOXeT ObITb 0COOEHHO yAO006€eH Npu fie4YeHUN NOXUIIbIX NaLuUEeHTOB U NnL C
NPOTUBOMNMOKa3aHMSMM K CMNEH3KTOMUM (cTeneHb B)

dancoH

—  MOXET ObITb 0CO6eHHO yaobeH Npu NevYeHnn NoOXunbixX NaumMeHToB U Nuy, C
NPOTMBONOKa3aHNAMMU K CMNEHIKTOMUM (CTeneHb B

— Y naumMeHToB, PE3NUCTEHTHbIX K Tepanum NepBoro psiaa ¢ NOMOLLbH
KOPTUKOCTEPOUAOB, MOXET OTIOXUTb CNIIEHIKTOMUIO HA CPOK A0 32 MECSLIEB;
odHaKo

— Y nauneHToBs, nepeHecwmx CriJiIiEH3KTOMUK, OTMEeYaeTCA HU3KaA 0114 OTBETA

MukoceHonara modetTun

— AI—II/lT_II{IIEIIpOJ'II/ICbepaTI/IBHbIVI MMMYHoAenpeccaHT, 3O(PEKTUBHLIN Y YaCcTU NaLUEHTOB
C



emMmocdunua A

OTCYyTCTBME UIN CHUXKEHME KOAryNaHTHOMU aKTUBHOCTU dpaKTopa VI
B naa3me (VIII:C) npn HopmanbHoi akTMBHOCTK OT 50 a0 200%

Hacneayetca cuenneHHO ¢ X-XpOMOCOMOM U BCTPEUYAETCA TO/IbKO Y
MY>XUMH

Y 60n1bHOro oTUa U 340p0OBOM MaTepu cbiHOBbA 6yayT co 100%
BEPOATHOCTbIO 340p0OBbI, a Aouvepu 6yayt co 100% BepOATHOCTbIO
HOCUTEeNbHULAMU remoPuUnmnm

Y 340p0BOro oTua U }KeHLWMUHbI-HOCUTENIbHULbI CbIH umeeT 50% puck
poauTbca 6onbHbIM, a gouvepu - 50% pUCK 6bITb HOCUTENbHULEN

50% cnyyaeB ABAAIOTCA COpaanyecKumu

CpeaHuM BO3pacT ANarHOCTUKM 3abonesaHnsa 9 mecaues npu
TAXEN0oU U 22 mecAua - Nnpu ymepeHHou ¢opme 3aboneBaHusA



HacjexnoBanue reMopuInm




KHe MPosABJICHUA reMo(pHINHA

* npOFIBIIFIETCFI remaTtoMmHbim TUNOM KPOBOTOYUNBOCTMU:

- ronoBHble n cybanoHeBpOTUUYECKUE reMaTOMbl ,
BHYTpUuepenHblie KPOBOU3/IMAHUA B HEOHATA/IbHOM
nepuoae

- 06WnpHbIE 60N1e3HEHHDbIE KPOBOU3/IUAHNA B MATKME

TKaHM U MbilUbl ¢ gedpeKTaMu caaB/IeHNA HepPBOB U
ob6pa3oBaHMeMm ncesao0o0Nyxoneu

- HenoAapawmeca KOHTPOIO KpoBoTeueHUsa nNpum
He3HauYUTeIbHOM NMOBpPeXAeHUU

- KPOBOU3NUAHUA B OPIOLLHYIO NONOCTb U }KU3SHEHHO
Ba)KHble OpraHbl



CKHe MPOosiBJICHUS reMopuaIumn

- KpOBOVI3J1VIFIHVI$I B MO3r - camMmasa 4actasd npuyimHa

CMepTH
- KpoBou3nusiHna B cycTaBbl, Yallie CMOHTaHHbIE -
cambI XapaKTepHbIN CUMMNTOM c

dopmmnpoBaHmem remocpunbHOM apTponaTum C
MCXOO0M B aHKUIO3 C aTpodmen MbiLuL,

- NMo4yeyHble, Xenyao4Hble KPpOBOTE4YEeHUA,
KpoBOTEe4YeHUA U3 NOJIOCTU PTa U HOCa

-MaccuBHble KpPOBOTEYEHUA MOCne 3KCTPaKuumu
3yba, onepauunmn (obpesaHue, NPUKYC A3blKa M ryo)

- MceBpOONYXONU ANNHHbIX KOCTENW, Ta3a U NanbLUeB
PYK C pa3BUTUEM MNaTONIOrMYECKUX neperiomoB



JlabopaTopHble NOKa3aTtenu n KAMHU4YecKue
nposasaeHna remopuanmn

Cauxkenue KiuHuuyeckue CuUMNTOMBI KPOBOTOYMBOCTH
AKTUBHOCTH TPOSIBJICHUSA

(%0)
<1 ToaxKeabIe B panHem jaercrBe,
CIIOHTAHHBbIE

1-5 YMepeHHbIe ITocjie He3HAYMTEIbLHOU
TPaBMbI HJIM XUPYPIrUYE€CKOI0
BMEIIATEJIbCTBA , MOTYT OBITH

CIIOHTAHHBIMH
5-20 Caaoble Toabko mocJie TpaBMbI UJIN
XHPYPIru4ecKoro

BMeIIaTe/JiIbCTBa



ArHOCTHUKA reMopuaumn

AHanu3 pucKa, OCHOBAHHbLIA HA aHanu3e pPoAOC/NIOBHOU U
daKTopa ceBepTbiBaHUA

OnpepeneHne reHotTuna ¢ WMCNONb30BaHUEM CLEN/IEHHbIX
nonmmopdHbIX MapKepoB (HenpAmMoOM aHanu3 reHa) wam
NPAMOro aHanu3a reHa ( UHBepcumn reHa) B KpoBuU

( aHTeHaTanbHbIA AMArHo3 U3 KpoBu naoga Ha 19-20 Hepene
6epemeHHOCTU, HA 10-12 Hepgene - U3 BOPCUHOK XOPUOHA)

NMponoHruposaHHoe ANTB, HopmanbHoe INB 1 BK

1:1 mukcr-tectol AlNTB - Bbiasnset gedpuunt ¢akrtopa VIl un
OTCYTCTBUE ero uHrMbutopos

AKTnBHOCTb PpaKtopa VIl :C - CHUXKeHa Unun oTCcyTCTBYeT
KoHueHTpauua ¢pakropa VIII:Ar - HOpMmanbHaA UU CHUXKEHHAA



Jleuenue remo(puinu

3amecTuTesibHaA Tepanua KoHueHTpaTtom ¢daktopa Vill

(ArN, kKpuonpeuunutatr, ANoPuAN3INPOBAHHbIE KOHLLEHTPATbI

Pa3s/INMHON  CTENEeHN  OYUYUCTKM, peKoMmbuHaHTHbIE
npenapaTtbl) 25-40 ME/Kr maccbl Tena 3 pa3a B Heaeno

TpaHeKcamoBaa Kucnota (LlMknokanpoH) B KauecrBe
MHrMbutopa GmbpmnHonM3a BO Bpemsa U MoOcCae 3KCTPaKuuu
3yba

JecmonpeccuH (aHTUAUYpPETUYECKUN TOPMOH Ba3ONpPEecCUH)
C uenbio nosbilweHUAa ypoBHA PVIII, PB u aKrusatopa
nnasmuHoreHa (t-PA) B/B, N0OAKOXHO WU NHTPaAHA3a/IbHO

CumnTomatuueckoe (B TOM uUuUCae XUPYpPruyeckoe W
opToneauyeckoe ) neyeHue



PexomOMHaHTHBIe npenaparbl ¢paxkropa VIl

OKTOKOr anbda Bayer Haxter

e PekombuHar - bakcTtep

e KoreHeunT — banep Kogenate FS I8 Wf\mPl{ﬁ:le

° AABeI‘;IT _ Ea KCTep ?nﬂhmg?ﬁaﬂ!f Factor Plasmatalbamin-Free Meathod]
Formmulated with Sucrose
MopoKTOKOr a/ibda . ZLB Behring
& «  Biotherapies for Life™
e Pedakto —MNdaiizep e rtefacto
Antihemophilic Factor _ *
e OkTOdakKkTOp — leHepuym (Recombinant) He"xcﬂ'e“ rs
Antihemaphific Factor (Recombian|
CUMOKTOKOT anbda Fomigatuh S

e HyBuK - OKTOodapma

HBaxter Wyeth

RECOMBINATE Antihemophilic Factor



APOM ANCCEMUHNPOBAHHOIO
AUCTOro ceeptbiBaHnA Kposu (ABC)

al Society on Thrombosis and Hemostasis)

cobo npuobpeteHHbIN  CUHAPOM,
LWMUCA reHepain3oBaHHON (He NOKaNbHON)
KOoarynfauun, Bbi3BaHHbIM Pa3NINYHbIMMU

BO3HMKaTb M BbI3biBaTb NOBpeXAaeHue
ALK, KOTOPOE, NMPU AOCTaTOUYHOMN TAXKECTH,
T K AUNchYHKLMM OpraHoB



NMUAEMUOJIOTUSA

e 1% nocrtynarowunx B BbICOKO-CneunaanmsnposaHHblie
rocnmMtTanu

 3aboneBaemocTb u CMEepPTHOCTb 3aBUCAT OT OCHOBHOTIO

3aboneBaHuA n TAXKeECTK Koarynonatum ( nanonatmnyeckas
dynmunHaHTHaa nypnypa ¢ ABC — cmepTHOCTb 18%, cenTuyeckunm
abopT c UHPMUMPOBAHUEM KAOCTPUAMAaNbHON nHbeKumnen — 50%,
TAXenaa Tpasma npu [IBC yaBanBaeT CMepTHOCTb)

 Haubonee yactblie NPUYUHDI:
onyxonw

UHeKkuum

TpaBma

o O O O

AKyLlepCKaAa natonormna



Uto Takoe [1BC?

1. OBC- cuHOpOM — npuobpeTteHHas, BTOpUYHas
KoaryrnomnaTusi, CoOnyTCTBYIOLLAsA KpUTUYECKOMY
COCTOSIHUIO

2. [OBC- cnHapoMy COOTBETCTBYET:

* Bblpa)l(eHHaﬂ dKTUBaUuunsad remMoctatTnuyeckKoro
noTeHuunarna Kpoeu

« [vnepTpoMbuHemusn n noTpebneHue pakTopos
CBepTbiBaHUA

«  JHAoTenuanbHasa oUchPyHKUNA
. BocnaneHue

*  WcToweHne npoTUBOCBEPTLIBAIOLWMNX MEXAaHU3MOB
(pnbpuHONM3, Puramonornvyeckmne aHTUKoarynaHThbl)



MexaHun3m pa3Butusa cuHgpoma [A1BC

CUCTeMHasda aKTuBauus
Koarynauumum

/\

CHUXeHue 4ucna
TpoMbounuTOoB M
(GaKTOpPOB CBepTbiBAHUA

BHyTpucocyamcToe
oTNoxeHune ¢ubpuHa

TpoMb03 Menkux u l

CpeAHUX coCynosB KpoBOoTeueHue

1

OpraHHas
HeAO0CTAaTOYHOCTb




Uto Takoe [1IBC?

B npouecce passutusa OBC-cuHgpoma
NPoOuCXoOmT:

« B cocygax MMKpOLMPKYNALMN —
rmnokoarynsiumsi ¢ remopparm4eckmm
CUHAPOMOM

 TpoMb6006Opa3oBaHMe B cocygax
MUKPOLMPKYIALUN N pa3BUTUE
NnonmopraHHoOM HegoCcTaTO4YHOCTH



[laToreHe3 IBC-cuHApoma

UNDERLYING CONDITION

/o N\

Activation of Neutrophil Endothelial
intravascular coagulation activation activation/
damage

Fibrin deposmon

/o

Platelet Coagulation Flbnnulysm NET
consumption  factor formation
consumption l
l l 1 DNA-histone
J Platelets T PT 1 D-dimer complex Schistocytes
1aPTT 1 FDPs 1 dsDNA 14

\NT 7T |+

Impaired coagulation Microvascular thrombosis

A\ Y
BLEEDING ORGAN ISCHEMIA/

ORGAN FAILURE




[MaToreHeTUuecKkmne NyTu, BOBNEYEHHbIE B
ANCCEMUHUPOBAHHYIO BHYTPUCOCYAUCTYIO KOAryasauuio

KaHeB( HI/ITOKI/IH])I

NJI-6, PHO ILnazamuHOTrEeH

daxkTop +
q) Vlla \ @ ﬂ % AKTP[BaTOPBI *}l

% IJIa3MHUHOI'€HA
®lXa (+
V) InasmMuH
l ‘Humskue yposuu AT 111
cocj1a0s1eHHast QyHKUMSA

¢Ila (TpomOUH) CHCTEMBI IIPOTEHHA C ®uGpun I
« HemocTaTounbli TFPI

DOuOpPUHOTreH ——— Oubpnn

Ociadienne
Cynpeccust
AHTUKOATYJISIHTHBIX
Oo0Opa3oBanue TPOMOMHA, yas buGpuHOIN3a
nyTe
OIOCPEeI0BAHHOE TKAHEBbIM / y PA| - 1
daxTopom N Zf
®opMupoOBaHHe HeanexkBaTrHoe
dudpuna yaajieHue
¢pudpuna
Tpoméo3 £§§>
MEJIKHX U
CPeAHUX

COCY/I0B



OCHOBHble NPUYUNHDI

Events that initiate DIC

Septicemia - Gram negative and Gram positive
Crush injury or complicated surgery
Severe head injury
Cancer procoagulant (Trousseau's syndrome)
Acute leukemia, especially promyelocytic
Complications of pregnancy

Amniotic fluid embolism

Abruptio placentae

HELLP syndrome

Eclampsia and severe preeclampsia

Septic abortion
Amphetamine overdose
Giant hemangioma (Kasabach-Merritt syndrome)
Abdominal aortic aneurysm
Peritoneovenous shunt
Acute hemolytic transfusion reaction (ABO incompatibility)
Paroxysmal nocturnal hemoglobinuria
Snake and viper venoms
Liver disease

Fulminant hepatic failure

Reperfusion after liver transplantation
Heat stroke
Burns

Purpura fulminans

Events that complicate and propagate DIC

Shock

Complement pathway activation




Jtnonorna ABC-cnHgpoma

3noKavyecTBeHHbIe

AKyLlepCcKue OCrnoXxXHeHus:

3aboneBaHuA:

ConungHoble onyxonu (Ca INMX,
Xernyaka, npocrtartbl, Fpyau,
ANYHUKA)

femonoaTnyeckne onyxonu
(M3)

NXT(cuHgpom nusuca
onyxonwu)

OTtcnounka nnaueHTbl
NMpenonexaHue nnaueHTbI
MepTBbIN Nnop,
Centnyeckum abopt

IMOoONNa aMHUOTUYECKOM
XUOKOCTbIO

Npeaknamncus

(20-609%)

NMoBpexaeHue TKaHewu:

TpaBma

CvHapoM coaBneHus
Oxoru

NoBpexaeHna LUHC

Femonutnyecune
TpaHCcdy3UOHHbIE peaKuuu,
YKYCbl 3Meu

OcTtpble peakummn Ha
TpaHcnNnaHTar

31-40% npwu TpaBMme ronossbl

Kitchens CS, Hematology, 2009



Jtunonorua ABC-cuHapoma

UHekunn:

pam+06akTepun
pam- bakTepum
Bupychbl

MpuoHLI
NMpocTenwue
Pukketcuu
CnUpoxeThl

[o 83% y nauyneHToB C

CUCTEMHOW BOCNannTernbHOU
peakuneu

[Mpouune:

Lok
OcTtaHoOBKa ceppaua
'Mnokcusa

YTonneHue (0cobeHHo
B NpecHou Boae)

XupoBas amoonus
AHeBpu3ma aopThbl

MraHTckue
reMmaHrmomMmbi



OueHKka pucka passutma [OBC: wumeer AM  nauueHT
3aboneBaHune, npeagpacnonararouiee K passutuio [1BC

2. KaimHu4yeckue npoaBieHus:

- nuxopagka - 58%, runoreHsua - 50%
- Tpom603bl COCYAOB CpeaHero U MenKoro Kaambpa: HeKpos3bl

KON, nanbues, MmenKoo4varoBas HeBpoO/sorMyecKasn
CMMMNTOMATUKA, KOMA, OCTPbIA pecnnpaTopHbiM JUCTpecc-
CUHAPOM, cTpeccoBble A3Bbl KT, OflH,
MUKpPOaHruonaTtuyeckaa remoamtmyeckaa aHemua ( 15%) c
entyxom

CMELUaHHbIX TUN KPOBOTOUMBOCTU: NeTexuu, nypnypa,
3KXMMO3bl, KpoBOTeUYeHUA u3 CNU3UCTDIX,
nocseonepaumoHHbIX PaH U U3 MEeCT BeHenyHKuui,
CNOHTAaHHOe 06pa3oBaHMe remaTom



Haku nu cumntombl [1BC

OcTtpbin 1IBC

KPOBOTOYNUBOCTb N3 MHOXECTBA MECT

[logKoXXHbleremaToMbl, KpOBOTEYEHUA N3
CITN3UCTbIX

BHyTpeHHMe KpoBOTEYEHUSA

HapyLleHne nocTynneHna KpoBu B TKaHU (
nwemus)

BHe3anHbIN NpUCTYN BLICOKOW NMXOpaaKu,
HeQoMOraHug, pacnpocTpaHeHHaqa nypnypa Ha
KOHEYHOCTAX

[leTexun, nypnypa, HanofHEeHHbIE KPOBbLIO NY3bIpW,
MOCUHEHWNE NanbLUEB PYK N HOT



OCHOBHble KoarynaumoHHble napameTpbl
OCTpOro n xpoHum4veckoro [1BC

Parameter

Platelet count
Prothrombin time (PT)

Activated partial thromboplastin time
(aPTT)

Thrombin time

Plasma fibrinogen

Plasma factor V

Plasma factor VIII

Fibrin degradation products

D-dimer

Acute (decompensated)
DIC

Reduced
Prolonged

Prolonged

Prolonged
Reduced
Reduced
Reduced
Elevated

Elevated

Chronic (compensated)
DIC

Variable
MNormal

MNormal

Normal to slightly prolonged
Normal to elevated

Normal

Normal

Elevated

Elevated

Mpu x1BC TpombuHOBOE Bpema Honee YyBCTBUTE/IbHbIN TECT , YEM
[N1B n allTB B oTparkeHnn ysennyeHuna yposHAa [—anmepa u

NOdnbpuHa




o RO s

AKTnBaUuA cBepTbiBalOLEen U NPOTUBOCBEPTLIBAIOLLEN CUCTEM

}

BHyTpucocyauctoe notpedneHne TpomoounToB,
¢pakTOpOB CBEpTbIBAHNA KOBU

- —




OCHOBHbIe TeCTbl KoarynorpaMmmbl

1. Konn4yecTtBO 150-350 Kputnyeckoe cHmxeHue —
TpombouunToB TbIC B MKNT | MeHee 50 ThbIC B MK

2. KoHUeHTpauusa 2-4rin Kputnyeckoe cHmxeHue —
¢dunbpunHoreHa MeHee 1 r/n

3. NMpoTtpomMbUuHOBOE =1,0 Kputnyeckoe yBenunyeHue —
Bpems, MHO 6onee 1,50

4. ATITB 28-32 cek Kputnyeckoe yBenunyeHue —

bonee yem B 1,5-2,0 paza Bbiwe
HOPMbI

5. D-gpumep u gpyrue
nokasatenu NAaoo

YBenunyeHue




LLikana anarHocTukun HessBHoro ( non-overt) ABC
cuHapoma

(International Society on Thrombosis and Haemostasis, 2001)

Noka3aTenb OnHaMunka nameHeHunu 3a 24
yaca
1. UmeeTcAa Ny y naumeHTa [da: 2 6anna
3aboneBaHue, cBsizaHHoe ¢ [1BC- HeT-0 6
CHHPOMOM eT:0 6annos

2. [naBHbIe KpUTEpUU

YBenuyeHue: -1 6ann
Be3 nameHeHun: 0 6annos
YMeHbleHue: 1 6ann

KonnyectBO TPOMOOLUTOB:
Bonee 100 *10°%/n: 0 6annos
MeHee 100 *10°/n: 1 6ann

YMeHbLeHue: -1 6ann
YonuHeHne npoTpoMOMHOBOro Be3 uaMeHeHmit: 0 6annor

BPpeMeHMU: Y BenuyeHue: 1 6ann
MeHee 3 c: 0 6annosB

Bonee 3 c: 1 6ann

Mpoayktbl gerpapgaunn pubpuHa: | YMmeHblueHue: -1 6ann
Hopma : 0 6annoB | bes nameHenun: 0 6annos

YBenuyeHue:1 6ann | Y Benuyenune: 1 6ann




LLikana anarHocTukun HessBHoro ( non-overt) ABC
cuHapoma

(International Society on Thrombosis and Haemostasis, 2001)

Noka3saTenb IdnHamuka uasmeHeHuu 3a 24
yaca

3. BcnoMoratenbHble Kputepuu

AHTUTPOMOWUH:
Hopma : -1 6ann
yMeHbLlueHue: 1 6ann

NMpoTteunH C:

Hopma : -1 6ann
yMeHblUueHue: 1 6ann

Apyrne aHTUKOarynaHTbI:
Hopwma : -1 6annos
YMeHbLleHue:1 6ann

Cymma 6annoB 6onee 5 — HesaABHbIM [ABC-cuHapom




LLikana gunarHocTtuku aisHoro ( overt) ABC
CUHOpoma

(International Society on Thrombosis and Haemostasis, 2001)

1. Ectb nny naumeHTa 3aboneBaHue, coorBeTcTBYylOLWEee [1BC-
cuHapomy? Ecnu fa, To nepexoanM K LLKane:

KonuyecTtBo TpOMGOLUTOB >100 *10°%/n 0
50-100*10%n 1
<50 *10%n 2
PacTBOpMMble MOHOMeEPbI HeT yBenu4ieHus 0
dubpuHa/npoayKTbl Aerpagaunm YMepeHHoe yBenuyeHue 2
¢hnbpuHa 3HauuTenbHoeyBenM4YeHue 3
yBernuyeHue npoTpoMOoUHOBOIo MeHee yem Ha 3 ¢ 0
BpeMeHuU Or3po6ec 1
bornee yemMm Ha 6 C 2
PuUbpUHOreH G6onee 1r/n 0
MeHee 1 r/n 1

Bannbi 6onee 5 — ABHbLIN [1BC-cuHapom




JileueHnue octporo [1BC

INNeyeHue ocHOBHOro 3aoonesaHusal!!
Xupypruyeckas ocTaHOBKa KpOBOTeYEHUA
YcTpaHeHue runokcuu, runotepmMmmu, auuaosa




MHTeHcuBHanA tepanua [OBC-cuHgpoma
be3 remopparnyeckoro cnHapoma (HesiBHbIW):

1. JleyeHmne ocHOBHOro 3aboneBaHus

2. TlaumeHTbl C TSXXenbiM CENCUCOM U BbICOKMM PUCKOM
CMepTW, NoNMopraHHOW He4OCTAaTOYHOCTIO MOTYT
nony4yaTtb rhAPC (peKOMOUMHAHTHbLIN YernoBeYEeCKUM
aKTUBMPOBaHHbIN nNpoTtenH C) npun OTCyTCTBUMK
npoTnBonokasaHnun (yposeHb 2B)(2008)

3. HoBoe: koHueHTpaT npotenHa C

4. PaccmaTpuBaeTcsl NpMMeHeHne aHTuTpombuHa lll,
TFPI, pekoMOUHaHTHOro TpoMmbomMmoaynmMHa

5. TenapuH He gaBnsaetcda npenapatom anga nedenma OBC
cuHgpoma



