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TpombouuTonenus BoisiBisiercs y 25-55% manuentos OPUT [1]. Ilpuunnsl TpomOounToneann B OPUT
MHOTOUYHUCIIEHHBI, BKJIIOYasi, CPeIU MPOUYEro, CETCUC, JIEKAPCTBEHHBIE MpemnapaThl U UCIIOIb30BaHUE JKC-
TpakopropaibHbIx ycTpoicTs (puc.1) [1]. V HEKOTOPBIX MAIMEHTOB ¢ TPOMOOIUTONICHHEH TAaK)Ke UMEET-
Cs1 MUKpOaHruomnaTtudeckas remonurndeckas anemust (MAI'A), compoBoskaaemasi MOBBIILICHHBIM YPOB-
HeM JI/II B CBIBOPOTKE KPOBU M HAJTMYHMEM IIMCTOIIMTOB B Ma3ke KpoBH [2, 3]. DTa komOuHaIus TpomMO0-
muroniennn 1 MAT'A, npu kotopoit ¢opMupoBaHHE TPOMOOB MPOUCXOAUT B MHKPOLHUPKYJISITOPHOM
pyciie ¥ LIMCTOLUTAX BCIEICTBHE PAa3pYyLICHUS 3PUTPOLMTOB, KOIJa OHH MPOXOIAT Yepe3 3TU TPOMObI
[2], BcTpeuaeTcst y mammenToB ¢ [IBC, a Takke W y ManieHTOB ¢ TPOMOOTHYECKON MHKpPOAHTHOMATHEH
(TMA), Brirouast TpoMOoTHYECKYIO TpoMOonuToneHnueckyto nypmypy (TIIII) u remonutnveckuit ype-
muueckuit cuaapom (I'YC).

Yacrota pazsutus JIBC cocramser 9-19% Bcex mamueHtoB B OPUT, KOTOpBIH Kak IIPaBHIIO,
pasBuBaeTcsi B pesynbrate cercuca [4], ¢ 3abomeBaemoctero 18/100 000 B obmeit momymsmuu [2, 5].
Hamnpotus, TIIII u mmra-rokcun, npoxyuupytomuiics Escherichia coli (STEC) — accouuupoBanHblit ¢
I'YC cocraBnsier 6 u 29 cnyyaeB Ha MHJUIMOH, COOTBETCTBEHHO. YacToTa passutus HetunuuHoro ['YC
(aI'YC) cocrasmsiet 0,2-0,4 ciyyast Ha MHJUTHOH [6, 7], 9TO eCTeCTBEHHO HaMHOTO pexe, uem JIBC. Xots
TIIII oruceiBaeTcs Kak MEHTaAa B BUIE JTUXOPaAKu, TpoMOonuTorneHny, MAT'A, modeuHoit aucPyHKINN
U HEBPOJIOTHUYCCKHUX HAPYIICHHUH, 3a4acTyl0 HEKOTOpPBIC M3 THX IPH3HAKOB MOTYT OTCYTCTBOBaTh [7].
CootsercrBenno, TIII moxHO ommbouHO mpuHATH 32 ['YC, KOTOPBIN Halle BCEro XapakTepU3yeTcs
Tpuamoi B Buae TpoMOonuTorieHun, MAI'A u modyeuHot aucyHKIuH [3]. DTH KINHUYECKHE CXO/CTBA
ABC, TIII u I'YC sBngroTcs cephe3HO TpoOIeMoi, Tak KaK OHM CO3JIal0T PUCK IOCTAHOBKH HETIpa-
BUJIBHOTO TUAarHO3a, MOCKOJbKY MHTCHCUBHUCTHI ¢ OOJBIIEH BEPOSTHOCTHIO BBHICTABIAIOT nuarHo3 JIBC,
gyem TIIIT wnu I'YC, 3apepkuBas, Takum 00pa3oM, MOTEHIMAIBHO CHacaroliee JcueHHe.

BbII10 OmMy0IMKOBaHO HECKOJBKO JHArHOCTHYECKUX anroputMmoB misi TMA. [3, 8-10]. Oxnako
pyKoBOACTBO, cnerupuaHoe Tonbko it OPUT, 6110 0myOIMKOBaHO COBCEM HENaBHO B BHJIE IKCIIEPT-
HBIX 3aKmouenunit Azoulay and colleagues [11]. Dta mybGnuKkaIus SBAsSETCSA OTIIMIHBIM PYKOBOJACTBOM IS
muddepennmansHoli muarHoctukn TMA, HO Tonbko Kpatko yrmomuHaer JIBC. Cxkareili TuarHocTuye-
CKUH anroputM™, agantupoBaHHblil k ycioBusiMm OPUT Oyzner crocoOctBOBaTh ObICTpol nuddepeHun-
anpHOM nuarnoctuke TIIT u I'YC ot JIBC, uTo oOecnieunT paHHee Ha4aio COOTBETCTBYIOIIETO JICYCHUS.

HoBsblii anroputm as obictpoii tuddepenuunansnoi amarnoctuku ABC, THII u I'YC B OPUT
YunteiBas BaxxHocts audpepenimanuu JABC ot TIIII u I'VC, Mbl npeiaraeM cxaTblil allrOPUTM, OCHO-
BaHHBIA Ha CYIIECTBYIOIIUX peKoMeHmanusax [3, 9, 11] u Hammx cOOCTBEHHBIX TUCKYCCHSX, KOTOPBIC
M03BOJISIFOT MHTEHCHUBHUCTY OBICTPO paszinuyath 3TH coctostHus (puc.1). MAT'A, oTpulatenbHbId TeCT
Kym6ca, noBbitieHHbI#H ypoBenb JIAI' 1 mucyHKIMH OpraHoB ¢ TPOMOOIIMTONIEHHEH SIBIISIFOTCST OOIIMMU
st JIBC, TIII, u al'YC [2, 3], xots y nanuentoB ¢ TIII u centuueckum JIBC moxer ObITh 1 Oonee
TsbKenast TpomOouunTonenus [2, 12]. Haubonee BaxHbIM oTIMUUTENbHBIM (pakTopoMm mexay ABC u TMA
ABJsieTcs MPO(MITh KOAryJysiiiii, MOCKONbKY manueHTsl ¢ JIBC MMeoT M3MEeHEHHYI0 Koarysinuio [2].
Opnako apTepualbHOE JABJIEHHE TAKXKE BaXXHO, MOCKOIBbKY ['YC 9yacTo HauWHaeTCs C TSDHKENOH THrep-
ten3uy, a JIBC ¢ runoronuu [3, 7]. OObenuHEHHAs OL[CHKA aHAIM3a KPOBH U Ma3Ka KPOBH, IPOPHIIb Te-
MOJIHM3a, Tpo(uiIb KOAryJsIiuy U apTepraibHOe JaBliCeHHE OOBIYHO SBISIOTCS TOCTATOUYHBIMHU JUIS BBISIB-
nenust [IBC nmn TMA y nmaunentoB OPUT.
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. HeKapCTBeHHO HUHAYLIHUPOBaHHAA -
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Pucynok 1. Anropurm 6bicTpoit muddepennmnansaoii nuarnoctuxu ABC, TIIIT u I'VC B OPUT.
Tpombomronennss ¢ MAT'A, orpunarensHbiii Tect KymOca, mosbeimeHHbI ypoBeHs JIJII' n qucdyHKIMS OpraHOB SBISIOTCS
obumu st [IBC, T u I'YC. AHomanbHble npoduiii KoaryJsiiyy, BKItoyas nporpomouHoBoe Bpems, AUTB, konuenTpa-
o ¢ubpunorena, [11d, D-aumepsr n ypoBeHb aHTUTpOMOMHA, HeoOxoaumMel it muddepennuann IBC or TMA. Kpowme
Toro, HeoOxoanmMo yuuTeiBaTh AJl, mockonbky I'YC 00baHO compoBoxkaaercs runeprensueii. [locie Toro, kak JIBC uckimoueH,
IOoJbKHA OBITh uaeHTuHupoBana neponpruanaa TMA. TIIII aquarHocTHpyeTcs Ha OCHOBE MACHTHU(HUKAIINA HH3KOH aKTHBHO-
ctu ADAMTS13 (<5-10%) (onpedenenue ypoens npomeaswl, pacueniaioweii paxmop Bunneopanoa memooom ummyno-
dayopecuenmnozo ananuza)*. B 1aHHON cuTyalu HEOOXOAUMO CKopeiiiiee npoBeaeHue miazmoodbmena; I'YC acconuupyercst
¢ HopMainbHOH akTHBHOCTBI0O ADAMTS13 (> 5-10%) n tima ['YC, BEIIBICHHOTO IyTeM OOHApyXXEHHs IIUra-TOKCHHA, MPOJIy-
mupyemoro Escherichia coli (STEC) wnn ananuza nonumepassoit nenuoit peakiuu (ITLP). Ionoxwurensusiii STEC npenmona-
raet Hanune STEC-I'YC; otpunarensubiii STEC mpennonaraer namuuue al' VC, ¢ win 6e3 CBA3aHHOTO C HUM aKTHBAIlHCH
KOMITJIEMEHTa (Hampumep, HHGEKIHs, 31T0KaYeCTBEHHAs TUIIEPTeH3Us, MOCICPOIOBOM IePUO, TPAHCIUIAHTALMS MOYKH, HAPKO-
THYECKasi 3aBHCHMOCTb WM OHKOJIOTHsI). BBICTpoe BBHISBICHHE JHOOOTO COCTOSHHMS, CBS3aHHOTO C aKTHUBAIMEH KOMIUIEMEHTA
HpenoiaraeT pacCMOTPEHHE BOITPOca 0 Ha3HAuYCHHUH dKyu3yMaba [3].

MAT A — mukpoaHruonarndeckas remosutudeckas anemusi, TIIII — tpomOommronennueckas mypmnypa, T'YC —
reMoJIUTHYeCKuil ypemudeckuid cuaapom, TMA — tpomOotuueckass mukpoanruonatusi, STEC — mmra-TokcuH,
npoayuupyemsiii Escherichia coli, STEC- T'YC - reMonuTH4eCKHi ypeMHYECKHH CHHIPOM, aCCOLMUPOBAHHBIH C
mMra-TokcuHoM, mpoayuupyemeiM Escherichia coli, al'VC — arunu4sblii T€MOJIMTHYECKMH YPEMUYECKUH CHH-

JIPOM.
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*npumeuanue nepesooyuUKa

[Tocne uckmrouenns JIBC, mepBocTenieHHOE 3HAYCHUE I BRIOOpA HaJIeKaIeH TaKTUKH Jiede-
HUS IIMeeT MoATBepxaeHre nepBonpuarHbl T MA. [IBymsa Hanbonee BaXHBIMH npuanHaMu TMA sBis-
torcst TIIT u I'YC. TIIII BeI3Bana neUIMTOM IE3WHTEIPUHONOAOOHON METaIONPOTEHHA3bl C TPOM-
oocrormaoM trma 1 Homep 13 (ADAMTS13) u conpoBokmaeTcs ieTanbHOCThIO 10 90% 6e3 mpoBee-
Hus 1a3mMooomena [7]. TYC BoizBan 6o mura-rokcuaoM (STEC-T'YC) wiu aucperyssinuei KoMIuie-
MEHTA KaK pe3ysibTara TeHeTHYECKOM MpepacooKeHHOCTH Wik oOpa3oBanus ayroanturen (al'YC) [3,
6, 7, 11]. AxtuBHocth ADAMTS13 <5-10% mocrartouna amnst moarsepxaeHust TIIIT [3, 9]. TTonoxuTens-
HBII IIMra-TOKCHH B aHanu3e kana win anainus [1LP moarBepxknaer STEC-T'YC [3, 9]. [Ipu otcyrcTBUn
Hu3kux ypoBaHed ADAMTS13 u mura-tokcuHa, BechMa BeposTHO Hanmmune al YC - penkoit, HO paspy-
mmmrensHor hopme TMA [6]. Tlogo6ro [IBC, al'YC xapakTtepusyeTcst OBICTPBIM HAa4aJlOM W HECIEIH-
¢uyeckumu nposiBieHusMu [2, 3]. al'YC yacto accouuupyercsi ¢ APYTUMH KOMIUIEMEHT - aKTHBUPYIO-
HIMMHU COCTOSHUSIMH, TaKMMH KakK, WH(EKIHs, 37T0KAYeCTBEHHAs TUMEPTOHUS, MOCIEPOJOBOM MEPHO,
TPaHCIIAHTALIMS TIOYKH, HEKOTOPBIE JIEKAPCTBEHHBIE MpEeNapaTbl WK 3JI0Ka4eCTBEHHBIE omyxonu [3].
MoskeT OBITh CYIIECTBEHHOE COBIAIEHUE ITPU PAa3BUTHU ATHX COCTOSIHUN W OHU MOTYT COCYIIIECTBOBATH C
KOMIUIEMEHT - omocpefoBaHHbiMU al ' VC, uro 3arpyanser BwiaBieHHe npuuuHbl [3]. Ciemyer Taxxke
MOMHHUTB, 4TO al'YC MOXET MPOSBIATHCS 3JI0KAYECTBEHHOM TMIIEPTEH3UEH, KOTOpasi caMa 1o ce0e MOXKET
BbI3BaTh TMA [6, 9]. beicTpas IUarHOCTHKA U JIeYeHHE HEOOXOAMMEBI IS TIPEAOTBpAIleH!s] HeOOpaTH-
MBIX OpPTaHHBIX TIOBPEXKIACHUN U cMepTH [ 13].

Kak B ciydae imro0BIX MparMaTn4ecKux peKOMEHIAIMA, Mbl PEHIMIIA COCPEIOTOUYNTHCS Ha Hanbo-
Jiee pacrpoCTPaHECHHOM HM3JI0KEHHH, B KOTOPOM MBI YBHIENU OOJIbIIOE MPpeuMymiecTBo. st BcecTopoH-
HETo U3y4eHHs 110 JUarHOCTHKE U ieueHnto TMA, MbI OTChUTaeM YHTATENs Ha APYyTHe paboThI, TaKHe KaK
Scully et al. [7], Campistol et al. [3], Laurence et al. [9], u Azoulay et al. [11]. B To Bpemst Kak mpeio-
JKCHHBIH aJrOpUTM MPHUMEHsIETCS] K OOJBIIMHCTBY CIy4aeB TPOMOOIMTONCHUH, CIEAYeT OTMETUTh, UYTO
KIIMHIYECKOE CYXKICHHUE U COTPYAHMYECTBO C IKCIIEPTAMU UMEET BaKHOE 3Hau€HHE, MOCKOJIBKY BCTpe-
YalOTCs UCKIIIOUUTEIbHbIE KIMHUYECKHE NposiBienus [ 14, 15].

Crnenmyer Takxke OTMETHUTh, YTO HEKOTOPHIE W3 MPOBEACHHBIX TeCTOB U (dhepeHInanbpHoi Tua-
THOCTHKH (Hampumep, akTuBHOCTE ADAMTS13) He nocTynHel Bo Bcex yupexkaeHuax. Ecinu mpoBeaeHue
onicTporo Tecta ADAMTS13 HEBO3MOXKHO, OIIEHKA C MCIOIL30BAHUEM CEMUKOMITIOHEHTHON MPOTHOCTH-
yeckoii mKkansl PLASMIC (Taéauubl 1-2)*, MOXeT TOYHO M HAJISKHO MPEICKa3aTh BEPOSITHOCTD CEPhe3-
Horo nedurmura ADAMTS13 [10]. Kpome Toro, Hamr alropuT™ He BKIIFOYAET T€HETHYECKOe TECTUPOBa-
HUE JUIS BhISBIICHHsT aOHOpMalibHOTO KoMIuieMeHTa pH al Y C; XOTsl OHO MOXKET MOJATBEPAUTH YKe MO0~
3peBaemblid auarno3 aHUS, mHTepBam BpeMEHU MEXKIy IMOCTAHOBKOM NHAarHo3a W HA4YaJOM Teparuud B
HACTOsIIee BpeMs SBISIETCS 3HAYUTEILHBIM B CBS3H C YeM, HE CIIEAYET MOJIaraThCsl Ha pe3ylbTaThl TeHe-
THYECKUX TecToB B ycioBusix OPUT [11].

VY nmanueHToB, HaXOASIIUXCA B KPUTHUECKOM COCTOSIHUU €CTh Psi/i KIIMHUYECKUX Mpo0sieM, B TOM
gucne CITOH, cencuc u miok [5], B ¢Bs3M ¢ YeM, paHHSAA TUATHOCTHKA M ONpEAETIeHNE TAKTHKH BEICHHS
SIBJISIETCS] PEIIAIOLUM MOMEHTOM IJIsl ONTHUMU3ALUMU PEe3yJIbTaToB. MBI MpeACTaBIsieM KpaTKUKA JUArHo-
CTHYECKHI aJrOPUTM, KOTOPBIH MO3BOJIAET MHTEHCUBHUCTAM IPOBECTH OBICTPYIO IMAarHOCTHKY U BHIOpATh
ONTHMAJIBHYIO TAKTUKY JICYCHHS Yy TAIIMEHTOB ¢ TpoMOonuTonennei, Haxonsaumxcss B OPUT. Otot anro-
PUTM JOMOJHACT CYLISCTBYIOIIYIO JiuTeparypy [11], ¢ ¢pokycupoBanueMm Ha Ju(QepeHIIHaIbHYIO THa-
rHoctuky THITu I'YC ot JIBC.

*npumeuarue nepesoouUKa
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Ta6auna 1. kana PLASMIC

IlepemenHbIe bana

KonuuectBo TpomMGoumToB <30 x 10%n

[Tpu3Haku remonusza

HeT akTuBHOTO paka

Het HUCTOPHH TpaHCINIAHTAIUMHN LEJIHbHOTO OpraHa UJinM CTBOJIOBBIX KJIETOK

MCV (cpemumii 06beM apurpormTon) <90 fL

e e e

MHO (MexayHapoaHOe HOpMaJIH30BaHHOE oTHOIeHHe) <1,5

Kpearnnnn <2,0 mr/mn (176.8 MKkMOb/1) 1

T Kon-Bo peTuxynonutos >2,5%, Win HU3KUM YPOBEHB/HEOMPEIEISIEMBbIil TalTOTIO0NH, WK HENPAMOM OHIMpyOuH
2,0 Mr/mi (34.2 MKMOJIB/I).

Hpu UCNONB3OBAHUU 8 COHEMAHUU C KIUHUYECKOU KapmuHoﬁ oma wiKana makdxice obecnevwusaem
SHAYUMENbHYI0 ()uCKpMMuHaL;uOHHle CNOCOOHOCMb 8 NJlaHe UCKTIOYCHUS. ()pyeux npUdUH MUKpO-
ansuonamu4deckoco cemoiusda. HOJZylteHHble OoaHHble uHmepnpemupyemcs czzedyiou;ww 06pa30M.'

Tadauna 2. Uarepnperanus mxkansi PLASMIC

Puck Ttsixkenoro gecgpuumnrta
Bann | Kateropwus pucka ADAMTS13
(£ 10%)
0-4 Huakun 4.3%
5-6 [MpoMeXyTOYHbIN 56.8%
7 Bbicokun 96.2%

Huskuui (0-4) u evicoxuit (7) 6ann no wikare PLASMIC nau6onee nokazamenen KiuHU4eCcKu, npa-
BUNILHO NPEOCKA3bIEAsL OMCYMCMEUE PUCKA UL PUCK cepbesno2o Oepuyuma ADAMTSI3 ¢ 96%
cayuaes. Ilayuenmol ¢ nuskum 3uaveruem no wxare PLASMIC, sepossimno, noryuam nois3y om
naazMoooMeHa, 8 Mo 8peMs KaKk Nayuenmsl ¢ @blCOKUM 3HaueHuem - Hem. IIpomescymounsiti
pe3yibmam Meree noie3eH, NOCKOIbKY npedckazvleéaem cepbesnbill Oepuyum ADAMTS13 mono-
K0 y 56% nayuenmos. IIpedwecmsyiowue 3a001e6anus neweHu Ui no4ex Mo2ym JONHCHO CHU-
sumo oann no wikane PLASMIC u3-3a 6a3z06020 ysenuuenus ypoens MHO u/unu kpeamununua.
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