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OnbIT yCNeLIHOA AUArHOCTUKM 1 OPraHu3aL|iv NepBOro dTana leyeHus
6onesHu MoLkoBuLa

I1.A. Kussenxko!, M.9. Csucnonxas!, H.C. Knoukos!, A.B. Yepnsiienko!, A.B. Tanbko?,
B.A. Hessopoga’®, E.1O. Illectomanos*
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I Braousocmoxckas kaunuueckas 6onvuuya Ne 1, Braousocmox, Poccus

2Kpaesas knunuueckas 6ononuya Ne 2, Bnadusocmox, Poccust

3 Tuxookearckuti zocyoapcmeenHviii MeouyuHckuil yHusepcumem, Braousocmok, Poccus
* Munucmepcmeo 30pasooxpanerus IIpumopckozo kpas, Bnaousocmox, Poccust

TpomboTunueckas TpomboumToneHnyeckas nypnypa (TTI), unn 6onesHb MowwKosuLa — opdaHHOE, KM3HEYTPOXKaloLLee, OCTPO
BO3HMKaloLlee 3aboneBaHne, KOTOPOe pa3BMBaeTCA BCeACcTBMe feduunTa MeTannonpoTeasbl, pacllennsaiolen CBepxKpyn-
Hble MynbTMepbl pakTopa oH Bunnebpanaa (ADAMTS13). TTIN aBnaeTca TpygHO AUArHOCTMPYyeMol NaTonorei Bcneactane
BbIPaXeHHOro nonmmopdnsMa cMMnToMoB. lpeacTaBneH KNMHNYECKMI ClyYaii yCreLwHom AMarHoCTUKM 1 NepBoro 3Tana Te-
panuun nauneHTKN ¢ nabopatopHo noaTeepkaeHHoN TTIM 1 3dpdeKTUBHO OpraHN30BaHHON TPAHCMOPTUPOBKOM B HaLMoHanb-
HbI MeAULMHCKUIA NcCnefoBaTeNbCKMiA LIEHTP rematonorum (r. Mocksa).
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Thrombotic thrombocytopenic purpura (TTP), also known as Moschcowitz syndrome, is an orphan, life-threatening, acute-
onset disease caused by a deficiency of the metalloprotease that cleaves extra large multimers of von Willebrand factor (AD-
AMTS13). TTP is a difficult pathology to diagnose due to the pronounced polymorphism of symptoms. In this article, a clinical
case of successful diagnosis and first stage therapy of a patient with laboratory-confirmed TTP is presented. Afterwards, the
patient was safely transported to the National Medical Research Center for Hematology (Moscow).
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TpomboTnueckas mukpoanrnomnarusi (TMA) - reteporeHHas
rpyIma 3ab0/1eBaHMIL, IIPOSIBIIAETCS KITACCUYIECKOI TPUagoit:
TpoMbouyToneHns notpebnenus (Mexee 150 I'/ v cHKe-
HUe Yucia TpoMboIuToB 607ee yeM Ha 25% OT MCXOLHOTO),
MVKPOAHTHOIIATII9eCKas TeMOINTIIeCcKas aHeMuA (TeMOIJIO-
6un MeHee 100 1/, Mexanmdeckuit KyMOc-oTpuiaTebHbIi
reMOJIN3 BCIEICTBIE IOBPEXAEHMSI MeMOPAH 3PUTPOLINTOB
IIpM KOHTAKTe ¢ TpoMOaMu) U MIIeMIYecKoe IMopakeHue
Pa3IMYHbBIX OPTaHOB, Yallle I0YeK U LIeHTPaJIbHOM HEPBHOM
cuctemsl [1, 2].

B Hacrosiee BpeMsi HeT OOLIEIPUHATHIX K1accuduka-
uuit TMA. BoiensifoT HacneqCcTBeHHbIE, TPNOOPETEHHbIE
(acconumpoBanHble ¢ nHdekiueit) u Bropnansie TMA [3].

OpnuMm us BapuanToB TMA siB/isieTcst TpoMOOTHYeCKas
tTpoMmbornuronenndeckas nypuypa (TTII) umu octpoe op-
(anHOe ypreHTHOE 3a60/I€BaHNe, IPOTEKAIOIIee O] MACKOIL
Apyrux 3abo/eBaHMil U TPYSHO AUATHOCTMPYEMOE B KIINU-
HU4YecKol mpakTuke. IIpu ayroncun 6suin 0OHAPYKUIN
MHOYXeCTBEHHbIE TPOMOBI B MEJIKNX apTepuonax [4, 5]. TTII
Ha3bIBAIOT 00/Ie3HbI0 MOIIKOBHUIIA B 4€CTh AMEPUKAHCKOTO
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Bpaua Eli Moschcowitz, koTopsiit B 1925 r. ommcas BHE3aIrHO
PasBMBIINECs CUMIITOMBI TSDKeIOTo 3aboeBanus y 16-met-
Hell IeBYIIKN B BUJE CTab0CTI, TUXOPAKIL, [TAPE30B JIE€BOT
PYKM U HOTH, TUIIEBOTO HEPBA, IIOJIOXUTENbHOIO pediierca
KepHura, KOMBI 1 3aKOHUMBIIETOCA JIETATbHBIM JMICXOIOM
CIIyCTA [Be Hefle/y T0C/Ie IOsBIEHNS TIePBbIX KIMHIYEeCKIX
CYMIITOMOB.

B 1996 r. upenTnNUNpPOBaH ITA3MEHHBIT 6€/I0K, pe-
TY/IUPYIOLNIT B3aNMOJAEICTBIE TPOMOOLIUTOB C (paKTOpOM
¢on Bunnebpanpa, — merammonporenHasa ADAMTS13
(A Disintegrin And Metalloproteinase with ThromboSpondin
type 1 motif), koTopast paciieriser MyIbTUMEpPbI PaKTO-
pa ¢on Bumnebpanpa, ceKpeTHpyeMbIX 9HIOTENNATbHBIMI
KJIeTKaMu [6].

ADAMTS-13 urpaer K/1104eBy10 pO/ib B OCHOBE ITaTOTeHe-
3a TTIIL. OtcyTcTBMe mnn Hu3Kasg akTuBHOCTb ADAMTS-13
BC/IEACTBIE TEHETUYECKUX VMM IPUOOPETeHHBIX IPUINH
CII0co6CTBYeT MOTPEOIeHNIO TPOMOOLINTOB B 06PasyIOLINXCsT
MUKPOTPOMOAX, ITO BeleT K OOCTPYKIUM apTePUOI U Ka-
MIIIAPOB, PA3BUTHIO BHYTPUCOCYAUCTOTO MEXaHNIECKOTO
remonu3aa u cumnromaM TTII. Onpenenenne akTUBHOCTH
aToro epmenTa 1o3BossieT Anudepennuposars TTII u atu-
MIYHBIV T€MONTUTUKO-YPEMUYECKUI CUH/IPOM.

AxtuBHOCTD ADAMTS-13 cocTaBigeT B HOpMe OKOJIO
50-150%. Ee meduiut co cHmxeHneM meHee 10% sBisieTcs
muarsoctnieckuM mMapkepom TTIL. B atom ciyuae Heo6xo-
aumo ompepenats aHTH-ADAMTS-13-unrnbupyomne aH-
tutena. [Tpy ux Hamu4IMM AMArHOCTUPYIOT UAMOIATIYECKYIO
(ayrommmynnyto) TTII, mpy oTCyTCTBUM — HACTIEACTBEHHYIO.
CornacHo cratuctuke, us 772 cry4daes TTII y B3pocnbix Bpo-
xjeHHas popma 3abomeBaHMst, 00YC/IOBIEHHAs MyTalyell
rera ADAMTS13, puarHocTnpyercs mumb B 21 (2,7%) cy-
Jae, B OCTa/IbHBIX NIPEACTaB/IAeT MMMYHOOIIOCPEIOBAHHYIO
dopmy [7].

JI7ist MCcKIIIoYeHus: OMMOOK AMATHOCTUKY aKTUBHOCTD
¢depmenta ADAMTS-13 onpenensercs fo Hadala Tepalnn
1a3M006MEHOM/ CBEKE3aMOPOXKEHHOI TIA3MOIL.

Jo 1970-x rogoB 60me3ubp MomKkoBuiia cantanach da-
tanpHO. HoBbill mopxox x Tepanuy TTII coueTaeT TpaHc-
(dysuro cBe>xe3aMOpPO>KeHHOI I/Ia3Mbl U CeaHChI IIa3MOo-
obmena. CBoeBpeMeHHasl AMATHOCTUKA VI 3aMeCTUTeIbHAs
Tepanyusi MO3BOIsIeT TOOMBATHCA BhI3KOpOoBIeH st 70-91%
60/1bHBIX [8].

Knunnueckoe HabnopeHve

INanumentka I1., 47 nert, >xurenbunna IlpumMopckoro kpas, orme-
JaeT Haya/Io 3a00/IeBaHNs B BIJIe IIOSIB/ICHNs BBICBIIIAHNIT Ha JINLIe
(mmo Tnmy «6a604Km») 1 111ee B mione 2023 I. [IOC/Ie Oe3[KM B I. AHAITY.
O6paTniach K [epMaTOIOry II0 MeCTY >KUTeIbCTBA, BBICTABICH
MHQEKIVOHHbII IepMAaTUT U Ha3HAYeH JOKCULMKIVH Ha 10 fHeit,
c addexToM B Bujie paspelienns o, B Havane ceHTs16pst 2023 1.
IepeHec/Ia BUPYCHYIO MHEKIINIO, IeUNIach CAMOCTOATEIbHO, B CBSI-
31 ¢ pasBuTHeM ofbiky 11.09.2023 . o6paTuIach B IpreMHOe
OT/Ie/IeHNe LIEHTPAJIbHON PAlOHHOI OOTBHMLBL, I7je BIiepBble Oblia
BBLIB/IEHA JIETKAs aHEMIS € ypOBHeM reMornobuua 105 1/, sputpo-
1utsl 2.9 T/, yMepeHHbIT HelTpodUIbHBIIL TefikormTo3 10,5 I/
M TPOMOOLMTOIIEHNUS CPEfHEN CTeneHN 36 /1 B KIMHUIECKOM
aHamuse KpoBu. OT IpenIoKEeHHOI TOCINTA/IN3aL N OTKa3a/Iach.

Anamnes iu3ny. BpITOBOJ aHAMHE3 yIOBIE€TBOPUTENbHBIIL.
B anamHese 7 cmydaeB 9KCTPaKOPHOPAaNbHOTO ONJIOOTBOPEHN,
3 pomoB ImyTeM KecapeBa cedeH1s, 6e3 0CTOXXHeHUIT. BupycHbIit
remaTut, TybepKyse3, BeHepuduecKye 3a00/IeBaHNs OTPULAeT.
AJeproyiornueckmil aHaMHes He oTATolleH. HacmencTBeHHOCTD —
y otia uHCynbT. He pabortaet. [Ipodeccnonanbhble BpeTHOCTI
orpuuaet. [Intanne pasHoobpasHoe. BpeHble IPUBBIYKI OTPULIAET.
Anupemnonorndecknit anamues: oT COVID-19 He BakIMHUpPOBaHa,
3a npepennl Poccun B mocneHme 3 Mecsla He Bble3Kaa.

IIpu moBTOpHOM O6pargennn 25.09.2023 r. 6bLIa TOCIUTATIN-
3M[pPOBaHa B CTALMOHAP IO MECTY >KUTEIbCTBA B CBA3Y C aHEMMel
cpenHeit crenenu, remornobun (Hb) 77 r/n, TpombounToneHmei
CpenHell cTemeHn 32 TBIC./MKJI, HEITPO(DUIbHBIM JIEIIKOLUTO30M
14 TeIc./MKT (Tabm1. 1). KnnHndecku oTMedanach crabocTs, cybde-
OpuIbHasK TMXOPaKa, KOXKHbII reMOpparndecKuii cuaapom (puc. 1).

C27.09.2023 r. mepeBefieHa B OT/e/I€HNE peaHVMAIY U MUHTEH-
CHBHOJI TepaIui, Ijie Hab/Iofanach B Te4eHe Hefle/ C AMarHo30oM
«Cermcnc. IBC-cunpoM (ancceMMHMPOBaHHOE BHY TPUCOCYVICTOE
cBepThiBaHue). OcTpoe MOBPeX/eHIe TOYeK».

B manbueiiiieM cOCTOSAHME NALMEHTKY YXYALUIU/IOCh. YCUIUICA
reMOPpPArudecKuii CUHAPOM, KOMUIeCTBO TPOMOOLTOB YMEHbIIIN -
710Ch 10 13 ThIC./MKJI, IpOrpeccupoBaa OcTpasi HodedHast HeloCTa-
TOYHOCTD, KpeaTMHVH JOCTUT 415 MKMO/Ib//1. JIakTaTRernporntasa
yBenmmannach co 180 fo 3459 En/n. IlpoBoaunucey Tpancdysun
CBEX€3aMOPOXKEHHOI! [/Ia3MBbl, TPOMOOLUTAPHOI MACCHI Y 9PUTPO-
uTHOM B3Becu. [Iis manpHeriero nedenus 02.10.2023 r. manmeHTKa
IepeBefieHa BO BIaAMBOCTOKCKYIO KIMHMYECKYI0 OompHMIy Ne 1
(BKB Ne 1).

Ha srane npuemHoro orgenennss BKb Ne 1 02.10.2023 mauu-
eHTKa B JIeTKOM ornyuieHnu (14 6ajuioB mo mkajae KOMbI [71asro).
VIMenuch meTexny Ha BEPXHIX KOHEYHOCTSIX, OOIIMpPHast reMaToMa
Ha CIJHE C [IePeX0fjoM Ha XXUBOT (puc. 2). HopmoTepmus.

ITo ganHbIM KoMHboTepHOI ToMorpadun (KT) romosHoro
MO3T4, IPU3HAKY OCTPOTO HApYIIeHIsI MO3TOBOTO KpoBoobpalile-
HIA [0 TeMOPPAriIecKoMy TUITY B TEMEHHOII oTIe CTieBa, 00beMoM
IUIOTHOI YacTyU I'eMaTOMBI IIpY KOMIIBIOTEPHOM pacdeTe 10 2,0 M
(puc. 3).

Puc. 1. Ko>XHBIIT reMOpparndecKiii CUHAPOM B Ae6I0Te.
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Puc. 2. TemaToma Ha crivHe ¢ II€pexoa0oM Ha XMBOT.

KT opranoB rpynHOii KIeTKI: BbIpa)KeHHOE CHIKEHME ITHEB-
MAaTHM3aLyM JIeTKNUX 3a CUYeT MHTePCTULMATBHON NHOUIBTpALUU
JIETOYHOII MapeHXuMBI (AuddepeHInanbHblIL [IATHO3 — OTEK JIer-
KIX, MHTePCTULMATIbHAS [THeBMOHNA, IU(Py3HOe albBeO/IPHOE
KPOBOU3/INAHME) Ha GOHE IBYCTOPOHHETO IMAipoTopaKca (puc. 4).
TocnuTanu3upoBaHa B OT/ieIeH)€ PeaHMMAaIV) I MHTEHCUBHOI
Tepanmim.

B remorpamme ot 02.10.2023 r. (karmspHas kposb): Hb 83 1/ 11,
TPOMOOLMTSHI 37 THIC./MKJI, I€MKOLUTBI 14 THIC./MKJI, 9XMHOLUTHI
60-70%, 6mactHble KneTKu 3%. B 61oxnMmdeckom aHamuse Kpo-
BU oT 03.10.2023 r: IpOKaJIbLIUTOHNH 2 HI/MJI, MO4YeBas KUC/IOTA
587 mMoib/n, B koarynorpamme or 03.10.2023 r.: AYTB (axrusu-
pOBaHHOE YaCTUYIHOE TPoMOOIIacTUHOBOE Bpems) 30 ¢, MHO
(Me>XEyHapOLHOEe HOPMAIN30BaHHOE OTHOIIeHIe) 1,28, bubpuHo-
ren 0,86 r/n. IIpo6a Kym6ca He BbImONHATACh. [JHaMUKa APYTUX
7abOpaTOPHBIX MOKa3aTeell IpeACTaBIeHa B Tab/IILe.

B cBssu ¢ Tp0M6OHMToneHme171, TEMOJIUTUYECKO aHEMIEN,
MOpaKeHMEM TI0YeK IIPOBOAMICA AMArHOCTUYECKNUIT MOUCK. bplmm
UCKTI0UeHbI aHTU(DOCHOMUITIAHBLI CUHAPOM, CUCTEMHAs KpacHas
BOJTYaHKA (aHTUTENA K KapAVOIUIINHY, K ITIMKOIIPOTENaM, BOJI-
4yaHOUHBII aHTHTeH, ANA-3 profile, ANCA-aurturena, LE-knetku

L\

Puc. 3. KomnbioTepHas Tomorpadus ronosaoro Mmosra 02.10.2023.

oTpulaTeNbHble). Pazmepnl cenle3eHKy 1 neyeHy B HopMe 1o Y311
(12.10.2023 1.). ITpu nccnenoBanuy Mounu o6HapyxeH 6enok benc-
Ixonca (04.10.2023 r.) opHOKpaTHO. ITyHKI[MA KOCTHOrO MO3ra
He BBIIIOJIHANACh. Y UUTHIBAS HA/IMUNe aHEMIUI, TPOMOOLUTOIICHNUIL,
TIOBbIIIEH)E YPOBHSA aKTaTAEeIUAPOTreHashl, OCTPOro MOBPEXe-
HusA nodek 2-i crapuu no AKIN, xnacc I mo RIFLE, npepmnosno-
JKEH [IMarHo3 TpoMOOTHYECKOI MUKpOAHIMonaTuin. B orenenne
MHTEHCUBHOM Tepanuy u peannManun 03.10.2023 nHunumposan
BBICOKOOO'BEMHBIIT TepaIeBTUYECKUIT II/Ta3MO0OMEH, IIPOBEJIEHO
2 mporeaypsl o 1-1,5 06beMa HMpPKy/INPYIOLei ITa3MbL.
04.10.2023 6b11a KOHCYIBTHPOBAHA [€MATOIOTOM: PEKOMEH-
moBaHo obcnenoBanue aktuBHOoCT ADAMTS13, npogomkeHne
IIa3MOOOMeHa, Iy/IbC-TepaIlisl JeKCaMeTa30HOM, a TAK)Ke MCKIIIO-
YyeHe AaTUIIMYHOTO TeMOMUTUKO-YPEMIYECKOT0 CMHPOMA, OCTPOTO
neliko3a, cencuca. [Ipopopumace mynbc-Tepanus JeKcaMeTa3oHoM
20 mr B cytku (¢ 06.10.2023 r. mo 09.10.2023 1.).

B xmmmyeckom anamse kposu ot 06.10.2023 1. -
Hb 79 1/, tpom6oLmTsI 48 THIC./MKIL.

TInasma malMeHTKH, B3ATas 0 IIasMO06-
MeHa, /I ompefeneHysa akTusHocT ADAMTS
13 6pia oTmpaBiaeHa B HaloHaIbHbIN Mefu-
LIMHCKMIT uccmefoBaTenbekuil nentp (HMUILT)
remartonorun 06.10.2023.

CyMMapHO ITpoBefieHo 6 IPOoLeAyp Teparnes-
Ti4yeckoro maasmoo6bmena (03.10.2023 r., manee
vepes cyTkn). [Ipogomxensl Tpancdysun apu-
TPOLIMTHON B3BeCU (03.10.2023 1., 06.10.2023 1.,
07.10.2023 1.), KOHI[eHTpaTa TPOMOOLUTOB
(03.10.2023 1., 05.10.2023 r., 07.10.2023 .,

Puc. 4. Mynbrucnupanpias koMmnbioTepHas tomorpadus (MCKT) merkux
02.10.2023 - npu3HaKy BbIPAXXEHHOTO CHVDKEHVA ITHEBMATHU3AL MM JIETKNX 3a CYeT
MHTEPCTULNATIBHOI MHQUIBTPALIMI TETOIHOI TapeHXMMBI Ha (oHe IBYCTOPOHHETO
TUAPOTOpaKca. A — GOKYCHI YIVIOTHEHNS 110 TUITy MaTOBOTO CTeK/Ia, b — ypoBeHb
JKUJKOCTH B IVIEBPAJIbHON HOIOCTH, B — POKYCBHI YITIOTHEHN IO TUITY MaTOBOTO
CTEeKJIa, YPOBEHbD XUJKOCTY B IIIEBPA/IbHBIX MTOTOCTSAX.

08.10.2023 1., 09.10.2023 r., 10.10.2023 1.,
11.10.2023 ).

B yHaMyKe yCTaHOBJIEH CETICHIC, aCCOLMMPO-
BaHHbII1 ¢ Enterobacter aerogenes, SIBTIeHUSMI 10-
JIMOPTaHHON HETOCTATOUHOCTY (OCTpOe MOBpe-
JKJIeHMe TI0YeK, [[bIXaTelbHasi HEeOCTATOYHOCTh
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Tabnauya
Hunamura 6v160pounbix 1a60pamopHvix noxkazameneti Kposu
IToxasarenn 25.09.23 28.09.23 03.10.23 10.10.23 PedepeHcHbIe
IlaTa 09.10.23 3HAYEHS
Temornobux 77 69 82 93 120-140 r/n
SpurpounTst 1,96 2,1 2,56 3,16 (2,5-5,5)x10'%/n
Tpom6ounTeI 32 13 21 62 (180-320)x10°/n
JIettKoIuThI 14,33 3,77 10,25 17,63 (4-9)x10°/n
SosnHOuUIEL 0 0 0 0,1 0,5-5%
Basodust 0 0 0 1,2 0-1%
HeIZTpO(bMHbI 77,9 74,6 71,7 89,3 47-72%
ITanoyxosepHble HEMTPOPUIIDI 4 3 7 17 1-5%
CerMeHTOsIIepHbIe HENTPOQUIIDI 64 60 64 56 47-72%
HMM(l)ouMTbI 14,3 18 16 13 19-37%
MoHounTer 7,8 7,4 12,3 13 6-8%
C-peakTUBHBIIT 60K 30,5 - 18,76 76,74 0-5 Mmr/n
JIakTaTHernaporeHasa 180 3459 3768,86 1539,51 0-249 ME/n
AcmaprarammuHoTpaHcdepasa 447 73 48,65 37,95 0-31En/n
AnannHaMmnHoTpaHcdepasa 55,5 23 6,82 8,24 0-34 En/n
Kpearnnun 120,4 315 583 517 44-80 MMOIB/ N
MoueBnHa 13,75 23,3 74,32 20,98 2,8-7,2 MMOnb/ 11

2-11 crenenn). ITo mauubiM kouTponbHON KT op-
raHOB IpyAHOI KiaeTky ot 11.10.2023 — mpusHaku
BBIPAYKEHHOTO CHIDKEHNS ITHeBMAaTU3alUM JIer-
KIIX 32 CUeT MHTEPCTULMANTbHOI NHOUIbT ALY
JIETOYHOJ! ITApEHXMMBI Ha OHE IBYCTOPOHHETO
rupporopaxca (puc. 5).

IIpoBoAMIach AaHTUMMUKPOOHAS Tepamnus
(uedrpuakconom ¢ 02.10.2023 . mo 11.10.2023 r,,
Mokcupmokcannuom ¢ 06.10.2023 r.
o 11.10.2023 r., uMuneHeMOM/IM/IACTATUHOM
¢ 12.10.2023 r., amukamuHoMm ¢ 12.10.2023 r.,
BOpMKOHa30/10M ¢ 17.10.2023 1.), a Take, aH-

TUTUIIEpTEeH3UBHAsI Tepanys (HudeaunmH), aH-

TUCEKPeTOPHAs U MPOKMHETHYecKas Tepamns
(oMemnpa3os, MaHKpeaTH, METOKIONIPAMI),
reMocCTaTH4ecKast Tepamnus (JUIVHOH).

[IpoBopgunucy ceaHChl NPOJIIEHHON 3a-
MECTUTE/IbHON IOYEYHOI TepAlly B PEXUME
reMopuadpuIbTPaLNU C PETMOHAPHOI aHTUKO-
aryauueit uurparom (CVVHDE) 4 ceanca mo 4 gua (05.10.2023 -
08.10.2023 rr., 10.10.2023 - 13.10.2023 rr.). CoOCTBeHHBLII AUYpE3
6bIT BOCCTAHOBJIEH. B remMorpamMme COXpaHsiiach aHEMUsI CpeIHeit
CTereHN, IPUPOCT YPOBHs TpoMbouuToB 1o 40-50 r/1. 11.10.2023 1.
nonyded pesynbTaT ADAMTS13 - BblAB/IeHa CHYDKEHHAsl aKTUB-
HocTb ADAMTS13 - 5,5%, BbisiBier unruburop 2,5 BU.

[Iposenena Tenemenuuuuckas Koucynbrayusa ¢ HMMUI] rema-
tonorunu. TTII mopTBepXIeHa Ha OCHOBAHMM HU3KOJ aKTUBHOCTHI
ADAMTSI13. YunurpiBasi HexapaKTepHyI0 KIMHUYECKYI0 KapTUHY
s TTII (pasBuTue fuanns-3aBUCUMON OCTPOIL ITOYETHOI He-
DOCTATOYHOCTY ¥ TeMOPPAarndecKuil MHCYIbT), PEKOMEH/IOBAHO
IOIONHNTENbHOEe 06ctenoBanye. PEKOMEHIOBAHO IPOJODKEHNE
1a3M000OMeHa, IpenapaThl [IIOKOKOPTUKOCTEPOMOB, COI/IACOBAH
nepesoj, B HMVII remaronorum.

Puc. 5. MCKT-npusHaku BbIpa’keHHOTO CHVDKEHM S THeBMATU3aLMN JIETKUX 33 CUeT
MHTEePCTUIIMAIBHON MH(UIBTPALUN JIETOYHOI ITAPEHXMMBI Ha (POHE ABYCTOPOHHETO
ruppoTopakca. A — GOKyChbl yIVIOTHEHNUA 110 TUITy MaTOBOTO CTEK/Ia, b — ypoBeHb
JKMIKOCTH B IIEBPAJIbHOI IIOZIOCTI, B — OKYCHI YITIOTHEHNS IO TUITy MaTOBOTO
CTEKJIa CO CIMAHNEM B KOHCONMMAAINIO, YPOBEHD JKUIKOCTY B IITIEBPATbHBIX TTOJIOCTAX.

Y4uUThIBasl OTHOCUTENBHO CTAOMIBHOE COCTOSHIE MAI[VIeHTKIL,
TIPUHATO pelleHe O TPAHCIIOPTUPOBKE, KOTOPask OCYLIeCTBIANACh
B YCIIOBUAX aBUAIepesieTa C IMOAAEP)KMBAIOILE KUCTIOPOJHOI Te-
parmueii, KOppeKIelt >KUSHEHHBIX QYHKLUUIL B CONPOBOXAEHNI
IBYX Bpaueli-peanumaronoros BKb Nel. Ocnoxxuenuit B mpoiecce
moreta He 6p10. Yepes 11 wyacoB manyeHTKa gocraseHa B defe-

panbubit Hentp.

3akntoueHne

Bonesup MomkoBuna — ypreHTHast CUTyalus, Tpeby-
I011asl 9KCTPEHHON JMAarHOCTUKY M He3aMe[IUTe/IbHON Te-
panuu. Ha nepsoM sTamne, 10 NOATBEPKEHMA NUATHO3A,
NpYMeHEeHVE METOLOB 9KCTPaKOPIIOPAIbHOI TeMOKOPPEK-
LMY B COYETAaHUM C Tepanyell IIIOKOKOPTUKOCTEPOULaMuU
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1 aJJeKBAaTHO COIPOBOJUTEbHOI Tepamnuel, caaKeHHas
MEXAUCUUIIMHAPHASA paboTa [MO3BOJISIOT IPEXOTBPATUTD
HeOIaronpusITHBIN UCXO.

Kongnuxm unmepecos: asmopot deknapupyrom omcymcm-
8ue SIBHBIX U NOMEHUUATLHOIX KOHPAUKINOE UHMeEPecos,
CBA3AHHBIX ¢ NYOnUKAyUell HACMOSWLel CMamov.
Hcmounux punancuposanus: asmopul 3as67510m 0 puHaH-
CUpoBaHUU NPOBedeHH020 UCCIE008AHUS U3 COOCHBEHHDIX
cpedcma.

Yuacmue asmopos:

Konuenuus u dusaiin uccnedosanus — IIAK, ABT, BAH,
EIOII

Céop u o6pabomka mamepuana - I[IAK, MOC, HCK, ABY,
ABT

Hanucanue mexcma - ITAK, MOC, HCK, ABT, ABY
Pedaxmuposanue - BAH, EFOIII
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