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NMMmyHHasa TpoMmboumuToneHnyeckas
nypnypay geteu



HopmarnbHOe Yncno TpomMmoboLMTOB
140 000 -450 000/mkn
TpombounToneHus:

yucno TpomoouuntoB < 140 000/mKr



nognonartmdeckaqa (MMmmyHHasa) UTTI

cHmxeHune TpombouuToB < 100 000/mkn
obycnosrneHHoe

BblpabOTKOW aHTUTEN K aHTUreHam TpomMooumTOB
N NX NOBbILLEHHON OECTPYKUMNEN
KneTkamm MmakpodararbHON CUCTEMBbI



MMMyHHas TpOMOOLMTONEHNS

Bbi3blBETCA aHTUTENAM K
*GP llb/llla - 90%
*GP Ib ~10%

apyrme Al - pegko
*[1ECTPYKLNA TPOMOOLIUTOB - B CENE3EHKE



NMMyHHas TpomMboLmMToneHns

[lnarHocTtuka
1. CeMenHbIn aHaMHe3
2. [llpenbiaywme aHannsbl KpOBU
3. KnnHun4eckun ocmMoTp
obLlee cocToaHue
TUM KPOBOTOYNBOCTU
renartocrnsieHoMeranus
yBenmyeHne nmmadoysnos



NMMyHHas TpomMboLmMToneHns

[lnarHocTtuka

AHanuns Kposu
Yucno tpomboumToB
Mopdornornsa TpombouUnToB (pasmep, BKITHOYEHUSA)
Uncno petmkynouymTtos (NpM HaNMYMM aHeMmnmn)
Yucno HenTpodumnos
INenkouyntapHaa dpopmyna
Mopdhonorna nemkounTos




MMMyHHas TpoMOoLUTONEHS

«300pOoOBbIN» PedbEeHOK

C
BHE3aMNHbIM NOABNEHNEM METEXUN U CUHSIKOB
TpomMbouuToneHNEN

bes
HEUTPONEeHUN
BrnacTHbIX KINETOK
renaTocnneHomMmeranmm
aHeMum
CEMENHOro aHaMHe3a KpoBOTOUYNBOCTH

ocTpasi UMMYHHasi TpoMboLMTONEeHNYeckas nypnypa
(Apyrnx gokasatenbCcTB He TpebyeTcs)



MMMyHHas TpOMOOLMTONEHNS
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MMMyHHas TpOMOOLMTONEHNS

[TokasaHua K K/M NyHKLNK

OTcyTcTBMe oTBeTa Ha IvIG
[1nuntenbHoe TevyeHune

[ enatocnneHomMeranus

HeuntponeHus

AHoOMarnbHaa Mopdonorna NenkounTos
BbipaxkeHHaa numdaageHonaTus



MMMyHHas TpOMOOLMTONEHNS

MmnenorpamMmma




MMMyHHas TpOMOOLMTONEHNS

MuernorpaMmma




[MpUYMHbI TPOMOOLINTONEHUN

HoBopoXaeHHble
Bcrnencrene CHWXeHHOW NpoayKLUnn
TAR-cuHOpom
AmekapuouuTapHasa TpoMbouuToneHns
AHeMuna OaHKOHU
Bcrnencreue noBbILWEHHOW AeCTPYKLN
MMMyHHasa TpombouuToneHns
TpaHCUMMYHHad
N30MMMYHHas
HeunmmyHHagd
BpoXxaeHHble nHdekunn (LUMB, Tokconnasmos, KpacHyxa)
OBC (cencuc, pynsMuHaHTHasa nypnypa)
C-m Kazabaxa-MeputTta
b-Hb Bunnebpanga llb
b-Hb bepHapa-Cynbe




[MpUYMHbI TPOMOOLINTONEHUN

[etun ctapwe 3-6 mecsues
Bcnencrteme NoBbILLEHHON OEeCTPYKLUNU
IMMyHHas
onocpenoBaHHasa aHTUTENamMn K TpomoounTam
UMMYHHasa TpomMmbouunToneHus - UTI
Ha poHe ayTOMMMYHHbIX 3aboneBaHUN
Ha poHe onyxonen (immdomel, JIMM)
Ha poHe nmmyHogedpmumtos (OBUH, runep-IgM)
Bcreacreuve remodaroumtosa
remodparoymTapHbIiv TIMMPOrMcTUoLNTO3
TMCTUOLMTO3 M3 KIeTok JlaHrepraHca
HenmMmyHHas
ABC (MeHUHrokokkLuemusi, cercuc)
ryc
C-m Kazabaxa-MeputTta
b-Hb BunnebpaHpa 1B, bepHapa-Cynbe
C-m Buckotta-Ongpuya



[MpUYMHbI TPOMOOLINTONEHUN

[letn ctaplie 3-6 mecaueB
Bcnegcrteme CHMXEHHOU NPoayKLunm

Jlenkemumn

MOC

TAR-cuHOpOM

AmekapuouunTapHasi TpoMmbouuToneHns

X-cuenneHHas TpomMooLnUTONEHUS

AHemunst PaHKOHU

Annactun4yeckne aHeMum



[MpUYMHbI TPOMOOLINTONEHUN

B3pocnble
Bcnencrteue noBbIiLLEHHOW OECTPYKUUK
MMMyHHas TpoMbouuToneHus
UMMYHHasa TpombountToneHua UTI
BUY
Ha oOHEe ayTOMMMYHHbIX 3abonesaHun (CKB)
Ha poHe onyxonen (immdomel, JIMM)
renapuH-nHOyuupoBaHHas
HenmmyHHas
ABC (cencuc)
NMpeaknamncus
['YC/MowkoBuu
b-Hb BunnebpaHga 1B
b-Hb BepHapa-Cyrnbe
Bcnencreue CHMXeHHOM NpoayKunm
AnnacTtnyeckme aHeMum
Nenkemun, MAC



MMMyHHas TpOMOOLMTONEHNS

OcTtpas XpoHunyeckad
0o 6(12) mec > 6(12) mec

Camonsneunsaetca B 80-90% M

HeBo3mMoXXHO npeackasartb TedeHne NTIT Ha ocHoBaHMK
NHUUManbHbIX KNUHUYECKUX U NTabopaToOpPHbIX AaHHbIX




ocTpass UMMYHHas
TpoMOoLMTONEeHnYecKkasa nypnypa

JTrobas
KPOBOTO4YMBOCTb

TpombouunThl TpombouunThl
> 10 000/mkn < 10 000/mkn

Habniopatb
BepoATHOCTE

XPOHM3aLLn©
HEe 3aBUCUT OT




MeXaHn3Mbl 00pa3oBaHUA aHTUTEN U KNMpeHca TpoMOoLMTOB

Bupychbl <
BakuUWHbI
=




Bo3amMoXXHOCTM cneumndunyeckon tTepanmm

YrHeTeHue CUHTEe3a aHTUTES
YrHeteHne FcR onocpegoBaHHOro KnnpeHca TpoMbouuTos

*onokaga FcR
* YTHETEHMe aKCcTepHanusauun FcR
* yrHeTeHne cuHTtesa FcR

[ NrOKOKOpTMKOUAbI
Bbicokne 0o3bl UMMYHOIO0YTMHOB
AHTN D - uMmyHOrnooynuH

ConpoBoauTenbHble MEPONPUATUSA
*OrpaHnyeHne noaBmXHOCTHU
*MckrnoyeHne acnupuHa




Bo3amoXHOCTM Tepanuun

[ MFOKOKOPTUKOUAbI

. brniokaga FcR
|CunHTtesa FcR
|CunHTesa IgG

numdouunT,




B-

numdouunT,

Bo3amoXHOCTM Tepanuun

briokaga FcR
1|CunHTtesa IgG




Bo3amoXXHOCTM Tepanumn

B-
numdouunT,




Bo3aMOXXHOCTM Tepanun NnepBon NMHUA

OcTtpasn
ntTn
HD IVIG
0.8-2.0 r/Kr [ NtOKOKOPTUK AHTK Rhig
ongbl 50-75 MKr/kr
CTaHAapTHble A03bl NOBbILLEHHbIE A03bl BbICOKME A03bl

1-1,5 Mr/kr 3 Hepenu 4-5 mr/kr 7 nHew MeTtunpen 30 Mr/kr X 3 AHS



BoamoxxHoCTH Tepannmmn

Bblcokne 0o3bl MUMMYHOIO0YNMHOB B/B
MeToauka BBegeHus

PaHHUe nccnenoBaHUs
* 400 Mmr/kr x 5 gHewn

CoBpeMeHHblIe pekoMeHaaumnn
« 800 — 1000 mr/kr x 1 geHb (8-10 yacos)
* 1000Mr/Kr X 2 OHA

Bce poctynHblie B Poccumn npenapathbl B/B Ig
NOEHTUYHbI N0 9O (PEKTUBHOCTH

\/

PyKOBO,EI,CTBOBaTbCFI CTOMMOCTbHO



BoamMoXXHOCTU Tepanuu

Anti-D nmmyHorno0OynmH
CTaHumsa nepenvBaHus KpoBsu . IBaHOBO

MeToauka BeBegeHuns 50-75 Mmkr/kr 3a 1 yac B/B KanenbHO

He paspeweH ansa B/B BBEAEHUS



Bo3MOXXHOCTM Tepannun NnepBon NIMHUM

Ha4arsno NOOOYHbIE CTOMMOCTb
OoTBETa SABNEHNS
HD IVIG 12-24 yacoB nuxopajka 20-80 $/kr
ron.borsb
MEHUHINT
[ NtOKOKOPTUKOMALI
Bbicokue 0o3bl  2-5 cyTku rmneprivkeMms
rMNepTeHs3ns
Ctang. do3bl 4-7 CYyTKK NHdekUnn
a3BblI XKKT
Anti-D Ig
50 MKr/Kr 2-4 cyTKun remonus

75 MKr/Kkr 12-24 vacos  |HB Ha 10-20 r/n



Necxopbl

JletanbHocTtb < 1: 1000
BbizgopoBnerHune 80-90%
XpoHusauus 10-20%



Llenb neveHuns -
* HE KOHKPETHOE 4Y1Cro TPOMOOLMTOB
* a NpeaoTBpaLLeHNe 1 fiedeHne onacHbIX KPOBOTEYEHUIN
[maBHaga 3aboTa
* nogaepkaHue yBepeHHHOCTU Y nauneHTa n ero cemMmbu
BaxHo:

*OueHnBaTb PpHaAHCOBbLIE 3aTpaThl



XpOHU4YecKas
NTTT

' _ ,
Dexa
M/ M2 [aHa3on
AHTU
RhIg
e/lHoraa BecbMa 3 (PeKTUBHbI 2 MU/M? x 3 p Heq

eCTOonKOro apdekra He aatoT

He ponyckatb anutenbHoU(>2-3 Henenb)
Tepanun roKOKOPTUKonaaMm!



XpoHun4yeckasa nypnypa

JkcnepumeHTanbHas Tepanus

MOHOKNOHarsbHble r'yMaHuU3npoBaHHble aHTuTena k CD20
Putykcmnmab - Ma6Tepa® (F. Hoffmann-La Roche)

MabTepa




XpOHUYeCKas
nypnypa

CnneHakToMus
[loka3aHuga

BHyTpu4yepenHbie KpoBOTEYEHUS

[lOBTOpHbIE BUCLEPASIbHbIE KPOBOTEYEHUS
AnvTenbHble TSXKesble HOCOBblE KPOBOTEYEHUS

? [OBTOpHbIE TSXKesble MaTO4YHbIE KPOBOTEYEHUS]
OTcyTcTBME (PMHAHCOBBLIX BO3MOXHOCTEN ANS
MeNKAMEHTO3HOro KOHTPO/IS

3aBUCMMOCTb OT ITFOKOKOPTUKONIOB

[TokazaHa He paHee 4YeM yepes 6-12 mecsueB



CTpyKTypa MMMYHOMNOIrMYeCcKoro cuHarca

\ /

\ Cb28 < B7-1or-2 /
/

= L 1ICAM-1 or 2/

CD4 or CD8 { AC')DFC
i J TCR <C> MHC \ Target
! Cell
/ cbD <. LFA-3 \
L
/ cpbaoL (( cpbao X




[ emMopparmnyeckme oCnoXxXHeHus
Npwv TpaHcnaHTaunsax



[Mpn4YnHbI reMopparn4ecKkmnx ocrioXKHeH1m
nocne TICK

* TpombouuTONneHns
* TpombouumTONaTUSA
* PTIX (ocTpas n xpoHnyeckas)

* Tepanua ATl (npeaTpaHcnnaHTayMOHHO U
B peXXmMax KoHOMLUMOHNPOBaAHNUA)

* CHMXeHne KoHLUeHTpauun FXII



YacToTa remopparn4eckmx ocrioxkHeHUu npu
TICK

447 naunenTtoB TICK (364 annoreHHas, 83
ayTonormyHas)

Y bornee, yem 80% naumeHToB TICK — no kpanHen
Mepe, OOHO reMmopparn4yeckoe OCroXHEHMe

Y bonee yem 40% nauneHToB HabnaaTCcH
cepbe3Hble remopparnmn, a 4% naumeHToB C OCTPbIMU
KpOBOTEYEHNUAMU YMUPAET HENOCPEACTBEHHO OT HUX

[TepBbIN MUK pasBUTUS Ha NPUBNN3NUTENBLHO +10 OEHD,
pa3sutne PTI1X Bbi3biBaeT BTOPOU NUK
remopparn4yeckmnx oCrioXXHeHNn NpmMbNn3nTeNbLHO Ha

+33 OeHb
Pihusch et al. (Transplantation, 74:1303-1309, 2002)



femopparuyeckue ocrnioxxHeHus nocne TICK:
Hanbonee yacTas nokKanusayuus KpoBOTe4eHUN

Jloxanu3anms AyTto (%) Ao (%)
n=83 n=364
HocoBslie 29 (34,9) 15(41,5)
Koxa 29 (34,9) 148 (40,7%)
PoToBast monocThb 24 (28.,9) 138 (38,2)
JKenmynodHo-KHIIeUHbIE 17 (20,5) 27 (34,9)
MoueBoM my3bIph 11 (13,3) 88 (24,2)
I maza 5(6,0) 49 (13,5)
BarunanbHbIe 4 (4,8) 19 (5,2)
BayTpuuepenHbie 5(6,0) 16 (4,4)

N3 Pihusch et al. Hemostatic complications in bone marrow transplantation: A retrospective
analysis of 447 patients. Transplantation, 74:1303-1309, 2002




Passurue PTIIX u remopparnyeckue 0CJI0KHEHUS

v/ Hanuume PTTIX accounmpoBaHo C pUCKOM pasBUTUS reMopparm4ecknx OCroXXHeHNN
nocne TICK, a yactoTa anM3040B KPOBOTOUMBOCTU KOPPENUPYET C TAXKECTbLIO
COCTOSAHUS

v Pa3Butne remopparnyeckunx annm3onoB NPOUCXOAUT B 3HAYUTENbHOWM CTEMNEHN U3-3a
TECHOW accoumaunm CUCTEMbI FeMocTasa U UMMYHOIOMMYECKUX OCITOXHEHUN,
00YyCNOBNEHHbIX annoreHHbIM TpaHCNNaHTaToOM.

Pazeumue ocmpou PTI1X:
syCUNeHne TpmoboumToneHnn

*aKTMBaLMs NPOBOCNANUTENbHbLIX LUTOKMHOB M UMMYHHbIX KNETOK-3ddeKTOpOB, KoTopas
4acTo NPUBOAUT K NOBPEXAEHMUIO TKAHEN M YBENMYMBAET PUCK pa3BuTus bonee
BblpaXX€HHbIX KPOBOTEYEHI

*CHMXeHne akTuBHOCTU pakTopa Xll|

XpoHu4yeckasi PTTIX
*ripy ee pasBUTUN Bblle YacToTa reMopparnyecknx OCIIoXKHEHUN
*TSKENble KPOBOTEYEHUS N3 KOXKN, poToBOU nonoctun, KKT n modeBoro ny3bipd



AxTUBHOCTH (pakTopa XIII u PTIIX

FXIII — amo mpaHcanomamuHa3sa, Komopas kamarsusupyem copmuposaHue
KogalleHMHbIX cesi3el MexAOy ariromamMuHOM U JTU3UHOM 8 HEKOMOPbIX
nonurnenmudax

v/ B HOpMe sIBNSIETCA MeanaTtopom nosimmepusaunm pudpuHa B
obnactax npoLomKarLLerocss KpoBoTedeHus, YTo genaet bornee
MNPOYHbIM CrYCTOK U AenaeT ero MeHee YyBCTBUTENbHbLIM K
dbnbpnHonnay.

v/ 0bpasyeT nonepeyHble CBA3N MaTpUYHbIX 6enkoB 1 obecrnevnBaet
nnargopmy ana nHeasum mbpobrnacTtoB B BOCMNareHHble 0bnacTu,
yKopadmBasi BpeMsi Heobxoanmoe Ons 3aXXUBIIEHUS paH.

CHWKeHne akTUBHOCTK FXIII MOXET, UrpaeT BaXHYIO pofb
Takum obpasoMm, Bbi3blBaTb B NaToreHese
yBENM4EHNA pUCKa passnNTus TSOKeNnow auapem y
KPOBOTEYEHUI N CHIDKEHNE CKOPOCTU naumeHToB ¢ PTMX

3aXXUBMNEHUA NOBPEXOEHUN
CITM3NCTOU



AxTuBHOCTH FXIII

(“o)

100 7

10 -

YpoBeHb akTUBHOCTHU chakTOpa Xl B

3aBucmmocTtu ot crteneHm PTIX

Her PTIIX

%

°Il °III

Crenens PTIIX

AKTUBHOCTb
FXIII
npwu
HEeOCJI0)KHEHHO
n
TIrCK



v
v

HUcnoap3oBanue ATI

BbiCTpas peaykumsa Kkonuyectesa TpoMboLUTOB

nosierieHne npuaHakos [IBC (CHW»xeHWe ypoBHA aHTUTPOMOUHa,
yonuHeHnewm lNB n ysennyeHnem koHueHTpauum D-gumepos Yepes 24 yaca

nocne seegeHnda ATI) kak pesynsTaT akTuBaunn LMTOKUHOB

pa3BUTUE CMHOPOMA CUCTEMHOro BocnanutensHoro oreeta (CCBO),
BCNneacTBMe WHAOYKUMKW CUHTE3a B MOHoumTax n makpodarax TNF-a n

NHTEprenknHa-1, KoTopble UrpatoT LeHTparnbHyo ponb B natoreHese CCBO



TpomboTn4eckmne ocnoXxXHeHus



Tpombo3sbl npn TTCKy petent
[TPUYnHBI
*«CMOHTaHHbIE» TPOMOO3bI <10%

*MHOXEeCTBEeHHble (PaKkTopbl pucka >75%
— LUeHTpanbHbI BEHO3HbLIN KaTeTep

— OCHOBHOE€ 3aboneBaHue (OHKororn4yeckme
3aboneBaHus)

— Pexxnmbl koHOuUnoHupoBaHua (ATT,
LinknocnopuH A)

— Tpombodunus



KnnHnyeckaa maHugectaumus
* OynbMUHAHTHaZA nypnypa

* TpoMDO3 NOBEPXHOCTHBIX U

rnyoboKnx BeH

* BeHO3HbIN TPOMOO3 “HEOOBLIYHON”

nokanusauumn

* [loBTOpPHbIE 3NM30abl TPOMOO3a



KnnHnyeckaa maHndpectayms

dynbMMHaAHTHagA nypnypa




KnnHnyeckas maHu@ecTauuns

Tpom0b03 rnyboknx BeH
& o~




KnnHnyeckaa maHndpectayms

Tpombo3 rnyboknx BeH




KnnHnyeckas maHU@ecTauuns
IMOOoNnNA nero4Hom apTepun




KnnHnyeckaa maHudgecrtaums

IMOoNna Nero4Hon aptepum




KnnHunyeckaa maHundectayms

Tpomb03 BEHO3HOIo CMHYyCa




KnnHnyeckaa maHundgectayms

Tpomb03 BEHO3HOIoO CMHYyCa




KnnHunyeckaa maHndpectayms

Me3seHTepuanbHbIn TPOMOO3

’ - = = - P ;
‘.‘ o & S e ‘ ¢ e . o . . ” .

- ‘_ ’ P gt e ’
- - Py o




[loaoTBEpPXKOeHMe anarHosa

* OOLMKN KNMNHNYECKUN aHarnn3 KPpOBWU
— 3PUTPOLUTLI, FeMOrnobunH
— TPOMOOLNTHI

» Koarynorpamma
— AYTB, TB, npoTpoMOUH,

— (pmnbpuHoreH, [1-gnmep



Noka3zaTtenu cucrtembl remocta3a nocne TICK:
AHTUTPOMOMUH (%)
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[Nednumnt aHTUTPOMOMHA

* KOHUeHTpauna meHee 50% (N 80 -120%)
° | TUN:

— 50% KOHUeHTpauud, 50% akTUBHOCTb
* || TKN:

— KOHUeHTpauunda N, akTUBHOCTb CHUXXEeHa

* Pnuck Nx10



[Nedununt aHTUTPOMOUMHA

LlepebpanbHbin Tpomo03 (OJ1J1, L-asp)




[Nedununt aHTUTPOMOUMHA
PaHHUM oCTpbIN nepuoa

— HmnakomonekynapHbIN renapuvH
e 0.5-1.0 ME aHTK-Xa/mn

— Thrombate Il
e npenapart nna3mbl 50 ME/Kr

— ATryn

* PEKOMOMHAaHTHbLIN, J03a 3aBUCUT OT gedomumnTa

Mitchell Thromb Haemost 2003



Nednunt aHTUTPOMOUHA

[MpodomnakTnka NnoBTOPHbLIX TPOMOO30B

*Hn3komonekynapHbIn renapuviH
— uenb 0.1-0.3 ME/mn

*OJ1J1: HET O AHO3HAYHOW CTpaTErnm
— HU3KOMOIMEKYNAPHbIW renapuH
— BapdapuH nepeg LP
— AHTUTPOMOWH

* 1 UVHQY3UA B Hegento

 Llenb 3,0 ME/Mn
Mitchell Thromb Haemost 2003
Nowak-Goettl Best Practice 2009
Payne BJH 2007



NMoka3aTenu cucrembl remocTta3a nocne TICK:

NMpoTteunH C (%)
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KnnHunyeckaqa maHundecrtayms
dynbMMHAHTHasA Nypnypa B3POCHbIX




Nedunumnt npotenHa C

* Tepannsa HOBOPOXOEHHbIX
— C3I'1 10 mn/Kr X 2 pasa B CyTKU, 3aTEM

— BapdoapuH n/nnu
* Drotrecogin Alfa (p€KOMOUHAHTHbIN)

* Human Protein C Concentrate
* Tepanua geTten n B3pOCbIX
— Bap@apuH (ymepeHHble 003bl!)

Goldenberg 2008 Haemophilia



NMoka3aTenu cucrembl remocTta3a nocne TICK:

MpoTtenH S (%)
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[Hednunt npotemnHa S

KopoHapHbI TPOMDO3




[NokasaTenu cucrembl remoctasa nocne TICK:
Komnnekc TPOMOUH-AHTUTPOMOMUH (Hr/mn)
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NMoka3aTtenu cuctembl remocTa3a nocne TICK:
D-gumep (mr/mn)
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NMoka3zaTenu cucrtemsbl remocta3sa nocne TICK:
PacTtBopumMmbin pmOpmnH-moHomep (mr/mn)
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NMoka3aTenu cucrembl remocTta3a nocne TICK:

40
35
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TpombomAaynuH (Hr/mn)
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TpomboTnyeckaa mukpoaHruonatusa (TMA)

* Xapaktepusyetcsa popmmnpoBaHmuem dboraTbix
TpomMmbounTamn TPOMOOB B MUKPOCOCYaax

* HE ABNAETCS Cneunny4eckom HO300rMnen,
HabntogaeTca npu psiae 3aboneBaHnm

* KNHOYEBLIMU NAabopaTOPHbIMM NPU3HAKaAMM
ABNAKOTCA MUKPOAHrMonaTuyeckas
remonmTmnyeckasa aHemus (pparmeHTaumns
SpPUTPOLMTOB, MPUBOASLLASA K HANMNYNIO

LLUM3OLMTOB B Ma3Kke nepudepnyeckon KpoBu)
M TpOMBbOLMTONEHUS



dakTopbl pucka TMA nocne TICK

Anno-TICK

HepoacTBeHHbIN OOHOP

OcTtpaga PTI1X

icnonb3oBaHme CsA 1 Takponimmyca

ToTtanbHOe 0b0ny4yeHue Tena

BeHO-0KKMo3nBHAA O0nesHb

NHdekymnm

BupycHble (LLMB, repnec, ageHoBupyc)
baktepunanbHble (Helicobacter pylori, THEBMOKOKK)
[ pnbkoBbIe



YacToTa u pakTopbl pucKa pa3BuTus
TpomboTnuyeckonm mmkpoaHrnonatum (TMA)
nocne TICK

HccienoBanue (roapi) Yacrora |/ImarHocruka, |HaeHtuduuupoBanHbie GPaKTOPbI pUCKA
(%) CPOKH MocJjie
TPAHCILIAHTAIH
H: MeauaHa
(1Mana3oH), THU
Roy et al (1989-1998) 17 (6,5) |43 (20-99) Keunckuii mosn, MUD, HLA-mismatch, undexunu,
oPTIIX III-IV
Paquette et al (1983-1996) (7 (1,7) 71 (47-105) MUD, Cs/Pred/MTX
Lacopino et al (1985-1995) (9 (0,5) 91 (14-240) MUD, HLA-mismatch
Fuge et al (1993-1999) 22 (4,8) (58 (3—657) Bo3pacr, :xenckuii mos, MUD, oPTIIX
Ruutu et al (1996-1997) 23 (5,7) |44 (13-319) 7KeHcknil m0J1, HEPOACTBEHHBIN JJOHOP
Elliott et al (1999-2001) 8 (6,8) 44 (16-240) MUD, Hemues0a0jaTUBHE PesKUMbI, KOCTHBIN MO3T
Daly et al (1992-1999) 25 27 (17-484) HepoacrBennsbliii nonop, oPTIIX, BO/I
Hahn et al (1994-2000) 18 (12) 57 (15-303) T-nemienuss MeTWINPEAHU30I0HOM, HEPOACTBEHHbIU
JAOHOP
Shimoni et al (2000-2004) (22)17) 30 (12-390) HepoacrBennsbliii 1oH0p, oOPTIIX, moBropHast
TPAHCILUIAHTALMSA B Te4eHne 6 mec
Uderzo et al (1994-1997) 28 (21,4) |46 (21-80) HepoacTBeHHBIH TOHOP




BnusiHue reHeTu4eckoro nonumopdcdunsma Ha

TPOMOOTHNYECKMNE OCJIOXKHEeHNA Y NaLuNEeHTOB
nocne TICK

OBbHapyXeHo, YTo:

—675 4G annernb reHa PAl-1 yBenninBaeT PUCK Ppas3BUTUS
KaTeTepHbIX TPOMOO30B B 5,7 pa3

—675 4G annenb reHa PAl-1 4acTo obHapyXuBaeTcsa y
nauueHToB ¢ VOD

UacToTa pa3BuTus HapyLleHn remocTasa CBA3aHa C
passutuem PTI1IX

Y naumeHToB ¢ —675 4G annenem reHa PAl-1 aKTUBHOCTb
PAI-1 (Hanbonee BaXkHasi ceEpMHOBasd NpoTeasa,
NHIMOUpYyoLasi nokarnbHbIn UOPUHONN3S)
yBenm4nBaeTcd Ha 25%.

Pihusch M. et al (Transplantation 2004,78: 911-918)



MyTauunsa PAI-I
* IHrmbuTtop akTmBartopa niasMmmHoreHa
* MmMHOpHasa myTauus

* [TpoBOLIMpPOBaHHbIE TPOMOO3bI Y TOMO3UTOT

* Y naumMeHTOB C OHKOJIOMrMYeCKuMH
3aboneBaHusasmu (OJ1J1) — BO3MOXKHbI
OCTEOHEKPO3bl.



Opyrne tpombodpunnmnyeckmne

MyTaLunm
* A\ccnenoBaHus MyTaLUW B reHax:

— obnuraTHble
*\V (pakTopa (F5G1691A, factor V Leiden)
* || dpakTopa (F2G20210A)

— dakynsTaTuBHbIE

* MeTuneHTeTparngpodgonarpeanykrasbl
(MTHFR) + coaepxaHune romouncTenHa

British Committee for Standards in Haematology



MyTauusa FV Leiden

* Pe3ancTteHTHOCTb K APC

* 3 — 7% nonynauuu

* TpoomM003bl Yy 20% HOCUTENEN
* 30% - NMOBTOPHbLIE TPOMOO3bI

* Puck Tpomboa3a:
— [eTpo3unrotbl nx7
— ['oMO3UroThl: Nnx80

— CoyeTaHue ¢ MyTaumamMm aHTUTPOMOUHA,

npotenHa C, npotenHa S: nx30
Lensen 2000 BJH



MyTaumna PT20210

* [eH npoTpoMOUHa

* 1 - 3% nonyndauunu

* TpoMbOO3bl Yy 6,2%

* Y 40% + FV Leiden

* 18% OONbHbLIX C TPOMOO3aMun
* PUCK Yy roMO3UIroT nx2

* PUCK Yy reTepos3uroT ~ n

Khan 2006 Thrombosis



MyTauna MTHFR

« MeTuneH-teTpa-rmapo-donar-peaykrasa

* TpoMbOO3:

— TOMO3UTOTbl

— rmneproMmouncCtenHeMnA

* MmMHOpHasa myTauuns

* CNoHTaHHble TPOMDO3bI - Ka3yncTuka



