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1a3MooOMeHa. JauTenbHOCTD Tepanuu
Karmaqu3ymMaboM — ONpeneNsioT  JTOCTHKEHUEM
axtuBHOCTM ADAMTSI13 B masme kpoBu >20%.
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Tepanmuu 3a CYET OIpeNeNeHUs aKTUBHOCTH
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of caplacizumab therapy is determined by achieving
ADAMTS13 activity in blood plasma of > 20 %.

EFFECT: method enables reducing the risk of
disease recurrences by eliminating the possibility of
rituximab elimination during TPE, as well as reducing
the duration of the therapy by measuring ADAMTS13
activity in blood plasma.
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N300peTeHre OTHOCUTCS K MEAULMHE, & UMEHHO K JICUEHUIO TPOMOOTUUECKUX
MUKpoaHruonatuii. Tpombotrueckas TpombouuTonennueckas mypmypa (TTII) —
3a00s1eBaHue, MPOSIBIISIONIEECS HEMMMYHHON TPOMOOIMTOIIEHUEN, MUKPOAHTHOTIATUYECKOM
reMOJIMTUUECKON aHEMUEN 1 HapyllIeHneM (PYHKLMIT OpraHOB U CUCTEM BCIIEICTBHUE TPOMOO3a
Menkux aprepuit. [Tpuunnoit TTII saBasercs nepuuut metamnonpotenHassl ADAMTS 13,
pAaCHICTUISAIONICH BEICOKOMOJIEKYISpHBIN hakTop hoH Bumnebpanma. Jluarunos TTIT
ITOJITBEPIKIAETCS IIPY BBISIBIIEHUM B IUTa3Me KpoBU akTUBHOCTH ADAMTS13 < 10% [1].

ITpu npuodperennori TTII npoucxoauT BeipaboTKa ayTOAHTUTEN, UHTUOUPYIOIIUX
akTUBHOCTh ADAMTS13. TTII — yrpoxaroniee xxu3nu coctossaue. Cpeau nmanueHTon ¢ TTTI
B [IEPEBOJIE B OT/ICJICHUE peaHUMalK HyX)aanuch 40%, B MHGY3UM KaTeX0JIaMUHOB — 34%,
MPOBEAEHUU UCKYCCTBEHHOMN BEHTUJISILIMU JIETKUX — 30% MaluMeHTOB, BHYTPUOOJIIbHUYHAS
CMEPTHOCTH aocturana 32% [2].

ITpu neuenun TTII paznuyarot cieayromuye moHsATUs. KimHu4yeckuii OTBET - HOpMaJIU3alus

KOHIEHTPAIMA TPOMOOIMTOB BBIIIE HUKHEN rpaHuIb! (> 150 xlOg/n) U AKTUBHOCTh
naktataeruaporerassl (JIAI') He nmpeBbimaet 1,5 HOpMBI ITOCIIE MPEKPAIEHUS
TepaneBTHUeckuX mazMooomeHoB (TT10). Kinunuueckas peMuccus - KIIMHUYECKUI OTBET,
coxpanstroruiics rocie rpekparienus TITO 6omee 30 gueit. Yactuunas ADAMTS 13-pemuccust
- COCTOSIHME, KOTJa Y MaleHTa mia3MeHHast aktTuBHOCTb ADAMTS 13 > 20%, HO HUKe HUXKHER
TPpaHULBI HOPMBI [IJIs1 JAHHOTO MeToAa onpeaeneHust akTuBHOCTU. [Tomnass ADAMTS13-
pEMUCCHS - COCTOSIHUE, KOT 1A Y IMalMeHTa Iia3MeHHass akTUBHOCTb ADAMTS 13 Bblllie HUKHEH
rpaHuUlbl HOPMAJIbHBIX 3HAYEHUH JIJIS1 JAHHOTO METO/1a ONPEACIICHUS] AaKTUBHOCTH.

N3Becren crioco6 neuenus TTII ¢ mpumeHeHueM TeparneBTHueckoro miazmooomena (TT10),
KOTOPBIN MO3BOJISET yAAIATh MHTUOuTOp ADAMTS 13, BocrionHsaTh Aeduimt ADAMTS13,
3JIMMHUHUPOBATH MYJIbTUMEPHI hakTopa GpoH Bumiedbpanaa [3]. B konTpompyeMmom
PaHIOMU3UPOBAHHOM UCCIIEIOBAHWUY KJIMHUUECKUI OTBET OB JIyUIIle Y Te€X, KOMY ITPOBO TN
TIIO mo cpaBHEHUIO ¢ TEMH, KOMY BBITIOJHSIIN TPaHCHY3UH CBEKE3aMOPOKEHHOM TTa3Mbl
(C3ID): B rpynne TITIO otBet nonyueH y 47% nauvenTtos, B rpymne C3I1 -y 25% (p=0,025),
ymepiu 3,9% nanueHTos, ieueHHbIX TTIO, u 15,7%, neuennbix C3I1. Yepes 6 mec. oT Hayasa
nedyenus B rpymie TTIO 6bu10 78 % oTBeTUBIIMX Ha Tepamnuto, B rpymne C31149 % (p= 0,002
[4]. HepocTaTKOM 3TOr0 METOAA SIBIIIETCS HEMOJHOE IOCTUKEHUE PEMUCCUH Y BCEX TALMEHTOB,
COXPaHSIOIIMICS PUCK PAa3BUTHS peluarMBa 3a0oieBanus pu npekpamenuu TTI1O.

N3Becren criocob meuenus TTII ¢ mpumenenrem riirokokoptukocrepousioB (I'KC),
ocHoBaHHbIN Ha criocobHocTy ['KC nopasmnsaTe npoaykiuio antuten k ADAMTS13 [5].
Hasnauenue 'KC yBenmuuuBaet BepkrMBaeMocTh 00bHBIX TTTI [6,7] 71 HA9aTbHOTO JICUSHUS
WCIIOJIB3YIOT A03Y | MI/KT MacChl TeJla MALMEHTA B IEPECUYETE HA TPEAHU30JIOH, ITPU TSKEIIOM
TedeHUH IpuMeHsIoT 0osbinue 10361 I KC. PexomenayroT couerats ¢ TI1O [8]. HemocTtatkamu
3TOr0 METO/IA SIBJISIETCSA HEBBICOKAS YACTOTA JTOCTUKEHHUSI PEMUCCHHU, BO3MOKHBIE JIETAJIbHbIE
UCXOMbI, BbIcOKasi yactoTa peuuanBoB. [Tpu HazHauenuu ['KC B couetannu ¢ TT1O y 23-43%
OOJIbHBIX HE ObLIa JIOCTUTHYTA PEMUCCHUS HA 9 CYTKU JICUCHMS, a HA 23 CYTKH PEMHUCCHS HE
Obu1a JOCTUrHYTA Y 3-13% NanuMeHToB, CMEPTEIbHbBIE UCXO/Ibl ObLIN Y 3-13% mnanueHToB [9],
4acToTa peuuanuBoB cocraBuia 38% [10].

N3zBecren criocoO neuenus: TTII ¢ npumeHeHreM putykcumMada, KOTOPbIA 3IIMMUHUPYET
B-nmumdouuTel, yMeHblast TeM caMbIM poayKiuio uHruouropa ADAMTS13 [11]. Purykcuma6d
HE SIBJISICTCS IpenapaToM Il JICUeHHsT ocTpol a3el 3aboeBaHus, ero 3pdekT HacTynaeT
OTCPOYEHO, OH UCTIOJIB3YETCS ISl IOCTUKEHUS U COXPAHEHUSI PEMUCCUM, TPEAOTBPAILICHUS
permauBoB 3aboneBanus [8,11-14]. CpeaHuit MHTEpPBAJ 10 MOBBIIICHHUS KOJIMUECTBA
TpOMOONUTOB MOCJIe TIepBoit MH(DY3UK puTyKcuMaba cocraisier 12 mueti [15]. HemocraTkom
3TOrO METO/a SIBJISIETCS TO, YTO PUTYKCUMAO HE MOXKET MPUMEHSTHCS JIJIs JISYEHUST OCTPOM
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ataku TTII. IpyrumMm HeQOCTaTKOM SIBJISETCS TO, UTO MOCKOJIBKY PUTYKCUMAO IMPUMEHSETCS
yacto y 60abHbIX TTII, koTOopbiM 01HOBpeMeHHO npoBoauTces TITIO, To mocne kax o
npoueaypsl TTIO koHUeHTpaIuu puTykcuMaba B CBIBOPOTKE YMeHbIaeTcs Ha 65% [16] u,
CIIeIOBATEIbHO, HEOOXOIMMO MO0 YBEIMUMBATH JI03Y PUTYKCHMMa0a, TM00 KpaTHOCTD €ro
BBeaeHUs (Kaxkawle 3-4 qus) [16,17].

N3Becren criocob meuenus TTII ¢ npumenenrem kamanuzymaoa. Kammamusymao -
T'YMaHWU3UPOBAHHBIN, IByXBAJICHTHBIN (DparMeHT UMMYHOTIJIOOYJIMHA C BapruabeIbHbIM
JIOMEHOM, UHTUOMPYIOIIMH B3aUMOIEUCTBUE TPOMOOIUTOR ¢ (hakTopom ¢oH Bumnedbpanaa,
YMEHBIIAIOIIUI TEM CAMBIM a/IT€3UI0 TPOMOOLMTOB U MPENSTCTBYIOINN MUKPOCOCYAUCTOMY
TpoM603y [10]. HemoctaTtkom 3TOr0 MeTojia aBisieTcst TO, YTO 3PPEKT 10CTUTAETCS TOIbKO
IIPU BBEAECHWH IIpenapaTa, OH He BIMSET Ha akTUBHOCTh ADAMTS 13, a ipu npekpaineHuu
JIeYEHUS BO3HUKAET peluauB 3aboneBanus [10].

bawxarimM nmpototunom jgederus: TTII sBisieTcs crnocod coueTaHHOTO MPUMEHEHHS
KaranusyMaba, nmmyHocytpeccu v TT1O — «rpurieT-tepamusi» [18]. 9ToT crioco0 jeueHus
MoJipa3yMeBaeT Ha3HaUeHHe Karianuzymabda cpasy ke nocie ycraHoBku auarHosa TTII B
no3e 10 mr BuyTpuBeHHo nepes TT10, 3atem nocine TI1O u B ganbHei1eM exeTHEBHO B 103€
10 mr mogkoxHO. TTIO mpoBOAAT 10 yBEIWYEHUST KOJIMYECTBA TPOMOOIUTOB KpoBU >150 X

109/JI, COXpaHsIoIIeecs B TEUeHUE He MeHee ABYX AHel. Jleuenue kamtanuzymabom mo 10 mr
MOJIKOKHO €KEAHEBHO MPOJ0IKaIOT B TeueHue 30 JHel nmocie mpeKpalieH s MpOBEACHUS

TTIO (Bcero 35 aneit). Purykcumad B 1o3e 375 MI/M> BBOJST B 1-bIM, 4-bIl, 8-01 1 15-bI¥ JHU
seuenus [18]. ITpeumy1iiecTBaMu 3TOro METO/1a IO CPABHEHMIO C IPYTUMU METOIaMHU JICUCHUST
sBisieTcst B 1,8 pa3 6osiee ObICTpOE TOCTHKEHUE HOPMATM3ALUKU KOJIMUECTBA TPOMOOIIUTOB
KPOBHU, MeHbIIIas TOTPeOHOCTH B mpoBeaeHuu ceancoB TTIO, MeHbIast yacToTa 000CTPEeHUS
TTII, meHbpIIas ATUTEIILHOCTD TOCIIUTaIM3anuU [18].

Henocratkamu siBisieTcst To, 4To mociie kaxaou npouenypsl TTIO Meauana yMeHbIIEHUS
KOHIIEHTpAlUM PUTYKCUMa0a B CBIBOPOTKE cocTaBisieT 65% [16] u, ciienoBaTenbHO,
HEOOXOIMMO YBEIIMYUBATH JO3Y PUTYKCUMaOa TMOO0 KpaTHOCTD ero BBeneHus. [1pu BBeneHNM
HETIOJIHBIX O3 PUTYKCUMaba pUCK pa3BUTUS PEUUIMBOB YBEJIMUMBAETCS OoJjiee ueM B 2 pasza
[13].

Eme ofHUM HETOCTATKOM SIBJISIETCS TOT (DAKT, YTO MPEKpaIlieHUE JICUCHUS HEe
OPUEHTUPOBAHO HA IOCTHKEHHE PEMUCCUM, OTIPEAEIISIEMOM IO TJIA3MEHHOW aKTUBHOCTH
ADAMTS13 [19]. XoTs1, cOrJIacHO JAHHOM CXeMe Tepamuu, y OOIBIIMHCTBA MALUEHTOB C
TTII kK OKOHYAHMIO JIEYEHUS JOCTUTAETCS] PEMHUCCHS, BCET1A OCTAIOTCS MALUEHTBI, Y KOTOPBIX
coxpansieTcst Hu3Kkast akTUBHOCTE ADAMTS 13, 3TUM MOXHO OOBSICHUTD PEIUINBBI, BO3HUKIIINE
y MOJIyUaBIIMX KaIjlanu3yMa0 mpu nocieayromeM HaomoaeHuu [10].

Eite oqgHMM orpaHryeHreM MPOTOTHUIIA SIBJISIETCA BBICOKAst CTOUMOCTD JICUEHUS.
Kannauuzymab sBisiercst foporoctosimum npenapatom. CoracHo onmyOJMKOBAaHHBIM
JaHHbIM, cToUMOCTb 10 Mr coctaBnsieT 7700 nomutapos CIIA, cieqoBaTenbHO HA KypC
nedyenus (35 BBeneHui) Tpedyercs npenapat Ha cymmy 270 000 nomapos CIHIA [20].

TexHuueckoi 3a/1a4eil, Ha perIeHrue KOTOPOH HapaBIeHO Mpe/jiaraeMoe H300peTeHue,
SBJIsIeTCS pa3paboTKa albTepPHATUBHOTO CITIOco0a JICUeHMS TTAMEHTOB C MPUOOPETEHHOMN
dbopmoii TTTI, umeronero yMeHbIIEHHYO CTOUMOCTbD JICUCHHS, a TAK)KE TTOBBIIIICHUE
3(PeKTUBHOCTH crmocoba JeueHus ManueHToB ¢ mpuoopereHHol ¢hopmoit TTII.

ITocraBnenHas 3agaua periaeTcsi CHocoooM, 3aKJIFOYAIOIIUMCS B TOM, YTO MAIMEHTY MTOCIIE
ycraHoBlieHus quarHosa TTII B nepBblif ke IeHb HAUMHAIOT JIeYeHHEe Karjlanu3ymadom,
TIIO u I'KC. Kammamu3yma0 B IepBbIii IeHb BBOJST OJHOKPATHO 10 MI' BHYTPUBEHHO, a
3ateM nojikoxHo rnocie TTIO, ganee kammanu3zymabd BBOAST MOAKOXKHO 1O 10 MT €3KeTHEBHO.
ITpu npoBeneruun TITO o6MeHMBaIOT B TiepBbIe 3 1HS 110 1,5 06beMa IUPKYITUPYIOLIEH I1a3Mbl
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(OLIT), 3atem — o 1 OLIIT. TTIO BBIMOJHSIOT A0 MOJYYEHUS KIMHUYECKOTO OTBETA, T.€. /10

TeX MOop, B TeueHHue 2 JHed He OyIeT KOJIMYECTBO TPOMOOLUUTOB KpoBH (> 150 X109/J'I) u
ceiBopoTOouHas koHueHTpaiwms JIJII" He Oyaet mpeBbIaTh pedepeHCHbIe 3HaUeHus 0oiee
yeM B 1,5 pasza, MCUE3HYT NPU3HAKU TEMOJIN3A U OPTAHHOTO MTOopakeHusl. [ [pu pe3sucTeHTHBIX,
TSDKEIIBIX CIIy4asixX (HallpuMep, MPHU TSIKEIIbIX HEBPOJIOTMUECKUX PACCTPONCTBAX,
KapauoBacKyIsipHbix Hapyiienusix) TTIO BoimosiHsieTcst nBax bl B cyTku. ' KC BBOAST B
J103€ B 103€ 1 MI/KT B IlepecueTe Ha MPEAHU30JIOH C MOMEHTA YCTAaHOBKMU AuarHosa TTII u
JIO IOCTUKEHHUS TTIOJIHOM PEMUCCHUU (M KIIMHUYECKOW PEMUCCUH, U PEMUCCHUU T10 AKTUBHOCTHU
ADAMTS13), mocne yero no3a NpeIHU30J0Ha ITIOCTENIEHHO YMEHBIIAETCS 1101 KOHTPOJIEM
KOJIMYECTBA TPOMOOLMTOB KPOBU M aKTUBHOCTU ADAMTS 13 BIIOTH 70 MOJIHOM €r0 OTMEHBL.
JleueHue puTyKCMMaOOM OTKJIAABIBAIOT 10 YBEJIMUEHHUS KOJIMYECTBA TPOMOOIMTOB KPOBU >

150 x 109/J'I, nocye yero npekpamarT TT1O u HaunHAIOT BBeAeHUE pUTyKcuMaba B go3e 375

Mr/M> pa3 B Henelto B TeueHue 4 Henenb. [Ipu 3ToM exxeHeAeTbHO U3MEPSIOT AaKTUBHOCTh
ADAMTS 13, konruuecTBO TpoMOO1IUTOB B KpoBU. [1pu moctrkennu aktTuBHOCTH ADAMTS 13
6omee 20 % , T.e. yactuuHov pemuccuu TTII no aktuBHOCTH ADAMTS13, BBeieHue
KarutausymMaoa mpekpaiaroT), TOCKOJIbKY Takast akTUBHOCTE ADAMTS 13 nocraTtouna ast
OCYIIECTBJICHUS €T0 MaTO(U3UOIOTHUECKOM POJIU — PACIICTUICHUS MYJIbTUMEPOB (hakTOpa
¢bon Butebpana. Jlanee mpo1oipKaroT jieueHue Tojbko purykcumadbom u I'KC (puc. 1).
E>xeHenenbHO Npo10JKaIOT olleHMBaTh akTUBHOCTb ADAMTS 13. I1ocine noctuxeHust oJiHon
pemuccun TTII (aktuBHOCTE ADAMTS13 > 50%) HAUMHAIOT OCTENEHHO YMEHBINATH 103y
I'KC Bm10oTh /10 MOJIHON OTMEHBI, IIPOI0JDKAS KOHTPOIMPOBATh aKTUBHOCTh ADAMTSI13 B
wia3me. Eciu nocre nepBoro kypca purykcumadba aktuBHOCTb ADAMTS 13 coxpaHuTbest
MeHee 20%, BHE 3aBUCUMOCTH OT KOJIMYECTBA TPOMOOLUTOB KPOBU TOBTOPSIOT 4-HeETIbHbIN
KypC TepaIuu PUTYKCUMAOOM.

[TpoBenenue geueHus 1o MPeIyIoKeHHON cXeMe MO3BOJISIET, BO-TIEPBBIX, U30€KAThH
IMMUHAIMKY pUTYyKcuMaba ripu mposeaeHuu TT1O, v manyeHThI MOy4YaroT MpernapaT B MOJTHOM
J103€, CIIEA0BATEIBbHO, YMEHBIIAKOTCS PACXO IIpenapaTa U PUCK pPa3BUTHUS pPEUUIUBOB. Bo-
BTOPBIX, IIPOBEAEHUE JICUEHUS 1101 KOHTPOJIeM akTuBHOCTU ADAMTS 13 nio3BoisieT
MIPEKPATUTH JICUCHHUS B OOJIBIIIMHCTBE CITy4aeB 3HAUUTEIILHO PAHbIIIE, UeM 10 MpeiaraeMor
B IIPOTOTHIIE CXEMeE JICUCHUSI, ITPU 3TOM MOoJ00Has TAKTHUKA HE BIIUsIEeT Ha 3PPEKTUBHOCTD
JICYEHUS, TIOCKOJIbKY IpY MOBBIIIICHUH aKTUBHOCTH ADAMTS 13 6051ee 20% aKTUBHOCTU
dbepMeHTa TOCTATOYHO ISl paCIICIUICHUS MYJIbTUMEPOB akTopa hoH BumieOpanaa, u HET
HEOOXO0/IMMOCTH B BBEJICHUH Karuianu3ymaoa.

CymHoCTb M300peTeHUs MOSICHEHA TPUMEPAMU PeAIM3aALMU, IPEIJI0KEHHOTO Crloco0a
neuenusi B PI'bY «HMMHAL rematonorun» Mun3apaba Poccrud, KOTOPBIE MILTIOCTPUPYIOT,
HO HE OTPAHUYMBAIOT 3aIpaAIlIMBAEMBbIil 0ObEM MPABOBOU OXPAHBI.

OO01Me naHHbIe Pe3yIbTaTOB JieueHus rpynnbl nanueHToB ¢ TTII nmo npeaioxxeHHOMY
crioco0y.

ITo mporpamme paHHero nocrymna, o106peHHON MUHUCTEPCTBOM 3PaBOOXPAHEHUS
Poccuiickort @enepanuu, B PI'BY «HMMUWUI rematonorun» Munszapasa Poccuu ¢ gpeBpas
2021 r. o aexadbpsp 2022 r. 16 naumeHToB ¢ npuoopereHHor TTII nonyunnu neuenue no

npeaoxxeHHomy crioco0y. Kak BugHo u3 purypsl 1, KommuecTBo TpoMOOIMTOB >150 X 10%/n
OBLIO TOCTUTHYTO y MAIIMEHTOB B CPOKHU OT 2 10 7 IHeM (MenuaHa 3 JHs), a OBBIIIICHHUE
akTuBHOCTU ADAMTS13 >20%, a, ciienoBaTeIbHO, M TPEKpallleHUe BBEICHUS Karianu3ymaoa,
OBLII0 MUMHUMAJTBHO Ha 7 IEHb, MAKCUMAITLHO Y 1 MalMeHTKU — Ha 75 neHb (MeauaHa 11 gHert)
nedyernst. Kak BumHO u3 urypsr 2, b y 3 u3 16 manyueHTOB ITUTEITbHOCTD JICUCHHUS
KarutanuzyMabom mpeBbicuiia 35 qHel, y OOJIbIIMHCTBA OHA OblIa 3HAYMMO MEHBIIIE.
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CymMapHo Bce 16 nmanyeHToB IoJIydaliy Kamranu3ymad 344 qHs, MeadaHa JIUTeIbHOCTH
JIeYeHus IanyeHTa cocrasuia 11 qHew, y Beex nmauueHToB gocturuyrta pemuccus TTII. Ecin
ObI 5TU 16 MAMEHTOB MOJIYYaJy JICYEHUE COTJIACHO MTPOTOTHUITY 35 AHEH, TO o01Iast
JUTUTEIIHHOCTB JICUeHHUst cocTaBuiia ObI B 1,6 pa3 Oorbiie, T.e. 560 gHeit. B cooTBeTcTBYMM C
onyOJIMKOBAHHON CTOMMOCTBIO KaIllanu3yMada, CTOMMOCTb JIEUEHUS Karjlau3yMadom
cocraBuia 2 miaH 648 800 nomrapoB CILA mpotus 4 312 000 momnapos CIIA, eciu Obl
JICYMUITM COTJIACHO MPOTOTUIY. TakuM 06pa3oM, IpH JIEYEHUU 1O NTPEAJIOKEHHOMY CIOCO0Y
yIaJ10Ch YMEHBIIIUTh CTOUMOCTb JIeUeHUs Karranu3zymaboM Ha 1 MitH 663200 m1otapos
CHIA, coxpansist mpu 3ToM 3(pPeKTUBHOCTS JiedeHus. bosee Toro, eciu O6b1, COTIaCHO
MPOTOTHUITY, OT PAHUUMIIUCH OBl CYMMApPHBIM JIEUeHUEM 35 THEH, TO Y 3 TAMEHTOB, Y KOTOPBIX
He Obu1a nocturnyta pemuccust o ADAMTS13, Bo3nuk Obl penuaus. [loaTomMy, cormacHo
MPEIJIO)KEHHOMY METO/TY, XOTS MeIMaHa JIEUeHUs KarlanuzyMadom cocraBuna 11 aHei, y
9TUX 3 MAUMEHTOB JICUEHUE KaIianyu3yMadom ObIUTO TPOJOJIKEHO A0 TOCTUKEHUS] PEMUCCUU
1o ADAMTS13 BHe 3aBUCUMOCTH OT KOJIMUECTBA TPOMOOLUMTOB KPOBHU, YTO MTO3BOJIUIIO
u3bexath ocinoxxuenuit TTII.

[Tpumep 1. Knnnnueckoe HaOJIIOJIEHHE YCIIEIIHOTO KPATKOBPEMEHHOT'O HA3HAUYEHUS
Kartanuzymaba v ObICTPOro JO0CTUXKEHUST pemuccuu y nanueHTky ¢ TTII.

IMTamuentka M-H, 32 1eT, ¢ Hauana aekabps 2022 1. ctalla orMedyaTh od1ree HeJOMOTaHue,

MOBBILICHUE TEMIIEPATYPBI TEIA 10 38,OC, npuHuMasa asutpoMuuut. 03.12.22 BriepBbie
Pa3BUIICA CYJOPOKHBIN MMPUCTYII, B CBSI3U C YEM FOCIIUTAIM3UPOBAHA OOJIBHUILY 10 MECTY
xuTenbcTBa B I. KpacHonape. B remorpamMmme oOHapy KeHbl: aHeMUs (TeMOTIIO0MH 66 /1),

TpoMmbonuToneHus (27 x 109/J1). Bruta BeITioTHEHA TpaHChy3Ust SPUTPOIUTHOM Macchl. [1pu
KOMITBIOTEPHOM TOMOTrpadru TOJIOBHOTO MO3Ta 0YaroBble W/WIIK 00 bEMHBIE TOPAKEHUS
FOJIOBHOTO MO3ra He BbIsiBIIEHBI. [1pu anexTposHuedanorpaguu oOHapy)eHa yMEPEHHO
BBIpaKeHHAs 1iepeOparbHas TUcyHKIUS Ha (POHE Ne30pTraHM30BAHHON U HEYCTOMUNBOM
KOPKOBOM pUTMUKH O€3 UeTKOH JIaTepain3auuu, 6e3 snuienTudopMHol akTMBHOCTU. CriycTs
HEJIEI0 Y HEE Pa3BUJIMCh MOBTOPHBIN CYAOPOKHbINM MPUCTYII, COMOP, B CBSI3U C YeEM ObLIa
MepeBeACHA HA UICKYCCTBEHHYIO BEH TUJISILIMIO JIETKUX, KOTOPYIO IIPOBOIAIIN B TEYEHUE 2 CYTOK.
[Tpu marauTHO-pe3oHaHcHOM ToMorpaduu (MPT) ouarosas nmatonorust He ooHapykeHa. B

aHaJIM3aX KPOBU COXPAHSUTUCH aHeMUs (TreMoTJI00uH 73 1/11), TpomOouuTorienus (11 x 109/n),
O0OHAPYXKEHBI IIUCTOUUTHI 1,2%, runiepounupyouneMus (Ounupyoun oomuii 41 MKMOJIB/T,
npsimast ppakuus 13 Mmxmonb/n), kKonnentpanus JIJII' B ceiBopoTtke 1200 en/n. 3amomo3peHa
TTTII. B cBs3u ¢ nogo3penveM Ha TTII Hauata Tepanusi MpeaHU30I0HOM B J03€ 1 MI/KT,
€XKEIHEBHO - ITPOoLEeAYpbI I1a3Moo0MeHa. Cyq0pOKHbINM CUHAPOM ObLIT KyIIUPOBAH, CO3HAHUE
y HAMEHTKU BOCCTAHOBUWIOCH JO SICHOTO, TPeKpallleHa UCKYCCTBEHHAsI BEHTUJISILUS JIETKUX.
19.12.2022 6w11 moaTeepskaeH nuarao3 TTII: aktuBHOCTE ADAMTS13 cocraBuna 0%,
uHruoutop ADAMTS13 3,5 equnun bere3na. 22.12.2022 nanyeHTKa ObLIa MepeBeieHa B
®dI'bY «<HMMUIL] rematonorun» Munzapasa Poccum.

ITpu nocrymiennn B PI'BY «<HMMULL rematonorun» Munsapasa Poccun nanpieHTKa Oblia
HeaJleKBaTHA, IJIAKCUBA, HeaJeKBaTHa, BO30yxkaeHa. Ha Ko)ke — KoHeUHOCTe!H U TYJIOBMINA
MHO’KECTBEHHbIE reMaToMBbl, nerexuu. [Ipy MPT natonoruu He BeisiBiieHO. [1Tpu 99T
BBISIBJICHBI BBIPa)KEHHBIC HAPYIIICHUS 3JICKTPUUECKONW aKTUBHOCTH AU(GY3HOTO XapaKTepa,
npeodiTagaBIye CipaBa, 30HAIbHbBIC PA3JIMUMs ObLIM CTJIaXKEHBI C IBYX CTOPOH,
PErUCTPUPOBAJIACh MHOKECTBEHHASI MAPOKCHU3MAIbHAS OuIaTepalibHasi aKTUBHOCTD C
MaKCUMaJIbHON aMILTUTYA0M B TOOHO-IIEHTPAILHBIX OTBEICHUSIX C aKIIEHTOM CITpaBa ¢
TEHICHIMEN K TeHepaIn3alyy, B CBSI3U C YeM ObLI Ha3HAUEH JieBeTHparieTam. B mabopaTopHbIX

JIAaHHBIX: TeMOTJI00MH 77 T/71, TpoMOOIUTONEHUS 22 X 109/J'I, JIEHKOUUTHI 12,4 X 109/J'I,
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mUcTouUThI 12,6%, petukyinouutsl 13,45% (341,6 x 109/JI), npsimasi npoda Kymoca
oTpulaTesbHasi, oomwmii 6emox 54,3 1/, kaauit 3,2 MMOJIb/JT, KpeaTUHUH 44,5 MKMOJIB/JI,
MoueBuHa 7,09 MMOJIB/J1, OUIMPYOUH 76,2 MKMOJIB/T, Tipsimast ppakuus 15,8 MKMOJIB/I,
HernpsiMoit 60,4 MKMOJIB/JT, actiapTaTaMuHOTpaHcdepasa 61,7 ex/n, JIAT 1375 en/m.

Ha 4-p1e cyTku J1e4eHrst KOJIMUeCTBO TPOMOOIMTOB KpoBU cocTaBuiio 310 x 10%/.

IT1a3Mo006MeHbI ObLITM TTpEeKpallleHbl, HAUaTO BBeJCHUE pUTykcumaba B 1o3e 375 Mr/m> pa3
B HeJlelto. B pe3ybpTarte eueHus ucuesia HeaJleKBaTHOCTD MIOBEICHUS, CYI0POKHBIE IIPUTTAIKU
HE BO30OHOBJISUINCH, Ha 12 1eHb JIeUeHUs KaIlalyu3yMaooM, T.€. CITCTs HEJIENIO MTOCIIE IIEPBOro
BBEJICHUS PUTYKCUMAa0a, TPy KOHTPOJIBHOM UCCIIeA0BaHUU aKTUBHOCT ADAMTS 13 cocTaBuna
35%, nedenue Karaqu3yMabom ObLI0 TPEKPaILEHO, IPOI0JDKEHA TePAIUS MPEAHU30JIOHOM
U PUTYKCUMAOOM (cXema JIeueHus MpuBeJeHa Ha Gurype 3), K Tepanuu Obul 100aBIeH
anukcadad 10 mr/cyT, acupuH S0 Mr/cyT. CriycTs ele 7 JHEH IiepeBeieHa Ha aMOyJIaTOPHOE
neuyenue. [1ocie yeTBepTOro BBEACHUSI PUTYKCUMAOOM BBIIKMCAHA IOMOM C peKOMEHaluei
MOCTENEHHOM OTMEHBI TpeaHU3010Ha. [Tpy BeIMMCKE B aHAIM3aX KPOBU: TPOMOOIUTHI 460

X 109/n, akTUBHOCTE ADAMTS 13 55%, remoriobuH 110 /1, koHueHTpauus JIJII' B ceiBopoTke
210 en/m.

[Tpumep 2. KnmuHnueckoe HaOII0IEHME YCIEIHOTO KPATKOBPEMEHHOIO HA3HAUEHUS
Kartauuzymaba v ObICTPOro TOCTUXKEHUST peMuccud y nanueHTku ¢ TTTI

ITamentka Kp-Ba, 43 net, B Hauasie okTs10ps 2022 1. 0TMETUIIa OOUIIBHBIX XapaKTep
MEHCTpyaluii ¥ MOSIBJIEHUE FTeMaToOM Ha Tejle, KpoBOTOouMBOCTh jeceH. C 09.10.2022 1.y
0O0JIbHOM BHE3AITHO MOSBUIIMCH BBIPAXKEHHAS CIIA00CTh ITpY OOBIYHOM (hU3MUECKOM Harpy3Ke,
ACUMMETPUS JIMLA, TOJIOBHbIE O0JIM, HECKOJIBKO 3MM3010B MPECUHKONAIbHBIX COCTOSIHUM,
TOXKEJITEHUE KOXH U CKIIep, MoTeMHeHne Moud. B ananuze kposu 13.10.22 1. BriepBbIe ObLiIa

BBISIBIICHBI TPOMOOIUTOTIIEHHUS 4 X 109/n, aHemus 67 r/71. bbuia rocriTaaM3upoBaHa MO MECTY
JKUTEIbCTBA, TJIe MPU 00CIIeIOBAHUU: TeMOTIIO0UH 47 T/71, peTUKYIOUUTHI 7,3%, TPOMOOIMTHI

28 x107/71, 0GwwMi oumupyoun 43 mxmodns/i, JIJAT 1600 en/n [1pu 330 aroracTpockonuu
UCKJTIOYEHO JKeTyJJOYHO-KHILIEUHOe KpoBoTeueHue. [IpoBoaunu TpaHchy3un 3puTpOLUTHOM
B3BECH, KOHLEHTPATOB TPOMOOLMTOB. YUUTHIBASI COUETAHUE €EMOJIN3a, TPOMOOLMTOIIEHUN
C HEBPOJIOTMUYECKON cUMIITOMAaTUKOM, 3anofgo3peHa TTII. beina ncciienoBana akTMBHOCTh
ADAMTS 13 B m1a3me, kotopasi coctaBuia 1%, uaruourop ADAMTS13 - 1 equauna beresna,
u 27.10.2022 naupenTtka Obuia nepeseaeHa B ®I'bY «HMMUIL] rematonorun» Munsapasa
Poccun.

ITpu nocTyIaeHuM UMEITUCh MHOXKECTBEHHBIE 5KXMMO3bI B 00JIACTH PYKH M HOT PA3JIMYHON
CTENEHU TaBHOCTH, KPOBOUBIIMSIHUS B CKJIEPY JIEBOIO ria3a. B 1abopaTopHbIX JaHHBIX:

reMorja0o0uH 73 r/11, peTUKyIouUThI 13%, mmctouuTsl 13%, TeHKOUUThI 4x109/n, TPOMOOIUTHI

14X109/J'I, CcBOOOIHBIN TeMOTI00uH 11a3MbI 0,2 /71, KpeaTUHUH 71 MKMOJIB/JT, MOYeBHMHA 3,7
MMOJIb/JI, OOIIMI OMIMPYOUH 21 MKMOJIB/JT, 001Ut 6ok 66 /11, anboymuH 41 /i, JIIT 768
en/n. [Tpu MPT ronoBHOro mo3sra BbISIBIEHbI € JMHUYHbBIE OYarOBble K3MEHEHHOT'O CUTHAJIA
pa3Mepamu 710 2 MM B JIOOHBIX JIOJISIX TOJIOBHOT'O MO3Ta, OYaru MUKPOAHTHOTIATHH.

Br110 HayaTo JIeueHue Kariaqu3yMadooM, MPeTHU30JI0HOM B J103¢€ 1 MI/KT/CYT, €XKeTHEBHO
- Mpoleayphl 1azMoooMeHa. Ha 4-pie CyTKU JIe4eHUsT KOJIMYEeCTBO TPOMOOIIMTOB KPOBHU

cocraBuiio 213 x 109/J'I, reMOTrJI00UH 75 T/11, MpOBeeHHUE TJIa3MOO0OMEHOB OBLIIO MPEKPAIEHO
(cymmapHo npoBeeHo 4 ceaHca, yaajieHo 8000 mit rutazmel), 1 31.10.2022 HayaTo BBEICHUE

putykcumaba B 03e 375 MI/M2 pas B Hepento. Criyerst Hepenmto 07.11.2022 akTUBHOCTh
ADAMTS13 B m1azme cocraBuna 51%, konuentpauus JIJII' cbIBOpoTKM cCHU3MIACH 10 266
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e/71, KOJIMYECTBO TPOMOOIUTOB KPOBH ITOBBICHIIOCH 10 442 X 10%/m. Kammanyuzymab 6sut

oTMeHeH (Bcero 0b110 10 BBeAeHul mpenapata). Haznauen snokcanapus 40 MI/cyT ¥ aClIUpuH
50 mr/cyT. IlponomxeHa Tepanusi MpeIHU30JI0HOM U puTykcumabowm. Ilocre 4-ro BBeneHus
putykcumabda aktuBHOCTb ADAMTS 13 B rutazme cocraBuia 100%, KoJIM4ecTBO TPOMOOLMTOB

KpOBU — 224 X 109/J1, remorso6uH 130 /i1 (cxema jeueHust mpuBeaeHa Ha urype 4). [anuenTtka
ObLIa BBIIIMCAHA IOMOM B yJIOBJIETBOPUTEIIBHOM COCTOSIHUU C PEKOMEH1ALIMEN IIOCTENIEHHOT O
YMEHBIIEHUS] CYTOYHOM J103bI MIPETHU30JI0OHA BIUIOTH /10 MOJHON OTMeHbI. CoXpaHsieTcs
pemMuccus 3a00JIeBaHUS.

[Tpumep 3. Kimunnueckoe HaOII0/IEHUE ITTMTEIBHOIO HA3HAUEHUS Karlanuuzymaba u
JOCTHXKEHHSI PEMUCCUM TTOCIIE 2 KYPCOB JICUEHHUSI PUTYKCUMAOOM.

IMTanuentka Kyn-Ba, 38 net, cuuraet cedst 6obHOM ¢ aBrycra 2022 roja, Korja crajia
OTMEUYATh 3MU30/Ibl TOJIOBOKPYKEHHUSI, HAPYIIEHUE PEUr, OHEMEHHUE BEPXHUX KOHEUHOCTEMN,
ry0, HapyIIeHUe 3peHHsI, OOMIIbHBIE MEHCTPYAaluH, CIIOHTAHHBIE CUHSIKUA HA TTIOBEPXHOCTH
tena. beuta BeinonHeHa MPT ronoBHoro Mosra, npv KOTOpPOi NaTOJIOTUUYECKUE OYaru HE
BbIsIBJIEHBI. [I0OBTOpHO HapyleHne peun, c1aboCcTh B HUKHUX U BEPXHUX KOHEUHOCTSIX
BO3HUKJIM 12.08.22 1. OB 3a10/103p€HA TPAH3UTOPHAS UIIEMUYECKAs aTAKa, BbISIBICHBI

aHemus (remorJioOuH 63 1/11), TpoMOoIUTONICHUS 24 x109/n, B CBSI3M C YE€M BBIITOJIHSIIIN
3aMecTUTeIbHbIe FeMoTpaHcdy3uu. [IpoBoaumm Tepamnuio mpeaHu30710HOM (60-90-30 Mr/cyT),
oaHako 3¢ deKTa MoayueHo He ObUTO. YUUTHIBAS MPU3HAKU BHYTPUCOCYIUCTOTO TeMOJIN3A,
aHeMuM, TpomOouuTorneHuu, osuia 3anogo3peHa TTII. 24.08.22 r. aktuBHocTh ADAMTS-13
coctaBuia 0,8%, UHTMOUTOp — 2 euHUIBI bere3na, TakuM 06pa30oM MOATBEPK/IEH IUarHO3
TTII. IIpoBoaniy myJibC TEPANUIO METUIITPEAHN30JI0HOM S00 Mr B TeueHue 3 auen (24, 25,
26 aBrycra 2022 1), rimazMoo0oMeH B o0beme 3000 MIT, YTO MPUBEIIO K Perpeccuu
HEBPOJIOTMYECKON CUMIITOMATUKH, OJTHAKO COXPAHSUIUCh TPU3HAKK BHYTPUCOCYAUCTOTO
reMoJjin3a, aHeMUM, TPOMOOMTOIIEHHH, B CBSI3U C UeM JIJIsI TaJIbHEHIIIEro JICUSHUS ITepeBeIeHa
B ®PI'BY «<HMMUII rematonorun» Munzapasa Poccun.

ITpu mocTymnieHnu COCTOSIHUE MAIMEHTKU ObLIO TSkKEIbIM. OUaroBbIX U 0OIIEMO3TOBBIX
HEBPOJIOTUYECKMX CUMIITOMOB He ObL10. ['eMopparuueckuit CMHIpPOM ObLT MpeICTaBIeH
reMaToMaMu Pa3IMUHON CTENIEHU JABHOCTH B MECTAX BEHEITYHKIIMI HA BEPXHUX KOHEUHOCTSIX,
Ha KOJICHSIX, 3aJHEH MOBEPXHOCTU 000uX Oenep. B mabopaTopHBIX JaHHBIX: AHEMUS

(remoryio6uH 94 r/11), TpoMOoMTOIIEHUS (9 X 109/JI), nerkonuTo3 (18 x 109/JI). [Tpu MPT B
OeJIOM BellleCTBE EPUBEHTPUKYIISIPHBIX OTJEIOB FOJIOBHOI'O MO3Ta, B 00J1aCTH 38 THUX POT'OB
BBISIBJIEHBI OYaIr U3BMEHEHHOT'O CUTHas1a pa3mepamu 10 11 X 5 MM (MIIEMUYECKUIA UHCYJIBT).
bruia HauaTa Tepanus Karmianu3yMaooMm, Mpoa0JKEHO JIEUeHUe MPeTHU30I0HOM B J03¢ 1
MTI/KT/CyT., mpolueaypsl miazmooomeHa. Ilocne 5 mponenyp miazmooomena 05.10.2022

KOJIMYECTBO TPOMOOLMTOB KPOBU COCTaBUIIO 183 X 10”/11. TInasMo06MeHbI bl IIPEKPALICHBI,

K Tepanuu Jo0aBieH sHOKcanapuH 40 MI/cyT, HA4aToO BBeJIeHUE pUuTyKcumaoa 1o 375 Mr/m>
pa3 B Hezento. OJTHAKO, XOTs [TOCIE Kypca Tepanuy puTyKCUMMaOoM (4 BBEJIEHUS) KOJIMYECTBO

TPOMOOIMTOB KPOBU OBLIIO HOPMAJIbHBIM (298 X 109/JI), aktuBHOCTE ADAMTS13 B 1utazme
ocraBanach 0,7% (cxema JiedeHUs TTpUBEIeHA Ha (purype 5), B CBS3U C YEM TepaIus
Karutauu3zyMaboM ObuIa MPOJOJKEHA, U OBLIO PELLIEHO BBIITOIHUTD IOBTOPHBIN KYpC TEpaIuu
puTykcumabowm. Jlume nocnie §-ro BBeneHus purykcumabda akTuBHOCTh ADAMTS 13

noBwIcuiIach 10 9,8%. HecmoTps Ha TpoMOo1uTO3 10 408 X 109/J'I, YUUTBIBAS] HU3KYIO
akTuBHOCTh ADAMTS13, Tepanus kamianuzymadbom Obia npogomkeHa. Kammauuzymad
OBbLT OTMEHEH JIUIIb 15 HOsIOps, Korjaa akTuBHOCTh ADAMTS 13 noBwicuace 10 25%.
CyMMapHO nanyeHTKa nojiyyaja Karjiauusyma0 B Teuenue 75 guert (puc. 5). B Hacrosiee
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BpeMs NeproJ1 HaOIIoAeHUs 32 OOJIbHON COCTAaBUII 6 MeCALEB, TPEIHU30JI0H TOCTEIIEHHO
OTMEHEH, COXpaHsEeTCsl peMuccus 3a6oneBanust, akTuBHOCTb ADAMTS 13 coctaBnsieT 53%.
Taxum 00pa3zoM, MPeI0KEHHBIN CIOCOO MO3BOJINII, OPUEHTUPYSICh Ha AaKTUBHOCTh
ADAMTS13 B m1a3me KpoBH, JOCTUYb PEMUCCUM 3a00JI1eBaHUs HA (DOHE JICUECHHUS
KartanuzyMabom, JUIMTeIbHOCTh KOTOPOIO Y JaHHOW MAaLMEeHTKH 0oJiee 4yeM B 2 pasa
IIPEBBICUIIA PEKOMEHIYEMYIO B IPOTOTHIIE.
CymHOCTb MpeAIaraeMoro U300 peTeHuns OsICHeHA Ha TpaUUecKuX MaTepuaiax:
®urypa 1- [Ipeanaraemsiit metoq neuenuss TTII.
@urypa 2 - [IpogomkUTeIbHOCTb JIEYEHUS 10 HOPMAIU3aLUU KOJIMYECTBA TPOMOOLMTOB

KpoBHu (=150 x 109/JI) Y ITOBBILIEHUS KOHLEHTpauuu B I1azme KpoBu ADAMTS13 >20%, niocie
4yero nmpekpaiiagioch BBeJeHUe Kamanusdymada, y 16 nauuentos ¢ TTII. Hopmanuzanus
KOJIMYEeCTBA TPOMOOIMTOB KPOBU IMMPOUCXOIUIA B TEUSHHE OT 2 10 7 AHEHN (MeauaHa 3 aHs),
noBblIeHre akTUBHOCTA ADAMTS 13 >20% npoucxoauino B TeueHue ot 7 10 75 1Hen (MeauaHa
11 nueit). [TynkTupHOM TMHUEN 0003HaAUEHA PEKOMEHAYyeMas B IPOTOTHUIIE JJIUTEIIbHOCTh
Teparvu Karianu3zymMmadbom.

®urypa 3 - Cxema jedeHus: 0ojpbHON M-H. JIedeHue ObLIJI0 HAYATO MIa3MOOOMEHAMU U
npegnuzoiionoM. [locnne qobasnenus kK Tepanuu Karagudymada OTMEUeHO ObICTpoe
BOCCTAHOBJIEHUE KOJIMYECTBA TPOMOOIMTOB, UTO IMO3BOJIUIIO TIPEKPATUTD JICUCHUE
MJ1a3MOOMEHAMU U HauaTh BBeJIeHUe puTyKcumaoa. CIiycTsi HeJIeNto MOCIIe epBOro BBEICHUS
puTykcumMaba OTMEUYEHO yBeJIMUeHHUeE Tu1a3MeHHON akTUBHOCTH ADAMTS 13 10 35%, uto
MO3BOJIWJIO TPEKPATUTD BBEACHUE KaIrutanu3dymabda v mpoI0/KUTh JIEYEHUE TTPETHU30JI0HOM
U PUTYKCUMAOOM.

®durypa 4 - Cxema steuenust naueHTkd Kp-oit. HMI' — HU3KOMOJNEKyIsipHbIN TrenapuH
(an0KcamapuH), TT1O — TepaneBTrueckuii mmazmoodmeH. I1ocne 4 mponenyp TI1O,
Ha3HAYECHMSI Karuranu3yMada u mpeIHU30JI0HA KOJIUYECTBO TPOMOOIMTOB MOBBICUIIOCH JIO

442 x 109/J'I, TTIO 6b11 pekpaiiieH, Ha3HaueH putykcumab. CiycTst Helelio — aKTUBHOCTD
ADAMTS13 cocraBuna 51%, karmanuzymad Obl1 OTMEHEH, ITPOJIOJKEHO JICUCHUE
PUTYKCUMAOOM U MPETHU30JIOHOM, K TepaIvK 100aBJIEHb AHTUKOATYJISTHTHI U Ie3arPeraHThl.
®durypa 5- Cxema neuenus nanueHTku Kyn-soii. TTIO — repaneBTryeckuii mia3MmooOMeH.
ITocne 5 mpouenyp TI1O, Ha3HayeHUs Karutaqu3ymMada u MpeaHU30I0Ha KOJIUYECTBO

TPpOMOOLUTOB MOBBICUIIOCH A0 183 X 10%/1, TTIO 6511 MpeKpaleH, Ha3HaYeH PUTYKCUMao.
IToTpeboBanock MpoBeACHHUS 2 KyPCOB TEPATTMU PUTYKCUMAOOM (8 BBEIEHUIT) U ITTUTENIBHOT O,
B TEUEHUE 75 THEH, JJeUeHUs! Karlaqu3yMaooM JUIsl TOCTUKEHUSI PEMUCCHU Y TTALMEHTKH.
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(57) ®opmyna uzoopeTeHus
1. Crioco0 neyeHust MpuoOpeTeHHOM TPOMOOTUUECKOM TPOMOOIMTOIIEHUYECKOM Ty PITY PhI,
BKJTIOYATIOIIMHI ITPOBEICHUE ITPOLEAYPHI INTa3MOO0OMEHA, BBEICHHE TITIOKOKOPTUKOCTEPOUIA,
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puTykcumaba u Karianusymada, OTIIMYAIOMIUNCs TEM, UTO PUTYKCUMA0 IPUMEHSIOT TOJIBKO

M1OCJIE YBEIIMYEHMSI KOJIMUECTBA TPOMOOLMTOB KPOBH >150x1 0°/n UIIPEKPALLEHUS IPOBEACHUS
MpoLeAyp MI1a3MO00OMeHa, a IIIUTENbHOCTD TEpAIlMK Kallalu3yMaboM ornpenensieTcs
noctukeHneM akTuBHOCTH ADAMTS13 B rutazme kposu > 20%.

2.Cnoco6 1o 11.1, OTIMYAOIIUICS TEM, YTO MIPOBOAST TEPANUIOKATUIALM3YMAOOM B IEPBBIN
JeHb 10 Mr nepen NepBbIM IJ1a3MOOOMEHOM BHYTPUBEHHO U 10 MI' TOAKOKHO MOCTIE
OKOHYaHHMsI NEPBOI MPOLEIYpPhI IJIa3MOOOMEHa, a 3aTEM €KEAHEBHO 1O 10 MI MOJAKOKHO.

3. Cr1oco0 1o 11. 2, OTIMYAIOIIUNCS TEM, YTO TEPAIIUIO KaIIalu3yMadboM MPOoa0IKAIOT 10
noctuxkeHust aktuBHoct ADAMTS 13 B mnasme kposu >20%.

4. Crioco6 1o 1.1, oTIIMYaroIuUics TeM, YTO IPOBOAAT TEPANMIO PUTYKCUMaOoM 1o 375

Mr/m? pas3 B HEJEII0, BCEro 4 BBEJCHUS.

5. Cnoco® 1o 1.1, OTIUYAIOIIUACS TEM, UTO TEPATIUIO €XKETHEBHBIMU I1JIa3MOOOMEHAMU
HAYMHAIOT MPU MOATBEPKICHUN JUATHO3a TPOMOOTHUYECKOM TPOMOOUUTOIEHUUECKON
Iy PILyPBI.

6. Crioco0 110 1.5, OTJIMUYAOIIMIACS TEM, UTO ITPU MTPOBEACHNUH IJIa3MOO0OMEHA 3a TIPOLEAYPY
MalyUeHTy 0OMEeHUBAIOT 1o 1,5 oO0beMa NUPKYIUPYIOLeH TIa3Mbl B IIEpBbIe 3 JHS, 3aTEM 110
1 00beMy UUPKYJIMPYIOILEH TIa3MBI.

7. Criocob6 mo 1. 1, OTIMYAIOUIUICS TEM, YTO MIPOBOISAT
TEPAIMIOTIIIOKOKOPTUKOCTEPOUIHBIMU TOPMOHAMM B 103€ | MI/KT B IIEpECUETE HA
MPEAHU30JI0H cO IHA ycTaHOBKU auarHo3a TTII no noctrxenust nonHon pemuccuun TTIIL
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AxkTuBHOCTE ADAMTS13
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