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BN PE3IOME

BeepeHue. TpomboTuueckas pomboumntoneruyeckas nypnypa (TTI) — peakoe sabonesaHue, npossnsioeecs HEUMMYH-
HOW TPOMBOUMTONEHUEN, MUKPOTHIMOMATUYECKOM FEMONIUTUYECKON OHEMMEN M HOPYLLUEHWUEM DYHKLMIA OPrAHOB U CUCTEM.
Llenb HacToswero cooblueHns — HA NPUMEpPE KIMHUYECKOTO HABMIOAEHMS NPEACTABUTL TAKTUKY AMATHOCTMKM M IEUEHMS
nprobpeteHHon TTI1.

OcHoBHble cBepeHus. [peacrasnero knmnHuyeckoe HabnogeHne bonbHoro 32 net, y kotoporo TTI manudectuposana
aHemMuei, TPOMBOLUTONEHUEN, MILIEMUYECKMM MHCYLTOM. bonbHOM nonyumn ycnewHoe nedexne nnasamoobmeHom, npea-
HM3ONOHOM, KANNALM3YMABOM, pUTYKCMMabom. Pazbupatotcs cxema AMArHOCTUKM, TOKTUKA HO3HAYEHMUS M OTMEHBI TEX M
MHbIX NPENAPATOB.

Kniouesblie cnoea: TpomboTuieckas TpomboumTonerundeckas nypnypa, ADAMTSIT3, kannaumaymab, putyKeumab, riiokOKOPTUKOCTEPOUAH

KoHpnukT nHTepecos: astopsl 3aBN0T 06 OTCYTCTBUN KOHGAUKTA UHTEPECOB.

DurHAHCUPOBAHME: PAOOTA HE UMENA CMIOHCOPCKOM MOAAEPXKM.
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B HOWITREAT THROMBOTIC THROMBOCYTOPENIC PURPURA
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BN ABSTRACT

Introduction. Thrombotic thrombocytopenic purpura (TTP) is a rare disease manifested by non-immune thrombocytopenia,
microangiopathic hemolytic anemia and organ and system dysfunction.

Aim: to present the scheme of treatment of a patient with TTP.

Main findings. The case report of a 32-years-old patient, in whom TTP manifested with anemia, thrombocytopenia, and
ischemic stroke, is presented. The patient was successfully treated with plasma exchange, prednisolone, caplacizumab, ritux-

imab. Diagnostic errors, logic of prescription and cancellation of these or those drugs are discussed.
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BBenenne

TpomboTuueckass TpombouUTONEeHNYECKas]

nypmoypa
(TTII) — oT0 penkoe 3abosneBaHue, NPOsSIBJSIONLIEECS
HEMMMYHHOH TPOMOOLMTONEHNEH, MHKPOAHIMOMATHYE-
CKOU IreMOJIMTUYECKOM aHEMUEN U HapyLIeHUueM (hyHKLLI/Iﬁ
OpraHOB M CHCTE€M BCJIEACTBUE TPOMOMPOBAHUS MEJIKUX
aprepuii. [Ipuuunoit passurus TTII ssasercsa bynkumo-
HAJBHBINA UM KOJUYEeCTBEHHBIH AeDUIIUT MeTaIONpOTe-
unasst ADAMTSI13 (A Disintegrin And Metalloprotease
with ThromboSpondin type 1 motif), pacmennsromeii Bor-
cokomoJIeKy 151 pHbIH (pakTop pon Bunnebpanna. [unarnos
TTII nogrBeprkaaeTcs npu BHISIBJIEHUU B IJIa3Me KPOBU
axtusHoctn ADAMTSI3 menee 10%. Pasnuuaror Bposx-
AeHHy0 U TpuobpeTeHHYH (MMMYHOOMNOCPEIOBAHHYIO)
TTII [1]. Ilpu spoxkpennoit TTII (cunapom Anwmoy —
Illynemana) B pesysbraTe MyTaluy reHa, KOAUPYIOLIETO
cuaresa ADAMTSI3, napymaercs mubo cekpenus aToro
dbepmenrta, 1ubo ero pyuxuus [2]. [Ipu ummynoonocpe-
nosannoit TTIl npoucxoaur BbipaboTKa ayToaHTHUTEN,
uHrubupyromux akrusnocts pepmenta. o 95 % cayuaes
TTII orHocsaTcs k npuobperennoit popme [3].
O6ocrpenune TTII — sT0 Beerma yprenrHoe, yrpoxa-
oliee >KU3HU cocTtostHue. [lo mpumeHeHus nmaroreHeTH-
gyeckoro Jsedenuss TTIl senanace daranbupim sabose-
BaHUEM, CMEPTHOCTb npu kortopom pocrurasa 90% [4].

OpHako M ¢ NpUMEHEHMEM NATOr€HETUYECKOW Tepanuu
obocrpenne TTII ocraercs yrposxaomumm sxnusamn 3a6o-
seBanuem. llo nanHBIM ANOHCKMX MccaenoBaresei, cpe-
A TOCIMTAJU3UPOBAHHBIX 6ompabix TTII B repeBoze
B oTaeseHune peanumanuu Hysxaaaucek 40%, B undysun
karexonamuHoB — 34%, B mpoBeaeHNMN MCKYCCTBEHHON
senTussinuu gerkux — 30%, BHyTpubOABHUYHAS CMEPT-
nocts gocrurna 32% [6]. Kak sxe meunts Ty mnam munymo
dopmy TTII? Kakue pus aToro ciaenyer npumeHUTs npe-
[aparsl, METOAbI JIeYeHUsI!

Ilenar nacrosimero coobuenuss — Ha Npumepe KJIUMHU-
4eCKOro HabJII0IeH NS TPEACTaBUTh TAKTUKY AMATHOCTUKHU
u neuenust npuobperennoit TTII.

Kiananueckoe HabaroneHue

Bonsnoit JI. 32 ner 23.02.2021 nocrynun B orneine-
Hue peanumauuu u wuHTeHcusBHod Tepanun (OPUT)
rOpoACKOH KaMHUYecKod Goabuuupl r. Mocksbl B cBs-
34U C BIepBble OCTPO pasBuBLIeiics MOTOpHOH adaszuei.
IIpu noctyniennn ypoBeHb CO3HAHMST — OIVLyLIEHUE, ObLI
[€30PUEHTUPOBAH B IPOCTPAHCTBE U BO BPEMEHM, IIPU 00-
CJIe[IOBAHUH BBISIBJISIACH MOTOpHas adasusl, HUCTATM OT-
CYTCTBOBaJI, [VIa3HBbIE 111 ObIJIM OJJMHAKOBBIE, IBUYKEHHE
IJa3HbIX SA0JOK He U3MEHEHO, JIUIO CUMMETPUYHOE, MbI-
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meyHasi cusIa ¢ 0beux CTOPOH He M3MEHEeHa, CYXO>KHWJIb-
Hble pedieKchl KOHEYHOCTel < uBble. B obmem ananuse
kposu: aetikouutsl 12x10°/n, remornobun 65 r/n, Tpom-
Gomuter 18x10%/1. B Guoxumuueckom ananmse KpOBM:
obwuit Gunupy6bun 47,4 MKMONB/, JaKTATAErHIpOreHa-
sa (JIAI') 662 en/n (nopma — menee 248 en/n). Ilpamasn
npoba Kymbca — orpunarensnas. B koarynorpamme:
AKTUBHUPOBAHHOE YACTUYHOE TPOMOOMJIACTUHOBOE BpeMs
29,7 cek, MeXAyHAPOAHOE HOPMAJIMBOBAHHOE OTHOLIEHUE
1,41, dpubpunoren 2,66 r/n.

ITo nanubImM snexTposHuedantorpadguu BoISBIEHbI AU(-
dysHbIe

HOJII/IMOp(i)HaH MmengaeHHasd aKTHMBHOCTB C HpeO6JIaJIaHI/I-

VU3MEHEHMsS] OMODJIEKTPUIECKOH aKTUBHOCTH,
emM B NepeAHUX oTAesaax, bosbuie caesa. [Ipu xomnbro-
tepuoii Tomorpaduu (KT) ronosnoro mosra usmenenuii
He obuapysxeno. Ilposopunu nuddepeniuanbupii nu-
ar"Hos Me)Jy CHUCTEMHOM KpacHOM BOJYaHKOM, y3eJKO-
Beim nepuaprepunrtom, 1 TII. Beuia manpasiaena niasma
nast uccnemosanust aktusHoctTu ADAMTSI3, mocie uero,
HEe JOXKUIASICh Pe3yJIbTaTOB MCCJIEIOBAHUS, HA3HAYEHDI
mernanpeanusosnon B gode 1000 mr BHyTpuBeHHO, npo-
Be/leHa OHOKPATHO MPOLELYPa TEPANEBTUYECKOrO I1J1a3-
moobmena (TI1IO) B obbeme 2000 ma. Ha crenyrommii
AeHb OBbLI IOJLy4YeH pe3yJbTaT HMCCJIEJOBAHMSI AKTUBHO-
cru ADAMTSI3, koropas cocraBuna 0%, BoisBnen un-
rubutop k ADAMTSI3 B turpe 2,5 enununer Beresnpr.
s panbueiiero sedeHus 60abHOM ObLT epeBeieH B OT-
nenenne peanumauuu PI'BY «HMULL[ remarosorun»
Munsppasa Poccun.

Kommenmapuic asmopos. Hesposormyeckne nHapyue-
HUSI SIBJISTFOTCSI OAHUMY U3 HAaHOOJIee YaCThIX KIMHNYECKUX
nposisnennii TTII, B nebrore 3aboneBanust UX BBISBISIOT
v 77,56% 6onbubix [6]. Couetanue TpombonUTONEHNH U TPU-
3HAKOB OCTPOrO HAPYILIEHHMS] MO3IOBOIO KpOBOOOpAaLeHUsI
B NEPBYI0 Ouepe/b TPeOyeT UCKJIIOUeHU s BHY TPUYEPETHOro
KpOBOU3JIUsIHUS, uTO U Obl1o caenano ¢ nomoinbsio KT ro-
nosHoro moara. B o sxe Bpems qyis TTIT Gonee xapaxrepho
HapyILIEHHEe MO3TOBOIO KPOBOOOPAILEHMS MO UILIEMUYECKO-
my Tuiy, noaromy nomumo KT neobxomumo 6bu1o BBINOI-
HUTb MarHUTHO-pe3oHaHcHyt Ttomorpaduio (MPT) ro-
JIOBHOI'O MO3ra, 1yBCTBUTEJBHOCTb KOTOPOH B IUarHOCTHKE
HIIEMHUYECKOIO MHCYJIbTa ToYTH B 3 pasa seite, yem KT [7].
YuureiBas npUsHaAKW HEMMMYHHOI'O FE€MOJIM3A, O YEM CBHIE-
TeJABCTBY 0T aHemust, nosbieHve akrusaoctu JIJLL orpuna-
TespHas npsimast npoba Kymbca B codetannu ¢ BbipaskeHHOM
TpOMOOLUTONIEHUEH, KOTOpble COYETAJUCh C HEBPOJIOTH-
4ecKoi cumnTomaTukol, Ob1 sanopospen amaruos TTII.
Jly1s nuarHoCTUKY MeXaHMYeCKOro reMoJIn3a TaKyKe IMoJies-
HO OBLIO MCCJIEOBATH MPOLEHTHOE COMEP>KAHME IIUCTOLH-
ToB B nepudepuyeckoii kposu. [loxreepauTs remonus mo-
ry1a Obl M CHUYKEHHAs! KOHIIEHTPALMS FaNTONIOOMHA B KPOBU
(menee 0,25 r/n), uto Taxske He ObLIO chemaHo. [{marmos
TTII 61 noaTBeps<AeH BbISIBJEHUEM HU3KOW aKTUBHOCTH
ADAMTSI3. BasxxHo, uro cpasy nocJie BbISIBJIE€HUS] HUBKOU
axtusHoctr ADAMTSI3 GbLIO BBITIOSHEHO WCCJIEIOBAHUE

Ha nHaamuue unruburopa ADAMTSI3, uro nonrsepauio
npuobpeTeHHyo uMmyHHyt0 bopmy 3abonesanus. Bepubim
ObLIO peleHye B3SITh IUIA3MY /JIS1 UCCIIEI0BAHUST HA AKTUB-
nocts ADAMTSI3 no nawana TI1O. Oxgnako B psiae ciiyuaes
nmopoapenne Ha T TII BosHukaeT y Bpadeil b 1ocie yrxe
HayaToil TpaHcdysUM MIIa3Mbl WM TPOBEEHHOTO MJIa3MO-
obmena. MoskHO /11 B 9TUX CUTyalUsIX OpaTh KPOBb /151 HC-
cnenosanust aktusHoctu ADAMTSI3? [la, umeer cmbic,
MOCKOJIBKY Aaxke rnocsie Havyana gedenuss 1110 akrusHOCTD
ADAMTSI3 B nnasme menee 10% coxpansierca y 88%
6osbHbBIX nOCste iepsoit npouenypbt TT10, y 83% — nocae
BTOpOIi npouenypst uy 78% — nocie Tperbeil npoueny pst
[8]. Bepubim pemenvem 6bu10 HazHAYEHME TTIIOKOKOPTHKO-
nnos u TIIO ewe no nosnydeHus: pesysnbraToB MCCJIEL0BA-
nus axruBHoctn ADAMTSI3, na Beimonnenue xoroporo,
KaK NnpasuJo, TpeOyeTcs HecKkosbko aAHeid. Vimenno oxxupna-
Huem pesgyabrara anaausda Ha ADAMTSI3 no nauana neue-
HUST OOBSICHSIETCS BBICOKAsi CMEPTHOCTD B POCCHIACKOM MOIy-
asiuuu G6onbabix TTII, cocraBusmas 22 %: y GoasmmacTBa
yMepIInX GOJBHBIX Tak W He Obuio Havarto seuenue TTII,
[OCKOJIBKY BPa4M 0XKUJAJU PE3YIIBTATOB UCCJIEOBAHMS AK-
tusHoctH depmenta [9].

[Ipu nocrynnennn 8 OPUT OI'BY <HMULI remarono-
run» Munsapasa Poccuun 6onbHoit 6611 B conope, Hemo-
CTyIIeH KOHTaKTy, N0 LIKaJje Kombl lyasro — 9 6amos,
no RASS — 0 6annos. Obiemosrosoii, ouaroBoii HeBpo-
JIOTMYECKOI CUMIITOMATUKU He OBLIO, ONpesessIuCh Mo~
JIOXKUTeJbHBIE MEHUHIeaJbHble CUMIITOMBL. KoyxHbIe
HOKPOBBI ObLIU GJieIHO-PO3OBbIE, UMENUCh MEJKUE TeTe-
XuaJjbHble BBICBIITIAHUS U 9KXMMO3bl B MeCTaxX MeXaHH-
YeCKOro BO3AEHCTBHUSI Ha KOHEUHOCTSX, >KMBOTE, CIIUHE.
Temneparypa tena 38,2 °C. [Ipixanue 6bl10 camocTos-
TeJBHOE, 4epe3 €eCTECTBEHHEE [AbIXaTesbHbIE ILyTH, Ha-
CBILlEHUE TeMOrI0bMHA KUCIOPOAOM, MO JAHHBIM ILYJIb-
cokcumerpun, cocrasiasio 98%. Ilpu ayckyapranmu
AbIXaHUe MPOBOAUJIOCH OUJIATEPAJbHO, CUMMETPUYHO,
xpunos He 6bu10. ALl 130/60 mm pT. cT. MoueoTnenenne —
no yperpaJbHOMy Karerepy. B sabopaTopHbIX HaHHBIX:
remorsiobun 56 r/n, spurpouutsr 1,7x10'%/1, mucTtonuTer
0,4 %, Tpombonutsr 1,0x10%n, nefikouurer 24,8x10%/n, 06-
wuit 6unupy6un 42 mxmons/n (npsimoit Gunupybun 14,
HenpsiMoil Ouaupy6oun 28 mKmosb/1), ranTornobuH —
0,006 r/n (nopma 0,3-2,0 r/n), cBOGOAHBIH remornoOuH
0,4 r/n (nopma 0-0,07 r/n), kpearunun 100 mxmoas/n, mo-
yepuna 11,6 mmoan/n, obmuii 6enok 63 r/n, kpearundoc-
doxunaza (KDOK) 521 en/n (nopma 21-180 en/n), KDOK-
MPB 32 en/n (mopma 0-24 en/n), rpononun 1 0,35 nr/mn
(nopma 0-19,8 nr/ma), C-peaxrusnsrii 6enok 0,6 mr/n, ak-
tusnocts JIJII" 1341 en/n (Hopma — menee 248 en/n), or-
punarenbHas npamas npoba Kymb6ca. B koarymnorpamme:
AKTUBMPOBAHHOE 4YaCTUYHOE TPOMOOIJIACTMHOBOE Bpe-
ms 27 cex, nporpombun no Keuky 66,7 %, rpombunosoe
spems 19 cek, pubpunoren 1,96 r/n. Ha OKI' — cunyco-
BBI PUTM C YaCTOTOM CEPAEYHBbIX COKpAallleHUu 72 B MuH,
6e3 npusHakoB ouarosoro nopakenus. llpu axoxapauo-
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rpadpuu BbISIBJIEHDBI IPU3HAKU TEPErpy3KH BCEX OT/EJIOB
cepaLa, yMepeHHasi HeJOCTaATOYHOCTh MUTPAJIBHOIO, TPH-
KyCIIMAJBHOIO KJAIMaHOB, KJalaHa JIEFOYHOM apTepuu,
yBeJIMYeHUe AuameTpa HrDKHel mosoit Bensl. Quarosoro
HApyLIEHUs] COKPATHMOCTHM MHOKAapja He ODHapy»KeHO.
[Ipu ssodaroracrpopyoneHockonuu — remopparude-
ckuit ractpur. Beinonnena MPT rosnosuoro mosra ¢ BHy-
TPUBEHHBIM KOHTPACTHBIM YCHUJIEHUEM, IIPX KOTOPOW BbI-
SIBJIEH OYar OCTPOro MIIEMUYECKOrO MHCYJ/IbTa B bacceiiHe
JIEBOM cpeaHel mo3rosoii aprepuu (puc. 1).

Kommenmapuii asmopos. 1lposenennoe obcenenosanue
[TO3BOJIMJIO He TOJIBKO noarsepauts quaruos 1 111, vo u BbI-
SABUTb He OOHapy>keHHble paHee mopaskenus. [lpu MPT
HaliJleH UllleMUYeCKHi oYar B FOJJOBHOM MO3Te, He BbISIBJICH-
uptii npu KT. ITpu seinmonnennn MPT ninemunyeckue ouarn
BBIABJIAIOT B Aebrore 3aboneBanus y 47,5 % Goabubix TTII,
pyYeMm y ISITONM YaCTU U3 HUX MOTYT OTCYTCTBOBATH HEBPO-
aormveckue cumnromsl [6], mosromy MPT-uccienosanue
cyleflyeT 0bs3aTebHO BBIMONHATD BCEM OOJBHBIM C BIIEp-
sole BoisiaeHHoi TTII nau ¢ obocrpennem zabonesanust.
He menee Ba>kHbIM siBAsIETCS M OOHAPYKEHHOE TOBbIILIEHHE
KOHLIEHTPALIMU MapKEPOB MOBPEXKAEHU ST MUOKap/aa (Tporo-
nuna, KOK-MB), npu arom na OKI npu yaerpassykosom
HCCIeIOBAHUY Cep/illa He OBIJIO 0YaroBOro MOPaXKeHUsI MU-
okapaa. [loBblenye kKoHUEHTpaLUKM TPOIIOHMHA B KPOBU
soisaBisior y 33—68% 6Gonbueix TTIT [10-12], npu arom
y 59% GosBHBIX C MOBBILIEHHBIM COAEP)KAHUEM TPOIOHU-
Ha B KPOBU HET KJIMHUYECKUX U MHCTPYMEHTAJIBHBIX IIPH-
3HAKOB Mopa)keHust cepaua. lloebiieHne xoHueHTpanmu
TPOIOHUHA B KPOBU ACCOLMMPYETCS C ILUIOXMM IIPOTHO-
30M: OTHOILIEHUE PHCKOB JIETAJIBHOIO MCXOAA MOBBIIIAET-
ca B 2,8 pasa (95% nposepurenvubiit uarepsan 1,13-7,22,
p = 0,029) [11]. Ilosromy wmccnepoBaHMe KOHLEHTpaLUU
TPONOHUHA B KPOBH /IOJ’KHO OBITH 00S13aTEIbHBIM y BCEX
6onbubix TTII. Coueranue nopaskeHuii rosoBHOro mosra
u muokapaa y 6oabubix TTII He aBasercs cayvaitubim, no-
CKOJIBKY MUMEHHO B 9TUX OPraHaX MMEeTCst BBICOKOE HATIPS-
>KeHUe CIBUTA TOKa KPOBM, HEOOXOIMMOeE /sl U3MEeHeHMsI
mosexysast ADAMTSI13 us 3akpbIToit B OTKPBITY0 KOHpU-
rypauuio, 4TO IPUBOAUT K OTKPBITHUIO JOMEHOB, Ha KOTO-
pble 1eCTBYIOT MHIMOUTOPHbIE AHTUTEA.

Junarnos HeMMmMyHHON MUKpoaHruonaruueckoi (mexa-
HUYECKOH) IreMOJUTUYeCKOH aHeMUU ObLI MOATBEPIKAeH
BbISIBJIEHUEM aHEMUM, OTPUIATE]BHON NpsaAMoil npoboit
Kymb6ca, noBbllieHHOM KOHUEeHTpauueid CBOOOAHOrO re-
MOIVIOOMHA MJIa3Mbl KPOBM, HENPSIMOro OuaupyOuHa, ak-
tusnoctu JIJIIT Muorue npuparmor Gosbioe puarHocrtu-
4yecKoe 3HadyeHUe 06Hapy>1<eH1/1}o mucrouuros npu 1 TTI,
KOTOpble 06pasyIoTCsl BC/IEACTBHE MEXAHUUYECKOTO paspy-
wenus spurpounTos. OMHAKO TOYHOrO AUArHOCTUYECKO-
IO OpOra AJIsl KOJIMYECTBA LIMCTOLMTO3a HE YCTAHOBJIEHO,
Tem OoJsiee UTO BOZHUKAIOT OOJIbIIME PA3IUYUs PU MO~
cyeTe KOJMYECTBA LIUCTOLUTOB padHbIMU mMopdosoramu
[13]. Bonee Toro, B psage cinyuaes npu aebore TTII Boob-
1lle MOT'YT He OOHAPY KMBATHCS INUCTOUUTHI B Kposu [ 14].

PucyHok 1. MPT ronogHoro Mosra ¢ BHYTPMBEHHbIM KOHTPACTHBIM YCHUIEHUEM: MPKU3HA-
KM OCTPOTO MLEMMUYECKOTO MHCYILTA B GACCEiHe NEBOM CPEOHEN MO3TOBOM apTEpPUM

Figure 1. MRI of the brain with intravenous confrast enhancement: signs of acute ischemic
stroke in the territory of the left middle cerebral artery

I'ucronoruueckoe uccnegoBaHue KOCTHOTO MO3ra Bbl-
SBUJIO  AOCTATOYHOE  KOJMYECTBO  MEraKapHUOLMTOB,
4TO CBU/ETENBCTBYET O TOM, YTO TpoMbouUTONneHus: ObLIa
o0yc/oBIeHa He HapylleHMeM TPOMbOOIUTONo?23a, a Mo-
TpebJseHremM TPOMOOIIUTOB ¢ 0Opa3oBaHMEM UX ATPEraToB.
Beinosnnenue Tpenanobuoncuy, Kak U MyHKIIMH KOCTHOT'O
MO3ra, He SIBJSIeTCSI HEOOXOMMMBIM METOmOM 00CJieaoBa-
Hust ansa ycranosiaenus: auarnosa 1 TII. Opnako cpenu
30 obcnenoBaHHBIX GOJBHBIX C MOATBEPK/IAEHHBIM TUAT-
nosom TTII, nonyunsmmux nesenne 8 OI'BY HMUILL
remarosorun» Munsapasa Poccun, npu uccnenosanuu
KOCTHOT'O MO3ra B 2 Cjly4asiX OblJ BbISIBJIEH 1€0I0T XPOHHU-
yeckoro numdosneiikosa, B |1 ciyuae — «Tieromas» MHO-
JKECTBEHHAasi MUeJIoMa, B | ciyvyae — couetaHue MMMYH-
Hoit rpombountonenun u TTII (nocnennee nabmonenue
6b10 onucano panee [9]). Cornacno panHbIM perucrpa
Oxunaxomer [15], y 10 uz 351 6onbhoro ¢ moarsepkaeH-
ueim auarnosom TTIT npu nocaenyromem obenenosanuu
OblIU BriepBble BbISIBJIEHBI OHKOJIOTMYecKue 3aboseBanusl,
npuyem y 6 M3 HUX AUArHO3 OBLA YCTAHOBJIEH MPH TI'U-
CTOJIOTMYECKOM UCCJIEIOBAHUU KOCTHOTO mosra (aHemust
C M30BITKOM OJIACTHBIX KJIETOK, OCTPbId umMdobaacTHbIH
JeiK03, HEeXOPKKMHCKas aumdoma, MeTacTasbl OIyXO-
neit B KocTHBIN Mmo3r u ap.). [loatomy, yunrsiBas Boamosx-
Hbiit Bropuunstii xapakrep TTII, Bcem 6onbubim B DI'BY
«HMMWLI remaronorun» Munsnpasa Poccun Bemmonnser-
CS1 OHKOJIOTMYEeCKUH IMMOMCK, B TOM YHCJIe TUCTOJOTMUEeCKOe

Hnccjaeg10BaHme KOCTHOro moara.

ITocse nocrynunenuss 8 OPUT, yunrsiBas tsoxects co-
crosauus, nauuuuposan maccusHblii TIIO (3a nepsble
cyTku BbinoaHens! ase npoueaypst no 4000 ma kaskpas),
B nanbHedimem — exxegHeBHo no 4000 mua/cyr. Boum na-
gaThl TEpanus NPeSHU30JI0HOM B n03e 1 mr/kr/cyT BHY-
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PucyHok 2. Mamenerns konndectea Tpombountos kposu 1 aktvisHoctt ADAMTS 13 npu nederim 6onsroro TTT1
Figure 2. Changes of platelet count and ADAMTS 13 activity during the treatment of patient with TTP

TpuBeHHO U Tepanus kamanusymabom (10 mr B/B no na-
vasia nepsoro 11O, satem 10 mr nogko)xHO exxenHEBHO).
Kannanusymab 6b11 npepocrasien 6ecrnjaaTHo B pamKax
nporpammbl paHHero poctyna xomnanuu «Canodu».
Komnanus «Canodu» He npunumasna yuactus B paspabor-
ke, cbope, aHa/M3e, UHTEPNPETAILMU UJIU TPEICTaBIEHUN
AAHHBIX, HO el OblIa MpeaoCTaBIeHa BO3MOYXKHOCTh O3HA-
KOMUTBCA ¢ mybankanueii 1o ee npeacrasiaenus. Pemenue
o nybnukanuu 6buIo0 mpunaTo apropamu. Hecmorps
Ha BeIpaskeHHy10 Tpombouurtonenuio (1x10%m), or Tpanc-
¢dysum KoHIEHTpaTa TPOMOOIUTOB OBLIO PEeLIEHO BO3AEp-
>KaTbhCsl. YrKe Ha BTOPbIE CYTKM CO3HAHME BOCCTAHOBUJIOCH
[0 CTENeHU JIErKOro OMLyLIeHWsl, Ha TPETbU CYTKHU —
[0 SICHOTO, HAa4aJso yBEeJIMYMBATBHCS KOJUYECTBO TPOMOO-
uuros (puc. 2).

Ha Tperbu cyTku sedeHMs, mocJie MOBBILIEHUS KOJIU-
yectBa Tpombouurtos Gosee 50x10°/1, k Tepanuu Gbliu
nobassensl oHokcanaput 40 mr/cyT moakoxHO 1 aneTnII-
canunumiosas kucsora (100 mr/cyr). Tpancdysun spurpo-
uuToB He nposoausn. [Ipouenypsr naasmoobmena B 06b-
eme 4000 ma/cyr. Bbmoansnu eme tpoe cyrtok. [locse
MOBBILIEHUS] KOudecTBa Tpomborurtos Gosmee 150x10%/n
Ha 4-e cyrku TIIO npexparnnu n nauanu BBeseHne pu-
Tykcumaba B nose 375 mr/m? pas B nenento, Bcero 4 undy-
sun. [lepsas I/IHcl)y:sH;{ obrna Bermosaaena 8 OPUT, ocrans-
Hble — B OTHEJIEHUU reMaTOJIOI 1.

Kommenmapuit asmopos. Hecmorpst Ha BbIpaskeHHYIO
TPOMOOLIMTONEHNIO, KaK BUHO U3 MPEACTABJEHHOro Ha-
Gatonenusi, He Oblaa BbIMOTHeHA TpaHcy3Wsl KOHLEH-
tpatoB Tpombouutos. Y Gosabubix TTIl nepenusanue
KOHILIEHTPATOB TPOMOOLIUTOB MOYKET MPHUBECTH K yXy/-
IIEHUIO TeyeHUs 3abosieBaHMSI M yBEJIMYMBAET YaCTOTY

PeuUIMBOB, MOJTOMY TPOMOOLMTBI MEPEJMBAIOT JIULIb
B C/lydae YIPOJXKAIOILEro >KU3HU I'eMOPPArun4eCKOro CHUH-
Apoma Jnbo nepes BbIMOJHEHNEM MHBA3HBHBIX MPOLELYP
[16]. Henpasusnbhbim 6b110 661 M HazHaueHMe renapuHa
[PU BBISIBJIEHUU UILIEMUYECKOIO 04ara B FOJIOBHOM MOS3Te.
K cosxanenuro, aTo gBAsIETCHS 4ACTOM OIIMOKON B peanb-
HOM KJIMHUYECKOU MpaKTUKe. B coueranuu c TPOM6OHH-
TOIIEHMEN HTO MOYKET IPUBECTU K F€eMOPPATUIECKOMY IIPO-
NUTBIBAHUIO HMLIEMUYECKOrO OYara, reMOpPparnvecKomy
uHcynbry. [ Ipnannoii passurus nemnueckoro nHCyIbTA
npu TTII asasercs ve runepkoaryssinus, a MOBbILIEHHAS
arperauusi TPOMOOLMTOB BCJEACTBUE B3aUMOJECHCTBUS
¢ myasrumepamu ¢axropa don Bunnebpanna. Tepanus
HUBKOMOJIEKYJISIPHBIM F€lIAPUHOM U A€ THIICATULMIOBON
KUCJOTOM IOKas3aHa TOJBKO IOCJE yBeJTUYeHUs KOJHUYe-
crBa TpombonuTos Gonee 50x10%/n u umeer cBoeit nebIO
NpopUIaKTHKY BO3MOKHBIX TPOMOOTUYECKUX OCJIOMHE-
autt. TI1O saBnsercs ocHoBHbIM meTomom Jeyenmst 1 T11:
OH MO3BOJISIET YAAJIUTb INPOAYKTHI T€MOJN3a, CHUSUTH
turp unruburopa ADAMTSI3, Boccranosuts nedunur
ADAMTSI3 [17]. Toasko tpancdysuu naasmsr manoad-
dextusnsbl. Jlewenne TTII ¢ nomousio TTIO no cpasne-
HUIO ¢ TPAHCQY3USAMHU IJIA3Mbl O3BOJISIET Yalle AOCTUYb
pemuccun TTIT (80% nporus 52%) u nmourn B 2 pasa
ymenbmaet getanbHocts (22% nporus 37 %, p = 0,036)
[18]. Munumanbhubiii addexTuBHbId 06bEM 3ameriaemoit
NJ1a3MBbl JOJKEH COCTaBJATH He meHee 1,5 obbema upky-
aupywoweit kposu [18], a npu Tskensix ciayvasx — 3Ha-
quTesnbHO Goabiue. [lokasanuem k npexkpaieHuo BbINOJI-
Henus TTIO mosker ciay>kuTh yBesMveHHE KOJIMYECTBA
Tpombonutos kposu Gomnee 150x10%/n [19]. B nacrosmem
Habsntonenuu B nepsble Auu 3amemmanu o 8000 ma nnas-
MBI B CyTKH.
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Onnaxo tonbko TI1O ne nossosnsier B 6onbinHCTBE CILy-
4aeB focTnub pemuccuu npu ummyHnHoi ¢popme TTII, no-
9TOMY B AONOJHEHUE K HEMY /151 IOAABJIEHU S NPOLYKIIUN
anturea k ADAMTSI13 nasnauaroTcs rIrOKOKOPTUKOUABI
[20, 21]. O6bruno ucnonbayercs nosa | Mr/kr macce Tesa
60aBHOrO B mepecyeTe Ha MPEAHU30JOH, OAHAKO MPH Tsl-
5KEJIOM TEYEHHMM MOYKET OBITh MPOBEAEHA ILyJIbC-Tepanus
metuanpeanusonaonom (no 1000 mr/cyr. 3 cyroxk) [22-24].
B nacrosmem kimHMueckom HabsopeHun ObiCcTpOMY
YBEJIMYEHUIO KOJMYECTBA TPOMOOLMTOB CIOCOOCTBOBAJIO
HasHaueHMe Kamulaumsymaba. Kamnanmsymab ssasercs
ryMaHU3MPOBAHHBIM /IBY XBaQJEHTHBIM MOHOKJIOHAJIbHBIM
AHTUTEJIOM, KOTOPO€E COCTOUT U3 ABYX UAEHTHUYHBIX ['yMa-
HUBMPOBaHHBIX CTPYKTypHbIX O6s0ok0oB (PMP12A2huml),
reHEeTUYECKU CBSI3AHHBIX TPEXAJaHUHOBBIM JIMHKEPOM,
nauenennoix Ha Al-nomen daxropa Bunnebpanna u un-
rUOUpyIOIIMX B3auMopelcTBre Mexay dakTopom ¢oH
Bunnebpanna u tpombountamu. B asyx panmomusupo-
BAHHBIX KOHTPOJIMPYEMbIX MCCJIEAOBAHUAX OblIa yCTa-
HOBJIeHa 9(pPEKTUBHOCTD 1 6e30MaCHOCTB KamIanuaymaba
y Bapocabix 6oasabix TTII [25]. [Ipumenenne kannanus-
ymaba mossoausno B 1,8 pasa coxparute Bpemst yBesn-
4eHUs KosnyecTBa TpombouuTos (meauana 5 nHeit npo-
tus 12 pueit) [26]. B rpynne tepanuun kannanusymabom
He OBLJIO JIeTAJbHBIX UCXOJO0B, B TO BPEMSI Kak B TpyIIe
nsanebo 6but0 3 netanbubix ucxoaa [25]. Kannauusymab
B Poccun B Hacrosiiiee Bpems 1OCTyNEH TOJIBKO MO HPO-
rpamme paHHEro JOCTYyIA.

Kannaumzymab — sTo mpenapar «9KCTpeHHOH MOMO-
11>, OH TO3BOJISIET O4YeHb OBICTPO KyNUPOBATbh OCTPbIe
nposisinenust TTIL. B ro sxe Bpemsi, xorst Tepanus kara-
1M3ymaboM MaTOreHeTYeCKU ONpaBJaHHA, OHA HE MpH-
poaut k usaedenuio ot 111l u He mossomsier mocTuub
[OJIHOM PEMUCCHUU, IIOCKOJIBKY HE BJIMSET HA AKTUBHOCTD
ADAMTSI3. IloaTomy paske npu JOCTUKEHUU HOPMAJIb-
HOTO KOJIMYECTBa TPOMOOLIMTOB KPOBU MPH OTMEHE Kar-
JIaIII/IByMa6a B yCJIOBMSIX COXPaHSIOLIENCs HU3KOM aKTUB-
noctu ADAMTSI3 npousoiiner peunaus zabosnesanus.
Ilpexparuth Tepanuo Kammanusymabom MOKHO, TOJIBKO
ecau aktusHocts ADAMTSI3 npessicur 20 %.

Hoctuus pemuccun TTII moxno u Ges npumenenus
KannaunsyMa6a ¢ nomouso TIIO wu riroxoxkoprukou-
[I0B, HO PHUCK OCJIOKHEHUIl MpHU 3TOM Oy/eT 3HAIUTeJb-
HO Gosabume. MoyxHO /I 3aMEHUTH YEM-TO TEpanuio Kam-
nauuszymabom? lmerorcss coobuieHuss o npumMeHeHUM
N-anernnnucrenna st seueHust ocrpoit arakm T TIL
N-anernnuucrenn (ALILl) — npenapar, koTopsbiii 06bu-
HO WCIOJIb3YeTCsl B KAYeCTBE MYKOJWUTHUKA WJIW JUIS Jlede-
HUSI TOKCMYHOCTH anetamuHodena (napaueramosna). ALILL
YMEHBLIAET BA3KOCTb CIM3U 3a CYET YMEHbBLICHUS AUCYJIb-
dbunnbix ceazeit mexxay myuunamu. J. Chen u coasr. [27]
HoKa3aJiu, 4To b6Jaaroaaps CTpy KTy PHOMY CXOJCTBY MEKAY
myuuHom u dpaxtopom ¢on Bunnebpanna ALLL cnocoben
paspyars cBepxKkpynHsie myasrumepst vW F mytem napy-
wenust AucyabUAHBIX CBsA3eil B nasme kposu. Vmerorcs
coobuenus o6 yenemnom npumenennu AL nis nevenus

pedpaxrepubix popm TTII B noze 150 mr/xr kaxapie 17 a
[28] nubo o 75 mr/kr 2 pas B cytku [29]. Haw onerr npu-
menenust ALILLy 2 Gonbubix ¢ Taxenoit popmoit TTII Tax-
YK€ CBU/IETENILCTBYET O ero 3 eKTUBHOCTH.

B oraenennu remarosornu 601HOMY NPOAOIKUIN BBE-
neHue putykcumaba. EskenenensHo nposopuiam onpeje-
aenve aktusHoctn ADAMTSI13 B nnasme kposu. Crycers
HeJleJII0 T10CJIe BTOPOro BBEJEHUsl pUTYKCMMaba NjaasmeH-
Has aktuBHocTb ADAMTSI3 cocraBuna 24 %, mocie uero
Kammanuaymab Obul OTMEHEH W INPOJOJKEHA Tepanus
TOJILKO MPEIHU30JOHOM U PUTYKCUMabOM.

Kommenmapuit asmopos. Ha ocnHoBannu kianHuyeckon
kaprunbl npu jgedenun TTII Beinensor takue nonsarus,
KaK «KJIMHUYECKUH OTBET», I10JL KOTOPBIM IIOHUMAIOT yBe-
AudeHue KonudecTsa TpombonuTos > 150x10%/1 u YMeHb-
wenue aktusHocTu JIJII" menee uem B 1,5 pasa or BepxHeit
rPAHUIBl HOPMBI MOCJE MNPEeKPALleHUs MIa3MOOOMEHOB.
Otor addexT ObT TOCTUTHYT y HACTOSAIErO0 GOJBHOrO
yo>Kke B TeueHmne nepsbix 4 cyTok. Beipensior rakoxe «xim-
HUYECKYI0 PEMUCCHUIO» MO KOTOPOI MOHMMAIOT KJIWHU-
YECKUH OTBET, COXPAHSIOUIMICS I0CJEe MPEeKPaLleHUs
Jneuenus miasmooomenamu oosnee 30 mmeit [1]. Opnaxo
rOBOPUTh O KJMHUYECKOW PEMHUCCHMM B JAHHOM KJIMHU-
4ecKom HalJIIOfleHUU He MPUXOAUTCS, MOCKOJBKY, C Of-
HOM CTOPOHBI, NMPOLIJIO HEJOCTATOYHO BPEMEHU, C APYTOH
CTOPOHBI, KJIMHUYECKUI OTBET ObLJI JOCTUTHYT B Pe3yJib-
TaTe Tepanmuu Kamjaanusymabom, OTMEHa KOTOPOro IMpH-
sena 6b1 k penuausy TTII. B 2021 r. na xoncencycnom
coBemanuu MeskyHapoHOI paboueil rpy bl Ho TPoOM-
6OTHYECKOI TPOMOOLMTONEHNYECKO ILy PILy pe ObLIM mpH-
HSATBI ONPE/EIEHNUS] YACTUIHON PEMUCCUH IO AKTUBHOCTH
ADAMTSI3, t.e. cocrossHUM, IPU KOTOPOM IJIa3MEHHAs!
axktuBaocts ADAMTSI13 > 20%. Beioesnenue wactuanOM
pemuccuu no akrusaoctn ADAMTSI3 o6ycaosaeno tem,
4TO TaKOH AKTMBHOCTHU pepMEHTa AOCTATOYHO /ISl IPEO0-
tBpawenus peuuausa 1 TII [30, 31]. B Hemenxom nocr-
MapKEeTMHIOBOM MCCJIE[IOBAHUM He OBbLJIO HU OJHOTO CJLy-
gast peuugusa TTII, ecan xannanmsymab npexpamasnn
npu axkrusoctu ADAMTSI3 Gonee 10% [32]. Imenno
noaromy npu poctrkenun akrusHoctu ADAMTSI13 24 %,
B HACTOSILIEM HAOJI0eHUM ObUI OTMEHEH Karianuaymab.

Choycrs Hemeno mocJsie 4eTBEPTOrO BBENEHUSI PUTYK-
cumaba axtusnocte ADAMTSI13 cocrasuna 54%, t.e.
Obl1a [OCTUTHYTAa IIOJHAsl PEMHUCCHUSI 1O AKTHBHOCTHU
ADAMTSI3 [33]. Boabhoii GbT BRIMMCAH U3 CTAIIMOHA-
P&, HA4aTo MOCTENEHHOE YMEHbILIEHUE AO3bI [IPEHU30I0HA
BIJIOTH /10 ITOJTHOM OTMEHBI B TeYeHMe Mecsna. Emy exxeHe-
[leIbHO MCCJIe0Baau ObLMiT aHAIU3 KPOBH, Pa3 B MeCsIl
MOHUTOPHpPOBaIY I1asdmeHHyo akrusuocts ADAMTSI3.

Kommenmapuii asemopos. Kiunnnueckas
TTII ne Bcerma cooTBeTCTBYyeT HOPMAJIBHON AKTUBHOCTH

pemuccus

ADAMTSI3. Cornacno pansbim rocnurtans Jl»xonca
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Xonkunca (Bantumop), 52 6onabubix TTII cnycersa 3 me-
csila TMocJse MepeHeceHHOro MepBOro anusona 3aboseBa-
aHusa aktuBHOCcTh ADAMTSI3 ot 10 mo 39 % BRISIBASIIACH
v 26% , a aktusnocts menee 10% Gbnay 7,7 % , npu atom
curkenne axtusHoctn ADAMTSI3 accoumnmposanocs
C PUCKOM Pas3BUTHSI UIIEMUYECKOIO UHCYJIbTA Y OOJIBHBIX,

nepenecumx TTII [34].

OGcy»xnenne

B mnarorenernueckom sesennu TTII mosxkno ycusos-
HO BBIAEJUTH ABA Ba>KHBIX OTAIla: <«CIPUHT-TEPAIIHIO»,
HO3BOJISIIOILYI0 OBICTPO [JOCTUYbL KJIWHHUYECKOTO YJLyd-
IIEHWsI, He MO3BOJSIOLIEH yMepeTh OOJIBHOMY, K KOTO-
poit moxxno ornectu TIIO, nHasHayeHme ruroKOKOPTH-
KOM/IOB, Kamsanuaymaba, a Takske Oosiee AIUTESbHYIO
«CTalep-Tepanuio», IMNO3BOJSIOLLYI0 AOCTUYbL HE TOJIBKO
KJIMHUYECKOH PEMUCCHUM, HO U PEMHCCHU MO AKTUBHO-
cru ADAMTSI3, npenorspatuts peumpussl. Tepanus
PUTYKCMMabOM SIBJISIeTCS OJHUM U3 Ba>KHEHIIMX DTAroB
nevenust. Puryxkcumab, antu-CD20 monoksonanbHOe aH-
TUTENO, BhI3bIBasA Aensenuio B-numdonunros, ymenpmaer
npoaykuuto anturea Kk ADAMTSI3 [35]. TTocse BBene-
HUs puTyKkcumaba koandyectso B-mumdonnros ymensma-
eTcst B nepudepruyuecKoil KPOBU 4epe3 HeNeJI0, a aKTHB-
nocrs ADAMTSI3 nosbiiaercs B miasme He paHee uem
gyepes 2 nenenu [36]. Ilocae kasxxporo TIIO konuenrpa-
uus putykcumaba B KpoBM ymeHbluaercs Ha 65% [37].
Yro6b1 coxpaHuTh ero 3PeKTUBHOCTb, HEKOTOPbIE ABTO-
PBl YBEIMYMBAIOT MO0 KPATHOCTH BBeAeHUs, MO0 103y
putykcumaba [24, 26, 37], a TI1O nauunator ne panbuie
4yem uepes 4 4 mocse okoHuaHMsT MHPY3UU PUTYKCUMaba
[22]. ImenHO mosTOMY MOKHO HE CIELIUTH C Ha3HAYe-
HUEeM pUTyKcuMaba B OCTPOM mepuope, ocobeHHO Koraa
nposoaurcst aedenue TI1O. Purykcnmab ne sBasercs
npenapaTom [J1sl JedeHus: ocTpoil aswl 3aboseBaHuUsl, 3TO
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npenapar AJs A0CTUKeHUs1 pemuccui, ero adpdext HacTy-
naeT OTCPOYEHHO, OH MPEAHA3HAYEH ISl COXPAHEHUS pe-
MMCCUM U IPeJOTBPAllleHU s PelUABOB 3abonesanus [22,
35, 36, 38, 39].

IIpu aTom BOsHMKaeT BOIPOC A03bI Ipemnapara U AJIU-
TeabHOCTH ero npumeHenus. CraHpapTHBIA peskum Ha-
3HaveHUs pUTyKcumaba cocrasaser 375 mr/m? pas B Hene-
gio B Teuenue 4 Hemesp. OmHAKO BO3MOXKHO Ha3HAYEHUE
ero u B menbmnx pos3ax — 100 wam 200 mr/cyt, u npu
aToM Tak ke pyHkuus B-numdonnros Oyner nogasiena,
a 4acToTa AOCTHIKEHUS] PEMUCCUY HE OTINYAJIACh OT TAKO-
BOH B ctanmapTHbix nosax. OpHako yacTora penuanBOB
NpY UCTOJAb30BAHUN PUTYKCUMaba B MaJIbIX 103aX MOYTU
B 2 pasa Bblllle, YeM NP HA3HAYEHUU B CTAHIAPTHOU [03€
(0,39 nporus 0,17, p = 0,039). Bosee Toro, Tonsko y 79 %
6onbubix TTII nocse 4 BBepennit putykcumaba gocrura-
nace noaHas pemuccus, y 12,56 % 6onpab1X TOTpeGOBaIOCH
ot 6 no 8 BBesenuit putykcumaba sl TOCTUKEHUS O~
noii pemuccuu [40]. Tlosromy perynsapHbiii MOHUTOPUHT
axtusHoctn ADAMTSI3 B nnasme kposu sBsieTcst HEOO-
XOAMMBIM YCJOBUEM JIEYEHMS] W TOCJIEAYIOLEro Habuo-
nenus. [locse nposenenHoro sevenus GOIbHBIE TOIIKHBI
ObITH OTHECEHBI K KATErOPUU UMMYHOKOMIIPOMETHPOBAH-
HBIX, U B TEUEHHE TO/a y HUX BO3MOYKHBI TsKesble nHpek-
LIMOHHBIE OCJIOKHEeHUs (cercuc, bakTepuasabHash MHEBMO-
HU, THEBMOLMCTHAs THEBMOHMSI), IOTOMY HabIIOAATHCS
U JIeYUTHCS 9TU GOJIbHBIE [OJYKHBI B CTAllMOHAPE, BpPadu
KOTOPOTO MMEIOT OIBIT M OCHAILIEHUE /ISl JIEIEHUS] NMMY-
HOKOMIIPOMETHPOBAHHBIX OOJBHBIX.

Takum ob6pasom, TTIIl npencrasasier coboil penxoe
3abosieBaHVe, TPU KOTOPOM BO3HUKAIOT yIpO’KAroLye
>knsHU ocnokHeHns. OnHAKO NpUMeHeHne COBPEMEHHbBIX
CXeM JIEYEHHUSI TTO3BOJISIET HE TOJIBKO KYIHPOBATH OCTPYIO
araky TTII, Ho u nobuTbca mosaHOM pemuccHuu U gaske
HOJTHOTO BBI3AOPOBJIEHUS Y OOJBIIMHCTBA OOTBHBIX.
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