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TpombouuTonenus Habaromaercs y 25-55% mnanueHToB OTHCIICHUS
peanumanuu ¥ uHTeHCHBHOM Tepanuu (OPUT) [1]. Ilpuuunst
TpomOonuronerun B OPUT MHOrouucieHHsl, BKIIOYas, MOMHMO
MIPOYEro,  CEeNCHC, NpPHEM  JIEKapCTBEHHBIX  IIPENapaToB M
HCIIOJIb30BAHME AKCTPAKOPIOpalbHBIX —ycrpoiicte  (puc.l) [1].
HexoTopsle ManMeHTsl ¢ TPOMOOIMTONEHHEH TaKKe CTPajaroT OT
MHKPOAHTMOTIATUYECKON (MATA),
COIPOBOJK/IACMOI MOBBIIICHHBIM YPOBHEM JIAKTAT/ACTHIPOTCHa3bl B
CBIBOPOTKE KPOBH M IIHUCTOLMTAMH B Maske kposu [2, 3]. Ilpu
KoMOuHanuu Tpomboruronernn 1 MAI'A B MUKpPOIMPKYJISATOPHOM
pyciie obpasyroTcsi TpOMOBI, @ SPUTPOILUTHI, TIPOXOJS 3TH TPOMOBHI,
paspymaioTcs U obOpasyrorT mucronuTsl [2]. Takas kKoMOMHAIMs
HaboaeTcst y MalUeHTOB c JIUCCEMUHHUPOBAHHBIM
BHYTPUCOCYAHUCTBIM cBepThiBaHueM ([IBC-cunznpom), a Takxke y
MaUeHTOB ¢ TpoMOOTHYECKO# MuKkpoanruonarueii (TMA), Bkitovas
TPOMOOTHYECKYI0 TpombonmTonenndeckyo myprypy (TTIT) u
reMonuTHKO-ypemudeckuii cuaapom (I'VC).

TeMOJIUTHYECKONH  aHeMHH

JAIBC-CHHIPOM OTHOCHTEIBHO PAcCHpOCTpaHEH U pa3BUBAeTCS y 9-
19% mnanuentoB B OPUT, kxak npaBuio, B pe3yibTare cencuca [4]
(qactoTta Bo3HHKHOBeHHUs 18/100 000 B obmeit nomyssimuu [2, 5]. B
To e Bpems, TTII u I'VC, obGycnosnennsni Escherichia coli,
npoayuupytomeit mura-rokcud (STEC), Bo3HHKaeT ¢ 4acToToi oT 6
10 29 ciayyaeB Ha MWJUIMOH COOTBETCTBEHHO, a aTumuyHblid ['YC
(al'yC) — 0,2-0,4 cmywyass ma MwuinoH [6, 7], 4To memaer 3Tu
3aboneBaHusl HaMHOTO Oosiee peaknmu, deMm JIBC-cunnpom. Xots
TTII onrchIBaeTCsl Kak COBOKYITHOCTD CICAYIOMINX IISITH CHMITOMOB:
nixopanka, Tpomboruronenus, MAI'A, moueuHas auCHYHKIUS U
HEBPOJIOTHYECKUE HAPYIIICHHsI, 9aCTO HEKOTOPBIE U3 3TUX CHMITOMOB
OTCYTCTBYIOT [7].
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CnenosarenbHo, TTII moxHo ciiytath ¢ ['YC, KOTOpBIH yalie BCero
XapaKTepusyeTcs CIEIYOIUMU Tpems CUMIITOMAaMU:
Tpombonmronenus, MAT'A u noudeuynas auchyukuus [3]. lanHoe
knuHu4eckoe cxonactBo JIBC-cunapoma, TTII u I'VC sBustorcs
cepbe3HON MPOOJIEMOM, MOCKOJIBKY NMPUBOIUT K PUCKY MOCTAaHOBKH
OIMOOYHOI'0 JIMAarHo3a B CBS3M C TEM, YTO PEAHHMATOJIOTH Yalle
npennonaraiotr JIBC-cunapom, yem Goisee peaxue TTIT win I'YC.
DTO NPUBOJUT K HE CBOCBPEMEHHOMY TMOJYYCHHIO MOTEHUHUAIBHO
CIIACUTEIILHOTO JIEUEHUSI.

Jns muarnoctukn TMA oy OIHMKOBaHO HECKOIBKO alITrOPUTMOB [ 3, 8-
10]. OtHako B HacTosIIee BpeMsl €IMHCTBEHHBIMI PEKOMEHAIIUsIMH,
MPETyCMOTPEHHBIMH TS OPUT, SABJIAIOTCS HEJaBHO
oryGIMKOBaHHbBIE SKCIEPTHBIE 3aKimodenns Azoulay u komrer [11],
KOTOpbIe IpPEACTaBIsIOT CcOOOW OTIMYHOE PYKOBOACTBO  UIA
nuddepennnanbHOi Auarnoctukd TMA, HO coiepiKar JTUIIb KPaTkoe
ynomuHanue o JIBC-cunapome. Kparknii anroput™ JHarHOCTHKH,
aJanTHPOBAaHHBII ISl peaHHMaTOJIOTOB, CIIOCOOCTBOBAI OBI OBICTPOH
muddepentmaneroit auarsoctuke TTII, I'VC n JIBC-cunapoma, a
TakKe 00ecreyns1 Obl CBOEBPEMEHHOE [TOIYYEHUE COOTBETCTBYIOLIETO
JICUCHHS.

HoBblli anroputm ana 6bictporo otamuma ABC-cuHapoma ot
TTAnrycs OPUT

VYyureiBas BaxHocTh oTinnuus JIBC-cunapoma ot TTII u I'YC, mbr
rpejaraeM KpaTKHi ajaropuT™, OCHOBAHHBIN Ha CYIIECTBYHOIEM
pyxoBoactee [3, 9, 11] u Hamiem COOCTBEHHOM aHaNn3e, KOTOPHIC
MMOMOTYT PEaHUMATOJIOTy OBICTPO Ppa3IUYHUTh ATH 3a00JIeBaHUs
(puc.1l). MATA, ortpunarensHblii pesynbrar 1poObr  KymoOca,
TIOBBIIICHHBIH ypOBEHb JakTaTaeruaporenassl (JII) u nucdyHKus
opraHoB Ha ()OHE TPOMOOLUTOIICHUN HAOJIIOAIOTCSI IPU BCEX TpeX
3aboneBanusx — JABC-cunapom, TTIT

n al'YC [2, 3], xotst manuenTs! ¢ TTIT ¥ cenTuyeckum

JABC-cunapoMoM  MOTYT HMeTh  Ooiiee  TsDKeIyr  Gopmy
TpoMbonuronennn [2, 12]. Haubonee BakHBIM (akTOpOM,
ommmyaromuM  JIBC-cunapom ot TMA, sBusercs npoduis

CBEPTHIBAHMS, IIOCKOJIBKY y manuentoB ¢ JIBC-cunapomom
HabIronaeTes u3MeHeHne (QYHKIUH CBEPTHIBaHUS [2].
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PucyHok 1. AnropuTm, No3BONSIOLLyiA BbICTPO OTMNYUTB ANCCEMUHMPOBAHHOE BHYTPUCOCYANCTOE cBepThiBaHMe ([BC-cuHApOM) OT TPOMBOTUHECKOI TPOMBOLMTONEHNYECKOI
nypnypb! (TTIT) 1 reMonuUTUKo-ypemndeckoro cuHapoma (MYC) B oTAeneHnn peaHumaLy v uhteHevHow Tepanumn (OPUT). TpomboLmToneHns ¢ MAKPOaHTMonaT4eckoi
remonuTyeckoit aHemmen (MAIA), oTpuuaTenbHbI pesynbTat npobel Kymbea, noBbILLeHHBI ypoBeHb naktataernaporeHass! ([0 v HapyLueHe dyHKLMM OpraHoB SBNSIOTCS
obwwmu cumntomamu Arst ABC-cuapoma, TTI v FYC. Yto6bl otnnynTs ABC-cuHOPoM oT TpoMBoTUYECKMX MikpoaHronaTtuii (TMA) HeobxoauMo MPoBECTY UCCHenoBaHe
[LlecheKTHOTO CBEPTbIBAHWS, BKIHOYast poTpoM61HoBoe Bpemsi (MB), akTVBIUpOBaHHOE YacTU4YHOe TpoMGonnacTuHoBoe BpeMst (AYTB), KoHLEHTpaLWIo (nbprHOreHa, MPOAYKTbI
nerpagaumu ubpuHa, D-aumepbl 1 aHTUTPOMBMH. Kpome Toro, HEO6X0AMMO Y4UTbIBATL NOKa3aTenv apTepuanbHoro fasneHns, nockonbky MYC obbl4HO conpoBoxaaeTcst
rMnepToHueii. Mocne uckmiodermnst IBC-cHapoma Heobxoanmo BbisiBUTL 0cHoBHY0 TMA. TTIT anarHocTMpyeTCst Npy BbisBRIEHUN HU3koi akTueHocT ADAMTS13 (<5-10%) 1
TIeYNTCSs IKCTPEHHbIM Nnasmacbepeom; npu 'YC HabniogaeTcst HopmanbHas aktvBHocTb ADAMTS13 (>5-10%), a Tun MYC BbisicHsieTCs nyTem NPoBeAEeHust NoceBa karna unm
MLP peakunn ans Beisenerus Escherichia coli, npoayLmpyioLueit wura-tokewH (STEC). MonoxutenbHblit pesynstat STEC ykasbiBaeT Ha STEC-HUS; otpuuatensHbIin
pesynbTart ykasbiBaeT Ha al'YC ¢ ConyTCTBYHOLLYIM HApYLLEHEM CUCTEMbI KOMMIIEMEHTA (HanpUMep, MHAEKLWS, 3rIoKaYeCTBEHHas TMNepTeHaust, NoCNepoaoBbI Nepuoa,
TPaHCNNaHTaLys MoYeK, TekapCTBEHHbIE NpenapaTbl UK 3riokayecTBeHHoe obpasoBaHme) v 6e3 Takoro HapyLLeHwst. Heobxoanmo BbICTpo 0BHaPYKUTb W KynpoBaTh Niobble
COMYTCTBYOLLE KOMMIIEMEHTOONOCPEAOBaHHbIE HAaPYLLIEHNS 1 PAaCCMOTPeTb LienecoobpasHocTb nprema akynuymaba [3, 6, 9, 13]

Tem He MeHee, apTepHalbHOE AABICHUE TAKKE BAXKHO, MOCKOIBKY [YC. TTI ofycroiena nepuIHTOM J€3HHTErPHHOMOIOGHO

METAJJIONPOTENHAa3bl C MOTHBOM Tuma | TpoMOOCIOHAMHA,
komnoHeHT 13 (ADAMTSI13) u 6e3 mmasmadepesa NPUBOIUT K
cmepTH B 90% citydaes [7]. K pazsuturo I'YC nprBOANT IINTa-TOKCHH
(STEC-HUS) winm HapynieHue paboThl CHCTEMBI KOMIUIGMEHTa B
pe3yJibTaTe TeHETHIECKOI MPepacIioNoKeHHOCTH WM ayTOAHTHTEI
(al'yC) [3, 6, 7, 11]. AxruBHoctb ADAMTSI13 wmenee 5-10%
SIBISIETCSL  TOCTATOYHOW st monaTBepskaenmst TTIT [3, 9], a
TIOJIOKUTEIBHBIN pe3yJIbTaT oceBa Kajla WiIu MOJUMEepa3sHOH IemHOM
peakiun (ITLP) Ha mmra-rokcun noarsepxxaaer STEC-HUS [3, 9].
OTcyTCTBHE HU3KHUX yPOBHEH

T'YC uacTo conpoBoxaaercs Tsoxenoi popmoit runepronnu, a JIBC-
CHHApOM — runoronueit [3, 7]. Kak npaBuito, Juts IpUHSTHUS PEIICHUS
o Hammuun JIBC-cunapoma mam TMA y nanmeHTta J0CTaTOYHO
KOMIUICKCHOW OIIEHKH Pe3yJIbTaTOB OOIIEro aHaln3a KPOBU U Ma3Ka
KPOBH, IPO(HIIA TeMOITH3a, TPO(UIIA CBEPTHIBAHUS U apTEPHATHLHOTO
JIaBIICHUSL.

Tlocne wuckmouenust JIBC-cuHapoMa MOATBEPKACHUE NPHUYMHBL
TMA uMeeT nepBOCTENEHHOE 3HAYEHHE JIIsl HaJUIeXKAIEr0 KOHTPOJIs
HaJ 3aboneBanueM. J[Byms Hambosee BakHBIMM npuunHamu TMA
spistores TTII n
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ADAMTSI13 u mura-TokCMHa yKa3blBaeT Ha  BBICOKYIO
BepositHocTs al'YC, penkoil, HO u3HypurTenabHol (opmel TMA [6].
Kak u JIBC-cungpom, al'YC pa3BuBaeTcsi ObICTPO, HO MPOSIBIISICTCS
Hecnerduueckum obpazom [2, 3]. al'VC MOXKeT CONpoOBOKIATHCS
IPYTHMH COCTOSIHUSIMH, AKTHBUPYIOIIUMH CHCTEMY KOMILICMEHTa,
HaIpumep, nHpeKys, 3J10KaYEeCTBEHHAs TUIEPTEH3Us,
110CIEPOOBBIH nepuo/, rnepecajka  IOYeEK, HEKOTOpbIe
JIEKapCTBEHHBIE CPEJICTBA MU 3J0KAaYECTBEHHbIE HOBOOOPAa30BaHU
[3]. IIposiBieHnst Taknx HapyIICHHH MOIY HaKJIaAbIBaThCs APYT Ha
npyra. OHn MOTYT COCYIECTBOBATh c
KOMILJIEMEHTOOIIOCPEIOBAHHBIM al'VC, 3aTpyAHss
nudpdepenunanmio [3]. Crenyer takxke HOMHHTE, 4yTo al' YC MoxeT
MPOSBIISATHCS 3JI0KAYECTBEHHOM I'HIIEPTeH3UeH, KoTopas cama 1o cebe
mokeT BbI3biBaTE TMA [6, 9]. BricTpas OuarHOCTHKa W JieUCHHE
HEOOXOIUMBI Ul INPEJOTBPAIICHUS HEOOPATHMOIO IIOBPEXKICHHS
opraHoB u cmeptu [13].

Kak 1 B 1100BIX IparMaTU4ecKux pyKOBOJCTBAX, Mbl PELINIIU, UTO
abdexTrBHEE BCero OyaeT COCPEIOTOYUThCS Ha  Hamboiee
PacIpoCTpaHEHHOM IPOsBICHUH. 11 KOMIUIEKCHOI'O PYKOBOJCTBA
10 IUAarHOCTHKE W JieueHHH TMA mpocuM OoOpaTUThCS K APYIHM
paboram, TakuM kak Scully et al. [7], Campistol et al. [3], Laurence et
al. [9], u Azoulay et al. [11]. HecMoTpst Ha TO, 4TO TpeaIaraeMblii
AITOPUTM IIPUMEHSIETCS K OOJIBIINHCTBY CIIy4aeB TPOMOOIUTOICHUH,
HE0OXOIUMO OTMETUTh, YTO KIIMHUYECKAsl OLICHKA U KOHCYJIbTALUH C
OKCHEepTaMU HMEIOT OoJIbIIOe 3HAYEHUE, IIOCKOJIBbKY HHOTIA
HaOJIFOAAI0TCSl HCKITOYNTENBHBIE KIIMHIYeCKUe nposiBienus [14, 15].

Crnenyer TakKe OTMETHTb, YTO HEKOTOPbIE aHAJIU3bI, HEO0OX0AUMbIE
Ut AuGepeHIMaIBbHOrO JHarno3a (HanpuMep, aHalin3 akTHBHOCTH
ADAMTSI13), nocrymHsl HE BO BceX yupexiaeHusx. llpu
HEBO3MOXKHOCTH NPOBeIeHUs dKcnpecc-ananu3za ADAMTS13 moxHO
nucnonb3oBath mKary PLASMIC, ceMHKOMIIOHEHTHBIH HHCTPYMEHT
NIPOTHO3MPOBAHUSI, KOTOPBIH IIOMOXET TOYHO H JOCTOBEPHO
peJicKas3arh BEpPOsTHOCTh Tspkedoro gedurimra ADAMTSI13 [10].
Kpome TOro, Mpl He BKIIOYMIM B Hall aArOPUTM T'€HETHYECKHU
aHaNM3 HapyleHui B cucteme komremenrta npu al' YC. Hecmotps
Ha TO, YTO OH MOKET MOJTBEPUTH MpeAnonaraemMbiii auarqos al'yC,
B HACTOSIIIIee BPEMs €ro BEINIOJHEHHE TPeOyeT MHOIO BPEMEHH, UTO
nenomycrumo st OPUT [11].

[lareHTs B KPUTHYECKOM COCTOSHUHM HUMEIOT Psifi KIMHHUYECKHX
po0ieM, BKIIoUasi OJIMOPTaHHYI0 HEIOCTaTOYHOCTh, CEIICUC U IIOK
[5], @ panHss qUAarHOCTHKA U J€YEHHE MMEIOT PEIIAIOIEe 3HAYCHHE
UL ONTHMH3ALMU  pPe3ylbTaToB. MBI TpEACTaBIIsIeM KpPaTKUH
JINarHOCTHYECKHH aJTOPHUTM, KOTOPBI ITO3BOJIUT pEaHHMAaToJIoraM
OBICTPO NOCTaBHUTH JWArHO3 M CBOEBPEMEHHO HA4aTh HaJuIexaliee
JICYCHHE TAIMeHTOB ¢ TpomoOouuTonenueit B OPUT. [lanubiid
aIrOpUTM MOXET MPUMEHATHCS B JONONHEHHE K MaTepuaiaM,
MPEICTaBICHHbBIM B JIUTEparype Mo peaHnumaroisoruu [11], u
HanpasiieH Ha omyinane TTII u I'YC ot IBC-cunapoma.

CokpalyeHus

ADAMTS13: gesuHTerpuHonogobHas MeTannonpoTemHasa ¢ MOTMBOM Tuna 1
Tpom6oCnoHaNHa, koMNoHeHT 13; al'YC: aTUNUYHBIN reMONUTUKO-ypeMUYECKMii
cvHapom; [IBC-CMHOPOM: AMCCEMMHUPOBAHHOE BHYTPUCOCYANCTOE
cBepTbIBaHue; I'YC: remonuTuko-ypemuyeckuii cusapom; OPUT: otaenervne
peaHumaLymn n nHTeHcuBHo Tepanuv; JIAT: naktatgernpporenasa; MATA:
MUKpOaHruonaTuyeckas remonutuieckas anemusi; MLP: nonumepastas
LienHas peakuusi; STEC: Escherichia coli, npogyuvpyiowas wura-tokcud; TMA:
TpomboTnyeckas MukpoaHruonatus; TTI: Tpomb6oTuyeckas
TpomboLuTONeHnyeckas nypnypa
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WUHdopmaums 06 aBTopax

'OTaeneHme peaHMMaLyi U UHTEHCUBHON Tepanuu, yHuBepcuTeTckast GonbHuLa «Jpasmy,
Bptroccenbckuit cBoGoaHbIi yHUBEpCUTET, Bptoccenb, Benbrus. 2MeanunHckoe oTaeneHme
peaHuMaLuM 1 WHTEHCMBHOW Tepanuu, Knuuudeckast GonbHuua bapcenoHsi, IDIBAPS,
BapcenoHckuii yHuBepcuTeT, BapceroHa, Wcnawus. SLieHTp remodunim u Tpom6030B,
Tpactosbli ¢oHa HC3 Tait3 u Cent-Tomac, TNoHaoH, BenukoBputanus. *Knunuka
Hedponorun, TPaHCMNaHTALMOHHOA MEAULMHBI 1 UHTEHCUBHOM Tepanun, MeauLMHCKiA
LeHTp YHuBepcuteTa ButteH/Xeppekke, KenbH-Mepxaitm, Tepmanusi. °Otgenenve
Hedponorun, Mccneposatenbekuit MHCTUTYT npu Tocnutane 12 okTsbps (imas12),
Mappuackuit yaueepcutet KomnnyTeHce, Maapua, Vicnanus. SOTaenexune peatumaum u
VHTEHCMBHO Tepanuu, kadeapa akywepctsa v Tepanuu, Knuhuka IPS Gestion Salud,
YHuBepcuteT KaptaxeHbl, KaptaxeHa, Konym6us. 7OTpeneHue SKCTPEHHOM MoMowm u
VHTEHCUBHON Tepaniu, MeanumHekui LieHTp BocTouHoro Tuba, ToraHe, AnoHus!.

MonyyeHo: 26 sHBapst 2018 r. OpobpeHo: 21 mas 2018 .
Omnnaita-Bepcust onmyoimkoBana: 13 uroHs 2018 .
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loToBbI cBOU ? Boi6epute BMC 1 nonyuute cnegylowme
npeumyuwecrsa:
. 6bicTpan v ya06HaA Nofiaya maTepuana B peskume oHAalH
. /ieTanbHOe KCNEPTHOE PELIEH3MPOBAHMNE OMbITHBIMM UCC/IE0BATENAMN B BaLLE
obnactu
. BbicTpas ny6avKaumua nocne ogobpeHus
. noAAepxKKa UCCNeA0BaTeNbCKIX AaHHbIX, BKIIOYaA 6O/bLINE MaCCUBbI N CIOXKHbIE
TUNbI AaHHBIX
. OTKPbITLIM AOCTYN B Npemuym-pexkume (gold Open Access), KOTopbiit cnocobeTayet
60/1ee WMPOKOMY COTPYAHUYECTBY U LUTUPOBAHMIO
. MaKCUMasibHasA BUAMMOCTb 1A BalLMX UCCae0BaHMii: 6onee 100 MUAMOHOB
NPOCMOTPOB CaiiTa B roj,
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