PE3IOME

ABSTRACT

Caxyuaii U3 MpakTHKH,/
A case report BecTHUK aHecTe3U0I0MMU U peaHUMaTonorum, Tom 18, Ne 4, 2021

http://doi.org/10.21292/2078-5658-2021-18-4-90-94 @-@J

TpoMboTHYecKana TpoMbouUTONEHNYECKAA Nypnypa — pegras
aTUonaTtoreHeTU4ecKas npuinHa MHgapKTa roJIoBHOrO MO3ra
N SKCTpauepebpasibHOro Tpomb603a
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TpomGoTiueckass TPOMOOIIUTONIEHITUECKAs TIyPITypa — 3To 3ab0/eBaHNe U3 TPYIIIBI TPOMOOTHUECKHX MIUKPOAHTHOTIATHI, PAHHSSA AUATHOCTHKA
KOTOPOTO SIBJIsIeTCA TPYAHOI 3a1aveii B KIITMHHYECKOI IPaKTHKe.

B crarbe mpecTaBieH KIMHIYECKHIA CTydail, HATTSAHO HIUTIOCTPHPYIONIHI MyTBTHCHCTEMHOCTD MTOPaKeHN Ha GoHe TPOMGOTHUECKOT MIKPO-
AHTHOTIATHH, 0COGEHHOCTH THATHOCTHKH U HEOTIOXKHOM Teparmii. CBoeBpeMeHHOE HAYAO CHENN(IIECKOTO TeUeHNST Ha TTOPSIOK YBETHUHBAET
ITAaHCHI HAa BBUKHUBaHHE.
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Thrombotic Thrombocytopenic Purpura as a Rare Etiopathogenetic Cause of Cerebral
Infarction and Extracerebral Thrombosis
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Thrombotic thrombocytopenic purpura is a disease from the group of thrombotic microangiopathies, the early diagnosis of which is a real challenge
in clinical practice.

The article presents a clinical case that clearly illustrates the multisystem nature of the damage against the background of thrombotic microangiopathy,
specific parameters of diagnosis, and emergency therapy. Timely initiation of specific treatment significantly increases the chances of survival in
this category of patients.
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TpombGoTuueckast TpoMOoIUTONIEHYecKast Typrypa  dakropa ¢hon BuiiebpaH/a, BCIEACTBIE YETO PA3BH-
(TTIT) — 5T0 KMU3HEYTPOXKAIOIIAS MYJBTUCUCTEMHAS  BAIOTCSI MYJBTHCUCTEMHBIE TPOMOO3bI, MPUBOISIINE
MUKPOAHTHONIATHS, XapaKTepu3yoomasacsa 3uaunteasb- K MATA u tpoMmbornurtonennn notpebaenns [1, 4, 12,
HBIM CHUIKEHWEM YPOBHS TPOMOOIIUTOB, MUKpoaHTu- 18, 23]. /leduiiuT akTHBHOCTH MOKET OBITH 00YCIOB-
olnaTuyeckoil reMosntruueckoit anemueit (MATA) U1 JieH TeHeTUUECKH JleTEPMUHHUPOBAHHBIM CHUKEHHEM
NIUPOKUM CIIEKTPOM KJIMHUYECKUX [TPOSIBICHUI, abCOTIOTHOM KOHIIEHTPAINN METAIONPOTEA3bl B KPO-

TTII — onHa M3 cCaMbIX YACTO BCTPEYAIOIIMXCS TPOM-  BU (BpOsK/leHHas opMa) WKW HAJTHUYUEM aHTHUTEN K
60THYECKUX MUKpoaHTHomarwii, yacrora Berpeyae- ADAMTS-13 (ummyHoonocpenoBattas hopma) [3].
MOCTH B €BPOIIEMCKOM MONyadiinu BapbupyeT ot 3 1o MMmMmyHoonocpepopanHad ¢dopma TTII B ceolo ouepesib
13 cayuaes Ha MHJUIHOH HaceleHHS B rof [12—14, 18,  MokeT OBITH HePBUUYHON WK Ke BTOpHUHOH (Iprob-
23, 24]. JleransrocThb locTuraer 90% MpH OTCYTCTBUN  PeTeHHO ) Ha (hoHe BAWSIHUS TPUTTEPHOTO (hakTopa
crieriurueckoro JedyeHud [4], B cayuae ke panneil  [1, 4, 12, 18, 23].

JTUATHOCTHKY U TMPOBEIEHNS] CBOEBPEMEHHOM TTaTore- Panee monaranu, uro kauandeckas kaptunaa TTII
HETHUECKOW TEPAITHT BEPOSITHOCTH HEOIATOTIPUATHOTO  XapaKTePU3YeTCs KIACCHUECKON TIEHTaI0M TPU3HAKOB:
ucxoza ymensplaercs 1o 10-20% [6, 25]. auxopanka, MATA, TpOMOOIIUTOTIEHHSI, HEBPOJIOTH-

[To raHABIM COBpEMEHHOM TUTEPATYDHI, STHOJIOTHST  UecKWil Ae@UITAT W OCTPOe MOBPeXIeHne Tovek [5].
TTII ocraercs masio usBecTHol [1, 4, 12, 18, 23]. Ilnar- B nocseaymoieM psijl KccaeI0BaHUI TOKA3aml, YTo yKa-
HBIM 3BeHOM matorenesa TTII cumtaioT BeIpakeHHOE — 3aHHBIH HAOODP KJIMHUYECKUX POSIBJIEHUH BCTpevyaeTcst
CHVIKEHWE aKTUBHOCTH CHENN(pUIECKON MaTAJIONPO-  TOJBKO B HEOOJIBIIOM TIpolieHTe ciaydaes [8, 12, 19].
teassl ADAMTS-13, pacuenisioneii MyasruMepsl  HeBposorniueckast CHMITOMATHKA B ebioTe 3ab0eBa-
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HUs BeTpevaeTcs B 71-85% cayuaes, TsReTbIH HEBPO-
JIOTHUYECKNH IehUITUT omipeiesistercs y 20% MarueHToR,
B TOM uHcjie WHdapkT romopHoro mosra (MI'M) —
B6% [8, 10]. /[pyrie kinHUYecKHe TTPOSIBIEHNS BCTpe-
yatorcs pexke: muxopajika — B 20-30%, TOBpekaeHne
nouek — B 10-20% [8, 10, 19]. XapakTepHbIMU U3MeHe-
HUSIMH JIabOPaTOPHBIX MoKasaTesel IBJSIOTCS: Bhpa-
JKeHHAst TPOMOOITUTOIIEHHST U TEMOJTUTHYECKAsT aHEMUST
¢ IU30IMTO30M B Ma3Ke Iepudeprueckoi kporu [ 11].

TTII stprsiercst CIOKHBIM 3ab0IeBaAHUEM [T KJIH-
HUKO-TabopaTopHoil AuarHocTuku. [lJis yrnporneHus
muddepeHITUaNbHOTO UATHO3A U TIOMOITH B TTPHHS-
THH PEITEHNS O TPOBEIEHUH CIETTUMUIECKOTO JTeUeHUsT
CO3/IaH KaJbKyJdaTOp BepodTHoCcTH Hanuuusg TTIT —
PLASMIC score, KOTOPBII IPOJIEMOHCTPHUPOBAJ 10-
CTaTOUYHO BLICOKYIO 3(DEKTUBHOCTS [7].

OCHOBHBIM TIATOTEHETUUECKUM METOIOM JIEUeHUS
TTII spastercst obMeHHbIH MTa3Mahepes [ 16]. Baskabim
JOTIOTHEHNEM K HEMY SIBJISIETCS] MMMYHOCYTIPECCUBHAS
Teparnust IMIIOKOKOPTUKOCTEPOUIAMH M PUTYKCUMaOOM
[9, 20], xoTs1 HEOOXOAMUMBI JaTbHEHIINE PAHIOMI3HPO-
BaHHBIE CCE0BAHNS, TOATBePKAAONTHE 3P DEeKTHUR-
HOCTh JaHHO# Tepanun. HeobXoumMo 0TMETHUTh, UTO
Kamaanusymab (caplacizumab) siBnsercs exuHCTBEH-
HBIM 0Z0OpeHHBIM IIpemapaToM Ans dedennst TTII,
O/THAKO TAHHBIN TeKapCTRBEHHBIN TIpenapar He 3apeTi-
CTPUPOBAH /75 TpUMeHeH A Ha Tepputopuu PM [21].
B tepanuu pedppakrepHbix cayuaep TTII nepcrekTrn-
HBIM TIpe/ICTaBsgeTcs npuMeHenne H-aretniicrenta
[17,23].

Ha nprmepe mipescTaBieHHOTO KIUHUIECKOTO CITy-
Yyasg MbI XOTEJN MPOAEMOHCTPUPOBATH CIOKHOCTH TH-
arHoctrueckoro noucka TTII u BO3MOXKHBIE TOCTE]-
CTBUS TIO3/THETO HAYANA CTIENN(UUECKOH Tepanum,

Kaunnueckuii cnyuaii. [lannent C. (54 roga) no-
crapyer 6puragoit CMII B oTgenenne sKCTpeHHON
MEJUITUHCKON TTOMOTIIH B COCTOSIHUY KOMEI. M3 anam-
He3a U3BECTHO, UYTO Ha MPOTSIKEHUN MPOAOJIKATENb-
HOTO BpeMeHH 3710ymoTpedisi ankorosem. Co cioB
CECTPHI, B TeueHMe nocyaennx 1-1,5 Mec. mogBuiIach
JKenTyxa, 3a 10 aHelt 10 MoCTyIIeHNs He CMOT BCTaBaTh
€ KpOBaTH, a B JIEHb TOCTTUTAIN3AINH TIEPECTAT peari-
POBaTh HA OKPYKAOIHX,

[Ipu mocTynieHWn: cocTosHNe KpaliHe TsKeNoe,
CO3HAHUE CHUXKEHO 710 YPOBHS KoMbI 11 cT. (110 1mkaie
FOUR 5 6amios, EOMOB4R1). B HeBpoJsiornueckom
cTaryce onpefessnaach KAMHNKa Tuddysnoro nopa-
JKEHUS TOJIOBHOTO MO3Ta; 3PAUKH 10 3 MM THAMETPOM,
thoTopeakIus coxpaHeHa, CUMMeTpPUYHAs, BYCTO-
POHHWI TEHTPATBHBIN MTPO30TIapes, MOM0KUTETbHBIIH
CUMTITOM BaOUHCKOTO ¢ IBYX CTOPOH, /IBUKEHUST TIPH
60JIEBON CTUMYJISIITUN OTCYTCTBYIOT BO BCEX KOHEU-
HocTax, CymMMapHas olleHKa Mo MmKalze uHcyabra Ha-
IIMOHATbHBIX UHCTUTYTOB 3/10poBbs CIITA (NIHHS —
National Institutes of Health Stroke Scale) cocrapmna
36 6aIOB, UTO COOTBETCTBOBATIO KpallHe TSIKEJOMY
MOPaKeHWIO TOJIOBHOTO MO3TA,

B 061eKIMHIUECKOM aHATU3e KPOBH (aHATU3aTOP
Sysmex KX21) onpenensanack aneMus (9pUTPOIIATBI
2,27 x 10'2/1, remornobun 17 v/1) 1 TpoMOOIIHTOIIE-
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Hust (Tpomborutsl 23 x 10°/1). Tlpu 6noXUMHIECKOM
uccienoBannn Kpopy (ananusarop Biosystems A-25)
obpaiaso BHUMaHUeE: MOBBIIIEHWE YPOBHSI 00IIero
6unmnpybuna 1o 82,1 Mmxmonb/1 (0-21,00), mpsamoro
6unupyomua — 33,7 mrmons/n (0-5,10), makrarge-
rugporetassl — 2 401 en/n (195-450), kpearnauna —
297 mxmonb/an (71-115), Hatpusg — 157 MMOJb /1.
B anannse KWCIOTHO-OCHOBHOTO COCTOSTHUS U TA30B
kpoeu (ananusarop ABL FLEX 800): pH — 7,33,
PO, - 106 mm pr. ct., PCO, — 31 MM pT. CT., JIakTaT —
8,8 MMOJIb/ 1, TEDUITAT OCHOBAHUH — 13 MMOJIB/J1.
Broinmosnena peHTTeHOBCKAS CIUPATBHAS KOMIBIO-
TepHas ToMorpadus rOJI0BHOTO Mo3Ta (puc. 1).

N\

Puc. 1. Peaynomamuot cnupanototl KOMRoomepHoil
momoezpagdui 201081020 Mozza nayuerma C. npu
nocmynjieHuu

Hpumeuarue: sona wwemuu 6 1e8oii zemucepe
MO3NHCEUKA U TIeBOL 3AMbIIOYHOU 06ﬂacmu, KUCmo3sHas
MpancHopMaLust 8eu,ecmsa Mo3za 8 npasoi
3aMulIOUHOU 06ﬂacmu

Fig. 1. Results of spiral computed tomography of the brain of patient C.
by admission

Note: zone of ischemia in left hemisphere of cerebellum and left
occipital region, cystic transformation of brain substance in right
occipital region

[lanmmeHT rocnUTATU3UPOBAH B OT/E/IEHUE PeaHu-
Mali 1 UHTEHCUBHOM Tepanuu PeTnoHaIhHOTO CO-
cyaucroro entpa (OPUT PCII) ¢ anarnozom «1T'M
(TOBTOPHBIN) B BepTebpobasuasapHoM bacceiiHes OT
11.04.2019 .

Ha npotskennn caenyiomux 10 cyr B OPUT PCI
IPOBOIMIIN OA3UCHY IO TEPAITHIO OCTPOH TepebpanbHON
HETOCTATOUHOCTU U MHCYJBTAa B COOTBETCTBUH C COBPE-
MEHHBIMHU OTEUECTBEHHBIMH U MEK/TY HAPOIHBIMU PEKO-
MeHganusaMu [2, 15], a Takske ZHarHoCTHYECKUN TOMCK
HPUUYHHBI TPOMOOITUTOIIEH NN 1 aHeMHH. B 9TOT neprost
MaIHeHT KOHCYJABTHPOBAH TPOMUILHBIMU CIIETTHATN-
cTamu (XUPYProM, TePANeBTOM, KapHOJI0TOM, TacTpo-
HHTEPOJIOTOM, KIUHUYeCKUM (hapMaKoJOTOM IEHTPa
remMocrtasa), ObLI MPEJIOKEH THATHO3 TOKCHYECKOTO
remaTuTa ¢ UCXO/I0M B ITUPpo3 TeueHu. B Tepamiio qo-
GaBJIeHBI TIIOKOKOPTHKOCTEPOU/IB. HeBposiornueckuii
craryc ocrapajicst 6e3 3HaUNMBbIX H3MEHEHHH.

Ha 10-e cyT IpH MEKPOCKOIINK Ma3Ka KPOBHI 06Hapy-
SKEHBI TMTU30IUTHI (2%), poba Kym6ca oTpunaTebHasi,
YeraHoBeH AnarHo3 — MepBUYHAS IMMYHOOTIOCPETO-
panHag TTII. ITpu ontenke PLASMIC score coctaBu
5 6aJI0B, UTO COOTBETCTBOBATIO CPETHEMY PUCKY et -
uuta ADAMTS-13 [7]. KoHCHAUMYyMOM CIIEUaNUCTOB
MPUHATO Pellienre, UTo sdepeHTHA Tepanus B BUIe
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JUCKPETHOTO TazMadepesa ¢ 3aMellleHUEM CBeKe3a-
MOPOKEHHOM T11a3MO#l IBJISIETCST METO/IOM BBIOOpA B
JIAHHOW KJIWHWUYecKo#d cutyanuu [4, 6, 22, 23]. Bee-
JIEHUE TIIOKOKOPTHKOCTEPOUIOB OBLIO MTPOIOJIKEHO.
OT npuMeHeHN s pUTYKCUMaba PEIIeHO BO3/IEPKATHCS
JI0 OlleHKH aheKTUBHOCTU I1azMadepesa [22].

[Noce mporeieHNS TPEX CEAHCOR UCKPETHOTO 123~
Madepesa y mannenTa oTMeueHa MoJI0KATENbHAS TH-
HaMMKa MoKasaTeseil reMoTIo6MHA U TPOMOOIIUTOB,
Ipe/ICTaRJIeHHasd Ha PUC, 2. ITO MO3BOJMIIO BHIITOJTHUTH
TPAXeoCTOMUIO JIJIsT TPOBEEHUS VIUTENBHON HCKYyC-
cTBeHHON BeHTUAsAIIMM Jerkux (MBJT) Ha ¢oHe cra-
OMIINBAIIUH YPOBHST TPOMOOIIMTOR B IEHB OIEPAIIH €
39 x 10°/1 o 65 x 10°/1.
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Puc. 2. /lunamuxa noxasameneii zemoziobuna
U MpPomMEOUUMos,

Hpumeuanue: Hb — yposens 2emoznobuna 6 ¢/1,
PLT — noxasamenu mpombouumos ¢ x10°/n
Fig. 2. Changes in hemoglobin and thrombocyte levels.

Note: Hb — hemoblobin level, g/L,
PLT — thrombocyte level x10°/L

B aT0T ke meproz y HalreHTa YacTHIHO PErPECCHPO-
BaJl HEBPOJIOTHUECKU T eDUITUT: IOSTBUITHACH DIEMEHTBI
GOPCTBOBAHNS CO CIIOHTAHHBIM OTKPBHIBAHUEM I71a3, Ha
obpallleHHY 0 pedb He pearupoBal, Olpe/Ie ISIiCh IBH-
JKEHUS CrubaTeIbHOTO XapakTepa B OTBET Ha CTHMYJISI-
MO BO BCEX KOHEYHOCTAX ¢ CHIOH 10 2—3 6aIoB 1o
IKasie MbleyHoi caboctn CoBera o MeAUITHHCKIAM
nccnegopannsaM Bermkobpurannn (MRC — Medical
Research Council Scale). ITposesieHo HapaniuBaHue
00beMa PeabMITUTATTMOHHBIX MEPOTIPUSITHI.

Jlpamarnueckoe yXy/IIieHHe COCTOSHIUS, K coKale-
HIIO, OTMEUEHO Ha 17-e cyT 3ab0J1eBaHNs, KOT/Ia OSIBH-
JIUCh KJINHHUKA OCTPOTO KUBOTA W HAPACTAIOIIHE SBJIE-
HUsT aOIOMUHAIBHOTO cericrca. [Ipn auarsocTuueckoi
JIAIIAPOCKOTIHN BBISIBJIECHBI OCTPBII TAHTPEHO3HBIH GecKa-
MEHHBIH XOJICIIUCTHUT, PA3JIUTOH CepO3HO-(DUOPHUHOBHBII
ACITUT-TIEPUTOHUT. BBITIOJTHE HBI JIATTAPOTOMUST, CPOUHAST
XOJIUIMCTIKTOMHUS, CaHAIMS W APeHUPOBaHHe OPIOII-

HOIl mosiocTH. B nocseonepalluoOHHOM [epUo/ie yia-
JIOCHh KYIIMPOBATh KIUHUKY abJOMUHATBHOTO CETCHCa,
HO TIPUCOETMHUBIITEECS HO30KOMUATBLHOE OCIOKHEHTE
(M BJI-acconmupoBaHHas IByCTOPOHHSIS ITHEBMOHNS )
MIPUBENO K Pa3BUTHIO MYJIBMOHATHHOTO CETICHUCA, CHH-
ZIPOMA TIOJTOPTAHHOM HEIOCTATOUHOCTH U JTIETATHHOMY
HCXO/y Ha 29-€ CYT rOCIUTANTBHOTO IEPUO/IA.

PetpocmiekTHBHO OlleHWBAA TAKTUKY OKA3aHUs Me-
JTUITUHCKON TOMOITIH, CTIeTyeT OTMETHUTh, UTO MAIHEHT
3a [EePHO/T JIeUeHNsT MHCYJIBTa HE [TOJIyYall aHT uTpoMbo-
TUYECKYTO TEPATHIO BRU/LY OTIACEHUN PA3BUTHSA TEMOD-
parnyeckux ocJoskHeHUH, [ToTeHIManbHo BOBMOKHbIE
OTIITUH TEPANHUH, KOTOPBIE MOTJIN IPEIYTIPEAUTH MY JIb-
TrcrcreMuble nposieaenns TTII u skcrparepebpann-
HBIH TpOMGO3:

1. ExennepHbIl Nuazmadepes M0JKeH POJI0JI-
JKATHCST KAaK MUHUMYM 2 CYT NIPHU KOJIMUYECTBE TPOMOO-
1uToB Gomee 150 X 10°/1 ¢ HoCIeAYIOMIAM IIpeKpalie-
HUEM,

2. Huskue 103bl alleTUICAIUIIAIOBON KUCAOTHI
(75 Mr 1 pas B CYTKH) MOKHO Ha3zHAuYaTh [PU IIOBBI-
IMEeHWN YPOBHS TpoMOoIuTOR Gosee 50 X 10°/11.

3. @apmakojoruueckas: TpoMOOIPOMGUTAKTHKA
HU3KOMOJIEKYIIPHBIMY TeTapUHAMU PEKOMEHIYETCS
IPU KOJTHUYeCTBe TpoMOoIuToB 6osee 50 x 10° /1.

3akawoueHue

TpomboTrueckass TpOMOOIUTOMEHNUECKAS TIYP-
nmypa SIBAFeTCd PEAKOU 3THUOJOTUYECKOU TPUINHON
HIIEMHUYECKOT0 UHCYIBTA. B pYTUHHON KIMHUYECKOM
IpaKTHKe HeoOX0AMMO 00pallaTh BHUMAHNe Ha coue-
taure MATA 1 TpoMGOIIUTOIEHHAHN i, COOTBETCTBEHHO,
IpoBeeHIe JOIOTHUTEILHEIX TaO0PaTOPHEIX TECTOB
/st ceoeBpeMeHHol Bepudukanuu TTII.

B npenacrapieHHOM KIMHUYECKOM cJiyyae WMero-
masics y maruenTa TpoMOOTHUIeCKass MYIBTUCHCTEM-
Hag Mukpoanruonartus B pujie TTII conmpopoxaanach
TpoMO030M IiepebpaIbHBIX apTepnii ¢ passurreM T'M,
aTaksKe MOCAeYIONIM TpOMO030M Y3 PHOM apTepHH,
UTO IPUBEJIO K PASBUTHIO TAHTPEHO3HOTO HeCKaMeHHO-
IO XOJIEILTUCTUTA, IEPUTOHUTA U CENITHYECKOTO IIOKA.
ITO OCNOKHEHHE YCYTYOUIO TeueHre U, BO3MOKHO,
BHECJIO HanbGO I BRIA B HeGIArOIPUSTHEIN HCXO]T
3abosreBanmL.

O6MeHHE mIasMadepes 1 IMMYHOCYIIPEeCCHBHAS
Tepanus IJIIOKOKOPTUKOCTEPOUIAMU SBISIOTCS OC-
HOBHBIMHW METOJAaMHU TePaIln, OJ[HAKO 3a/IeP:KKa ¢ Ha-
3HaueHreM 3 depPeHTHRIX METO/IUK, B TOM UKCJIE [TPU
nosgreit quargoctrke TTII, B 60IBIIUHCTEBE CIVUAER
IPUBOANAT K HEOOPATHMBIM IIOCIEACTBISIM,

Koudaukr uHTepecoB. ABTOPBI 3aBJISIOT 00 OTCYTCTBUU Y HUX KOH(DIMKTa HUHTEPECOB,
Conflict of Interests. The authors state that they have no conflict of interests.
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