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CHHOPHBIE BOIIPOCHI
JTUATHOCTUKHA U JEYEHUSA
TPOMBOTHUYECKUX
MUKPOAHT'UOIIATUHN

A.1O. byianos

2. Mockea



TpomMOOTHUYECKHME MUKPOAHTUOIIATHH

e ['pynmna 3a001€BaHUN CO CXOAHBIMU
NPOSBICHUSIMU (TPOMOOILIUTONCHUS,
MHUKPOTPOMOHNPOBAHHUE 1, KaK IPaBUIIO,
Ir€MOJIM3), HO Pa3HBIM IIATOTCHE30M.
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TpoMOOLIUTOIIEHHS I MUKPOAHTHONIATUYECKUI T€MOJIN3

IIpu oOpazoBaHrU TPOMOOB AKTUBHO «ITOTPEOISIOTCSI
TPOMOOIIUTHI

Pe3yabpTat - TpOMOOIIMTOTICHUS
—  comepxanne TpoMOonuToB MenbIre <150000 na mm3
—  WIM >25% CHHKEeHHE OT UCXOJHOI0 KOJIHYeCcTBa
MukpoaHruomnarudeckas remoautudeckas anemus: (MAIT Alg
pa3BUBAETCS B PE3YJILTATE MEXaHUYECKOTO IMTOBPEKICHU
SPUTPOIMTOB MPU KOHTAKTE C TPOMOAMHU B COCYJIax ’ -
MUKPOLMPKYIISITOPHOT'O pyciia A o

B ma3zke nepudepruueckoil KpOBU BBISABISIOTCS IIU30IUATHI —
00JIOMKH 3PUTPOIIUTOB

MHO%keCTBEHHbIE MUKPOTPOMOBI TPUBOJIAT K UILIEMUU U
HapyIICHUIO PYHKIHMI OpraHoB

1. Noris M, et al. In: GeneReviews. The NCBI handbook [internet]. Bethesda (MD): National Library of Medicine (US), NCBI; November 2008.
[cited 14 Oct 2010]. Cm mo ccwutke Www.ncbi.nlm.nih.gov/bookshelf/br.fcgi?book=gene&part=husa.
2. Noris M, et al. Clin J Am Soc Nephrol. 2010;5:1844-1859.
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Heab uccaenroBaHus

* AHAaJIM3 CIIOPHBIX ACHEKTOB B JUATHOCTHUKE U
meueHuu TMA Ha OCHOBE OIIbITa

KOHCYJIbTATUBHOU I'€MOCTA3MOJIOTHYECKON
Opurazabl
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MaTtepuajabl M METOAbI: MAIIACHTHI

e 31 mammedT

e JlnarHo3ssl:
HELLP-cuaagpom — 17

TTII-8
al' YC —5
HeBeprupupoBanHass TMA — 11



CriopHbIe BOIIPOCHI

o JlupdpepeHunanbHas JUArHOCTUKA



KIMHH4YeCKUH npumMep
o Jlanmentka K., 42 nert
« TomHOTa, OMOSACHIBAIOIINE 00N B KUBOTE
* CriBoporounas amunaza 980 ME (N go 130)

e CHmwxeHue quypesa, kpeatuHuH 130 MKkMoub/,
TpaHCaMHUHA3bl 2-3 HOPMBI

e TpombGouwmts 127 — 84 x10%/1n



Tpomo6oruter 127 — 84 — 47 — 32 x10%n

AYTB 52 cek, TB — 17 cek, nporpomoun no Ksuky 57%,
@r 1,3 r/n, anturpomOus Il 47%, JA-numep 2750 mr/mi

TpancamuHasbl 3-4 HOpMBI, OMILTUPYOHH, OJUTOYPHS,
kpeaTuHuH 290 MMOJIB/JT

Amvmiaza 590 ME
JIJIT" 1300

['emornooun 118 — 98 r/n, petukynonutsl 98 %o, B Ma3ke
IIA30LMUTHI

Bsana, anmnaMmuyna
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« ADAMTS 13 - 2%

 [Imazadepes 3000 ¢ 3amemenuem C3I1 — 5
CCaHCOB

« TpomOonmTe! — 98 x10%/1



Tpomo6oruter 127 — 84 — 47 — 32 x10%n

AYTB 52 cek, TB — 17 cek, nporpomoun no Ksuky 57%,
@r 1,3 r/n, anturpomOus Il 47%, JA-numep 2750 mr/mi

TpancamuHasbl 3-4 HOpMBI, OMILTUPYOHH, OJUTOYPHS,
kpeaTuHuH 290 MMOJIB/JT

Amvmiaza 590 ME
JIJIT" 1300

['emornooun 118 — 98 r/n, petukynonutsl 98 %o, B Ma3ke
IIA30LMUTHI

Bsana, anmnaMmuyna



TMA vs JIBC

He uMMyHHBIN TeMOJIn3
MukpoTtpoMOrpoBaHUe

TpomOoIuTOneHNS

OpranHo€ MOBPEKIACHUS




TMA vs JIBC

He uMMyHHBIN TeMOJIn3

MuxkpoTpomMOupoOBaHUE

TpomOoTONEHUS

OpranHo€ MOBPEKACHUS




TMA vs IBC

He uMMyHHBIN TeMOJIn3
MuxkpoTpomMOupoOBaHUE

TpomOonuTOoneHus

OpranHo€ MOBPEKIACHUS +

CenTuyecKui oyar




MdakTopEl, BEI3LIBAIONINE /yCHIIMBAIOIINE aKTUBAIUIO
CHUCTEMBI KOMITIJIEMEHTA




TMA vs JIBC

He MMMYHHbIN remonus
MwukpoTpombupoBaHue
TpomboumnToneHus

OpraHHoe noBpexaeHus

+/-

+

CenTuyecKui oyar




Journal of
Hemato

o

Platelet Count and Prothrombin Time Help Distinguish
Thrombotic Thrombocytopenic Purpura-Hemolytic Uremic
Syndrome From Disseminated Intravascular Coagulation

in Adults
Yara A. Park, MD,! Michael R. Waldrum, MD,? and Marisa B. Marques, MD?




JIBC vs TTII/al'YC

* [IporpoMmOuHOBOE Bpems, AUTB, JI-numep,
JIAI', buOpuHOTEH ?

A. Y. Parketal., 2010



JIBC vs TTII/al'YC

« KoMmiekc TpOMOMH-aHTUTPOMOWH, TKAaHEBOM
aKTUBaTOp miaazMuHoreHa, PAl-1, kommiekc
1a3M-aHTUILJIa3MUH, TPOMOOMO1YJIMH,
npotrenH C, OpOTEHUH S, aHTUTPOMOMH. .. 777



JIBC vs TTII/al'YC
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TTP-HUS DIC TTP-HUS DIC

BFigure 10 Comparison of platelet count (A) and prothrombin time (PT) (B) in the thrombotic thrombocytopenic purpura—
hemolytic uremic syndrome (TTP-HUS) and disseminated intravascular coagulation (DIC) groups. Each point represents 1 patient
at admission. Platelet counts are shown in Systéme International units; to convert to conventional units (x 103/uL), divide by 1.0.
PT reference range, 12-14 s.




JIBC vs TTII/al'YC
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TTP-HUS DIC TTP-HUS DIC

IFigure 11 Comparison of platelet count (A) and prothrombin time (PT) (B) in the thrombotic thrombocytopenic purpura-
hemolytic uremic syndrome (TTP-HUS) and disseminated intravascular coagulation (DIC) groups. Each point represents 1 patient
at admission. Platelet counts are shown in Systéme International units; to convert to conventional units (x 10%/uL), divide by 1.0.
PT reference range, 12-14 s.

« Tpomboruronenus 6omiee 20 x 1091

4yBCTBUTEIBHOCTh 59%, crienupuaHocTh — 86%
i TTII/al'YC



TMA




FenapuHoNnoAoOHK
CUHAPOM |
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[Mpn obHapyxeHun cumntomoB TMA He0Ob6XoAMMO C NEPBLIX
LLaroB NpaBuIibHO NPOBECTM NTabopaTopHY ANArHOCTUKY

MukpoaHrmonaTuyeckum remonms?3

LWnzountbl?3  u/vnu nogvem JIAM2  n/unu
Konuuectso TpomboumTos <150 000 nnm CHU)XeHMWe ranTornobuHa? u/mnu cHuxeHve

>25% CHWXEeHne OT MCXOAHOro YpoBHSA! remornobuHa?

TpombouutoneHun'?

XenynoyHo-KuweyHble

HapyweHue ¢pyHKLMMN novek? 210
CUMMNTOMBI26.12

HeBponoruyeckne cumntTomMmbi*’

Moabem kpeaTuHUHaA® n/vnu
CYIOpOTUSE  wiunu apyrue CHIKeHNe pCKP2:10 m/vlnmllnop,belvl Avapes +/— K(EDOBb12 n/vnm
LLEPEBPATBHBIE HAPYLLIEHNS® apTepuanbHoro aasnexHustt nmnu . TOowHoTa/peoTa® w/vnu 6onun B
OTKMOHEHME B 0OLLEM aHanm3e Mo4u KMBOTE®  U/MNN raCTPOIHTEPUTZ 12

—7

OueHunTb akTUBHOCTL ADAMTS13 U caenaThb TecT Ha wura-tTokcuH/EHEC*8.13-15

CnyTaHHOCTb CO3HaHUA*® n/unu

Bo Bpemsi oxxnpgaHus pesynstatoB ADAMTS13 ypoBeHb TpomMoouutoB >30 000 Mm3 MnNu KpeaTUHUH CbIBOPOTKU
>150-200 mkmonb/n (>1,7-2,3 mMr/gn) nouTu cHAMaeT AuarHos Tsxenoro gecgpuumuta ADAMTS13 (TTM)16

AktTMBHOCTE ADAMTS13 <5%°8:13.14 AktTBHOCTL ADAMTS13 >5%!2

TTn aryc STEC-TYC

*TecT Ha wura-Tokeut/EHEC obycnaBnmBaeTcs aHaMHE30M/Hannumem CUMNTOMOB €O CTOPOHbI XKKT

1. Data on file. Alexion Pharmaceuticals, Inc. 2. Caprioli J et al. Blood. 2006;108(4):1267-1279. 3. Noris M et al. NEJM. 2009;361:1676-1687. 4. Neuhaus et al. Arch Dis Chilid. 1997;76:518-521. 5.
Noris M et al. JASN. 2005;16:1177-1183. 6. Dragon-Durey et al. J Am Soc Nephrol. 2010;21:2180-2187. 7. Davin et al. Am J Kid Dis. 2010;55:708-777; 8. Bianchi et al. Blood. 2002;110:710-713.

9. Al-Akash et al. Pediatr Nephrol. 2011;26:613-619. 10. Sellier-Leclerc AL. JASN. 2007;18:2392-2400. 11. Benz et al. Curr Opin Nephrol Hypertens. 2010;19:242-247. 12. Noris M et al. Clin J Am
Soc Nephrol. 2010;5:1844-1859. 13. Tsai H-M. Int J Hematol. 2010;91:1-19; 14. Barbot et al. Br J Haematol. 2001;113:649. 15. Bitzan M. Semin Thromb Hemost. 2010;36:594-610. 16. Zuber J et

al. Nat Rev Nephrol. 2012;8:643-657.



ADAMTS -13
(a disintegrin and
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rne 3 matalloprotease, with
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e Hopma: 50-100%
g:. % n_witlat?r:f:rinfgm 0
i Weibel-Palade body TTI_I MeHee 5 /0
5-209% - ?




CriopHbIe BOIIPOCHI

o JlupdpepeHunanbHas JUArHOCTUKA
o C3II B repaniun TMA



IIpoBenenne miasMorepanuu y nanueHToB ¢ al Y C B 1E€JI0M HE
3()(EKTUBHO U CBI3aHO C PUCKOM ITOOOYHEIX SBJIEHUU

YMHUPAIOT, HYXIAKOTCA B JAUAINA3E WU
CTPAJArOT OT XPOHUYECKOTO MOPAKEHUSA IMOYEK

no orneHke 3()PEeKTUBHOCTH U
0€30IacHOCTH IUIa3MOTEPANKH y manuenTos ¢ al'YC28

e YacThle ¥ TSHKEINBIE OCIOXKHEHMS Y B3POCIBIX U JIeTeit

v Bo BpeMS IIPOBEICHHUS IIa3MOTCPalIlnn COXpaHseTCs
HEKOHTPOJIMPY€EMast aKkTUBALMS KOMIIIEMEHTA B TPOMOOIUTOBS7

1. Caprioli et al. Blood. 2006;108:1267-1272. 2. Loirat C et al. Semin Thromb Hemost. 2010;36:673-681. 3. George et al. Blood. 2010;116:4060-4069.
4. Michon B et al. Transfusion. 2007 Oct;47:1837-42. 5. Noris M et al. N Engl J Med. 2009;361:1676-1687. 6. Stahl A, et al Blood. 2008;111:5307-5315. 7.
Licht C et al. Blood. 2009;114:4538-4545 . 8. Pazdur R. 2011 http://connection.asco.org/forums



Oci10)KHeHus
npuMenenuss C3I1

* YBEIWYCHUS YACTOTHI pa3BUTHA
MOJTMOPTaHHOW HEJOCTATOYHOCTH Y OOJIbHBIX C
TSDKEJION TPABMOU 3a CYET aKTUBAIIUU
KOMILIEMEHTA, UHIYIIMPOBAHHOTO

TpaHChy3ueu
Schott U. et al., 1987



CriopHbIe BOIIPOCHI

o JlupdpepeHunanbHas JUArHOCTUKA
o C3II B repaniun TMA

* Tpancdy3unu TPOMOOLMTOB U SPUTPOLIUTOB



Tpancdys3us rpomoonuTo npu TMA...

...JIpOBa B NbUIAIOIIUN
KOCTEP MaTOJOTHYECKOTO
mpoiecca... ?




CriopHbIe BOIIPOCHI

JluddepeHpanbHas JUarHOCTUKA
C3II B Tepaniuun TMA
IIna3zmadepes B Tepanuu TMA
Koprukocrepoubl B tepanuu TMA

Tpancdy3nu TpOMOOIIUTOB U SPUTPOLIUTOB



TOPOACKAS (495) 99 777 52
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