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TAXEJIbIE AKYLUEPCKUE OCJTOXXHEHNA KAK NMPOABNEHUE
TPOMBOTUYECKOM MUKPOAHITMOMNMATUN

© A.[.Makauapus, C.B. AKnHwuHa, B.O. buuaase, M. 1. AHapeeBa
[epserit MI'MYVY um. U. M. CeuenoBa, MockBa

m TpomGoTHYeckass MHKPOAHTHONATHS MpeACTaBAsAeT c000ii 0HO U3 HanGoJIee TAXKeEIO NMPOTEKAIIMIUX TPOMOOTHYECKHX
0CJIOKHEeHUIi, XapaKTepu3ylolieecs: IOpakeHHeM MUKPOCOCYI0B Pa3JIHYHbIX OPraHOB H CONPOBOKAaIONIeecs: TPOMOOLUTO-
neHueil U reMoauTHYecKOii aHemueii. Tepmun TpoMGoTHYECKAsE MUKPOAHTHONATHS BOOPAJ B ceOsl HECKOJIbKO HO30J10T Ui,
IJISl KOTOPBIX XapaKTepPHbI pa3Hble MeXaHN3Mbl BOSHUKHOBEHUSI MUKPOTPOMO03a. B HacTosiee BpeMsi K TPOMOOTHYECKOM
MHMKPOAHTHONIATHU OTHOCAT TPOMOOTHYECKYI0 TpoMOonuTonenndeckyro nypnypy (TTII), remonuTnko-ypemudeckuii cuH-
apom (I'YC), renapuH-uHAyHHpoBaHHYI0 TpoMOouuTonenuo, HELLP-cunapom. OfHUM U3 Ba)KHEHIIMX TPUITEPOB K BO3-
HMKHOBEHHIO TPOMOOTHYECKOH MHKPOAHTHONIATUH SIBJISIETCH 0epeMeHHOCTh. JTOT ()AKT OTKPbIBAET IMPOKHE NEPCHEKTH-
Bbl K H3YYEeHHIO MaTOreHe3a TPOMOOTHYECKOH MHKPOAHIHMONATHH B KOHTeKcTe (pM3MO0JIOrMYeCKHX H3MEHeHHUI remocrasa
BO BpeMsi OepeMeHHOCTH. B To ke BpeMsi OTKpPBITHE MOJIEKY/JISIPHBIX MEXaHM3MOB TPOMOOTHYECKOIl MUKPOAHTHONIATHH T10-
3BOJIsIET MO-HOBOMY B3[JISIHYTh HAa MaTOreHe3 TPOMOOTHYECKHX OCJIOKHEHHH, CBI3AaHHBIX ¢ 0ePeMEHHOCTbIO, a TAK:Ke Ha
naToreHe3 TaKk Ha3bIBaeMbIX IJIALEHTAPHBIX aKYLIEPCKHX OCJI0KHEHHUIl, B TOM YHCJIe TSAKeJIbIX (POPM NpeIaKJIaMIICHH, Npe-
sKAeBPEMEHHOI 0TCJI0HKH HOPMaJIbHO PACNIOJI0KEHHOI IJIAlleHThI, CENITHYECKOr0 MI0KA.

m KiroueBble ci10Ba: 6epeMEHHOCTH OCIIOXKHEHUS; T€CTO3bI; MPEIKIIAMIICUS, NPEXKIEBPEMEHHAs OTCIIONKA MUIALICHTHI; TPOMOOTHYE-
CKasl MUKPOQHTHOTaTHsI.

SEVERE OBSTETRIC COMPLICATIONS AS A MANIFESTATION OF THROMBOTIC
MICROANGIOPATHY

© A.D. Makatsaria, S.V. Akinshina, V.O. Bitsadze, M.D. Andreeva

I. M. Sechenov First Moscow State Medical University, Moscow, Russia

m Thrombotic microangiopathy is one of the most serious thrombotic complications characterized by microvascular thrombosis
in various organs and accompanied by thrombocytopenia and hemolytic anemia. The term thrombotic microangiopathy has in-
corporated several nosology, which are characterized by different mechanisms of microvascular thrombosis. Currently throm-
botic microangiopathy include thrombotic thrombocytopenic purpura (TTP), hemolytic uremic syndrome (HUS), heparin-
induced thrombocytopenia, HELLP-syndrome. Pregnancy presents one of the key triggers to the development of thrombotic
microangiopathy. This fact gives us a significant opportunity to study the pathogenesis of thrombotic microangiopathy in the
context of the physiological changes of hemostasis during pregnancy. At the same time the discovery of molecular mechanisms
of thrombotic microangiopathy allows for a new research on the field of pathogenesis of thrombotic complications associated
with pregnancy, as well as the pathogenesis of so-called placental obstetric complications, including severe preeclampsia, pre-
mature detachment of normally situated placenta, septic shock.

m Key words: pregnancy complications gestosis; preeclampsia; premature detachment of the placenta; thrombotic microangiopathy.

Honsmue o mpombomuueckoll MuKpoameuona-
muu U mpomMoOOmuyeckolu mpomooyUmoneHu4ecKoul
nypnype. TpomboTHdeckas TpoMOOLMTONICHHYECKas
nyprypa (TTII) B Hacrosimiee Bpemsl paccMarpuBa-
eTcs KaK OflHa U3 Hanbosee TSHKENbIX MaToJIOTHH, ac-
COLIMMPOBAHHBIX C MHKPOCOCYAHUCTBHIM TPOMOO30M.
Briepsrie 6b11a onucana Eli Moschowitz B 1923 rogy.
On nHaOmromanm 16-JIETHIO JEBYIIKY C JIMXOPAJ-
KOH, aHEeMueH, MeTEeXUs MU, MapajuuoM U KOMOM.
IIpn ayrtomcum ObUIM OOHApYKEHBI THATWHOBBIC
TpoMOBI B MUKpOCOCYAHCTOM pycie. B 1955 rony
Gasser et al. ornucan 5 nmereil ¢ OCTpoil MMOYEUHOM
HEIOCTAaTOYHOCTBIO, CONPOBOXKIABIICHCS TI'eMOJIH-

TUYECKOH aHeMueidl u TpoMOoUMTONIEHHEH, U BBEI
B KIMHUYECKYIO0 HPAKTHKY TEPMHH «T€MOJIUMTHKO-
ypemuueckuit cuaapom» (I'YC).

B nacrosmee Bpems TTII u I'Y C paccmarpuBatot-
Csl KaK TMPOSIBIICHUSI TPOMOOTHYECKOH MHKPOAHTHO-
MaTuy. DTOT NATOJIOTHYECKUH mpouecc OblT BIEPBhIC
onucan Symmers et al. B 1952 roxy. Tpombotnueckas
MHUKPOAHTHONAaTUsI MOP(OJIIOTHUECKH MPOSIBISIETCS
YTOJIIIEHHEM CTEHOK COCYIOB MHUKPOLUPKYIATOP-
HOTO pycia (IPEeUMYIIECTBEHHO KalWULIPOB U ap-
TEpUOI), OTEKOM H CIYIIMBAaHHEM 3HIOTEIHAIbHBIX
KJIETOK OT Oa3anbHOW MeMOpaHbl, 0Opa3oBaHHEM
TPOMOOLIUTAPHBIX CTYCTKOB M YAaCTUYHOM WJIM IOJI-
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HOW OOCTpYKLHMEH MpocBeTa MOPaXEHHOI'O cOCy.a,
IIpH 3TOM MEPUBACKYISIPHOE BOCMAJIEHHE HE Xapak-
TEPHO, a TPOMOBI COCTOSIT MOYTH HCKIIOYUTEIBHO
u3 TpoMmOouuToB. OOCTPYKLHUSI MPOCBETa COCYIOB
MPUBOOUT K Pa3sBUTHIO UIIEMHUH U HH(APKTOB Op-
TaHoB. XapaKTepHBIM MPHU3HAKOM TPOMOOTHYECKON
MHUKPOAHTHONATHH  SIBJISIETCS.  TPOMOOLMTONECHHUS
1 TeMOJIUTUYECKAask aHEMHUSL, YTO CBSI3aHO ¢ moTpeode-
HHUEM U pa3pyLIeHHEM TPOMOOLIUTOB U SPUTPOLIUTOB
B MUKPOLUPKYISTOPHOM pycae [9, 24].

Knununueckue nposiBneHus: TpoOMOOTHYECKOH MU-
KpPOAHTMONATHH 3aBUCST OT JIOKAJIM3ALUK [TOBPEKIC-
HUSI MUKPOCOCYZIOB H, CIIENOBATENIbHO, OT BOBIEUECHUS
B MATOJIOTMYECKUI MpPOLECC pa3IMYHBIX OPIaHOB.
Tak, TTII xapakTepusyercsl NEHTAaHOH CHMIITOMOB:
TPOMOOLIUTOIICHHUS], MUKPOAHTHOTIATUIECKast aHEeMUs,
JMXOpaska, TOpaXEHHE IOYEK U HEBPOJIOTHYECKast
cumntomaruka. HeBponornueckue nposisnenuss TTII
KpaiiHe pa3HOO0Opa3HbI U BapbUPYIOT OT HEOONBIIMX
HapyUIEHUH MOBEACHNS U 3aTYMAHEHHOCTH CO3HAHUS
JI0 BBIPQXEHHBIX CEHCOPHO-MOTOPHBIX HapyIIECHWH,
adazuu, cygopor u kombl. [t ['YC takke xapakrepHa
TPOMOOLIUTOIICHNSI ¥ MHKPOAHI'HOIIAaTHYECKasi TeMO-
JUTUYECKast aHEMUS, HO C IPEUMYIIECTBEHHBIM TIOpa-
xeHueM mnouek. Takum oOpasom, npu TTII npeobna-
JAr0T MPU3HAKKU MOPaKEHHS TOJIOBHOTO MO3ra, TOrna
kak rpu I'YC B maronorndeckui mpouecc B OCHOBHOM
BoBiekatorcst nmouku. Kpome toro, mpu TTII moryt
HaOmonaTbesl 00MM B JKMBOTE, MAHKPEATUT, reMary-
Py, HapyIIEHUs CEPEYHOTO PUTMA, HAPYILEHHUS 3pe-
HuA. Bee aTi cuMnTomMbl 00yCIOBIICHBI HApyILIEHUEM
MHUKPOLIMPKYJSILIMY B Pa3IMUHBIX TKAHAX M OpraHax,
BKJTIOUYasi KOPOHApHBIE COCY/bI, CETYATKY, COCYABI, KPO-
BOCHAOKAOLIHE KETyTOYHO-KHIIEUHBII TPaKT.

[Tocne BHEnpeHMsI TEpANTUH CBEXKE3AMOPOKEHHOMN
IJ1a3MON U 3HAYUTENBHOTO CHMKEHMSI JIETATbHOCTH
y OompHeix TTII ymanoce mpocneauts nanbHEH-
LIyIo Cynp0y 3THUX MalUEeHTOB, U CTAI0 OYEBHUIHBIM,
yto 3tvonorus TTII xapakrepusyercss 3HAUUTEIb-
HBIM pa3HOOOpa3ueM, Kak M JalbHeHInee TeueHHe
sToro 3aboneBaHus. B Hacrosmiee Bpems BBIAETS-
IOT HACJICICTBEHHYIO (CEeMEHHYIO, BPOXKICHHYIO)
dopmy TTII, xoTOpas HOCUT Ha3BaHUE CHHIPOMA
Anmoro-Ilynsmana u 00ycioBieHa TeHETUYECKUM
nedexrom nporeassl VWF — ADAMTS-13, u npu-
obperennyo ¢popmy TTII, oOycnosnennyo hopmu-
poBanueM anturen kK ADAMTS-13 nnu ee uHruou-
topa [5]. Mytanuu B rene ADAMTS-13 BbI3BIBaIOT
3HAUUTEJIbHOE CHW)KEHUE YPOBHEH 3Toro (epmeHTa
B IUIa3M€ KPOBU WJIM BBIPAXKEHHOE HapylIEHHE €ro
aKTUBHOCTHU. [IpH TSDKEIOM Te€HEeTHYeCKH OOYCIIOB-
neHHoM aedumure ADAMTS-13 smmsoner TTII
MOTYT HadaThCsl C paHHETO JETCTBA, OAHAKO y pAaa
OONIBHBIX 3200J1€BaHUE JOITO MOXKET ce0sl He TPOsB-
JISITH BIUIOTB 10 BO3ACHCTBHS KAKOTO-THO0 CHIBHOTO
npoBouupyromero ¢akropa. Hanpumep, Tpurrepom

[uist pasButus nepsoro snu3ona TTII y Takux 6omb-
HBIX MOXET CTaTh OEPEeMEHHOCTb, Pa3IM4HbIE HH-
(hexMoHHBIE 3a00JIeBaHHUS M CENTUYECKUE COCTOS-
HUSI, CONPOBOXKIAIOIINECS MAacCHUBHBIM BBEIOPOCOM
MIPOBOCHAIUTENBHBIX IIUTOKHHOB, a TaKXe INpHEM
OpaJbHBIX KOHTPALIETITUBOB, TaK KaK CO/epIKaIuecs
B HHUX 3CTPOTCHBI CTUMYJIHPYIOT BBIOPOC YIBTPaBhI-
COKOMOJIEKYJISIpHBIX MyasTHMepoB VWF u3 sHpore-
THOIUTOB. Y psifia OONBHBIX C BEIPAKEHHBIM Hacje-
ctBeHHBIM aedunurom ADAMTS-13 (akTHBHOCTB
ADAMTS-13 B mna3me kposu menee 5—-10%) TTII
MIPUHMMAET XPOHHYECKOE PEIUINBUpPYIOIIEE Teue-
HUE C POXICHNUS, a BETyILIUM CHHJIPOMOM CTaHOBHUT-
Csl IporpeccHupyrolasl moueyHass HeJOCTaTOYHOCTb.
BrnepBole nByx Takux gereil ommcanm Schulman
B 1960 romy u Upshaw B 1978 roxy, B 4ecTb KOTOPBIX
takas peuunauBupytomas gopma TTII ¢ npenmyme-
CTBEHHBIM MTOPAKEHUEM II0YEK Yy IeTel cTaia HOCUTh
HazBanue cuuapoma Ammoy—lllynemana. Ilpu pen-
kol BpoxaeHHoi ¢opme TTII peumauBel MOTYT
BO3HUKaTh Kaxpie 3—4 Hexenu. Takyio dopmy 3a-
OoJsieBaHMS YacTO HA3bIBAIOT XPOHHYECKON peryu-
Bupyromeit TTII. ¥V aByx Tpeteit GONBHBIX C OTHOCH-
TENBHO OOJice PacIpPOCTPAaHCHHOH MPHOOPETCHHOMN
¢opmoit TTII B ciaywae ycmemHoW Tepamuu MO-
BTOPHBIE 3MHU30/1bI HE BO3HUKAIOT, TOTJa KaK y TPETH
00JIBHBIX pa3BUBAIOTCS penuauBs [21]. Korna nmen-
HO Pa30BbETCS PELUANB, MIPEACKa3aTh HEBO3MOXKHO.
Ilepuon pemuccun MOXeT JJIUTHCS OT HECKOJIBKUX
JTHEW 10 ECSATKOB JIET, OJJHAKO Hambosee 4acTo pe-
LIUANB pa3BUBAETCs B TEUEHHE rofia Mociie IepBOro
snuszopa TTII. TpurrepoM K pa3BUTHIO PELUAHMBA
MOTYT CITy>KUTh O€pEMEHHOCTh, XUPYPIHUECKOE BME-
HIaTeNbCTBO, MH(EKIHs, BAKIIMHALIUS.

B HacTosmiee Bpems mpuHsTa ciexyromas Kiac-
cUHKALUSI TPOMOOTHYECKHX MHKPOAHTHOMATHI
(tabm. 1).

Monexynsapuvie ochogul namozeneza mpombomu-
yeckou muxpoaneuonamuu. Moake et al. B 1982 rony
BIIEPBBIE BBISIBIIIM aHOMAJIbHBIE MYJIETUMEpPHBIE KOM-
mnekesl VWF y nanuentoB ¢ TTII u cnenanu npen-
MOJIOKEHNE O BO3MOXKHOU ponu VWF B marorenese
TTII [16]. XapakTtepubsim npusHakoMm TTII sBisercs
JeUIUT TIa3MEHHOW MpOTEeasbl, PacHICTUISIONIeH
mynbTMepbl VWF — ADAMTS-13 (a disintegrin and
metalloprotease with trombospondin type 1 motifs —
JU3UHTETPUH U METAJUIONPOTEasa ¢ MOCIeI0BaTeNb-
HocTsiMu TpoMOocnionanHa 1 tuma). [Ipu cemeitHbIx
¢dopmax TTII nabnromaeTcs HacaSACTBEHHBIHN ne(eKT
aTOro (hepMeHTa, B TO BpeMs Kak MpPUOOPETEHHBIC
¢dopmbr TTII xapakrepusyroTcsi HATUYHEM aHTHTE-
unaruoutopoB vWF-nporeassr [19].

®dakrop BusieOpanna npencrapiser coOol BbI-
COKOMOJIEKYJISIPHBIN MYJIBTUMEp, 00pa3yIOIIUiics pH
MOJMMEPU3AIM MOHOMEPHBIX CYOBETUHMI[ C MO-
JEeKyIsipHO Maccod 225 k/la B SHIOTENMaIbHBIX
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Tabnuya 1

ITaTosioruyeckne Npouecchl, aCCONMHPOBAHHBIE C TPOMOOIMTONEHHEH I MUKPOAHTHONATHYECKHM reMOJIH30M

TpomboTnueckass MUKpOAHTHOTIATHS

(VWF) ADAMTS-13:

Temonumuxo-ypemuueckuti cunopom (I'VC):

Amunuynvie popmoi:

KOMITOHEHTa KomIuiemeHta C3);

Bmopuunas I'VC/TTII:

MIPOTHBOOITYXOJIEBasl Teparvis);
* mocruH(peKnuoHHas (S. pneumoniae);
*  TpaHCIUIAHTAIMs KOCTHOTO MO3Ta;
*  Jly4eBas Tepammus;
*  OepeMEeHHOCTb;

*  ynorpeOieHHe aJKoTOoIs;

*  METacTaTUYeCKHE OIyXOJH;

*  XUpYpPrUyYecKHe BMEIIATEIbCTBA;

*  OCTpBIH pecniupatopHblil quctpecc-cunapom (OPIC);
. UANOIIaTuYCCKaA.

JIBC-cunopom

Tpombomuueckas mpomboyumonenuueckas nypnypa (TTI): decpuyum axmusnocmu npomeasvl paxmopa gon Bunnrebpanoa
* ceMeliHas (BpOXICHHAs, XpOHHYECKasl peluaAnBUpYytomas, cuapom Ammoy—Illynemana) (zedexr rera ADAMTS-13,
MOCTOSIHHOE CHIDKeHHe akTuBHOCTH ADAMTS-13 B mmasme xposu 10 5-10%);

* mpuobperenHas (criopanuueckas) (MHruouTopsl ADAMTS-13 mnu aytoanturena IgG k ADAMTS-13, ayroanturena
BBIBIISIIOTCS Yy 44-94 %) (pennauBUpyOLIas B TPETU CIIyYaeB).

* THUNnYHasg (AnuaeMudeckas) ¢popma: MHra-ToKCHH, accornuuposanuslii ['YC y nereit.

*  ceMeliHas/HaclleICTBeHHAs/BPOXKICHHAs/XpOHUYEeCKas peluanBrpyomias Gpopma (aedexrt dpakropa H,

° an/I06peTeHHa${/cnopaz[quCKaﬂ (aHTI/ITeHa K KOMIIOHEHTaM KOMHJ’IeMeHTa).

*  MHAYLMPOBaHHAS JICKAPCTBEHHBIMU IperapaTamMu (OpaJibHble KOHTPALCITUBbI, HHFTUOUTOPBI (yHKINH TPOMOOIMTOB
KJIOMUIOTPENT ¥ TUKJIOMUINH, IUKJIOCHOpUH A, MUTOMUIUH C, TAKpOIUMYC, TeMIMTa0lH, KOMOMHUpPOBaHHAS

*  cucTeMHBbIe 3a00JeBaHus (CHCTEMHAs KpacHasi BOJYaHKa, aHTH(HOCHOIUIUIHBINA CHHIPOM, BACKYIHTHI);

KJIETKaX M MErakapuOLHUTaX M HaKaIUTMBAIOIIUICS
B tenbiax Weibel-Palade B sHooTeIManbHBIX KIIET-
KaX M a-TpaHyjax TPOMOOLMTOB. DTH YIBTPaBBICO-
komonekyisipasie MynsTuMepsl VWFE (ULVWE) ce-
KPETUPYIOTCS aKTUBHPOBAHHBIMU 3HAOTEIHOLUTAMU
Harofobue «IeHT». B HopMe 3T «JIEHTBD» BBICOKOMO-
neKyssipHbIx komIuiekcoB VWF cpasy ke mocne 3kc-
MIPECCHM Ha TUIa3MaTHIEeCKOl MeMOpaHe IoABEPratoT-
cs pacnany Ha (hparmeHTsl ¢ Mr 189, 176 u 140 x/la
MO JEHWCTBUEM IUIA3MaTHYECKONH METaJUIONpOTEeasbl
ADAMTS-13 u, cnenoBarensHO, B IUPKYINPYIOIIEH
KpOBH He OOHapyxuBarorcs [5]. Dusmomornueckas
pone myasTuMepa VWEF 3akirougaercs B obecrieue-
HUM aAre3ud TPOMOOLUTOB K CYO3HIOTEIHAIbHOMY
MAaTpUKCy B YCIIOBUSIX MOBPEKACHHS COCYAa U TEMO-
JMHAMHUYECKOro crpecca. Huzkomonekyssipable ¢par-
MeHTbI vWE, iupKynupyronme B CHCTEMHOM KPOBOTO-
Ke, 00agaroT c1aboil CrIoCOOHOCTBIO K CBA3BIBAHHIO
C TPOMOOLIMTAMH U HE MPOSBISIOT TEMOCTAaTHUECKYIO
aKTUBHOCTB. B To Bpems kak adduHHOCTH OTHEIB-
HbIX cyObenuanl VWF k TpoMOoruTam upe3BbIuaitHo
Mana, MynsTumMepsl VWF olecrieunBaioT ogHOBpe-
MEHHO MHO)KECTBO YYaCTKOB CBSI3bIBAHHS C PELIEHITO-
pamu Ib TpoMOOLUTOB, YTO MO3BOJSIET 3HAYUTEIHHO
YBEIMYUTH CUTy B3ammopeictBus vWF-TpomOorur.

Tak, adhpHUHHOCTH BEICOKOMOJNEKYISIPHOH (hopMbl VWEF
K TpomOorTam B 10 pa3 npeBbIIIacT TAKOBYIO Y OT-
nenbHbIX cyOobenuann VWFE [13]. MynbsrumepHbie
«aentey ULVWEF moryT dhukcupoBaTbest Ha MOBEpX-
HOCTH MeMOpaH 3HAOTENNATBHBIX KIETOK IPH IIOMO-
M P-cenexTrHa, KOTOpBIN CEKPETUPYETCS U3 Telell
Weibel-Palade ognospemenno ¢ ULVWE. B pe3yinb-
Tare B YCJIOBUSX OTHOCHUTEIBHOTO WM a0COIFOTHOTO
nedura ADAMTS-13 Mukpococyabl 0Ka3bIBalOTCs
MEPEKPHITH TUTAHTCKUMHU YJIBTPaBBICOKOMOJIEKYJISP-
HeIMU VWF, Ha KOTOpBIX OCEIAET BCE BO3PACTAOLIEE
KOJIMYECTBO TPOMOOIMTOB, 00pa3yst OJOKUPYIOIIHE
MHKPOCOCYANUCTOE PYCIIO TPOMOOIUTAPHBIE TPOMOBI.
OnmauMu U3 (PakTOpOB, KOTOPHIE CTUMYIUPYIOT BbI-
opoc ULVWF u3 sHI0oTeMMaNbHBIX KIETOK, SBISIOTCS
npoBocnanuTenbhble nuTokuHel TNF-ansda u NJI-6.
B cBa3u ¢ 3TUM COCTOSHUS, COINPOBOXKIAOIINECS
aKTHBALMEW TPOLIECCOB CHUCTEMHOIO BOCIHAJIECHU,
B TOM YHCJIC TAaKUE OCIOKHEHHS OEpEeMEHHOCTH, KaK
MIPEIKIIAMIICHS, MOTYT CTaTh CTUMYJIOM K Pa3BUTHIO
TPOMOOTHYECKON MHUKPOAHTHOIIATHH.

B HopmMe 'y 310pOBBIX JIIOAEH  aKTHB-
HocTb ADAMTS-13 BapbupyeT B 3HAYMTEIbHBIX
npenenax — oT 50 no 170%. CHmwkeHne akTHUBHO-
ctu vVWF-niporeasrsr Hmxe HopMmbl (MeHe 50 %) Ha-
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OmrogaeTcs B TeUEHHE TPETHETo TpUMecTpa OepeMeH-
HOCTH, NIPH LHAPPO3€ MEUECHU, JTUCCEMHHUPOBAHHBIX
OITyXOJIIX U BOCHAJIUTEIbHBIX 3a00NeBaHusIX. Y ma-
LHUEHTOB, nepexuBmiux TTII, MyasTUMEpHBIE KOM-
iekcsl VWF 00Hapy>KUBarOTCs JIMIIB B OCTPYIO a3y
3a001eBaHUsI M HE OOHAPY)KUBAIOTCA B KPOBOTOKE
[I0CJIE BBI3ZIOPOBIEHHS. BO3MOXKHO, TP MaCCUBHOM
MOBPEXKACHUN DHIOTEIHS] MPOUCXOIUT 3HAYUTEIb-
HbIld BBIOpoc VWF W3 rpaHyi; Ipu 3TOM BO3HUKAeT
OTHOCHUTENbHAs HEIOCTaTOYHOCTh MeETaJIoNpoTea-
3b6l. OJTHaKO y MalMEeHTOB, CTPAAAOIIUX PELUINBHU-
pytowteit popmoit TTII, mynsTmepst vVWF B kpoBo-
TOKE BBISBIISIIOTCSI IOCTOSTHHO: KaK B OCTpPYIO a3y
3a00eBaHusl, TaK U B epuoA pemuccuu. Takas pe-
uuAMBUpYomas popma 3a001eBaHus Yallle SBISeTCS
HACJICICTBEHHOH M OOYCIIOBJIEHa OTCYTCTBUEM WIIU
nepuuutom nporeassli ADAMTS-13. Tak, y Oomnb-
LIMHCTBA NanueHToB ¢ cemeriHol ¢opmoii TTII ak-
TUBHOCTb ADAMTS-13 B mi1a3Me KpoBH COCTABIISAET
5-10%, B TO BpeMs Kak y OOJBIIMHCTBA NAlUEHTOB
¢ npuobperennoii uanonaruyeckoit TTII monoOHOE
cHIkeHue akTuBHOCTH ADAMTS-13 BoIsBIsETCA
TOJIBKO B IIEPUOJ PELUAUBOB. [22]

B omnume oT ceprHOBBIX POTEa3 y METAILIONPO-
tea3sl VWF B HOpme He oOHapyXUBaeTcsl I1a3MeH-
HbId MHrHOUTOp. Ecnu amst GonpimHCTBa MeTao-
[IpoTea3 MepUOA MOIYKU3HU U3MEpsIETCs CEKyHIaMHU
1 MHHyTamH, 111 VWF-poTeassl 3TOT mokas3areib
cocrasimsier 2—4 gus [4]. IloaTtoMy y namueHTOB
¢ peuuausupytomeir TTII u HacneaCTBEHHBIM Je-
¢dextom vWF-niporeassl nmpu NpUMEHEHHUHU ILIa3MBI,
conepxamieii vWF-miporea3y, MoxeT OBITh OCTHT-
HyTa pemuccus 3abonesanus. [Ipu nedumure vWF,
OOyCIIOBJICHHOW HaJlM4MeM WHTHOUTOpa, UENbIo
wia3Madepesa sIBIsieTcs ynaieHue naroreHusix 1gG;
BO3MOYKHO TakXe MPUMEHEHHE HMMMYHOCYNPECCUB-
HBIX TIpenaparToB (TIOKOKOPTUKOUIOB, BUHKPHCTH-
Ha). Marnbutop vWF-nporeassl BHOBb MOSIBISIETCS
B KpOBH uepe3 3 MecsIa MociIe JICUEHNUS.

Antutena IgG x ADAMTS-13 BeIgBIAIOTCA
y 44-94% mnanuentoB ¢ npuoOpeTeHHOU (opMmoit
TTII [4]. Ux ypoBeHb 0OBIYHO BO3pacTaeT B OCTPHIN
nepuoa unu Bo BpeMs peuuausa TTII, torpa kak
B nepuoj pemuccun antutena k ADAMTS-13
B IUIa3Me KPOBH y TaKUX OONBHBIX MOTYT HE BBISB-
nstees. [locrosHHOE OOHapy:keHHe aHTUTEN Oosee

XapaKTEePHO Ui OOJIHBIX C YaCThIMU PEIMINBAMU
3a00eBaHMs, IS KOTOPBIX TaKXKe XapaKTepPHO BbI-
ABJIeHUE BbIpaxkeHHoro aedumura ADAMTS-13.
[IpuuriHaMHU Takoro TPaH3UTOPHOTO BBISBICHUS aH-
tutenn K ADAMTS-13 Moxet ObITh, ¢ OHOH CTOPO-
HbI, HEJJOCTaTOUYHAsl YyBCTBUTEIBHOCTh JOCTYITHBIX
B HACTOSLIEE BpeMs AMATHOCTUYECKUX METOJUK,
a C Ipyroi CTOpOHbBI, MOXKET OOBSICHATHCSA JAC(PEKTaMU
UMMYHHOU perynsiuu, Ha (POHEe KOTOPBIX BO3MOXKHO
BO3HUKHOBCHHE WHTCPMUTTHPYIOLIETO JedUIuTa
ADAMTS-13 non neiictBueM pa3invyHBIX IPOBOLIU-
pyronux (hakropoB (0EpeMEHHOCTh, HH(DEKIIMOHHBIS
3a00JeBaHMs).

Jlabopamopnas duacnocmuxa mpomoomuyeckou
Mukpoareuonamuy. TUMHYHBIMU J1a0OPATOPHBIMU
nposieinenusmu 'Y T/TTII sBnsiroTcst TpOMOOITUTO-
MEHUS U TeMONUTHYECKast aHemus [6]. XapakTepHo
yBenunuenue conepxkanusa JIJAI' B cwiBopoTke, 4TO
00yCJIOBIICHO aKTHBAIMEH TEMOJN3a, a TAKXKE SBIIS-
eTcs MPU3HAKOM TKaHEBOM uiieMuu. Jpyrumu mpu-
3HaKaMU TeMOJIM3a U TEepepasIpakeHus dPUTPOIH-
TapHOTO POCTKA CIIY)KaT TMOBBIINICHUE OWIMpyOUHA
(MIpEeuMyIIIECTBEHHO HEIMPSIMOTo), KOJIMYECTBA CBO-
0O0ZHOrO TeMOITIOOMHA M PETHKYJIOIMTOB B TICpPH-
(epuyeckoll KpoBU. XapaKTCPHBIMHU IMPH3HAKAMHU
MUKPOAHTHOMATHUYECKOH HPUPOIBI TEMOIHU3a SIBIISI-
I0TCs OOHapyKeHHe (HparMeHTOB 3PUTPOIUTOB —
HIMCTOIIMTOB — M OTpUIaTeIbHast peakius KymoOca.
[MpuumHoii 00pa3oBaHUSl IIMCTOLUTOB SIBISIETCS
pe3Koe CyKEHHE COCYJOB, CO3/IAIOIIEE YCIOBUS IS
reMOJIMHAMHYECKOTO CTpecca, O0YyCIaBIMBAIOIIETO
(parMeHTaNUI0 SPUTPOIUTOB. JMAarHOCTUYECKUE
MOJIXO/IbI, UCTIONB3yEeMbIC TIPU TPOMOOTHYECKON MU-
KPOAHTHOIATHH, ONTMCAHBI B TabnwuIe 2.

Ocobennocmu mpombomu4ecKkol MUKpOaHeuona-
MUy, accoyuupogannou ¢ bepemenrnocmoio. Hoguiii
63271510 HA NAMO2EHE3 MAICETBIX POPM 2eCmo3d.

BepeMeHHOCTB IO TIPaBy CUMTAIOT OJHUM M3 BaXK-
HEHIMX TpUTTepHBIX PakTopoB s passutus TTIL
B 12-31% cnyuaeB ['YC/TTII pa3BuBaetcs BO Bpe-
Msi OEpEeMEHHOCTH WM B PAaHHEM IOCIEPOIOBOM
nepuone [9, 6]. 3aboneBaemocts TTII BO Bpems
Ooepemennoctu cocrasiuser 1 wHa 25-100000 [9].
Jo BHenpeHUs B KIMHUYECKYIO MPAKTUKY IIa3Ma-
¢depe3a Mmarepunckas cmeptHocth npu [YC/TTII
coctaBmsuia 95%, a mepunaranbHas — 80% [6].

Tabnuya 2

JluarHocTuyecKue NOAX0/Abl, HCIOJIb3yeMble IIPH TPOMOOTHYECKOH MUKPOAHTHONATHH

*  Peaknus Kymbca

CumnToM JlnarHoCTUYECKUE METOJTBI
* TeMONIOOWH, KOJIUYECTBO IPUTPOIIUTOB
*  Peruxynonutsl
» Jlakrataeruaporenasa

T'emomnuz

+ Tanrtormo6uH, cBOOOAHBIIT CHIBOPOTOYHBIN reMOITIOOHH

M KommuectBo IHUCTOLUTOB
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Tabauya 2 (Ilpodonoicenue)

CumMnrom

I[I/I&FHOCTI/I'-IC CKHE MCTOJbI

TpombonmToneHUs

KommuectBo TpOM6OIII/ITOB

Tl'onoBHOM MO3T

KT/MPT ¢ koHTpacToM
anekTposHuedanorpadus

ITouku

CBIBOPOTOYHBIN KpeaTUHUH
CxopocTh KiTy004koBOH (rsTpanyn

Huypes

Cepaue

OKT
TponoHuHbI
9XO0O-Kr

OpraHHbI€ TIOPAKEHHS
Jlerkue

Carypauwsi, ra30BbIif COCTaB KPOBH
Penrrenorpadus/KT opraHoB rpyqHOii KIETKH

CaepThIBatomas
CHCTEMa KPOBU

Koarynorpamma

D-npumep

AkTuUBHOCTH mipoTenHa C
Antudochonunuanbie aHTUTENA

TTomxenynounas
xKeesa

I'mroxo3a B kpoBU
CBIBOPOTOYHAS aMMIIA3a U JIMIa3a

OO01e METOABI

Tect Ha GepeMEHHOCTh

HUckntouenue nadekuuii (anturena k BUY, Hbs-antures,
HCV)

DyHKIMS IIUTOBUIHOM JKeJle3bl

TTII

AxtuBHOCTB, anTureH ADAMTS-13
Amnturena k ADAMTS-13 u uaru6urop ADAMTS-13
Awnrturen vWF, pucrornetun-kodakTopHas akTHBHOCTb
I'enetnueckuii ananus ADAMTS-13

CrenuanbHbIe METOIBI

JUarHOCTHKA
ryvc

O6cnenoBanne Ha OaKTepUaIbHBIE HH(EKIN/TOKCHHBI
(E. coli., S. Shigellau . 1.)

Komnonentsl komimaementsl C3, C4, CH50
['eHeTHYECKHUiT aHATN3 TCHOB KOMIIOHEHTOB CHCTEMBI
KOMIUIEMEHTa

HELLP-cunnpom

Oynkus nedenn: ACT, AJIT, LD, 6umupyonn

Y3U, KT opranoB OpIOIIHON HOIOCTH

[Iporennypus

OLeHKa COCTOSIHUSA 110712

AnTndochonmunuanbe aHTHTeNa, KOQaKkTops!
Antntena k ADAMTS-13 u uarnéurop ADAMTS-13

Anamues

*  CeMeiiHbIll aHAMHE3

* ComyTcTByIOIIME paHee epeHeCeHHbIE 3a00IeBaHNs

»  doHoBbIC (HAKTOPHI pHCKA TPOMOOTHUECKON MUKPOAHTHOTIATHH (3JT0KaU€CTBEHHBIC
OITyXOJIH, NH(EKIMHU, CHCTEMHEIE 3a00JIeBaHMs, B TOM UYHCIIe CUCTEMHast KpacHast
BOJTYaHKA, CHCTEMHBIC BaCKYJIUTHI, aHTH(HOCHOIUIIHIHBIN CHHAPOM), TPAaHCILIAHTAIIHS
OpraHoB, 6epeMEHHOCTb, OTIIEPATHBHbIE BMEIIATEIbCTBA

+ JlekapCTBeHHbIEC peNapaThl

Bo Bpems 6epemeHHOCTH HAOMIOAETCS C OAHOM CTO-
POHBI, MPOTPECCHBHOE TOBBIMIEHUE YpoBHEH VWE,
BEPOSITHO, O] ACHCTBHEM 3CTPOICHOB, a C JIpyron
CTOPOHBI, CHUXeHUE akTUBHOCTU ADAMTS-13, yto
MOXeET OBbITb OOYCIIOBJICHO IOBBIIIEHHBIM IIOTpE-
OneHueM 3Toro ¢epMeHra, JCHCTBHE KOTOPOro Ha-
MPaBJICHO Ha pa3pyLICHUE N30BITOUHBIX KOIUYECTB
YIABTPaBBICOKOMOJNEKYIAPHBIX MYJIETUMEPOB VWE,
JKCIIPECCUPYEMBIX AKTUBUPOBAHHBIMH 3SHAOTEIHO-
muTaMu. TakuM o0pa3oMm, OepeMEHHOCTb MOXKET
CTaTh MPOBOLMPYIOUIMM (AKTOPOM IJIsi Pa3sBUTHUS
TTII npu renernueckom naepexre ADAMTS-13.

Kpome Toro, TTII Bo BpeMs GepeMeHHOCTH OIMCa-
Ha U y MalMUEeHTOK ¢ aHTuTenamu Kk ADAMTS-13.
Brin onucan nHTEpeCHEUIINN KIMHUYECKUHN CITydaid:
y 23-neTHeW KEeHIIHBI B TEYeHHE 73 MecsIeB ObLIO
yeThIpe OEpeMEHHOCTH, 3aKaHUYMBABIIIHECS CaMOIIPO-
W3BOJIEHBIMH a00PTaMHU B TIEPBOM TPUMECTPE, ITOCIE
yero y Hee pasBuBanuchk snuzonsl TTII, perpeccu-
poBaBmIue Ha (POHE JIEUEHUS KOPTHKOCTEPOHIIAMHU
u masmadepesom. [lociie uMmmanTanuu NpoTUBO3a-
YaTOYHOT'O CpeACTBa HOBBIX 3mu3040B TTII He oTMme-
yasnock [15]. B HacTosmee BpeMss KpUTEPUAMH IS
MOCTAHOBKU JUArHO3a U3 5 XapaKTEepHBIX MPU3HAKOB
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1

3TOro 3a00JIeBaHUs SIBIISIOTCS TOJBKO TPOMOOLUTO-
MEHUS ¥ MHUKPOAHTHMONATHYECKasi IeMOJUTHYECKas
anemusi. Knuanmuecku TTIVIYC B sTOoM ciydae
4acTo ObIBAET TPYIHO OTIUYUTH OT TSDKENoW ¢op-
MBI Tecto3a, sknamncuu U HELLP-cunnpoma, ans
KOTOPBIX TAaKXKE XapakTEpPHO PasBUTHE TPOMOLUTO-
MEHUM ¥ MHUKPOAHTMOMATHYECKON T'eMOIUTHYECKON
aHemud. CUTyalMs OCIOXHSETCA €lle U TeM, 4TO
HELLP-cunapoM u 5KJIaMITUYECKUE CYIOPOTH MO-
T'YT Pa3BHBaThCS B OTCYTCTBHE TUIIMYHBIX IIPU3HAKOB
Tspkenoro recrosa [17, 23]. Tak, nmo nanueiM Katz V.
u coasT. (2000), y 60 % >KeHILMH 3KJIaMIICUs pa3BU-
Jack Ha (OHE HOPMAJIBLHOTO apTEPHAIBHOTO JaBiie-
HUS ¥ ObLIIa TIEPBLIM MTPOSIBIICHUEM TecTo3a [§].
Takum oOpa3om, pa3BUTHE TPOMOOTHUYECKOM MH-
KpoaHruonatuu xapakrepHo u ansi HELLP-cun-
IpoMa, TPOMOOTHUYECKOH TPOMOOLMTONCHNYECKON
MypIyphl, TEMOIUTHKO-YPEMUYECKOTO CHHAPOMA,
a TaKXkKe SBIAETCS OOHMM H3 MpPOSABICHWHM Kara-
cTpodudeckoro aHTH(HOCHONUIUIHOTO CHHAPOMA
(KA®C). D10 CBHIECTENBCTBYET O EIMHOM MeXa-
HU3ME NaroreHeza 3THX 3aloieBaHuil. M3BecTHO,
yto A®PC accouumupyercs € BBICOKOM YacTOTOH
pa3BUTHSA TaKuUX MATOJOTHHA OEepeMEHHOCTH, Kak
C3PII, BHyTpuyTpoOHas TuOenb MJOAa, NPEeXIe-
BPEMEHHBIE pOJBI, TrecTo3sl. Kpome TOro, psaom
HCCIIeNIOBaTeNell ONMUCaHbl CIydyal BO3HUKHOBEHHS
HELLP-cunnpoma y xenmus ¢ ADC, 4ro aumHui
pa3 MOATBEP)KIAET POJIb MAaTOJOTHUH I'eMOCTa3a Kak
npeapacnonaraomero (akTopa K BO3HUKHOBEHHIO
HELLP-cunnpoma. Koenig u coasr. (2005) onucanu
xeHmuHy ¢ ADC, y KoTopoit 6epeMEeHHOCTh OCIIOXK-
Hunack pazsutueM HELLP-cunapoma, a mocnue orme-
PaTUBHOTO POAOPA3PEIICHUs pPa3BUIACh KIMHUYE-
ckast kapruHa KAD®C ¢ undapkramu nedenu, KKT
1 KOCTHOTO MO3ra BCJIEACTBHE NPOTPECCHPYIOLICH
MuKpoaHruonaruu [12]. Cnenyer Takxke y4UTHIBATh,
yro HELLP-cunapoM MoxeT OBITh MEPBBIM MPOSIB-
neaneM ADC. [loaBUIUCH NaHHBIE O PO AHTUTEN
k ADAMTS-13 B kadyecTBe NPUYUHBI TPOMOOITH-
toneanu y 6onpHbIX CKB, uTO MOXET OBITH OJHUM
U3 KpUTEpUEB HEOIAronpuaATHOIO MPOrHo3a 3aboe-
BaHMs y Takux mauueHtoB [10]. Pourrat O. u coast.
(2013) onuchIBarOT B3aUMOCBSI3b MEXKTY ACUIIUTOM
ADAMTS-13 u passutuem HELLP-cungpoma [18].
Bonee Toro, nosiIBUIINCH NHTEPECHBIE TaHHBIE O TOM,
yro antutena K ADAMTS-13 moryTt popmupoBarbes
B yCJOBUSIX aHTU(OCQOIUIUIHOTO CHHAPOMA, YTO
MOXET SIBIATHCS BaKHEWIIMM (DAKTOPOM pa3BUTHUSA
TPOMOOTHYECKHX W aKyIIePCKUX OCIOXKHEHWH [1].
Takum oOpasom, antutena k ADAMTS-13 u nuc-
¢ynkuuss ADAMTS-13 MoxeT pa3BUBaTbCs M MpU
JpYTHX ay TOUMMYHHBIX 3200JI€BaHHUAX,, TOMUMO MIPH-
obperennoii TIII1, B yactHoCTH, B ycnoBusax ADC.
ComnacHO Hamell KOHIENIMU HacJeACTBEHHBIN
u/wim npuobperennsiii nepunur ADAMTS-13 Ha-

pany ¢ reHeTMueckor TpomOodunued u antudoc-
(GOIMIUAHBIM CHHIPOMOM, BKJIIOYas KaracTpodu-
YecKylo ero Gopmy, IODKEH pacCMaTpUBATBHCS Kak
OVH W3 3HAUYUMBIX MaTOTCHETHYECKUX (aKTOpOB
BO3HHKHOBEHHUSI KPUTHUYECKUX COCTOSHHHA B aKy-
mepcTBe (puc. 1). Bee sKeHIMHBI, IepeHeCIne TH-
xkenble ¢opmbl npeskiamicun, HELLP-cunmpom,
NPEXKIEBPEMEHHYIO OTCIIOHKY HOPMaJIbHO PacIoo-
JKeHHOMW IJIALCHTHI, CENTUYECKUN LIOK, TeMOppari-
YEeCKHid 10K, JOJKHBI OBITH 0OCIENOBaHBI HA BBI-
spreHre akTuBHOCTH ADAMTS-13 u nHanmuue ee
WHTUOUTOPOB. B cilydae OTAromieHHOro aHaMmHe3a
U BBIABICHMS HapymeHuil B cucteMe ADAMTS-13
OLIEHKa YPOBHEH 3TOTr0 (pepMEHTA U TUTPOB €0 MH-
ruOUTOpa B TEUeHUE OEPEMEHHOCTH B JUHAMHKE TI0-
3BOJIUT OLICHUTH PUCKHU Pa3BUTHsI IIOBTOPHBIX TSIKE-
JBIX TPOMOOTHYECKUX M aKyLIEPCKUX OCIOKHEHHN
U CBOEBPEMEHHO IOAHITH BOIPOC O JAJbHEHIIEH
TaKTHUKE BEICHHS NAalMEHTKH M HEOOXOAMMOCTH
B JIOCPOYHOM pOJIOpa3pELICHUH.

Bonee Toro, B nocnennee BpeMs MOABISAIOTCS HO-
BbIe JaHHbIe 0 ponu naedurura ADAMTS-13 B na-
TOTCHE3€ Pa3INYHbIX MH()EKIMOHHBIX 3a00IeBaHHN
1 TPOMOOTHYECKUX OCIOKHEHHH, BKITIOUasi OCTPBIT
WHAPKT MUOKapa, UILIEMHIECKII HHCYIET, THIIEP-
TEH3UBHBIE KPU3BI, CETICUC, MAISIPUIO (pHC. 2)

Hpunyunvt mepanuu I'YC/TTII. Tepanueii BbIOO-
panpu TTIVTYC sBnseTcst npuMeHEHHE CBEXKE3aMO-
POKEHHOM Ia3Mbl WK Tazmadepes. [Ipumenenne
00MEHHOT0 IIepeTMBaHMs IIIa3Mbl [I03BOJISIET CHU3HTh
ypoBenb cmeptHOocTd nipu ['YC/TTII ¢ 80 mo 10 %.
BriepBeie 3¢dexkTHBHOCTE OOMEHHOTO TepesBa-
HUs TUIa3Mbl Oblla TOkazaHa y maunuenta ¢ TTII
Rubinshtein B 1959 rony. Llenpto npumeHeHus uia3-
Madepesa sBisieTcss BosMelleHne ypoBHsS VWE-
MpoTeasbl, yAajJeHWe aHTUTeN, OJIOKUPYIOINX
aktuBHOCTE ADAMTS-13, npoBocnanuTeNbHBIX ITU-
TOKMHOB, KOMITOHCHTOB KOMIUIEMEHTA U3 CHCTEMHO-
r0 KPOBOTOKA, a TAK)Ke BO3MEIIECHHE e(UIINTA ecTe-
CTBEHHBIX AHTHKOATYJSHTOB, YTO OCOOCHHO BaXKHO
npu couetannu TTII/I'YC ¢ reHeTHUECKUMH TPOM-
o6opunusamu u ADC. Ilpu HacneacTBeHHOU (opme,
00yCJIOBIEHHONH T'OMO3UTOTHOW WJIM JIByMs TeTepo-
surotHeIME MyTauusiMu ADAMTS-13, addekrrsro
MIPUMEHEHNE CBEKe3aMOPOKEHHON IJIa3Mbl, a Ui
NpOQHIAKTUKN PENUANBOB 3a00JIEBaHUs TIepeIBa-
HUS [J1a3MBI HEOOXOIMMO PUMEHSTH pa3 B 2—3 Hejle-
nu [2]. Y 6onbHBIX ¢ npuodpereHHoit Gpopmoit TTIL,
y kotopbix aepunut ADAMTS- 13 B GonbLIMHCTBE
oOycnoBieH He aOCONIOTHBIM OTCYTCTBHEM 3TO-
ro Oemka, a OJIOKamOH €ro aKTUBHOCTH BCJICACTBHUE
OUPKYJSIUA  AyTOAHTHUTEN, TOJBKO MEPEIMBAHUS
CBE)XE3aMOPOKEHHOM IUTa3Mbl MOXET OKa3aTbCs
HEIOCTaTOYHbIM, TaK KaK HMEIOIIMECs aHTHUTea
OynyT OJOKMpOBaTh W BHOBH MOCTYMAIOIINE B Op-
ranu3M konudectBa ADAMTS-13. Tem He MeHee
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TpomboTHYecKHe MUKPOAHTHONIATHH
TpombonuTOnIeHNS
MHUKpOaHTHOTIATHYECKAS TEMOJIUTHYECKAsT aHEMUSI
MuxpococynucTsiii TpoM603

I'emosMTHKO-ypeMHuUecKHii TpombGoTuueckas
cunapom (I'YC) TPOMOOLUTONEHNYeCKASI
TpomOounToneHus nypnypa
Mukpoanruonarndeckas TpombGouunToneHus

TeMOJINTHYECKAsT aHEMUST
CoctaB TpoMOOB:
MPEUMYIIECTBEHHO (GUOPHH
U TPOMOOIIUTHI

Jedpunutr ADAMTS-13
Cocras TpoMOOB:
MPEUMYIIIECTBEHHO
TpomMOouuTsl 1 VWF

N

( Bropuuynas TpoméoTHYeCKAs Tpombornueckas
MHKPOAHTHONATHS MHKPOAHTHONATHS,

*  HWupynupoBanHas cnenrpuyHAs 1Js1
JIEKapCTBEHHBIMHU 0epeMeHHOCTH
npenaparaMmu » Ilpesxnammncus

*  Uudekun *  HELLP-cunznpom

*  3/I0Ka4eCTBCHHBIC OIIyXOIH

* BonuyaHouHBI HEPPUT

Tunuuneii I'YC (D), Arunuunsiii I'YC (D-)

acCONMMPOBAHHBIHI Hapymenus B cucreme
¢ nHexuusIMHU KOMILJIEeMeHTa
* E.coliO157:H7 » Tenernmuecku
* Jlpyrue Gaxrepuu, 00yCIIOBJICHHBIE

MPOAYLMPYIOLIUE LLIUTa- ®daxTop KOMIUIEMEHTa

TOKCHH H (CFH), ¢paxtop
* IIHEBMOKOKKOBEIE xommtemenTa I (CFI), CD46,
HHpEKIHU TPOMOOMOIYIHH, (GaKTOp

kxomiiementa B (CFB)

* Tenernuecku
00yCITOBIICHHBIE +
npHOOpeTeHHbIE
MPAYHHBI

Hememms CFHR (nporens,
CBSI3aHHBIN ¢ pakTOpoM
xommieMmeHTa H) + anturena
K ¢axropy H

+ KADC
* 3n0KayecTBEHHAs
THIEPTEH3US
Ipunodperennas TTII Bpoxpennas TTIL
AnTturtena k ADAMTS-13 JedexTs! reHa
* HWpmonarmdeckas ADAMTS-13

* 3aboaeBaHus
COCAMHUTEIIBHON
TKaHu, BUY

JleGroT B AeTCTBE
Bo B3pociom Bo3pacte
neGI0T BO3MOXKET MpU
HamIun (GakToOpoB pHCKa,
HarpHuMep BO BpeMsi
OepeMeHHOCTH

Puc. 1. OcnoxxHeHus: 6epeMEHHOCTH KaK OT/eNbHas (hopMa TPOMOOTHIECKOH MUKPOaHT HOTIATHI

HHQY3HUsI CBEKE3aMOPOXKEHHOH I1a3Mbl y OOJIBHBIX
¢ npuobpetrennoit popmoiri TTII momxna OBITH Ha-
yara cpasy ke mociue nosiBneHus nogo3penust TTII
IIPU OTCYTCTBHM BO3MOXKHOCTH HavaTh I1asmadepes
B SKCTPEHHOM MOPSIKE WIN JI0 TOTO, KaK OyAeT yTou-
HeH auarso3s [20].

Ha cerogus g neuenus I'YC/TTII, momu-
MO TEpanuy IUIa3MOW, TPUMEHSETCS LENbIH sl
METOIOB W JICKAPCTBEHHBIX MPENaparoB, OIHAKO
3¢ (eKTUBHOCTh OONBITUHCTBA WX HUX OCTACTCS
HeJ0Ka3aHHOW (Tabn. 3). DTH MEeTOoAbl HalpaBJICHEI
Ha TO/aBJICHUE CHHTE3a ayTOAHTHTEN U IPUMEHS-
oTcs y O0onbHBIX ¢ mpuodperenHor TTII u ayto-
antutenamu K ADAMTS-13 npu orcyrcTBum 3¢-
(exTa OT cTaHAApPTHOM Tepamuu C NPUMEHEHHEM
miasMagepe3a M CBEKE3aMOPOKEHHOHM  ILIa3MBl.
Bo3MmoxxHBIE BapHaHTBl TEPalMK BKIIOYAIOT BBICO-
KHE J103bl [IIOKOKOPTHKOHMOB, PUTYKCHUMa0d (MOHO-

kiIoHanbHBIe aHTHTEena K CD20 Ha B-muMorurax)
B KOMOHMHAIMHK ¢ TUKI0(oCchaMuIoM, HUKIOCIOPHH,
CIUICHIKTOMUIO. Tak, MOSBUINCH NaHHBIE O TIOBBILIE-
HUH 3¢ dexTuBHOCTU Tepanuu npuodperenHon TTII
Ipyu OXHOBPEMEHHOM MpPHMEHEHUH Iu1a3Madepesa
U DIIOKOKOPTUKOUAOB [11]. PekoMenayroT HaunHaTh
MIPEJHU30JI0H BHYTpPUBEHHO B f03€¢ 200 Mr B J€Hb
cpasy xke nociue ycraHosneHus auarsosa TTII u mpo-
JIOJDKATh JICYCHHE C TOCTETIEHHBIM CHM)KEHHEM J103bI
BILIOTH JI0 BBI3NOPOBICHUS [14].

BaxHno oTMeTHTb, YTO TSKENble (POpMBI Tpe-
9KJIAMIICHH, COTJIACHO HEAABHO MOSBUBILMMCS JIaH-
HBIM, MOTYT OBITH IpPOSBICHHEM TPOMOOTHYECKON
MHUKPOAHT'HONATHH (TIPHOOPETEHHBIX (OPM) U CBH-
JIETeNbCTBOBAaTh O TOM, YTO IulazMadepe3 W mepe-
JMBaHUE CBEXE3aMOPOKEHHOH TMJia3Mbl JTOJKHBI
paccMaTpuBaThcs B KadeCTBE Tepaluu BeIOOpa y Ta-
kux OonbHBIX. JlaHHBIe HccienoBannii Isler u coaBT.

| | AYPHAID ARYIIEPCTBA »1 JKEHCKUX'D BOJb3HEMN

TOM LXIV BbIMYCK 5/2015

ISSN 1684-0461



AKTVYAJIBHBIE ITPOBJIEMbI 3IPABOOXPAHEHI A 13
TpomboTnueckas HELLP-cungpom 310KaueCTBEHHAS
TPOMOOLIUTONICHNIECKAsT TIPEdKIIAMIICHS THIEPTEH3US
C HAeduuur Beno3snsle
ereme l ADAMTS-13 I TpoMOO03BI
[ Mansipus j Nmemnyeckuit [ Octppiit urdapkr J
HHCYIBT MHOKapia
Puc. 2. CocrosiHus, acconuupoBanusie ¢ neduimrom ADAMTS-13
Tabnuya 3
MeTtoas! jJeyeHusi TPOMOOTHYECKO MUKPOAHTHONATUH
Teuere Croco06bl MPUMEHEHUS okasarus

U JI03UPOBKa

Jleaenne ¢ noka3aHHOH 3 (HEKTUBHOCTHIO

IlepenuBanue
1-2 (60—80 mut/kr/meHp)
103 I1IJ1a3MBbI B ICHb

1) TInasmadepes

Teparms Bei6opa ripu ['YC/TTII B3pociubIx, )KU3HEHHO
HeoOxonuMa rpu nopaxkernu LIHC, BoccranaBmuBaeT GyHKIHIO
TIOYEK; PUCK MePerpy3Ku 00bEMOM IIPH IEPETNBAHUH TIIIa3MbI
OTCYTCTBYET AK€ Y MALIUEHTOB C CEPACYHOM U MOYEUHON
HEZI0CTaTOYHOCTBIO
HavanpHast Tepanus npy BcexX BapHaHTaX TPOMOOTHYECKOM
MUKpPOAHI'HOIIaTHH
Tepanust BeIOOpa pu ayroummynHoid TTIT

30—40 mi/Kr B IepBbIit
JIeHb, Jajnee —
o 1020 mi/kr/neHp

2) Caexe3aMOpOKEHHAs IIa3Ma

Teparmus BeIOOpa, eciu m1a3Madepes HenocTymeH; G dexTrnBHa
Jutst npodrutaktuky U nedenns pemunusos I'YC/TTIT
[Ipu cemeiinoit popme mpuMeHsIeTCS IS TPOPUITAKTHKA
PEeLMINBOB KaXkble 2—4 Hexenu
MexaHu3m AeiicTBHS — 3aMeIleHHe HeIoCTaroero hepmMeHTa
ADAMTS-13

3) KpuonpeuunutupoBaHHas
miasMa (OYMIeHHAS
oT MynbTuMeEpoB VWE,
¢ubpuHorena, GuOPOHEKTHHA)

3040 mi/Kr B IepBbIit
JieHb, Janee —
o 10-20 mur/kr/neHs

Tepanust BTopoii muHNH pH HEAPPEKTUBHOCTH
CBEXE3aMOPOKEHHOH IU1a3Mbl U Iu1a3Madepesa

Yactsre penunussl ['YC/TTII, TMA, pedpakTepHast K Tepanum.

CIUTCHIKTOMUS N
MexaHN3M OeHCTBYUS HEU3BECTEH, yAAICHNE KIETOK MaMsTH?
JlononHuTeNbHAS TEpanus IPU HeJOCTaTOYHON 3P (PEeKTHBHOCTH
I'MIOKOKOPTUKOMTBI 1-2 mr/kr/nens MIPUMEHEHUs CBeXKe3aMOPOKEHHOI! Tu1a3Mbl/Tua3Madepesa npu

TMA, cBsi3aHHOW C aHTUTEJIAMHA

BHyTpuBeHHBIIT raMMa-1100yIuH 400 Mr/kr/neHs B/B

D¢ dhexTHBHOCTD HE AOKa3aHa
3¢ GEKTUBHOCTH IPUMEHEHHS CBEKE3aMOPOKEHHON
wiasmbl/miasmadepesa npu TMA, CBI3aHHON ¢ aHTUTETIAMHU

VIMMyHOMOZY/ISTOPbI (BUHKPUCTHH,
nuKIodochamMu, TUKIOCTIOPUH)

MexaHHu3M JEHCTBUS — UMMYHOCYIIPECCHUS
JlononHuUTENbHAS TepaIus IIPY HeJ0CTaTouHON 3 (HEeKTHBHOCTH
MIPUMEHEHUS CBEKE3aMOPOKEHHOU TIa3Mbl/a3Madepesa mpu
TMA, cBsi3aHHOU C aHTUTEJIAMHU

Acnupux
100-300 mr/cyT
Knonunorpen
75—150 mr/cyT

AHTUTPOMOOIMTapHEIE TIPENnapaTsl

Db heKTHBHOCTH HE JI0Ka3aHa, YBEIMYHBAIOT PHUCK KPOBOTCUCHU I
TMA ¢ BeIpa)X€HHBIMU HILIEMUYECKUMH OPTaHHBIMU
MOPaKCHUSIMH

(2001) cBUIETENBCTBYIOT O TOM, YTO NpPUMEHEHHE
DJTFOKOKOPTHKOMIOB JI0 U MOCJIE POIOB COCOOCTBYET
ymenbennio Tsokectn HELLP-cuaapoma, motpe6-
HOCTU B TeMOTPaHC(Y3MH W TO3BOJSIET NPOAIUTH
OepeMeHHOCTh Ha 24—48 4, 4TO BaXHO JUIA TPO-

(GUIAKTUKH  PECIUPATOPHOIO TUCTPECC-CHHAPOMA
HOBOpOXkJeHHBIX [7]. IIpennomnaraercs, 4ro mpume-
HEHHE TIIOKOKOPTHUKOMIIOB MOXET CHOCOOCTBOBAaTh
BOCCTAHOBJICHUIO (DYHKLUI 3HIOTENHsI, OJloKaae ay-
TOMMMYHHBIX TaTOI€HETHYECKUX MEXaHU3MOB, TIpe-
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JOTBPAIIATh BHY TPHCOCYAHCTOE Pa3pyLICHUE SPUTPO-
LIUTOB 1 TpoMOouuToB U nporpeccupoBanue CCBO.
B uactHocTH, paccmarpuBass HELLP-cunapom kak
BapuUaHT MPHOOPETEHHON TPOMOOTHYECKOH MHUKpO-
aHruonatuy, 3PQPEKTUBHOCTh IIIIOKOKOPTUKOUAOB
MOXKHO OOBSCHUTH Onokupyronum 3¢dexrom B OT-
Homenuu aHtuten K ADAMTS-13 u antudocdo-
JTUNUAAHBIX aHTUTeNn. OJHAKO BCIEX 3a yIydlIeHHEeM
KIMHAYECKOW KapTHHBI, OTMEYAaeMbIM B TEUCHHE
24-48 4 Ha QoHE MPUMEHEHHS TITFOKOKOPTHKOHUJIOB,
MOXET BO3HHKHYTb TaK Ha3bIBAEMBIH «pedayHm»-
(eHOMEH, MPOSIBIISIOIMIACS YXYAILIEHHEM COCTOSIHUS
OepemenHoil. Takum 00pa3oM, BBeCHHUE ITIIOKOKOP-
THUKOMJIOB HE NMPENOTBPALIAET IMOJHOCTHIO Pa3BUTHE
MaTOJIOTMYECKOT0 MpoLecca, a JIMIIb KpaTKoBpe-
MEHHO YJIyYIlIaeT KINHUYECKYIO KapTUHY, CO37aBas
ycIIoBuUS 11t O0Jiee YCIEUIHOTO POIOpa3peIeHHs.

Baxxno ormetruTbh, uTO BCeM mnamueHTam ¢ TTII
HECMOTpPST Ha BBIPAXECHHYIO TPOMOOLUTONECHHIO
HEOOXOOMMO TMpOBENEHHE TPOMOONPOPHUIAKTUKU
HU3KOMOJIEKYJISIpHBIM renapiuHoM. HecMoTps Ha BbI-
POKEHHYIO TPOMOOLIMUTONICHHIO, TIEPETUBAHIE TPOM-
OOLIMTOB IMOKAa3aHO TOJBKO Y HALMEHTOB C KH3HE-
YTPOXKAIOIIUMHU KPOBOTEUEHUAMH, TaK KaK 3TO MOYKET
CIPOBOLIMPOBATh MPOTrPECCUPOBAHUE TPOMOOTHYE-
CKOM MUKpPOAHTHOIATHH.

3akntoyeHune

OTKpBITUS TIOCTICOHUX JIET, CBS3aHHBIE C U3yde-
HUEM MOJIEKYJISIPHBIX MEXaHHU3MOB TpPOMOOTHYE-
CKUI MUKPOAHTHOTIAaTHH, TO3BOJISIOT CHIEJIATh BBIBOJ
0 TOM, YTO 3Ta MATOJOTHUs SBIAETCS ropasno Oomee
pacmnpoCcTpaHeHHOH, YeM ObUIO paHee MPUHSITO CUH-
TaTh. BayXHEHIINM TPUTTEPOM K Pa3BUTHUIO KaK TPOM-
00THYECKOM TPOMOOIIMTOIIEHNYECKOH My PITypHl, TaK
U IPYTUX BapUaHTOB TPOMOOTHYECKOH MUKPOAHTHO-
naTtuy siBasiercs 6epeMeHHoCTh. [Iprnunnamu MoryT
SBISITbCSL  (DUBMOJIOTMYECKOE ITOBBIIIEHHUE YPOBHEH
¢akTopa ¢on BuneOpanna, xapakrepHoe s Oe-
PEMEHHOCTH, aKTUBHOE TOTpeOICHHE W HCTOILEHHE
3anmacoB ADAMTS-13, uro MoxeT ycyryomars pa-
HEe CKPBITHIH, YMEPEHHBIH TCHETHYECKH OOYCIIOB-
JeHHBI Jepuuut 3Toro ¢epmenta. Kpome Toro,
MOCNIeTHIE JaHHbIe YKa3blBAlOT Ha B3aUMOCBS3b
MEXIy LHUPKYISOued aHTUPOCHOTUNMUIHBIX aHTH-
Ten u npuodbpereHHbIM aedunurom ADAMTS-13.
B yactHOCTH, Takne MEXaHU3MBl MOT'YT UT'PaTh BaX-
HYIO POJIb B IMATOTCHE3€ TSDKEINBIX IUIalEeHTapHBIX
OCIIO)KHEHHMH OepeMEeHHOCTH, B TOM 4YHUCIIE IIpe-
sxiamicun, HELLP-cungpoma, npexaeBpeMeHHON
OTCJIOMKH HOPMAaJIbHO PACIIOJIOKEHHOW IUIALCHTHI,
OBITH TPUITEPOM B PA3BUTUHU CENTHYECKOTO IIOKA.
B Hacrosmiee BpeMsi KpUTEpUHU AJsl YCTaHOBJIICHUS
JarHo3a TPOMOOTHYECKOH MUKPOAHTHONATHH 3Ha-
YHUTENBbHO PaCIIMPEHBI. DTy MaTOJIOTHIO CIIEAYET UC-
KJTI0YaTh y BCEX MAalMEHTOB, Y KOTOPBIX BBIABISECTCS

TPOMOOLIUTONICHUSI B COUETAHUU C T€MOJMUTUYECKON
anemueil. CBoeBpeMeHHass AWArHOCTUKA TPOMOo-
TUYECKOM MHKPOAHTMONATUU HMMEET KOJIOCCAIbHOE
3HauYEHHE I BEIOOpa TaKTUKH JICUEHHS, B TOM YHC-
JIe MOXET IOJHOCTBIO U3MEHUTh MOAXOJ K TEPAIHUU
NAalMEHTOK C TOKEIBIMH (OpMaMHU MPEIKIAMIICHU
u HELLP-cunapomom. OOciieoBaHHE MNaIMEHTOK
Ha aepuuutr ADAMTS-13 u onpenenenue ypoBHen
MHruoUTOpa 3TOro (hepMeHTa MO3BOISAET MPOJIHUTH
CBET Ha IaTOTCHE3 PAHEE NEPEHECEHHBIX MallueHT-
KaMH TPOMOOTHYECKHX M TKEIBIX aKyLIePCKHX
OCIIO)KHEHHH W TJIaHUPOBATh  CIEHU(PUIECKYIO
NpOQUIAKTHKY BO BpeMsl MOCIEIYIOMNX OepeMeH-
HocTel. CoriacHO Hamlel KOHLETHH y BCEX >KEH-
HIVH, IEPEHECIINX TsDKeNbIe (POPMBI MTPEIKITAMIICHH,
HELLP-cunapoMm, NpexIEBPEMEHHYIO OTCIOUKY
HOPMAJIbHO PACIIOJIOKEHHOM IUIALICHTHI, CENTUYe-
CKMH IIIOK, T€MOPpParu4ecKuil IOK, apTepUajbHbIE
U BEHO3HBIE TPOMOOTHYECKHE OCJIOKHECHHUS, HE0O-
XOAMMO IPOBOAUTH MCCIEAOBAHUE HA AKTUBHOCTH
U Ha BbIsiBIeHHE UHrHOuTOpoB ADAMTS-13. B ciy-
Yae OTATOLICHHOTO aKyIEPCKOT0 U TPOMOOTHYECKO-
IO aHaMHe3a U BBIABICHMS HAPYLICHUH B CHCTEME
ADAMTS-13 onpenenenue ypoBHel 31oro hepMeH-
Ta ¥ TUTPOB €r0 UHTHOUTOPA B TeUeHNE OEpEeMEHHO-
CTU B JJUHAMUKE [TO3BOJIUT OLIEHUTh PUCKU PA3BUTHUS
IIOBTOPHBIX OCJIO)KHEHUW U CBOEBPEMEHHO IPUHSATH
BOIIPOC O JaJbHEUIIEH TAKTUKE BEICHHUS MAUEHTKA
¥ He0OXOIMMOCTH B IOCPOUYHOM POAOPA3PELICHHH.

Crtatbsa npeactaBnena M. C. 3aitHynuHom,
OIreHY «HUWN AP um. .0.OT1Ta»,
CaHkT-lNeTepbypr
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