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AKTyanbHOCTb Ipo0sIeMBI aKyiepckori TMA

Axymepckass TMA - penkas naronorus. B ctpykrype Bcex popm TMA Ha ee
nouro npuxoautcs 8-18%

PacnpoctpanenHocts — 1/25 000 6epeMmeHHOCTEN

Axymepckas OITH ocTaercs BaxxHOM NPUUYMHON MAaTEPUHCKOM U TTIEPUHATAIIBHOU

CMEPTHOCTHU:
v' MarepuHcKasi CMEPTHOCTD - 20%
v IlepuHarajibHasi CMEPTHOCTb - 39%

XapaKkTepu3yeTcsl HeOJIaronpusATHBIM OYEYHBIM POTHO30M:
75% 00abHBIX, NepeHecminx akymepckuii al'YC, B TeyeHMe roga
AOCTUIAKT TEPMUHAJIBHON MOYEYHOU HEJOCTATOYHOCTH M HYKAAKOTCS

B JICHCHUHU I'€EMOINAJIN30M

Fakhuri F et al. Clin J Am Soc Nephrol 2012; 7:2100-2106, Fakhuri F et al. J Am Soc Nephrol 2010; 21:859-867

Davin et al. Am J Kid Dis. 2010;55:708-777; Bianchi et al. Blood. 2002;110:710-713. Al-Akash et al. Pediatr Nephrol. 2011;26:613-619. Sellier-
Leclerc AL. JASN. 2007;18:2392-2400. 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; Barbot et al. Br J Haematol. 2001;113:649. Bitzan M. Semin Thromb Hemost.

2010;36:594-610. Zuber J et al. Nat Rev Nephrol. 2012;8:643-657.



Y10 TaKoe TpOM6OTVI‘—IeCKaFI MWUKPOJHIMOMNATUA
(MexaHVI3MbI Pa3BUTUA OCHOBHbIX CMMI'ITOMOB)

TMA — 0co6bi TN NOpPaXXeHnA MeNKNX cocyaos, NpU KOTOpoOMm
pa3BMBaeTca UX TPOM603 U BOCnaneHne CoCyancTom CTeHKM.

4 X I /" B pe3ynbTa¥e KOHTaKTacC )

B npouecce
Tpombamm, 3anNONHAOLWUMMU
TpomboobpasoBaHus
NPOCBET MEeNIKUX COCYAOB,
npoucxoaut «notpebneHue»
NPOUCXOAUT NOBpPEXKAEHUE

TpOoMbOoUUTOB, NAYLLUUX Ha
06pa3OBaHMe TpOM6a PUTPOLNTOB U UX Pa3pyLLUeHue
\_ J \_ (mexaHunueckuii remonus) /

Takum 06pa3om, OCHOBHbIE KNUHUYECKUe npoasneHua TMA -
TPOMBOUUTONEHNA u TEMONTUTUYECKAA AHEMKUA

Laurence J., Atypical hemolytic uremic syndrome (aHUS)" making the diagnosis. Clin Adv Hematol Oncol. 2012 Oct. 10/1-12
. 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.



Y70 TaKoe ATUNUYHBIA FEMONUTUKO-YPEMUYECKUIMN CUHOPOM
(MexaHVI3MbI Pa3BUTUA OCHOBHbIX CMMI'ITOMOB)

al'YC — 3aboneBaHune, conpoBoXaatoLeeca NOCTOAHHbIM
PUCKOM KOMMN/ZIEMEHT-0NoCpeaoBaHHOU TpomboTnueckom
MUKpoaHruonatum (TMA) u yrpoKaloLwWwmnx }KU3HU OCNNI0XKHEHUM

Laurence J., Atypical hemolytic uremic syndrome (aHUS)" making the diagnosis. Clin Adv Hematol Oncol. 2012 Oct. 10/1-12

. Data on file. Alexion Pharmaceuticals, Inc. Caprioli J et al. Blood. 2006;108(4):1267-1279. Noris M et al. NEJM. 2009;361:1676-1687. Neuhaus et al.
Arch Dis Chilid. 1997;76:518-521. Noris M et al. JASN. 2005;16:1177-1183. Dragon-Durey et al. J Am Soc Nephrol. 2010;21:2180-2187.

al'YC onpenessiercsi Kak 3a00/1eBaHue, 1JI51 KOTOPOI0 XapaKTePHbI:

> KJIAHN4Yeckue npusHaku TMA (TpoMOOUMTONEHNSI, MUKPOAHTHONIATHYECKUN TeMOJIN3 U
CHUMIITOMBbI HAPYIIeHHSI QYHKIUIT OPraHOB)

» AKTUBHOCTH ADAMTS13 Bbilie 5% (UTOOBI HCKJIIYUTDH TsAKeAbIH Aepunutr ADAMTS13
» OTpuuaTe/bHBbIN TeCT HA IIUTA-TOKCHH (Tpu HeoOxogumocTn uckiawyenus STEC-I'YC)

Laurence J., Atypical hemolytic uremic syndrome (aHUS)" making the diagnosis. Clin Adv Hematol Oncol. 2012 Oct. 10/1-12



PacnpocTtpaHeHHocTb al YC

[MpencraBnset cobon yneTpapeakoe (opdpaHHoe)
3aboneBaHne, pacrnpocTpaHEHHOCTb KOTOPOro COCTaBMAET

2-7 cny4YaeB Ha 1MIH HacerneHus.
40% 0OonbHbIX 3TO B3pocnble Ao 45 net

4 L < ) 4 S )
CemeiiHbiin* Cnopaaunyeckuii
10-20% nauueHToB 80-90% nauuneHTOB
'\ J \_ J

*
OTcyTcTBMe 3aboneBaHna y poaCTBEHHUKOB HE UCKIOYaET ero
HaCneaCTBEHHbIN XapakTep.






E! !I/IHI/I‘IGCKI/II/I CJIydan, dAHAMHC3 3&!!OJ'I€B3HI/I$I

[Taruentka, 33 roaa, r. EkarepunOypr
HacnenctBeHHblll aHaMHE3: nana, Mama — 3JJ0pOBbI, 0a0YIIIKK 110 MAMUHOW JINHUU
WHCYJIBT B D8 JIeT.

Anamue3 1 MmanudecTalus 3a00JI€BaHU . TIEPBbIE POABI — OMEpaIUs KecapeBO CEUCHHE,

BTOpasi 0EPEMEHHOCTD - HACTOSIIIAs.
« C 12-oii mo 22-10 Hex. — IpoTeKana 0e3 N3MEHEHHUH.

- C 22 nmen.- snmsonsl moBeimenns AJ] mo 130-140/90 mm pr ct. Juarnos: HIIJI 1o

runepToHndeckomy tuny. Jleuenue: nomerut 250 mr X 2 pasa.

- B 29-30 megenr rocmuTamu3anus ¢ Auar€o3oM. ['mmeproHudeckas 0oje3Hb 2, 2 CT.,
puck 3. Jleuenne, gonerut 250 mr X 3 pasa, AJ] -130/80 — 138/89 mm pr cT., 0TEKH, B
71a00paTOPHBIX aHAIM3aX OC3 IMaTOJIOTHH.

- B 37-38 nen. , nrocraBjiena JuuHbIiM TpancnoprTom B OIII . /Inarno3 npu
nocrymienuu: bepemennocts 37 Hea. PyOen Ha maTke ( OT onepanyuu KecapeBo
ceyeHue).

I'unepronunyeckas 60Jie3Hb 2, 2 ¢t puck 3. Muonus 2 ct. Tskesnas npedxaamncus ?



20.12.15 B 00.10 I Ipr nocTyIIEHNM COCTOSIHUE CPEHEH CTEICH! TShKECTH. B co3HaHmmy,
HEBPOJIOTHYECKHI CTaTyC - KajloObl Ha rojioBHYHO . [eMonmuHamuka - AJ1 180/120 MM prT. cT.
YCC 90 B MuH, puTMHYHBIE. AYCKYJIBTaTUBHO JIbIXaHUE BE3UKYIIIPHOE POBOAUTCS BO BCE
oraenbl. Xpunos Het . YJ1 o 16 B MuH. SPO,98% . JKuBoT Msirkuid, 0e3 O0re3HEHHbII, MaTKa B
HOPMOTOHYCE, He BO30OymMa. [{rype3 10CTarouHbIi.

IIpu nanpHeiiem o0ciieI0BaHUU- NPOTEUHYpUst —1,231/71 KOJIMYECTBEHHO,
COXPaHSJIUCH >Kaio0bl HA TOJI0BHYIO 00116 U runeprensus AJl 140/100 MM.pT.cT.
20.12.15 8 9 :47-10:30 IIpunsaro pemieHrue 0 poaopa3peuicHU B HEOTIOKHOM
NOPsiKE MyTEM Olepallnu kecapeBo ceueHus. Onepaius KecapeBo CEUCHHUE MOJ
CMA. Kposonotepst 600 mu1. 3BnedeH KuBOW TOHOIIEHHBINA PEOCHOK

skeHckoro noJya, Bec 2810rp. poct 50 cwm.

B nocneonepaiinoHHOM Neprojie MPOAOIKEHA UHTCHCUBHAS Tepanus TSHKEION
npeskiiamncuu. MaraesuanbHas Tepanus 2 rp/4. Jonerut 500mr/4p, audenunux
10Mmr/4p.., ¥ Tepanus MOCaAeONepallMOHHOTO CUHAPOMA.




20.12.15 B 14:30. Bakyym-actpaiisi ¥ KJIeMUpOBaHKE NapameTpus 1o | eHkenmro-TukaHaze no
TIOBOJTY TMITOTOHMYECKOro kpoBoteueHust. Kpopororepst 400 mit. O61wiast kposoriorepst 1000w,
IlarenTka Habmonanack B ycioBusix OPO, rie npoBeneHa ndy3uoHHas Teparus 10 2000Mit
;okcurormH 20 71 B\B K, Tpasexcam 1 rp B\B. ITo OAK : Dpurpormrsr 3,3 *10%/1. I'emormooun 101
/1. Temaroxpur 31,4 % Tpomborwrer 142*10%1 . ITo TOI —HopMokoaryisiyst. [ eMoquHaMUKa
AJ1140/100 mm.pr.ctHCC 78 BMuHYTY, Jnypes noctarounsiii 6omnee 50 M /4. B 16:50
nepepeneHa B OAP u AT

20.12.15 B 20.00. CocTosiHHE TSXKETOE , C OTPUIIATSIBHON TMHAMUKON Ha PoHE
NPOBOAMMON Tepanuu coxpansuiack runeprensus 160/100 mm.pt.cT. CHUXKEHUE
auypesa 10 30,0-20,0-10,0 ma/gac. [To mabopaTopHbIM MTOKa3aTessiM 3aUKCHPOBAHbI
n3menenus :Dpurpouutsl 2,9 *10%2/1. Hb -90 r/in. 'emaroxpur 27,4 %
Tpom6GouuTer 32*10%n JIJI- 2143 ME/n; Kpearuaun- 125 MrMous/i;

MoueBuna- 7,2 mmonw/n;  Na-127 mmonbs/i1 .CeIBOPOTKA IIOCIIE

HEHTPUDYTUPOBAHUS PO30Bai. Ilo peKOMEHIAIUK OBLIO MPOBEICHO Y3 OPIOITHOM MOJIOCTH,

HMCTOYHHK TTPOJIOJDKAIOIIETO KpOBOTEUeHHS HCKIroueH. OrpaHndeHre HHPY3MOHHOM Teparuu, OTMEHA

MarHe3uajabHON Tepanuy, CTUMYJISIUS TUype3a JUypeTUKaMu, TIepeIuBaHie TPOMOOKOHIICGHTpaTa U
anbOyMHHA, TUHAMUYECKHUI JTa00paTOPHBIN KOHTPOJIb.




21.12. 15 B 7.00 KpoBoreuenue. Tspxemnast npesxiamiicrst. COCTOSHHE MOCTIE CPOYHBIX
ONEpaTUBHBIX POIOB IO MOBOY TSLKEJION MpeskiaMIicui. | vmneproHnyeckas 0one3Hs 2 CT. , 2

crenienn . AHypust. [ lepeBomures B onepatmonnyro. Kposororeps 1500,0

J\ /l < ADAMTS-13

21.12.15 B 8:30-9:55 Onepanus: Penanaporomus. DkcTupnaius MaTku 0€3 MpUJIaTKOB.
JpenupoBanre OpIOITHOM MOJOCTH.

Oo6muit 00bem kpoBonotepu -2500mi. Uadys3us -1457 miu. Aytosp-227,0,C311-940,0.
[Iporpommekc-5 no3, koaruin-7.2mr. Kpuonpeuunurar - 6 103.
Juacnosz: Taxenas npesxaamicus. TpoMOoTHYeCKasE MUKPOAHTHONIATHSA.
ATHNIMYHBIA TeMOJMTHKO-YpeMHUYeCKUH cuHaApoM? OcTpast moyeyHast
HEI0CTATOYHOCTb.

3aKJIFOYEHHE: TOKAa3aHa 3aMECTUTEIIbHAA IToUeuHas Tepanus. [ I[pogoimKuTe Tepanuto
I'KC, anTnbakrepuaibHy10, TUIIOTEH3UBHYIO, TEPAIHUIO MOCICONEPAIMOHHOTO
cuHIpoma, npoaieHuyro MBJI ¢ otmMeHoM cenanuu, ITMHAMUYE€CKUNA KOHTPOJIb

1a00paTOPHBIX MOKa3aTeeH.

- =




TeyeHne 3aboneBaHus

20.12.15 20.12.2015 20.12.2015 20.12.2015 21.12.2015
00.10 9.25 14.30 20.00 08.30
nocrynsieHuve K/ceuenue KpoBoTeueHue CHMXeH auypes KpoBoTeueHue
Bakym-acnupauus CHuKeH auypes
Penanaporomusa
¥anobbli FonosHyto 60/b CnabocTb, Mega,.coH+NB/ Mega.coH+UB/ Mea.coH+UB/1
EQOQBOKPYXKeHue,
rom?na%&ﬂ\
Meg,.coH+UB/
AL ( 180/120 mm pT cT 150/100 mm pT cT N 110/70 mm pT cT 110/70 mm pT cT 110/70 mm pT cT
ycc 90 ya. 94 yp. 84 ya. 72 vypa. 86 ya.
OAK Hb-142 r/n Hb-133 r/n Hb-106 r/n Hb-84 r/n Hb-65r/n
RBC-4,65x 10" RBC-4,42x 102 RBC-3,5x 10 RBC-2,7x 10" RBC-2,3x 10™
W x 10° WBC.12=7210° WBC- 24,5x 10° WBC- 20,8 10° WBC- 8,7x 10°
PLT - 173x 10° PLT - 166x 10° PLT - 144x 10° PLT - 26x 10° PLT - 29x 10°
LUnsouunTbl- Lnsoumntol- Lunsouutsl- 0,30% LWmnsouunTtsl- 0,30% Lunsouutsl- 0,30%
Buoxumwus ANT-21EA/N ANT-21 EA/N ANT-22 EA/N ANT-24 EA/N ANT-64 EQ/N
KpOBM ACT-25 EQl/n ACT-25 EQi/n ACT-125 EQ/n ACT-101 EQi/n ACT-168 EQi/n
0.6enok-61r/n 0.6enok-61r/n 0.6enok-61r/n 0.6enok-34r/n 0.6enok-43r/n
nAar-206 NnAr-208 Me/n NAr-208 Me/n NnAr-2215 Mg/n NAr-3048 Me/n
MouesuHa-4,6 mmonb/n MouesuHa- 4,8 mmonb/n MouesuHa- 4,8 mmonb/n MouesuHa- 7,7 mmonb/n MouesuHa- 20,65 mmonb/n
KpeaTuHUH-124 MKMmonb/n KpeaTuHUH-119 mKmonb/n KpeaTuHUH- 125 mKmonb/n KpeaTuHUH- 125 mKmonb/n KpeaTuHuH- 380 mkmonb/n
OAM LiBeT- KpacHasa LiBeT- KpacHasa N LiBeT- KpacHasa LiBeT- KOpUyHeBan LiBeT- kenTbiii
3p. -300 n/3p. 3p. -300 n/3p. 3p. -300 n/3p. 3p. -300 n/3p. 3p. -300 n/3p.
Neiik.-25 n/3p. Neiik.-25 n/3p. Neiik.-25 n/3p. Neiik.-25 n/3p. Neiik.-0 n/3p.
5r/n 5r/n A 5r/n 5r/n 0,3r/n
Tor \d;;iirin W ®r-2,3r/n &r-1,8r/n &r-1,4r/n
Al —287 =57,5 CeK AMNTB-34 cek AMNTB-34 cek AMNTB-44,3 cek
MHO0-0,84 eg, MHO-0,98 eg, MHO-0,8 ez, MHO-0,8 ep, MHO-1,09 eg,
Cryn - - - - -
Kposonotepsa 600,0 1000,0 - 1500,0
Tepanua TpaHeKkcam-1r

Tpomb60oKOHUEeHTpaT-710,0
dp.B3Becb-1,222 mn
Kpuounnutat-8403

TpaHeKcam-2r
9p.B3Becb-290,0 mn
Kpuouunurtat-8403

AyTO3pUTpPOLUMUTLI-227,0
C311-940,0
MpoTtpomnnekc 600-3000 EA,
Koarun-7,2 mr

Y
Tshkenas npeaknamncua? HELLP — cuHgpom?




icxoaQHO B Nonb3y TSHKENnom NpeskriamMmncum:

Kputepumu KnnHunyeckune

pekomeHaauumn®
ALl cuct bonee 160 mm pT. CT. 180 mm pT.CT.
ALl onact Bonee 110 mm pT. CT. 120 MM pT. CT.
[MpoTenHypus bonee 2 r bonee 5r
KpeatuHuH bonee 90 mkmonb/n 124 MKMOnb/n

Hesponorus [onoBHas 6orb [onoBHas 6orb

«HeoToxHast MOMOIIb TIPU MPEIKIAMIICHH U e€ oclioKHeHUsX (dKkiaamriicusi, HELLP — cunnpom).
Knuanueckue pexomenaanuu. [Iporokosst neuenus. M3 PO.

DenepanbHas HIEKTpOHHAsE OnbIoTeka MuHHCTEpCTBA 3ApaBooxpaneHust PO.



TeyeHne 3aboneBaHus

20.12.15 20.12.2015 20.12.2015 20.12.2015 21.12.2015
00.10 9.25 14.30 20.00 08.30
nocrynsieHuve K/ceuenue KpoBoTeueHue CHMXeH auypes KpoBoTeueHue
Bakym-acnupauus CHUXKeH auypes
Penanaporomusa
¥anobbli FonosHyto 60/b CnabocTb, Mega,.coH+NB/ Mega.coH+UB/ Mea.coH+UB/1
EQOQBOKPYXKeHue,
rom?na%&n\
Meg,.coH+UB/
AL ( 180/120 mm pT cT 150/100 mm pT cT N 110/70 mm pT cT 110/70 mm pT cT 110/70 mm pT cT
ycc 90 ya. 94 yp. 84 ya. 72 vypa. 86 ya.
OAK Hb-142 r/n Hb-133 r/n Hb-106 r/n Hb-84 r/n Hb-65r/n
RBC-4,65x 10" RBC-4,42x 102 RBC-3,5x 10™ RBC-2,7x 10" RBC-2,3x 10™
W x 10° WBC.12=7710° WBC- 24,5x 10° WBC- 20,8 10° WBC- 8,7x 10°
PLT - 173x 10° PLT - 166x 10° PLT - 144x 10° PLT - 26x 10° PLT - 29x 10°
LUnsouunTbl- Lnsoumntol- Lunsouutsl- 0,30% LWmnsouunTtsl- 0,30% Lunsouutsl- 0,30%
Buoxumwus ANT-21EA/N ANT-21 EA/N ANT-22 EA/N ANT-24 EA/N ANT-64 EQ/N
KpOBM ACT-25 EQl/n ACT-25 EQi/n ACT-125 EQ/n ACT-101 EQi/n ACT-168 EQi/n
0.6enok-61r/n 0.6enok-61r/n 0.6enok-61r/n 0.6enok-34r/n 0.6enok-43r/n
nAar-206 NAr-208 MEe/n NAr-208 Me/n NnAr-2215 Mg/n NAr-3048 Me/n
MouesuHa-4,6 mmonb/n MouesuHa- 4,8 mmonb/n MouesuHa- 4,8 mmonb/n MouesuHa- 7,7 mmonb/n MouesuHa- 20,65 mmonb/n
KpeaTuHUH-124 MKMmonb/n KpeaTuHUH-119 mKmonb/n KpeaTuHUH- 125 mKmonb/n KpeaTuHUH- 125 mKmonb/n KpeaTuHuH- 380 mkmonb/n
OAM LiBeT- KpacHasA LiBeT- KpacHana N LiBeT- KpacHasa LiBeT- KOpuyHeBan LiBeT- kenTbiii
3p. -300 n/3p. 3p. -300 n/3p. 3p. -300 n/3p. 3p. -300 n/3p. 3p. -300 n/3p.
Neiik.-25 n/3p. Neiik.-25 n/3p. Neiik.-25 n/3p. Neiik.-25 n/3p. Neiik.-0 n/3p.
5r/n 5r/n A 5r/n 5r/n 0,3r/n
Tor \d;;iirin W ®r-2,3r/n &r-1,8r/n &r-1,4r/n
Al —287 =57,5 CeK AMNTB-34 cek AMNTB-34 cek AMNTB-44,3 cek
MHO0-0,84 eg, MHO-0,98 eg, MHO-0,8 ez, MHO-0,8 ep, MHO-1,09 eg,
Cryn - - - - -
Kposonotepsa 600,0 1000,0 - 1500,0
Tepanua

TpaHeKkcam-1r

Tpomb60oKOHUEeHTpaT-710,0
dp.B3Becb-1,222 mn
Kpuounnutat-8403

TpaHeKcam-2r
9p.B3Becb-290,0 mn
Kpuouunurtat-8403

AyTO3pUTpPOLUMUTLI-227,0
C311-940,0
MpoTtpomnnekc 600-3000 EA,
Koarun-7,2 mr

A panbue...?




TeyeHue 3a60neBaH|@/

22.12.15 23.12.2015 24.12.2015 25.12.2015 26.12.2015 27.12.2015
2 CyTKM 3 CyTKM 4 cyTRM 5 cyTRM 6 CyTKM 7 cyTRM
Hedponor Ikynuzymab 900 mr Femoananus Femoananus Femoananus Femoananus
alyC. TMA IKcTybayma AHypua Anypua Anypua AHypua
ADAMTS-13
Hanobb! Meg,.coH+M1BN Cna CnabocTb, COHANBOCTL AKTMBHa AKTMBHa AKTMBHA
AL 180/120 mm pr cT 150/100 MM pT cT 150/90 mm pr ct 150-160/90 mm pt cT 140-130/100 mm pt cT 140-130/90 mm pr cT
4ycC 0wl 74yn. 60ya. 76yg. 68 ya.
OAK Hb-74 t/n Hb-71 r/n\ Hb-103 r/n Hb-85 r/n Hb-74 t/n Hb-69 r/n
RBC-2,66x 10" RBC-2,52x 10" RBC-3,43x 10" RBC-2,8x 10" RBC-2,42x 10" RBC-2,35x 10"
WBC- 7,61 10° WBC-8,3x 10° > WBC- 13,7x 10° WBC- 11x 10’ WBC- 12,7x 10° WBC- 14,2x 10°
PLT - 28 10° PLT - 11x 10° PLT-27x 10° PLT - 24x 10° PLT-33x10° PLT - 49x 10°
L1Inzountbl-0,80% LUW LUnsounTsl- 0,30% LWnzounTsl- 0,35% LLnsounTsl- 0,30% LnsounTsl- 0,30%
Buoxummsa AllL n ANT-101EQ/n ANT-104 EQ/n AT-48 EQ/n ANT-34EQ/n
KpoBM ACT-25 Efl/n NGRS ~ACT-204 E/n “ACT-112 B0 ASTLLZE/n ACT-105 EQ/n
0.6e 0.6enok-65 r/n 0.6enok-52 r/n 0.6enok-49 r/n 0.6enok-51 r/n\
I-4142 Me/n NAr-4533 ME/n NAr-4926 ME/n NAr-5196 ME/n NAr-3451 ME/n \l/ \l/
MoyesuHa- 13,9 mmonb/n | MouesuHa- 17,8 mmonb/n | MouesuHa- 17 mmonb/n | MouyesnHa- 24 mmonb/n |  MouesuHa- 25,61 mmonb/n MouesuHa- 15,2 MM/
peaTuHIH-235 MKMOb/ 7 KpeatnHuH-310 KpeaTuHuh- 311 KpeaTuHuh- 437 KpeatunuH- 508 mkmonib/n KpeatuHut- 268 mponb/n
MKMOAb/N MKMOAb/N MKMOAb/N
— Ny
OAM LigeT- enTan LigeT- enTan Liget- xentas Liger- enTan LiBeT- KenTblit LiBeT- enTblit
3p. -300 n/3p. 3p. -300 n/3p. 3p. -300 n/3p. 3p. -300 n/3p. 3p. -300 n/3p. 3p. -300 n/3p.
Neitk.-2 n/3p. Neitk.-2 n/3p. Neitk.-0 n/3p. Neitk.-5 n/3p. Neitk.-0 n/3p. Neitk.-0 n/3p.
5r/n 5r/n 5rt/n 5r/n 3,5r/n 0,3r/n
TIr or-2,5r/n or-2,4r/n or-2,6r/n or-2,1r/n or-1,6r/n or-1,8r/n
AMNTB-37,9 cek AMNTB-37,9 cek AMNTB-46,5 cek AMNTB-28,5 cek AMNTB-30,8 cek AMNTB-32,7 cek
 MHO.0, 8- =—NMO-00en VHO-USen —MHO08en MHO-0,93 ez MHO-0,7 ez
Cryn ( Muakuit Ne 4 Muakuit Ne 4 Kugkuit No 4 Kugkuit No m KaleobpasHblit 0dOpMAEHHbIN
Tpacoysua Tpo 22000 | Tpom6okoHueHTpaT-200,0 —
9MO/IT-420,0
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AKTMBHOCTb MeTannonporenHassl ADAMTS-13 B
nnasme KpoBu NaUUEHTKA

3AKJIFOYEHUE

AxTuBHOCTH MeTautonporenHassl ADAMTS-13 B mutasme kposu mamuentku (1982 r.p.)
cocraBuna 30% ot ypoBHs aktuBHOCTH ADAMTS-13 B KOHTPOIBHOI IIJ1a3Me, MTOJTYYeHHON P
CMEIINBAaHUU OOpa3IoB IUIa3Mbl 3J0POBBIX JTOHOPOB. AKTHUBHOCTBH OINPEACISIIA MO THUIPOIU3Y
¢dbiryopecuienTHOTrO cyocTpaTta Mmetaimonporennazsl ADAMTS-13 FRETS-VWF73.

Maponus nentuga FRETS-VWFT73 metannonpotenHason ADAMTS-13

180 1 + KOHTpOnbk

160 o

m [MauymneHTka M.

140 o

dnyopecuUeHUMA, yen.ea,.

25 nexa6ps 2015 r.



Hcxonno B monibsy TMA, AT'YC
CHWKeHne remorrnobunHa 74 t/n
LLIn3ounTtos 0,80%
Peakuns Kymbca oTpuuarensHas
KpeaTnHuH 235 MKMorb/n
MoueBunHa 13,9 mmonb/n
nar 4142 Me/n
ADAMTS13 30%

Ctyn XUOKNI



23.12.15 PewueHo seectu npenapatr IKYJITM3YMAB 900 mr rno cxeme. [ emoTpaHcdy3ms
n nepenueaHue TK no »un3HeHHbIM nokasaHuaMm. [pogorvkmte Tepanunto ['KC,
aHTUBaKTepuanbHyo, IMNOTEH3MBHYHO, TEPanMIo NOCNeonepaUyoHHOro CUHAPOMA.

23.12.15 B 11:00 3kcTyBaumsi no abcontoTHLIM NoKa3aHNsAM 6e3 AbIXaTerbHbIX U
reMoaMHaMNYECKNX PaCCTPOUCTB.

N

24.12.15 OcTpas novyevyHasd HeEQOCTAaTOMHOCTb.
3amMecTuTenbHaga nodyeyHas repanus, remogmann3om Ne7.

N

Tepanusa B OlL 22 OHA




[narHo3 (nepeBoa B Heppororndeckoe oTaeneHne
COKB Ne1)

3aKMYUTENBHbIV ANarHo3: ATUNUYHbLIA FEMOSTUTUKO -
ypemuyecknn cuHgpom (D 59.3), TpomboTmnyeckas
MUKpPOAHIrnonaTus, MHAYKUUA Tepanun akynmdymabom. 22-e
CYTKM NOCIIepoaoBoro rnocrneonepaunoHHoro nepuoga.
Taxenas npeaknamrncusa. AHeMUA cpeaHeN CTENEHMN.
[MnepToHM4yeckas bonesHb 2 cTteneHn 2 ctagumn, puck 3.

OcnoxHeHus: MMnoToHn4Yeckoe KpoBoTeyeHne B No3gHeM
nocrnepoaoBoM, nocrneonepaumoHHomM nepuoge. Octpas
noye4yHass HeJOCTaTOYHOCTb.




Tepanna (nepeBo B Hedoponormyeckoe otaeneHne
COKB Ne1)

Onepaumnn: 20.12.15 Jlanapotomus no MNdoaHHEHLWITUSTIO.
KecapeBo cevyeHne B HIKHEM MATOYHOM CErMEHTE
nonepedHbiM goctyrnom. Kposornotepst 600,0 mn

20.12.15 Bakyym acnmpaumna coaepXXmMmMoro rnonocty MaTku.
KnemmupoBaHue napameTtpueB no [ eHkent - TukaHaase.
KposornoTteps 400,0 mn. Obwas kposorotepst 1000 mn.

21.12.15 PenanapotomMusi. QkcTnpnaumnst maTtkm 6es
npuaaTtkoB. lpeHnpoBaHne dproluHom rnonoctu. Obasa
kpoBonoTteps 2500,0 mn

3amecTuTensHag nodyevyHad repanvgd, remoauanmnsom Ne7.




PV OOHGPY REHVN CAMITTOMOB 1 IVIA HCOOXOLVMO C 1EPBBIX
LLIAroB MpaBUITbHO NPOBECTU NabopPaTopHYO0 AUAarHOCTUKY

Tpom6oumToneHns! 2 MukpoaHrmonaTu4yeckum remonms?3
N
LWnzountbi?3  u/vnu nogbem JIAM  n/unu
KonundecTso TpomboumTos <150 000 vnw CHWXEHWe ranTornobuHa?  n/unu cHKeHne
>25% CHWXeHne OT NCXOOHOro ypoBHsA! remornobuHa?

Mnroc 1 unu HecCKoNbKO crneayroLWmMx CUMNTOMOB:

HeBponoruyeckne cuMnTombi*’ HapyweHue dpyHKUMM noyek? 10 HenyAouHo-kuuledHble
» CUMMNTOMBbI%6:12
CnyTaHHOCTb CO3HaHMA*® 1/unu [(ERRRE [TEAEEEE G 1
SIS s cHukeHne pCKd21%  p/unn noabem Hwnapes +/— kpoBb!? n/mnun
s apTepuanbHoro AasneHustt n/nnm TowHoTa/pBoTa® w/unu 6onu B
LiepebparnbHble HapyLLeHNs OTKMOHeHwe B o6LLem aHanuse Moun®

xnBoTe® n/mnm ractpoaHTepuT12

Bo Bpemsi oxxugaHua pesynbtatoB ADAMTS13 ypoBeHb TpomMGouuToB >30 000 MM Mnu KpeaTUHUH CbIBOPOTKMU
>150-200 mkmonb/n (>1,7-2,3 mr/an) no4ytn cHUMaeT AuarHos Tshkenoro gedouumta ADAMTS13 (TTM)16

AKTUBHOCTL ADAMTS13 $5%313.14 AKTUBHOCTH ADAMTS13 >5%12 HlofoxMIeHLHE IS s

TokcuH/EHEC!4
STEC-TYC

*TecT Ha Wwura-TokeuH/EHEC obycnaBnuBaeTcs aHaMHE30M/HannyeM CUMNTOMOB CO CTOPOHbI KT

.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. ~ E==m
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

wrr
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.
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