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AHHOTaums

B cTaTbe npuBeAeHoO KpaTKoe onmcaHue peakoro 3a6oAeBaHms — TPOMOOTUUECKOI TPOMOOLIMTONEHNYeCKOM Nyprnypbl (6oAe3HM MolukoBuLa),
B OCHOBE KOTOPOTO A€KMT AepUUNT meTarronpoTenHasbl ADAMTS-13, npuBoAdwmMin K pa3BUTUIO TPOMOOTUHECKOM MUKPOAHTMONaTHm
C NMopaxeHUeM XM3HEHHO BaXKHbIX OpraHoB. Takke B CTaTbe MPUBEAEHO OMMCaHME KAMHMYECKOTO HaOAIOAEHMS NauneHTa ¢ GOAE3HbIO
Mouwkosuua. OCO6EHHOCTSIMU NPUBEAEHHOTO HAOAIOAEHUS SBASIIOTCS BOBAEUEHME B MAaTOAOIMYECKMI NPOLIECC MoYeK M KULWEYHMKA, TorAa
KaK B KAACCMUYECKMX OMUCaHUSAX AAHHOTO 3a00AEBaHMS OTMEUAETCS PEUMYLLECTBEHHOE MOpakeHHUe LIEHTPAABHOM HEPBHOM CHCTEMBI, & Takxke
reHetTnyeckas (popma 3aboreBaHms.
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The article presents a brief description of a rare disease — thrombotic thrombocytopenic purpura (Moshkovits-disease), which is based on
the deficiency of ADAMTS-13 metalloproteinase, leading to the development of thrombotic microangiopathy with the defeat of vital organs.
The article also describes the clinical observation of a patient with the Moshkovits-disease. The features of the above observation are
involvement in the pathological process of the kidneys and intestines, while in the classical descriptions of the disease there is a predominant
lesion of the Central nervous system, as well as the genetic form of the disease.

Keywords: thrombotic thrombocytopenic purpura, thrombotic microangiopathy, Moshkovits-disease, ADAMTS-13.

For citation: Stolyar A.G., Avdonin P.V., Valamina I.E., Stolyarevich E.S. Clinical observation of a patient with thrombotic thrombocytopenic
purpura with renal and intestinal lesions. Therapeutic Archive. 2019; 91 (7): 106-110. DOI: 10.26442/00403660.2019.07.000131

AT’ — aprepuanbHasi TUIepPTEeH3Us

A]l — apTepualibHOE JIaBlIeHI1e

AL — qmactommueckoe Al

KT — xomnbroTepHast Tomorpacust

JIAI — nakTatieruporeHasa

MAT'A — MUKpPOQHTMONATUYECKasi FEMOJIMTUYECKAsT aHEMMUST
CAJI — cucronyeckoe AJl

C3I1 - cBexke3aMOpPOKEeHHasI IIa3Ma

TMA — TpoMGOTHYECKasi MUKPOAHTMOMATHUS

TTII — TpomboTHYECKast TPOMOOLMTONEHNYECKas! MypIypa

Y3U — yabTpa3ByKoBOE UCCIIE/IOBAHIE

Ox0KTI" — axokappuorpacust

ADAMTS-13 — merannonporenHasa (disintegrin-like and metallopro-
tease with thrombospondin type 1 repeats 13)

TpomGoTuueckast ~ TpombouutoneHnnueckas  nypmypa E. Moschcowitz BbIABMHYJ MMIOTE3y O HAIMYUU HEKOETO sifia

(TTII) — penkoe 3a6oJyieBaHNe, XapaKTepuU3yroleecss TpoMo60o-
3aMU MHUKPOLMPKYJISITOPHOIO pycila U MPOSIBIISIOLIEecs, KaKk
MPaBWJIO, TPOMOOLMTONEHNUEN TOTPeOIeHS, MUKPOAHTMOTIATH-
yeckoil remonutuyeckoil anemueinn (MAI'A), HeBposoruue-
CKMMH CUMIITOMaMH, FeMOPPArnYeCKMMI KOSKHBIMU BBICHITNA-
HUSIMU, TIOpaKeHMeM TMouek, juxopaakoi [1, 2]. Ilepsoe
onmcanue 3Toi 6o1e3nn npuHaanexxuT Eli Moschcowitz, koTo-
polit B 1924 r. HaGmrofan 1eByLIKY ¢ aHEMUEl, MeTeXUsIMU Ha
KOXe€ M MapajMyoM, KOTopasl BHajla B KOMY 1 ObICTPO Moruouna
[3]. ITpu maTos0roaHaTOMUYECKOM MCCIIEIOBAHUM B apTepHOJIax
U Kanmuisipax Torudmiein Obuim  OGHApy>KeHbI TPOMOBI.
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C arrIIOTUHATUBHBIMU ¥ TEMOJIMTUYECKUMU CBOVICTBAMU, KOTO-
PBIi1 ¥ SIBAJICS] TPAYMHON 3a00JIEBaHUS.

TTII orHOCHTCS K Tpymme 3a60eBaHuil, KOTOPbIE HA3bI-
BaloTCsl TpomMboTuueckoil mukpoanrnonatueii (TMA) [4].
Cunppom TMA BkiouaeT B cebGs TpOMOOLMTONEHUIO,
MATA, ¢parMeHTauyio 3pUTPOLUTOB (IIM30LUTO3) U FEMO-
m3. Mopdonornuecku TMA npencTtaBiseT co6oii yTodie-
HUE CTEHOK COCY/IOB C 9HOTENAILHLIM Ha0yXaHueM 1 OT/ie-
JICHUEM 3HJJOTEIUAbHBIX KJIETOK OT OCHOBHON MeMOpaHbl,
a Tak>Ke o0pa30BaHMEM MUKPOTPOMOOB KaK apTepualbHbIX,
Tak u kamusipabix [5]. K rpynne TMA otnocsitest TTII,
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Habatoaerne naumneHta ¢ 7pomM60THUECKOM TPOMOOLIMTONEHNYECKOH MypITypo#

FeMOJUTUKOYPEMUUECKUI CUHAPOM (TUNUYHBIA U aTUNUY-
HBII), KaTaCTpO(pUIecKit aHTU(HOCHONUMUTHBII CUHIPOM.

TTII pocTaToO4HO CJIO0KHO ObIJIO OTIMYUTH OT JIPYTUX Bapu-
antoB TMA, noka He OblI pacluupoBaH NaToreHes 3Toi 60-
ne3nn, a uMeHHo nipu TTIT oTmevaeTcst BbIpaXkKeHHbIH iepuiuT
meTasnonporenHasbl ADAMTS-13 (a disintegrin-like and met-
alloprotease with thrombospondin type 1 repeats 13) [6].
ADAMTS-13 cuHTe3upyeTcsl NPEeUMYLIECTBEHHO B NEYEHH,
pacuienisisi CBepXKpYyIHble MOJIeKyJIbl hakTopa oH Bunie-
OpaHa 1 MPEensITCTBYSI TeM caMbIM TpoMOoo6pa3oBanmio [4, 7,
8]. dast TTII xapakTepHo cH>KeHne akTuBHOcTH ADAMTS-13
B KpoBU J10 ypoBHsI MeHee 10%. [lepuuuT MeTanaonpoTenHasbl
ADAMTS-13 mMokeT ObITh KaK T'€HeTHYECKO! MPUPOJbl — Jie-
ekt rena ADAMTS-13, Tak 1 ayTOUMMYHHO! — HAWYWE WH-
ruouTopHbIx aHTuTen nporus ADAMTS-13 [9-13].

CoryacHO JaHHbIM (PpaHIly3CKOro HallMOHAILHOTO PeecTpa,
pacnpoctpaneHHocTb TTIT Bo ®panimu coctasnsier 13 ciyyaes
Ha 1 muH Hacenenus [14]. Yactora TTII u remonuTuyeckoro
YPEMHMUYECKOr0 CHUHPOMA, CTAHJAPTU30BaHHAs MO BO3paACTy,
B CoenmneHHom KopouneBcTBe oneHnBaeTcst B 2,2 ciayvasi Ha
1 mnu Hacenenus, a B CackaueBane, Kanaja, aToT nokasaTelb
coctamsieT 3,2 ciayuas Ha 1 muH Hacenenus B rof [15]. Co-
oO1aeTrcst TakKe o npeodsaanuu >KeHyH npu TTIT npumepno
B cooTHouennu 2:1 [2].

JleransHocts npu TTII 6e3 neuenust pocturaet 90%. Ipu-
MEHEHUE IIa3MOOOMEHA CHIXKAET YPOBEHb JIETAILHOCTU J10
10-20% [2].

Taxnum o6pazom, akTyanbHOCTb npobiemsl TTII onpepe-
JISIETCS1 KaK TSKECTbIO KIIMHUYECKUX MPOSIBIECHUI IaHHOT'O 3a-
GoneBaHus, TaK U 3HAUUTEJIbHBIM YPOBHEM JieTalbHOCTU. Cu-
Tyauusi OTArOLIAETCS PEAKOCTBIO 3TOH marojoruu. B aToii
CBSI3U OMUCAHUE KAXKIOrO KOHKPETHOIO KJIMHUYECKOro Habuo-
nenust TTII Ha cerofHsIIHMIA IEHb NPEACTABISIET CYILECTBEHHbII
MHTEPEC [JIs1 LIMPOKOI'o Kpyra Bpayei.

KAMHMueckoe HabAlOAeHHe

[Mamment I1. BnepBble momnan B moJie 3peHus] Hedposora
B Bo3pacte 30 ser. Co cioB nayueHTa, B 18 neT Bo Bpems mpo-
XOK/ICHUSI TPU3BIBHON KOMUCCUM y HEr0 OOHAPY>KUIIN U3MEHe-
HUSI B aHAJIM3aX MOYM (KaKue UMEHHO, YTOYHUTb HEBO3MOXKHO).
B cBs13u ¢ aTM B apMun He cay>kuit. Pa6oTan anekTpocBapiim-
KoM. [Tp1 niaHoBBIX MPOHOCMOTpax B aHAIM3aX MOUM OOHApY-
SKUBAJIACh 9PUTPOLUTYPHS (JIOKYMEHTAJIbHbIE JJAHHBIE HE COXpa-
HUJIVCH).

B nosi6pe 2017 r. (B Bo3pacTte 30 neT) o6Hapy>KEeHbI MPOTe-
MHYpPUs BBICOKOTO ypoBHsl (3,0 /1) M NOBbBILIEHHE KpeaTHHUHA
CBbIBOPOTKHU 10 150 MKMOJIB/J1, IOCJIe Yero nauueHT OblI FOCU-
TaIN3UPOBaH B Hedposornyeckoe otaeseHne CBEpIOBCKOM
obnactHoW KiaMHMYecKon GombHMIBI Nel r. ExarepmHOypra
(07.12.2017). BbimonHeHa 6Moncust NOYKu.

IMepBblil aHAIU3 TUCTONIOMMYECKUX MPENapaToB Obl Cle-
nytowmM. ITpoBeneHbl OKpack TeMaTOKCUIIMHOM M 303MHOM,
HIMK-peakuumst, Tpuxpom mo Maccony. B nHedpobuonTaTe
TMpefICTaBIeH (PparMeHT KOPKOBOTO ¥ MO3IOBOT'O CIIOEB, MPef-

Csedenus 006 asmopax:

Asoonun Ilasea Baadumuposut — f.M.H., Ipo@., pyKOBOAUTEIb J1ab. (u-
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cTaBiieHo 4 Kiy6ouKa, U3 HUX 2 KiyOOuKa rMajJMHU3UPOBAHbI,
etle 2 — ¢ KpyMHbIMM y4acTKaMM MEXIETIIEBOro CKJlepo3a (10
2/3 KanuIISIpHBIX NMEeTelb), HeOObILOoN Mponudepanyeil Me3aH-
ruouuToB. [omMepyssipHble Ga3aiibHble MeMOpaHbl BHE 30H
CKJIepo3a, He YTOJIILeHbl. B nHTepcTHMM KOPKOBOTO U MO3ro-
BOI'O CJIOEB — KPYTHbIE (POKYChI cKiepo3a, TyOynspHas cyo-
aTpousi, HepaBHOMEPHasi UHPUIbTpaLKs TUMGPOLNTAMHA, TH-
cruouuramMu. OTMevaeTcsl BbIPa’K€HHass T'MIEPTOHMYECKas
HedpoanrnonaTus. OKpacka KOHIO-KpacHbIM Ha aMUJION]] OTPHU-
HaTesbHas. 3aKkJrouyeHue: B Impejiesiax ouonTara OTMeYaroTCs
HayaslbHble NMPU3HAKM (PUOPOIIACTUYECKON TpaHC(opMaLun
MOYEYHOI TKAaHU — TOTAJIbHBIN IOMepYyI0ockiepo3 — 50% kiy-
60YKOB OMONTATA, BEIPAXKEHHbII MHTEPCTULMANIBHBII CKIIEPO3.
I'mnepronnyeckas Heppoanruonarusi. [JJoCTOBEPHO YyTOUHUTH
MOpOJIOrnIecKuil BApUAHT XPOHUUECKOT O IIIOMepyJIoHedpuTa
N0 MaTepuay He NPeCTaBISETCS BO3MOKHbIM.

[Ipu nocTynuieHnn B OTAEICHUE Yy NALUEHTA CHIZKEHO KOJIU-
9eCTBO TPOMOOIUTOB B KpoBu (140x10°/71), a npu BINKCKE U3
CTalMoHapa KOJIMYECTBO TPOMOOIMTOB YMEHBUIMIOCH 10
100x10%/.

UYepes 12 pueit (c 10.01.2018) y naupenTa nosBuimch 60mm
B >KMBOTE MO TUITYy CHACTUYECKOro Koaurta. bonbHoi rocnura-
JIM3MPOBAH B XMPYPruueckoe OT/CICHHUE M0 MECTY KUTEJILCTBA,
rae 12.01.2018 nmpoBefieHa AnarHocTUyeckas JanapocKOInusl.
JlaHHBIX, CBUETEJILCTBYIOLMX O MEPUTOHUTE, KaTacTpoge
B OPIOLLIHOI TOJIOCTH, HE TIOJTYYEHO.

24.01.2018 maygueHT NOBTOPHO MOCTYNUI B He(pposoruye-
ckoe otpenenue. [Ipu mocTynieHnn NpebsBiIsl XKanoobl Ha
BhIpAXXEHHYI0 ci1abocThb 1 60 B >kuBore. [Ipu ocmoTpe o6pa-
manm Ha ce0si BHUMaHue OJIEJHOCTb KOXKM U CIM3UCTBIX,
a TakxKe 00JIE3HEHHOCTD MPY MAJbIALMK KUBOTA, MPEUMYILIe-
CTBEHHO T10 XO/1y TOJICTOI KUIIKK. BoIK B )KMBOTE COXPaHSIINCH
M HE CHUMAIIUCh CMa3MOJUTUYECKUMHU U 00€300JMBAIOIMU
npenapaTami.

ITo naHHBIM 1aGOPATOPHBIX UCCIIEJOBAHUI OOHAPY KEHBI:
aHeMust — remMoryioouH 80 r/J1, CHU3UBIINICS 10 65 T/11 B TeueHne
10 mHeit, TpoMGonTONEeHHsT — Yrcio TpombormTo 100x10%/1
€O cHMXKeHueM 10 23x 10%/11, a Takke mm3ouuTo3 10 4% u no-
BbIILIEHME AaKTMBHOCTM JakTataerupporenassl (JIIAI) no
825 Ep/n (Hopma 250 Ep/m). OnpepienieHo copepykaHue ranTor-
JIOOMHAa B KPOBU Il TOATBEPXKACHUS HAIMYMS TeMOJIn3a
<0,1 r/n (Hopma 0,3-2.,0 r/m). Takum 06pa3oM, BLISIBJICHBI BCE
nabopaTopHble nposieieHnss TMA. Takxke oOHapy>KeHbl BbIpa-
SKEHHasi NPOTEUHYpUs 10 3,7 /71 ¥ NOBbIIIEHNE KPEaTUHUHA ChI-
BOPOTKU — 350 MKMOJIB/JL.

[Ip1 KOJIOHOCKONMUM 0Ka3aJl0Ch, YTO CIM3UCTast 000I0YKa
TEPMUHAJILHOTO OT/IeJIa MOJIB3/IOIIHON KUIIKY COJIEPXKUT €/IU-
HUYHbIE TEeMOpPAarMyeckue 3po3uu, a B CJIENOM, MONepeyHON
000/I0YHOM KUILIKE UMEIOTCSl MHOXKECTBEHHbIE $13BbI, OKPYTJIbIE,
mockue, tuametpom 0,4-0.5 cMm ¢ pubpuHOM Ha JiHE, C SIPKO-
KpacHbIMHU KpasiMu. B Bocxopsiueit 060/104HOI 1 MONepeyHoi
000/104HO KMIIKE OOHAPY>KEHbl MHOXKECTBEHHbIE 513BbI OT 0,7
10 2,0 CM € TIIOCKUM JTHOM, TTIOKPBITBIM I'PSI3HO-XKENITOro [BETa
(puOPHUHOM, C SIPKO-KPACHBIMU TPAaBMAaTUYHBIMU KpasiMu. DHJI0-
CKOTMCTOM JIAHO 3aKJIFOUEHNE: SPO3MBHO-513BEHHAS KOJIONATHS
(mucbpepeHIANTBHBIN AUATHO3 YPEMUUYECKO KOJIONATUU U 60-
ne3nn Kpona).

[Ip1 rucTosornueckom McclieloBaHuu OUOTNICUM TOJICTOMN
KMIIKK OTMEYEHO, YTO (pparMeHThbl CIIM3UCTON 000I0YKH Tep-

Konmaxmnas ungpopmayus:

Cmoasp Anexceil I'ennaovbesut — 1M H., 3aB. OT-HUeM Heponoriu I'BY 3
CaeppiioBckoii oonacti «CBepioBeKast 001acTHas KIIMHUYECKast 00JIbHULA
Nel», ren.: 8(343)351-16-76; e-mail: ambr375@mail.ru; ORCID: 0000-
0002-2485-9464
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Puc. 1. AktuBHOCTb MeTaaronpotenHasbl ADAMTS-13 B naasme
KpoBu naunenta I1.
AxkTuBHOCTE ADAMTS-13 cocraBuna menee 2% OT ypOBHSI ak-
tuBHOCTH ADAMTS-13 B KOHTPOJBHOIA TIT1a3Me, IOy YSHHO MPH
CMeIMBaHIN 06Pa3LOB M1a3Mbl 3[[0POBbIX JOHOPOB. AKTHUBHOCTh
OMNpeNIENsIack Mo TUAPOJN3y (HIFOOPECIEHTHOrO CyocTpara Me-
tamonporerHasbl ADAMTS-13 FRETS-VWE73 (05.02.2018).
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Puc. 2. OnpeaeAeHre HHTMOMTOPHBIX AHTUTEA MPOTUB MeTaA-

AonporenHasbl ADAMTS-13 B naasme kpoBu naumenTa I1.
3HauMMOro KOJIMYeCTBAa MUHTMOUTOPBIX AHTUTEIT HE BbIBIICHO. AH-
TUTEJIA ONPEJIENISUTUCH MO TOIABJIEHIUIO AKTUBHOCTH METaJIIONpOTeH-
Hazbl ADAMTS-13 B KOHTpOIIBHOIT NITa3Me NMPY CMENIVBAHNN €€
¢ ma3moit maipenTa [1. B coorHomenusix 1/1 m 1/0.5 (05.02.2018).

MHUHAJIBHOTO OT/IeJIa TOJICTOM KUIIKU UMEIOT cllaboe XpoHnYe-
CKO€ BOCMAJIEHUE, a C KPAeB S3Bbl BOCXOJIALIETo OT/iesa 0060/104-
HOIl KMIIKU — (PparMeHTbl I'PaHyJISILMOHHON TKaHW C MOJIM-
MOP(HO-KJIETOYHON BOCTIAIUTEBHON MH(PUIbTPALUEN.

ITpu npoBeneHnn 330¢haroracTpojiyoIeHOCKONMK B aHTPAJIb-
HOM OTJIelle ¥ HUXKHEH TPEeTH >Kelly/iKa OOHapY KeHbl eIMHUYHbIC
9PO3MH JUAMETPOM OKOJIO 2 MM, aHTU3KTA3UU IUAMETPOM OKOJIO
2 MM, a TakxKe OynbOuT U pyouoBas fiecpopMaLust JTyKOBULbI
JBEHAJIATUNEPCTHON KULIKH.

Jlannbie komnbroTepHoit Tomorpacuu (KT) opranos rpyp-
HOIl KJIETKH MNPOJEMOHCTPUPOBAIM OTCYTCTBUE W3MEHEHUI
B Jlerkux u cpefocrennu. I1pu nposenennn KT opranos 6pror-
HO¥ MOJIOCTH 6€3 KOHTPACTHOTO YCUJIEHUs OOHAPY KEHbI ClIefIbl
CBOOOJIHOM >KMUJIKOCTH B MOJIOCTH MAJIOT0 Ta3a, yTOJIEHUe CcTe-
HOK 000710uHOI Kuiku. [Ipy yabTpa3ByKOBOM HCCIEIOBAHNN
(Y3W) opraHoB OGpIOLIHON TOJIOCTH NATOJOTMYECKUX U3MEHE-
HUI1 HE BbISIBIIEHO. Pa3Mepbl movyek cocTaBuiu: mpaBasi Movyka —
103x47 mm, neBast — 106x47 mm. KoncTatupoBans! i y3Hbie
M3MEHEHUs1 MapeHXnMbl o6enx novek. IIpu ynabTpa3BykoBoii
ponmieporpacuy NOYEeUHbIX apTEPUil JaHHBIX O CTEHO3€ He 110-
JIy4eHO, HO BBISIBIIEH KPOBOTOK C BBICOKMM NepupepruiecKum
COMPOTHBJIEHUEM M HE3HAYUTEIIbHOE CHIKEHNE JIMHEHHON CKO-
pOCTH KpOBOTOKA B MapeHxume obenx nouek. [1o gaHHbIM 3X0-
kappuorpaduu (3xoKTI') BbisiBlIeHa runepTpocus MUOKapja Jie-
BOIO 3KEJyJl04Ka, MUTPAJIbHAS M AOPTAIIbHAS PEerypruTaius
I crenenn.

B cBs3u ¢ koncraraupenn TMA co 02.02.2018 wnauanu
«IIa3MOTEPANMIO» — TPAHC(Y3UU CBEXE3AMOPOKEHHOM
mna3Mbl (C3I1) cHayama exxenHeBHO B oO0beme 400-450 mu
B TEUEHHE HEJIeIN, lasee yepes ieHb. OTMevanoch ObICTpoe Ky-
nupoBaHue 6osiell B JKMBOTE: B TeUEHUE 2 IHEH Mocje Havasa
«m1a3moTepanuu» . ClieflyeT OTMETUTD, UTO B JaJIbHeliIeM 6011
B >KMBOTE Y NMalMEHTa He peuuiMBUpoBain. Takxke ¢ BbICOKOM
CKOPOCTBIO (B T€UEHME HEMIEeNM MOCiie Hayajla «IUla3MoTepa-
[UK») OTMEYAJIOCH YBEIMUYEHUE Ynciia TpoMOouToB ¢ 20x10%/1
1o 150x10°/n u camskenue aktusHocT JIIT ¢ 825 o 448 Ep/n.

[Ip1 MOBTOpPHOM aHajM3e TMCTOJOIMYECKMX MpPEenapaToB
6uonTaTa moyku ot faekadpst 2017 r. (¢ y4eToM HOBBIX KIMHU-
YECKMX JIAHHBIX) MOJIyYEHO ClIe[lyIolIee 3aKII0UeHne: U3MEHe-
HUSI B GUonTaTe HauboJiee COOTBETCTBYIOT XpoHrueckoil TMA.

[TpoBeyieHO HcciieioBaHNe aKTUBHOCTH METAJNIONPOTEUHA3bI
ADAMTS-13 B mia3me KpoBH, KOTOPast OKa3anach OUYeHb HU3-
Kol — 2% (puc. 1). KpoBb B3siTa 10 Hauana mia3MoTepanuiu.
IMpu stom uHrubuTOpHbLle anTUTena npotus ADAMTS-13
B IJIa3Me MalUeHTa He oOHapyKeHbl (puc. 2). TakuM obpaszom,
pe3kuii nepuutr ADAMTS-13 no3Boaui cienaTh BLIBOJ, UTO
naypeHT ctpajaeT TTII (6one3nbio MoikoBuia), a OTCyTCTBUE
AQHTUTEJ K IaHHOMY (pakTOpPy NO3BOJIUIO NPEANONIOKUTD IeHe-
TUYECKYIO MPUPOJLY 3TOr0 3a00JIEBaHUS.

I'ucTonornyeckue npenapaThbl TKaHW MOYKU MEpefiaiy Jis1s
HE3aBMCUMOTO 3aKJIF0UYEHHs APYTroMy MOP(OJIOTy , KOTOPBIN 1aJl
3aKJIIoUeHMe: OMOINCUs HealeKBaTHa, U y3HbIIT II100aIbHbIN

Tabamua 1. AMHaMMKa OCHOBHBIX AADOPATOPHBIX MOKa3aTeAel M KAMHUYeCKMX coObITHi naumenTa 1.

ekadbpb AuBapr ~ Pepanb Mapt Anpenb Maii
Mokasarests o 2018r. 2018 T, 0I8r. 018t 2018T.
TpomGouuTsl, eax 101 100 23 150 He onpeneneno 83 140
JIAL, En/n He onpeneneno 825 240 He onpeneneno 417 238
AJAMTC-13, % He onpepeneno 2 30 He onpepeneno 2
T'emornio6un, r/n 121 65 124 He onpepeneno 112 118
KpeaTuHuH cbIBOPOTKM, MKMOJI/JT 170 350 244 He onpepeneno 294 238
DPO3UBHO-S3BEHHBIIT KOJIUT, 9PO3UBHbII 3 + + B B B
racTpOj1yOJIEHUT
[Tnazmorepanus - - + - + +
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1 CETMEHTAPHBII TJIOMEPYJIOCKIIepO3, NllleMUYecKast Hedpona-
Tusi. I3MeHeHnst CocyIoB MaJioro Kajmopa MOTYT ObITh MPOSIBIIe-
HueM xpoHndeckoil TMA m0o runepToHn4ecKoro HehpoaHr1o-
ckiiepo3a. [Ipu oTcyTCTBUM JJaHHBIX UMMYHO(IIFOOPECUCHINI
HEellb35 TIOJTHOCTBIO UCKITIOYUTH MIMMYHOKOMIIJIEKCHYIO MaTOJI0-
THIO KaK MPUYMHY [IIOMEPYJIOCKIepo3a.

[TagpeHT BbIMKCAH JOMOT NOJ] HAOJIOfIEHNE TepaneBTa C pe-
KOMeHauusMi  npofokuth  BBefeHne C3I1  oObemom
400-500 mn ¢ yactoToi 1 pa3 B Heflemo. OfHAKO B CUITy Opra-
HU3ALMOHHBIX 3aTpyaHeHnii Tpancgy3un C3I1 6b1mm npekpa-
wiensl. [TanpenTt npuctynun K TpyfoBoit AesresnbHocTH. Yepes
1,5 Mec BHOBb rOCIIMTAIM3UPOBAH B HE(PPOJIOTNYECKOE OT/IeIe-
HUE [ KOHTPOJISl COCTOSIHUS 1 JTaGOpATOPHBIX MOKa3aTesei.
BHOBB 06HapyskeHbI TpoMbomToneHus (83x10%/1) u moBbIre-
nue aktuHocTu JIAT" (417 En/n), Hapactanue anemuu (remo-
rno6uH 112 1/7), nosiBleHre In30UUTOB B KpoBH (2,5%). Takum
06pa3oMm, BHOBb KoHcTaTupoBaiim TMA. Otmeuanuch yBennye-
HUE KPEaTUHUHA ChIBOPOTKH JI0 294 MKMOJII/J U CHUKEHHE aK-
TUBHOCTH MeTasonporenHazsl ADAMTS-13 B kpoBu 10 2%.
[Tanmenty Bo300HOBIIEHA MuazMoTepanusi: 3a 14 nHeill npose-
peHo 6 tpancdysuii C3I1 B 06beme 400—450 mn kaxpas. ITocne
MPOBEJICHUs] MOBTOPHOI Cepuy IIa3MoTepanuu HabJroanach
TMOJIOKUTENIbHAS IMHAMUKA BCEX BbIILIETNIEPEUMCIIEHHbIX JJabopa-
TOPHBIX MoKa3areneil (Taéia. 1). Boau B sknuBoTe GoJblIIEe HE BO3-
0OHOBIsMCK. [Ipu poBeieHMN KOHTPOIJILHON KOJIOHOCKONNT
9PO3Uii 1 3B B TOJICTOI KHUILIKE HE OOHAPY>KEHO.

Heo6xoaumo Takske OTMETUTh, YTO B T€UYEHUE BCEro Ie-
pyiofa HaGMFOIeHNS! Yy TALMEHTa OTMEYaIach BbIpAXKEHHAs apTe-
puarnbHast rumnepTensus (A). B Ta6u1. 2 mpuBopisiTCs JaHHBIE CY-
TOYHOTO MOHUTOPMPOBAHUS apTepuanbHoro fasienus (AJl) ot
26.04.2018, npoBefieHHOTo Ha (pOHE 4-KOMIOHEHTHOI aHTUTH-
NMEePTEeH3MBHON Tepanuu (HU(eUNuH, G1CONPOII0I, MOKCOHH-
JIMH, IOKCa303uH). PerncrpupoBanachk yMepeHHasi CUCTOJIOfA-
cronryeckast Al” iHeM u TsiKesast cuctojogractoanyeckas Al
Houbto. CyTouHbIi puT™M Al HapylIeH s cuctonmiyeckoro AJl
(CAD) u nmactommueckoro AJl (JAJL) 3a cuer npeumyiie-
CTBeHHOTo noBblieHnst AJl B HouHoe Bpemsi. Tak:ke HeCKOJIbKO
MOBBILIEHO 3HaYeHue mysibcoBoro AJl.

B mae 2018 r. nocne 3HaUMTEILHOTO yIIyUllIeHus! JabopaTop-
HbIX MOKa3aTeJsIell MAlMEeHT BbIMMCAaH MoJ] HAOJIIO[IcHNE TeparneBTa
M0 MECTY >KUTEJIbCTBA C PEKOMEHIALMSIMHI TPOJIOJIKUTD «ITa3-
MoTepanuio» 1o cxeme: Tpancysust C3I1 B o6beme 400—450 mu
1 pa3 B 10 gHei, mpy CHIZKEHUM KOJIMUECTBA TPOMOOLIMTOB B Me-
pucpepuueckoit kposu Menee 90x 10%/11 — npoBejieHre JOMOHI-
teabHOl TpaHcdysun C3II. Takske gaHbl PeKOMEHJALMKM O
OCBU/IETEJICTBOBAHUIO NMALMEHTA B KOMUCCUN MEIMKO-COLMAIIb-
HOI1 3KCNEepTU3bl (HAINUK1e NPU3HAKOB UHBAJIUIHOCTH) U U3MEHe-
HUIO YCIIOBHIA Tpy/ia (MPOTHUBOMOKA3aHa TPY/I0Bast IS TEIbHOCTh
BO BPE/IHBIX MPOU3BOJICTBEHHBIX YCIOBUSIX).

OO6cyxaeHHne

AHanu3 NpUBEIEHHOTO KIIMHNYECKOr0 HAOJIOJICHUS! TO3BO-
JISIeT yTBEPKAATh, YTO HAOIIOAAeMbIl HAMH MAUEeHT CTPajiaeT
penkum 3aboneBanveM — TTII (6one3nbto MomkoBuia), 4To
TIOJITBEPK/IACT BbISIBJICHHBIN Y HErO BHIPAXKECHHBII ASPULUT Me-
tannonporenHazbl ADAMTS-13 — 2%. Ilo-Bupumomy, B JaH-
HOM CITyyae MOKHO TOBOPUTDH O T€HETUIECKON MpUpofe 3a00J1e-
BaHUSI, O YeM CBHUJIETEJILCTBYET OTCYTCTBUE WHIMOUTOPHOI
aKTUBHOCTH MJ1a3Mbl nmanyenTa K ADAMTS-13. K coxxanenuro,
Ha JIaHHBIII MOMEHT MbI TIOKa HE IMEeM BO3MO>KHOCTH TPOBEfie-
HUSI TEeHETUUYECKOTO aHaJIM3a.

Eme oHO 06CTOSITENHCTBO, KOCBEHHO CBUIETENILCTBYIOLIEE
0 FeHEeTUYECKON NMpUpoJie 3a00JIeBaHNS], COCTOUT B CIICAYIOLLEM.
SBnennss TMA B HaGmofaeMoM citydae yCTYHatoT NPy NpUMeHe-
v Tpancgysuit C3I1, Torpa kak npu TTII, o6ycioBneHHOM Ha-

TEPATEBTUYECKUW APXVIB 7, 2019

Ta6Anua 2. Noka3zareAn CyTO4HOTO MOHMTOPUPOBaHUs AA na-
unenTa 1.

ITokazaTenn Tepuon Tepuon
GOAPCTBOBAHMSI  HOYHOTO CHA

Cpennee AT, MM pT. CT. 163/108 174/109

MaxkcumanbHoe CAJT, 191 191

MM PT. CT.

MunnmansHoe CAJT,

MM PT. CT. 140 146

MaxkcumanbsHoe [TAL, 143 120

MM PT. CT.

MunumansHoe [TAT, 9 85

MM PT. CT.

Harpy3ka aBnexuem s

CATL. % 100 100

Harpy3ka jaBnenuem st

TIATL % 100 100

Bapua6ensHocts CAJL, 17 (Bbicokasi) 14

MM PT. CT.

Bapuat6ensnocts AL,

MM T CT. 12 (Hopma) 9

Cyrounbiit uaaekc CAJL, % 7 (HaiTnvikep)

Cyrounsiit ungexc JA, % 1 (HaiTnvKep)

Cpepnnee myiascoBoe All /cyT,

MM PT. CT, 57 (Hopma <)

YCC, ot ynapoB B 1 MuH

37-88
110 yAapoB B 1 MuH

IIpumeuanue. YCC — yacToTa CEPACUHBIX COKPAILICHHIA.

muneM antutes K ADAMTS-13, Bpsit s Obl yiaBasioch 1oity-
YUTB OBICTPBIH MONOKUTENBHBIN 3(PeKT 6e3 MPUMEeHEHNS T1a3-
MOOOMEHa, MO3BOJISIIOLIEr0, KpoMe BOCHOJHEHUs AeduuuTa
ADAMTS-13, cHIKaTh TUTP aHTUTEN MPOTHB JIAHHOTO (DakTOpa.

BeoisiBnenne BoipaxkenHoro aeguuura ADAMTS-13 nosso-
JIMJIO MCKITIOYNTh IPYTHe BO3MOXKHBIE puunHbl TMA: atnnny-
HbIii FEMOJIMTUKOYPEMUYECKUI CUHAPOM, aHTU(POCHOMUIUIHBII
CHHJIPOM.

Kpowme Toro, ciegyer o6paTuTh BHUMaHHE HA 30HbI TOpasKe-
HMS MATOJIOTMYECKUM TpoueccoM. Kraccuueckue onucanus
TTII cBUpETENbCTBYIOT O NMPEUMYLIECTBEHHOM IMOpaXKEHNUU
LEHTPaJILHOI HEPBHOI CUCTEMbI U HECKOJILKO peke mouek [1].
B npejicraBneHHOM HaGIIIOfIEHUH IEPBLIMU OpraHamMu, BOBJICYEH-
HbIMU B TTATOJIOMMYECKUI MPOLIECC, MO-BUIUMOMY , ObIIIM TIOYKH.
B noukax, coriacHO rMCTOJIOTMYECKOMY MCCJIIE/IOBAHUIO, UMe-
Jck nposiBienust xponudeckoit TMA. Ho, TeM He meHee, 06a
TUCTOJIOrA, TIPOBOJIMBILKE MCCIIEIOBAHKME TIOUYEYHOro buonrara,
HE UCKJIOYAJIM HAIMYMS B TIOYKaX JIByX MAaTOJOTMYECKUX MPo-
neccoB: TMA u xpoHnyeckoro riomepysnonedputa. Bropbim
OpraHoM, BOBJIEUEHHbIM B ITATOJIOTMYECKUIl IPOLECC, SBUIICS
SKEITyJ0YHO-KUIIEYHbII TPAKT — MPEUMYIIECTBEHHO TOJICTas
KMIIKA, YTO NMPOSIBUIIOCH PA3BUTHEM B HEll paclipOCTPAHEHHOTO
si3BeHHOro npouecca. [Ipu aTom nopakeHust LeHTPaJIbHOI HEPB-
HOW CUCTEMbI He HaOJIIoIanocCh.

Crepyrouiee 06CTOATENBCTBO, KOTOPOE HEOOXOAUMO ObLIO
Obl OTMETUTD TIPY aHAJIM3E JAHHOTO KJIMHUYECKOTr0 HAOIOICHNSI:
TMA 3anofo3peHa TOIbKO Nnocje 0OHapy>KEeHUs MOBBILIEHHOTO
yposust JIAT'. IToBbiuenHblit yposens JII' no3sonun quarso-
CTMPOBATh HAIMYKE BHYTPUCOCYUCTOrO reMOJIN3a U, TAKUM 00-
pa3oMm, TIOHSITh, UTO y ManuenTa nmeeT mecto TMA (remonus,
TpombouuTonenusi, MAT'A npu orpunatensHoit npode Kym-
6ca). [IpoBesieHre nanbHENIIEro IMarHoCTUYECKOro NoucKa nos-
BOJIUJIO BbISIBUTH BbIpaxKeHHbIi fiecouuut ADAMTS-13, xapax-
tepubii nst TTII.
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Tpancysun C3I1 no3Bomnuim JOOUTHCS Kak reMaTosiornye-
CKOT0O OTBeTa (BOCCTAHOBIIEHNE KOJIMUECTBA TPOMOOIMTOB), TaK
Y KyNUpOBaHus 601eBOro ablOMUHAILHOTO CUHIPOMa, 00yCIIOB-
JIEHHOTO 3pPO3WBHO-S3BEHHBIM MOPA’K€HUEM KMIIEYHUKA, BbI-
3BaHHbIM TTII, a Takke cTabMIM3alK KOHIEHTPAlUK KpeaTu-
HUHA CBIBOPOTKH, T. €. JAJbHEHIIero MpOrpecCUpPOBAHNS
MMOYEYHON HE[JOCTATOYHOCTH.

3akAl0uYeHue

B mmpoxoii KMMHUYeCcKoi NpakTHKe He0OX0ANMa HaCTOPO-
SKEHHOCTBH B oTHOIeHn TMA, 4T0 0COGEHHO BaXKHO NpH Jieve-
HUM MALMEHTOB C CUCTEMHBIMHU MOPaXKEHUIMH (B YaCTHOCTH,
B cOUYeTaHWM ¢ HeponaTuein) u TpombouTonenuei. B Takmx
cuTyauusix TpedyeTcs onpefesieHe Mmapkepos remonusa (JIII
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