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Abstract

In this article we review the history of the thrombotic microangiopathy (TMA) study over the past 100 years. Important events and
discoveries made by scientists across the globe are described, which profoundly contributed to understanding TMA etiology,
pathogenesis and treatment. The prospects for current TMA investigation especially in obstetric practice are discussed.
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BBenenue / Introduction

bonesHb MolukoBuUa, LWIKPOKO M3BECTHAA Kak TPOM-
6oTnyeckas TpoméouuToneHnyeckas nypnypa (TTIM), Ha
NPOTSXKEHUU ANUTESIbHOTO BPEMEHMN 0CTAETCA 06bEKTOM
yrny6neHHbIX uccnefoBannin. C MOMeEHTa ee OTKPbITUS
B MepBOM 4eTBepTW XX Beka, nartosiorus, kotopas xa-
PaKTEpPU3YeTCa HapyLIEHNAMMN CBEPTbIBAKOLLEH CUCTEMBI
KpOBU, CTana OCHOBOW AS1i MHOFOYUCEHHbIX UCCNeao-
BaTe/IbCKMUX PaboT, LeNiblo KOTOPbIX 6bIN0 yrnyoreHne
NOHUMAHMA 0 OUONOTMYECKON NPUPOLE U MaToreHese
60ne3HM, TeM CamMbIM CMOCO6CTBYA YNyHLLIEHMIO METOLOB
ee AWNAarHOCTUKU U JIeYeHUs. XapakTepHbIMW NPU3HaKa-
MW 3TON NaToNoruM ABNASIOTCA MUKPOAHrMONaTUYecKas
remonutuyeckas ademus (MATA), Tpom6GouuUTONEHNSA
I MHOXXECTBEHHAs OpraHHas AMCHYHKUMS, 06beanHeH-
HbIX CeilYac B MOHATUE TPOMOGOTUYECKAs MUKPOAHTUO-
natua (TMA). TMA - aTo rpynna 3abonesaHmii, 06beau-
HEHHbIX 06LMM NaToPU3NO0NOTYECKUM NPOLLECCOM, Xa-
PaKTEPU3YHOLLMMCA TPOMOO30M apTepmros U Kanuispos.
B pesynbrate BOSHUKAOT MOBPEXAEHUS MENKUX KPOBE-
HOCHbIX COCYLOB, YTO BeJeT K PaspyLUeHMt0 3pUTpoLM-
TOB 13-32 MPOXOXAEHUS Yepe3 NOBPEXJEeHHbIE COCYapbI,
CHVDKEHMIO KOJIMYeCcTBa TPOMOOLUTOB M3-3a UX aKTUBHO-
ro pacxofga Ha hopmupoBaHue TPOMOOB W MOSIMOPTaH-
HOM HeA0CTaTO4YHOCTN M3-3a TPOMB03a COCYA0B M Hapy-
LeHns nepdysun opraHoB. K TpOMOBOTUHECKUM MUKPO-
aHrmonatuam oTHocat TTI1, reMonuTUKO-ypeMnyecKuii
cungpom (I'YC), a Takxe pag BTopuyHbIx TMA, KoTOpbIE
MOryT 6bITb BbI3BaHbl MEANKAMEHTO3HON Tepanuei, uH-
hekumamn nnu conyTcTyoWMMI 3a6oneBaHusmu. Jle-
YeHUe 3aBUCUT OT KOHKPETHOro 3a60neBaHns B pamkax
rpynnsl TMA 1 MOXeT BKto4aTh niasmadepes, UMMy-
HOCYMPECCUBHYIO Tepanuio, NOALEPXKMBAIOLLYIO Tepanuio
1 B cnyyae I'YC — remoguanus. BaxxHo 0TMETUTb, 4TO He-
3aBUCUMO OT KOHKPETHOro AnarHo3a, Jito60e cocTosHue
n3 rpynnsl TMA TpebyeT HeMeAneHHOro MeANLMHCKO-
ro BMeLLIATeSIbCTBa, TaK Kak MOXET Mepepactyl B XU3He-
YrpoXaroLLee CoCTosHue.

OTKphITHE 00T€3HH MOIIKOBHIIA /
Discovery of Moshkovitz's disease

PoBHO cTO neT Hasag, B 1924 r., goktop 3nu Mowiko-
BUL (puc. 1) ony6rmMkoBan nepsoe OnucaHue MOMOLON
NaLMEHTKN, YMEpPLLUEA OT HEeU3BECTHOTO Ha TOT MOMEHT
ocTporo 3abonesaHus. B 1924 r. 16-neTHsas [eBOY-

PucyHok 1.
3ann MoLukosuL,
(1879-1964).

Figure 1.
Eli Moschcowitz
(1879-1964).

Ka 6bl1a rocnutanuanposaHa B 60nbHNLY beT Mcpaanb
8 Hoto-Mopke ¢ ocTpbim 3a6onesannem. MaunenTka xa-
noBanacb Ha IMxopagaky, 61efHOCTb, NeTexmn, cnabocTb
1 pPas3BMBAOLLIMIACA Napanny Nesoi pyku u Horu. OHa
Bnasa B KOMYy W yMepna 4yepes HeLento nocne nocryne-
HUA B 60sbHULY [1]. TIpn BCKPbITUK ObIIN BbIABJIEHDI
pacnpoCTpaHeHHble «rMasiMHoBbIE» MUKPOTPOMObI B Ka-
nuanAapax 1 apTepuonax pasnnyHblX OPraHoBs, B TOM YUC-
ne B CeppLe, ceneseHke 1 noykax. MpuyuHa atoro cmep-
TeNbHOro 3a60neBaHms, y Kasanoch 6bl 3[0POBOII 1€BOY-
Ku, 6blS1a HeN3BECTHA.

B 1947 r. K. Singer ¢ coaBT. onucanu crny4an aesyLu-
KW, PesynbTartbl BCKPLITUA KOTOPOW Obin NOYTU UAEH-
TWYHbI TAKOBbIM Y NaUMeHTKN MOLLKOBULA: MHOXECTBEH-
Hble MUKPOTPOMObI B pasnnyHbix opraHax [2]. lMepen
CMepTbl0 Yy [AEBOYKM Habnojanach TsXKenas aHemus
C PeTUKYNIOLMTO30M U BbIPaXKEHHON TPOMOOLMTONEHWEIA.
K. Singer ¢ coaBT. NpeanoXunu runoTesy, 4T0 MUKPOCO-
CYANCTbIe TPOMObI COCTOAT U3 TPOMOOLIUTOB M INOPUHA,
1 NOCNe aHanu3a BCeX 3aperncTpupoBaHHbIX Ha TOT MO-
MEHT MauWeHTOB C NOAOOGHbLIMU NpU3HaKaMu Npeanono-
KWK, 4T0 3TO cneuudomyeckoe 3a6oneBaHue, nNpu KoTo-
pPOM TPOMOOLMTONEHMS BO3HMKAET B PE3yNbTaTe MaccuB-
HOrO BHYTPWUCOCYAWUCTOr0 NOTPe6neHns TpomMoOoLUTOB
npu AMCCEMUHUPOBAHHOM MMKPOCOCYAMCTOM TPOM60-
TUYeCKOM mpouecce. B otnnyue ot 6onee pacnpocrtpa-
HEHHOM «MAMONaTN4eCKON TPOMOOLMTONEHNYECKON Myp-
nypbl» (CErofHs W3BECTHON KakK MMMYHHas TPOMOOLMTO-
nenus) K. Singer npeanoxun HaseaTb 370 3ab0/eBaHNE

m http://www.gynecology.su


https://doi.org/10.17749/2313-7347/ob.gyn.rep.2024.544
https://doi.org/10.17749/2313-7347/ob.gyn.rep.2024.544

LWatununa A.KO., Fapxunesa A.b., Benuxanosa J1.M., Mewiepsiko A.A., lawmmosa H.P., Mpuropbesa K.H., Bopo6bes A.B.

«TPOMOOTUYECKOA TPOMOOLMTONEHNYECKON Mypnypo»
(TTM) [2]. 3T0 Ha3BaHMe UCMONbL3YeTCA 40 CUX MOP.

B 1966 r. BCe 3aperucTpupoBaHHble Ha TOT MO-
MEHT NauneHTbl ¢ guardo3om TTI 6binu pacCMOTPEHbI
E.L. Amorosi n J.E. Ultmann (pue. 2) [3]. OHn onpegenu-
N ANArHOCTUYECKYO MeHTaZy MPU3HAKOB: FeMOSIUTHYE-
cKas aHemus ¢ MOpdONOTrMYECKUMU NpU3HaKkamu dopar-
MEHTaLuU 3pUTPOLMTOB B Maske KpOBW (LLUMCTOLWTBI,
LUNEeMOBMAHbIE KJIETKM), TpOMOGOLWUTONEHN noTpeo6rie-
HUSA, HEBPOMOrNYECKME CUMNTOMbI, OAUCYHKLNUSA NOYeEK
1 TMXOpaaKa. TakKe OHW OTMETUN NOCMEPTHbIE Pe3ySib-
TaTbl LUMPOKO PACMPOCTPAHEHHOTO MUKPOCOCYAMCTOrO
Tpom603a 6e3 BOCMANUTENbHbIX W3MEHEHUA KPOBEHOC-
HbIX COCY0B. ABTOPbI MOCTABUAN NOJ COMHEHWE Npupo-
[y «TNanMHOBbIX» MUKPOTPOMOOB U OTMETUU, YTO Je-
TalbHbIA UCXOL HAOMIOAAETCH NOYTU Y BCEX NALMEHTOB,
a TaKXXe OTLEeNbHO MOAYEPKHYNU OTCYTCTBUE KaKOro-nu-
00 ahpekra o1 Tepanum [3].

PucyHnok 2.
[DKOH dpHecT
YnbTMaHH
(1925-2000).

Figure 2.
John Ernest
Ultmann
(1925-2000).

OtxperTue pakropa ¢poH Buwuieopanaa /
von Willebrand factor discovery

B 1926 r. poktop 3puk hoH Bunnebpaug (pue. 3)
onucan HacNeACTBEHHYKO KOarynonaTui, KoTopas HblHe
3BeCTHA Kak 6onesHb Bunnebpanpa [4, 5]. OH Hab6nio-
[an 3a CeMbeil, B KOTOPOI 60/bHbIE C HOPManbHbIM KO-
NUYeCTBOM TPOMOOLMTOB ymMUpanu B pa3HOM BO3pacTe
OT KpOBOTEYEHWUA pasnuyHoro reHesa. B 1950-1960-x
rofiax MOHWKEHHbI YpoBeHb akTuBHOCTK (haktopa VIII
(FVII) 6bin onpefeneH Kak BO3MOXHasA NpUHNHA SAHHO-
ro 3abonesaHus. Takxe 6b110 OTMEYEHO, 4TO AedULNT
NAHHOro (DaKTopa MOXXHO ObI10 BO3MECTUTb MHY3Nei
nnasmbl UNK ee 0TAeNbHbIX pakuuii. Mo3dxe, B 1971 r.,
6bIN NpoBefeH UMMYHONOTMYECKMA aHan3, B KOTOPOM
ObIN0 BbISIBIEHO, YTO HACNEACTBEHHASA Koarynonarus o6y-
cnoeneHa gedouuntom He cpaktopa FVII, a coBcem ppy-
roro NpoTenHa, KOTOpbIA U 6bI Ha3BaH B YeCTb NepBo-
OTKpbIBaTENs — paktop OoH Bunnebpanga (aHrn. von
Willebrand factor, vVWF).

PucyHok 3.

9puk Agonba
(hoH Bunnebpana
(1870-1949).

Figure 3.

Erik Adolf

von Willebrand
(1870-1949).

H3ydeHue gpyrux popM TpOMOOTHIECKOH
mukpoaHruonatuu / Study of other forms
of thrombotic microangiopathy

B 1978 r. J.D. Upshaw (puec. 4) ony6nmkoBan oT4eT
0 cnyyae 3a6onesaHus B MeamumHckom xypHane HoBoi
AHrnun [6]. bbina onucaHa 29-NeTHAA XKEHLLMHA, KOTO-
pas cTtpajana oT peunanmBUpYyOLLINX 3NU3040B NUXopaa-
KW, NETexXui, BbIPXXEHHOA TPOMOOLUTONEHUN U MUKPO-
aHrMonaTu4ecko reMoNIUTUYECKON aHeMUK, HavymHas
¢ Bo3pacTa 6 mec. Tepanus KOPTUKOCTEPOMAAMU, AHTU-
OMOTUKOTEpaANMUs U CMAEHIKTOMUS He nomornu. OaHako
nepennBaHMe KpOBWU NPUBOAWIIO K YNYYLLEHUKO COCTOS-
Hua naumentku. J.D. Upshaw caenan BbIBOA, 4TO nnas-
MEHHbIA (DAKTOP MOXET UMETb BAXXHOE 3HAYEHUE, U MPU
crneaytouleM anu3oae 3a60sieBaHus NaLMEHTKY nedunu
UCKITOYUTENbHO ABYMS efuHULaMu 6egHoi Tpom6oLu-
TaMun nna3mebl. MayneHTKa XopoLwo pearuposana Ha WH-
by3nto CBEXE3aMOPOXKEHHON Ma3Mbl, HOpManuays Ko-
NYECTBO TPOMOOLIMTOB 1 YPOBEHb remaTokputa 6e3 He-
06X0MMOCTY NEPENNBaHNS 3PUTPOLIUTOB.

PucyHok 4.
IxedhdepcoH
[. Anwoy
(1905-1983).

Figure 4.
Jefferson

D. Upshaw
(1905-1983).

B 1955 r. noa pykooacteom G. Gasser 6bI10 ONMCAHO
COCTOSIHWE, 06HApPY)XEHHOE Y 5 [1eTel, OHO XapakTepuso-
BanoCb HanM4yMem OCTPOii MOYEYHO HEeJ0CTaTO4HOCTH,
FeMOSTUTUYECKOI aHeMUMN 1 TPOMOOLUTONEHUN, KOTOPbIE
pa3BMBaNMCb NOCMe WHMEKLWOHHOW anapen, 06ycnos-
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NEHHO NPOAyKLMeN WwuratokcuHa Escherichia coli-HUS
(STEC-HUS), aBTOpbl Ha3Banu 3T0T KOMMJIEKC CUMMNTO-
moB I'YC [7]. Mogpo6Hoe onucadue 'YC C. Gasser pan
B 1966 r., N03TOMY KOMMJIEKC CUMMTOMOB €Lle Ha3biBa-
eTca 6onesHb laccepa [8]. Ona 'YC, nopaxatowuii ge-
Tel paHHero Bo3pacta Yalle, 4em B3pOCHbIX, XapakTepHa
Tpuaaa cumntomoB — MATA, TpoM6OLMTONEHNS 1 OCTpas
noYyeyHass HeLOCTATO4HOCTb. [1pOBOLMPYHOWUMN NPUYN-
Hamn TYC MOXeT 6bITb remopparvyecknii KoauT, 3no-
Ka4eCTBEHHbIe HOBOOOPA30BaHUA 1 NPOTUBOOMNYXOJe-
BOE /leyeHune, 6epeMeHHOCTb, TPAHCNNAHTALMUS OPraHoB.
C Tex nop kak B 1983 r. 6bina 0TMEYeHa NaToreHeTnye-
ckas cBsidb mexay 'YC n BepOTOKCUH-MPOLYLMPYHOLLEI
nHdekumen Escherichia coli (VTEC), npon3oLen 3Ha4u-
TesIbHbIA Nporpecc B nNoHUManHuu nHekuum VTEC, kak
OAHOI 13 Begywwmx npuyud IYGC [9].

OtkpsrTe ADAMTS-13 u ee poru
B CHCTeMe remocra3sa / Discovery
of ADAMTS-13 and its role in hemostasis

B 1982 r. J.L. Moake ¢ coaBrt. (puc. 5) onucanu ceepx-
6onbwme mynsTumepbl VWF y NaLneHToB ¢ XPOHUYECKON
peuunansupytowwen popmon TTM [10]. byayym Hambornee
TPOMOGOreHHOW (POPMOIA 3TON MOJIEKYNbI, OHU BbICBO6O-
xganuce u3 Teney Beinbens—llanage [11] u noctynanu
B KPOBOTOK MpU CTUMYNALUN UNU NMOBPEXAEHUN 3HI0-
TennanbHbIX Knetok cocygos [12]. J.L. Moake ¢ coasT.
NPeanooXMK, 4T0 3TU MYSIbTUMEPbI, MPUCYTCTBYHOLLME
B N/ja3me KpPOBW B MEPUOL PEMMCCUN, OTBETCTBEHHbI
3a CKOM/eHWe U crunaHue TpomMOOLMTOB B MUKPOCOCY-
JOUCTOM pycrie BO Bpems 0CTpbIX anu3ofos TTI, Tak Kak
B 9TO BPEMS OHM 1cYe3anu 13 nnasmel. [pegnonaranocs,
YTO CYLUECTBOBAHME 3TUX TUMEpPaLre3vNBHbIX MOMEKYN
06bsicHseTC Aedpuuutom «agenonumepassl» VWF, yTo
xapakTtepHo ans TTI. Ceepx6onblune Mynbtumepsl VWF
npeobpasyoTcs B 6051ee Menkue U MeHee TPOMOOTeHHbIE
MYJIbTUMEPbI C MOMOLLbI0 pacliennsatoLein VIWF npoTea-
3bl. B 1996 r. 2 uccnegoBatesibCKMe rpynnbl He3aBUCK-
MO Apyr OT Apyra coo6LiMnn 0 HOBOW MeTanionpoTease,
BbIJENEHHOMN M3 N1a3Mbl YeN0BeKa, KoTopas cneundguye-
cku pacwiennser vWF [13, 14].

log cnycta M. Furlan ¢ coaBT. ony6nukoBanu cBoe Uc-
CNnefj0BaHNe YeTblpex NauWeHTOB C XPOHWYECKOW peuu-
ausmpytoLeit TTI. B nccnefosaHnm y4acTeoBana ceMbs:
[Ba 6parta C MOBbILIEHHbIM YpOBHEM MynbTMMepoB VWF
B N71a3mMe KPOBU U NOJSTHbIM LePULNTOM aKTUBHOCTM NPO-
Teasbl, pacwennatouwein VWF, n ux poautenn 6e3 cum-
NTOMOB 3a60J1eBaHNA, CO CHWXXEHHOW NPUMEPHO BABOE
0T HOPMbl aKTUBHOCTbIO [aHHOI npoTeassbl. HW 'y 0gHOro
113 3TUX NALWEHTOB B NNa3Me He 6b1n0 06HAPYXEHO UHIN-
OMTOpA UM aHTUTEN NPOTUB NPOTEasbl, PACLLENNAOLLEN
VWF. OHn TaKXe OTMETUMN, YTO CBEPXOONbLUNE MYNbTH-
mepbl VWF, 06Hapy>XeHHble Y NaLneHTOB, BbI3BaHbI He-
[0CTaTO4HOM aKTUBHOCTbIO MpPOTeasbl, pacLiensistoLLen
VvWF. Jedomunt 3701 NpoTeasbl MOXXET HAC/eA0BaTbCA N0

Pucynok 5. [xoanb Moak 1 HaHcu TepHep.

Figure 5. Joel Moake and Nancy Turner.

ayTOCOMHO-PELLECCUBHOMY TUMY U, NO-BUAMMOMY, Npes-
pacnonaraeT K XpOHWYeckomy peumamsupoBaHuto TTII.
AHanu3 akTMBHOCTW npoTeasbl, pacwennsawowen VWF,
MOXET ObITb MCMOSIb30BaH B KAYECTBE YYBCTBUTENbHOIO
JUArHOCTUYECKOrO MHCTPYMEHTA [N BbISBNEHUS CYyOb-
€KTOB CO CKPbITOM TeHaeHuuen k TTM [15].

B 2001 r. 3 rpynnbl uccrenosartenein YCnewHo 04u-
ctunu npoteasy, pacwennsowyo VWF, 10 romMoreHHo-
r0 COCTOSIHWA, YTO MO3BONWUMO W3Y4YUTb €6 aMUHOKUC-
NOTHYKO nocnefosatensHocTb [16-18]. Ha ocHoBaHum
atoro X. Zheng ¢ coasT. (puc. 6) maeHTUdMUMpPOBaANK
npoteasy, pacuwennswouyto VWF, kak HOBbI Bui Ce-
menctea ADAMTS, 0603Ha4€HHbIA Kak MeTanionpoTea-
3a ADAMTS-13 (aHrn. a disintegrin and metalloprotease
with thrombospondin type 1 motif, member 13) [19]. He-
huunt ADAMTS-13 MOXET ObITb BbI3BAH FEHETUYECKUMU
myTauuamun [6] unm npnobpeTeHHbIMU (hakTopamm, Taki-
MW KaK felicTue narunéutopa aHtn-ADAMTS-13 [20, 21],
n/unu notpebrieHnem U3-3a cencuca [22], npesknamncu,
OHKOJIOrMYeCcKUX 3ab0oneBaHnin, aHTMOCHONUNUAHOIO
cungpoma (A®C). Moaxe B. Plaimauer ¢ coaBT. akcnpec-
CUpOBaNK (YHKLMOHANBHO AKTUBHYID PEKOMOUHAHTHYHO
ADAMTS-13 B knetkax mnekonurawowmx [23], Kotopas
npu 0o6aBNeHnn K nnasme nawueHTa ¢ HacneacTBEHHON
TTM komneHcUpoBana nNPOTEa3HYH HeJ0CTaTOYHOCTb

PucyHok 6.
Cut JToHT YK3H.

Figure 6.
Xi Long Zheng.
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pacwiennenus VWF [24]. Takum 06pa3om, HeAOCTaKOLLNUM
Nia3MeHHbIM (PAaKTOPOM Y paHee yNoMAHYTOro nayueHTa
J.D. Upshaw ¢ BpoxaeHHou TTI 6bina ADAMTS-13.

o 1970-x rogos TTI noytn BCerga npueoguna K ne-
TansHoMy mexony [3]. B 1959 r. M.A. Rubinstein ¢ coasrT.
ObIN ONWCaH Cry4ail HeOXXMJAHHOW PEMUCCUN Y NaLneHTa
¢ TTI1, KoTOPbINA NEYNNICA CBEXe LieNbHON KPOBbIO [25].
B nocnegytowme rogpl 66110 0ny6sIMKOBaHO HECKOJIbKO
Cny4yaeB 0 671aroTBOPHOM BAUAHWN 06MEHHOro nepenu-
BaHMsA LeNIbHON KPOBM, Nna3madepe3a ¢ 3aMeHoil CBe-
)KE3aMOPOXXEHHOM NnasMbl UNKU UHAY3UA Nnasmbl 60S1b-
wnx 06beMoB [26]. MpoBoAMNOCH 3T0 C Lenbi obecre-
yeHus pocTatoyHoro Konmyectsa ADAMTS-13. B 1991 r.
G.A. Rock ¢ coaBT. oT uMeHM KaHaackoi rpynnbl no may-
YeHW0 adpepe3a OMy6bsIMKOBaNM BaXKHOE PaHLOMU3N-
POBAHHOE KOHTPONMPYEMOE WCCRefoBaHue, B KOTOPOM
OAHO3HAYHO ObINI0 YCTAHOBMIEHO MPEBOCXOACTBO MJa3-
MO3aMeLLeHNs Haf NPOCTON MHAQY3Mei nnasmbl C TOY-
KW 3peHus 4actoTbl oTBeTa [27]. O60CHOBAHMEM 3TOMY
ABNIAETCA YAANeHWe ayTOaHTUTeN Mpu niasmo3amelLe-
HUW, 4TO NPU NMPOCTON MHAPY3NUK He HabndaeTcs. Cpean
APYrux npenapatoB TaKXXe NPUMEHANNCb KOPTUKOCTEPO-
Obl B MEHEe TSXKENbIX CNyYasx, UHOrAa faXke UCKIYas
nnasmadepes [28]. CyTb Tepanun 3akN04aeTcs B UHIU-
OMpoBaHNK BbIPABOTKM ayToAHTUTEN. B KpanHux cryya-
AX BbIMNOJIHANACH CMJIEHIKTOMMA, TEM CaMbIM YAANANNCH
NUMAOLMUTBI, NPOAYLMPYIOLLME ayTOAHTUTENA.

Pob TPOMOOTHIECKOM
MHKPOAHTHOIIATHH B AKyIIE€PCKOM
npakruke / Role of thrombotic
microangiopathy in obstetric practice

Bnepsbie 0 TTI BO Bpems GEPEMEHHOCTY Hanucanm
P.F. Miner ¢ coaBT. B 1955 r., npn 3atom 6bII0 OTMEYe-
HO, YTO XapakTepHO CTPeMUTENbHOE pas3suTMe 6ones-
HU C HWU3KOW BbIXKMBAEMOCTbIO KaK MaTepu, TaK 1 Nnoja.
MpuHuunel neveHns TTI Bo Bpems 6epeMEHHOCTN BKIHO-
4alT NPUMEHEHUEM KOPTUKOCTEPOWAOB, aHTUArperaH-
TOB, CMMEHIKTOMUIO, 0OMEHHbIA nnasmadepes, 06MeH-
HOe MepesinBaHne KpoBM U WHGY3UIO Niasmbl, YTO MO-
3BOJIAET HE TOJIbKO [O6UTLCH PEMUCCUN, HO W MPONOHTU-
poBatb 6epeMeHHOCTb [29].

B Poccuu Bnepsble B 2013 1. ananus TMA y 6epemeH-
HbIX ObIN OaH B CTaTbe, MOJArOTOBNEHHON Ha Kadeape
akyluepcTtsa U ruHekonoruu Ce4eHOBCKOro YHMBEpPCUTE-
Ta noj pykosoacteom akafgemuka A.l. Makauapus, B Helt
ObIIN M3M10XKEHbI BOMPOCHI NATOreHe3a 1 npognaakTnKi
0CNOXHEHW 6epemeHHocTu, 06ycnosneHHbix TMA [30].
BbIno BbISACHEHO, 4YTO cama no cebe GEPEMEHHOCTb §B-
NAeTCA TPUITepoM K BO3HWUKHOBEHUIO TMA. TpuyuHoii
CNyXaT Ae3aganTiBHbIE U3MEHEHUs CUCTEMbI reMocTasa
BO Bpems 6epemMeHHOCTW. Bo Bpems 6epemeHHocT TMA
MOXeT pa3BuBatbcs kak TTI, T'YC, renapuH-uHayumupo-
BaHHas Tpomb6oumtonenus (MAT) n HELLP-cuHapom. Ot-
KpbITUE MONEKYNAPHbIX MexaHu3amoB TMA nosBonser

B3INAHYTb MHa4e W Ha MaTtoreHes niaueHTa-accouumpo-
BAHHbIX aAKYLUEPCKMX OCJTIOXHEHWIA, B TOM YUCNe TsKe-
NbIX POPM NPe3KIAMNCUn.

MpogomkeHnem 3T0i Maen sBWUNach CTaTbs, NOAro-
ToBneHHas B 2014 r., B KOTOPOil ObINN N3NOXKEHbI U NPO-
aHanmanpoBaHbl Bonpockl npeaknamncun n HELLP-cuH-
apoma kak npossneHun TMA. OnucaHbl natoreHes, ama-
FHOCTMKA, NpuHUMnbl Tepanun. O6cyxaanack BO3MOX-
HOCTb (DWU3MOJIOrMYecKoro noBblweHns ypoBHs VWF, xa-
PaKTepHOro Ans 6epemMeHHOCTH, aKTUBHOE NOTPe6ieHne
n uctoweHne 3anacos ADAMTS-13, 4TO MOXET ycyry-
OnATb paHee CKpPbITbIA geduumnt atoro depmeHTa. Ws-
N0OXeHa NHopmMaunsa 0 TOM, YTO 3T MeXaHU3Mbl MOTYT
urpatb posib B TSXKENbIX MaLeHTa-acCoLMUPOBaHHbIX
0CNOXHEHUAX 6epemeHHocTH [31].

B 2017 r. rny6okuin aHanus npo6nembl TMA y 6epe-
MEHHbIX MO3BOMNN BMNEPBbIE HA PYCCKOM N3blKe MOArO0-
TOBWUTb MOHOTpacuio «TpOMBOTMHECKIE MUKPOAHIMONa-
TWUW B aKYLLIEPCKOW NpaKTUKe» Noj pefakunein akagemmka
A.l. Makauapus (puc. 7), rae 6b1n1 U3J10XKEHbI BONPOCH!
3TUONOTKM, NaTOreHesa, KAUHUKN, ANArHOCTUKN N aud-
(bepeHuUManbHO ANArHOCTUKKA, A TaKXKe COBPEMEHHble
NPUHLUMBLI NpodunakTukn n nevenns TMA B akywep-
ckol npaktuke. Onucan natoreHe3 TMA, o6ycnoBneH-
HOW HAcnenCTBEHHbIM U MPUOGPETeHHbIM JeduuuTom
meTannonpoteadbl ADAMTS-13. 06cyxaaeTcs BO3MOX-
Has ponb aeduumta ADAMTS-13 B natoreHese TsXenbIX
hopm npeaknamncui n KatacTpoUYecknx opm aHTu-
hocponunugHoro cuHapoma [32].

TpoMOOTHYECKAsA MUKPOAHTHOIATHSA
Y OHKOJIOTHYeCKHX 001bHBIX / Thrombotic
microangiopathy in cancer patients

Konn4ectBo McCnenoBaHuii, MOCBALLEHHbIX WU3YyYe-
HUO 0cobeHHocTen TMA y OHKONOrMYeCcKMX NaUueHToB,
3HAYUTENbHO BO3POCMO B NocneaHue rofbl. MexaHnambl,
cnoco6eTsytolme passututo TMA, paccmaTpuBatoTcs
KaK aneMeHTbl CUCTEMbI FEMOCTA3a, KOTOPbIE BEAYT K Ha-

pws, B.O. Buuaase,
oeBa, C.B. AkuHbLUMHA

PucyHok 7. TPOMBOTMHECKKME
MoHorpacpust MNKPOAHT MOMATII
«Tpom6oTn4eckne B AKVLLIEPCKOW
MUKPOAHTNonaTni

B aKyLLepCKon NPAKTUKE

NpaKTUKe».

Figure 7. Monograph
«Thrombotic
microangiopathy in
obstetric practice».
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pyLweHnsM B (DYHKLMOHMPOBAHWUM 3TOW CUCTEMbI (Xpo-
Hu4eckunit ABC-cuHApom), 4To 06YCNOBIMBAET BbICOKYIO
4acToTy TPOMOOTUYECKNUX OCNOXHEHUNA, pasBuUTMe Mosun-
OpraHHoi HefoCTaTO4MHOCTU, U KaK CNeacTBIe, BbICOKYH
CMEpPTHOCTb OT HUX.

Bonpoc u3y4eHns TMA y OHKOMOrn4eckux 60Jib-
HbIX 6epeT cBoe Hadyano ¢ pa6otbl K.H. Antman, koto-
pbiii B 1979 r. B 0630pe, noceaweHHoMm MATA npu pake,
NPeAnosioXmMi, 4TO reMosn3 U TPOMBOLMUTONEHNS 6blnn
BbI3BaHbl [/1aBHbIM 006pa30M MeXaHW4eCKOM 06CTPYK-
LiMeA COCYANCTOro NpocBeTa OMyXoNieBbiMM 3mMbonamu
[33]. Mo3xe 6bn10 06HAPYXKEHO, YTO Y OHKOMOTUYECKUX
nauueHTos yposeHb VWF B KpoBW MOBbLILIEH, @ YPOBEHb
ADAMTS-13, Ha060pOT, HUXXE, 4eM B 06LLEA NONynALnY,
1 4aCTO 3Ta pasHuLAa HapacTaeT BMECTe C NPOorpeccmpo-
BaHWeM paka [34].

lMpn 3510Ka4eCTBEHHbLIX HOBOOOPA30BaHMAX WU3MEHE-
Hue cooTHoweHus ADAMTS-13/VWF moxeT 6biTb pe-
3yNbTaToM M36bITOYHOrO NOTPe6neHNs MeTannonpoTea-
3bl N3-3a NoBbIweHns akcnpeccum VWF akTMBMPOBaHHbIM
9HAoTennem. B ycroBuax abCoNtOTHOTO UM OTHOCUTESTb-
HOro (npw Hanu4um antuten) aedomumnta ADAMTS-13 ato
MOXXET [OMOSHNUTENIbHO aKTUBMPOBATL arperauuio TPOM-
60uMTOB U (HOPMUPOBAHME OMYX0NeBO-TpoM6bOLUMTAp-
HbIX 3M60M0B. MexaHn3Mbl pas3BuTMS abCOMIOTHOMO UK
oTHocuTenbHoro gedouumta ADAMTS-13 noka HegocTa-
TOYHO U3Y4eHbl, OAHAKO 3TOMY MOCBALLEHbI UCCNeL0Ba-
HUS, NPOBOAMMbIE HA Kadhedpe aKylepcTBa, MMHEKoNo-
rum 1 nepuHartonoru Ce4eHOBCKOro YHUBepCUTeTa noj
pykoBoacTeom akagemuka A.[l. Makauapus [35].

IlepcrieKTUBBI H3YIECHHA
TPOMOOTHIECKOH MUKPOAHTHOIIATHH /
Prospects for studying thrombotic
microangiopathy

CoBpemeHHble meTofabl neveHns TMA, B 0COOEHHO-
CTN BpOXAeHHON TTI, ManoadeKTUBHbI U KpaiHe He-
YI0OHbI, NOCKONbKY MauueHTam C [JaHHOW MaTonoruen
Heob6xoaumo nnbo noxn3HeHHoe BeegeHne ADAMTS-13,
YTO OKa3blBaeT CWJIbHOE HEeraTWBHOE BINAHME HA Kade-
CTBO )KWU3HW 3TUX MALWEHTOB, JIM60 MOXWU3HEHHOE Jfe-
YeHWe npenaparamy nnasmbl Kaxable 1-3 Hepenu, He-
cylee B cebe pasnnyHble pUCKU AN 340POBbS, B HaCT-
HOCTW, PA3BMTIE aNNepruyecknx peakuuin, perynspHble
NHBA3WBHbIE MPOLEAYPbl, A TaKXe 4acTOe MOCELLleHMe
CTaunoHapa, CWIbHO MeLlatoLlee MOBCEAHEBHON XXM3-
HU naumeHTos [36-39]. MpumeHeHne npenapara Pekom-
6uHaHTHOM yenoseyveckon ADAMTS-13 (rADAMTS-13)
MOXET ObITb NEPCMNEeKTUBHOM anbTepHATUBOM [N Nauu-
eHTOB C BpoxaeHHoi TTI [40]. B nunoTHbIX KnuHuYe-
CKMX MCCnefoBaHMAX MokasaHa 3ggeKTUBHOCTb Mpo-
tbunakTnyeckoro npumeHeHns rADAMTS-13 y Takux na-
umeHtoB. Mpu atom aktueHocTb ADAMTS-13 poctura-

na npUMepPHO HOPMANlbHOTO YPOBHS, a HEXENaTelbHble
SIBMIEHNS, KaK NpaBuno, Obinu Nerkon unu ymepeHHow
CTEMEHN TSHKECTWU, B TO BPEMS KaK KIIMHUYECKUE Npo-
asnedus TTI 6biin pegkumn [41]. Takxke coo6Lanoch
0 KIMHM4eckom wucnonb3oBaHun rADAMTS-13, koTo-
poe NpUBENo K 6bICTPOMY APAEKTY Y NauneHTku 27 net
C TSHKENbIMU aKyLIEPCKUMU OCMOXHEHUAMU WU apTepu-
aNnbHbIM TPOMO0O30OM B aHaMHe3e, KOTOPOI Obin NocTaB-
NeH [uarHo3 HacnenctBeHHoit TTIT BcneacTBue TsKe-
noro gecpuumta ADAMTS-13 [42]. OgHako noTeHumanb-
Hble MPeuMyLLecTBa, 3PEKTUBHOCTL U 6e30MaCHOCTb
rADAMTS-13 y nauueHToB ¢ uMMyHHOW TTI1 ocTatoTcs
[0 KOHUA He M3y4yeHHbIMU. Takxe 6blna OTMeYeHa Cno-
co6HocTb rADAMTS-13 06pa3oBbiBaTb UMMYHHbIE KOM-
NyieKchbl C ayTOaHTUTENIaMu, TEM CamMbIM CMOCO6CTBYS X
KnupeHcy [43].

Takxe reHHas Tepanusi, HanpaBieHHAs Ha YCUNeHuMe
aHporeHHon akcnpeccun ADAMTS-13, moxeT cTaTb
NepcneKTUBHLIM BapUaHTOM Jie4eHns BpoxxaeHHoit TTII.
iccnenoBaHnst Ha Mblllax NoKasanu, YTO reHHas Tepa-
nus BpoXaeHHON TTIT BO3MOXHA, HO BCE eLle Heobxo-
AUMO MPOBECTU [ONOMHUTENbHbIE JOKMHUYECKNE UC-
CNeA0BAHMA HA XUBOTHbIX, 4TOObI NPOAEMOHCTPUPO-
BaTb 6€30MaCHOCTb 3TOr0 Noaxona. B kayecTBe MOTeEH-
LLManbHbIX METO0B FeHHOW Tepanuu BpoXxaeHHoW TTII
paccmaTtpuBaloTCs BUPYCHbLIE U HEBUPYCHbIE BEKTOPHbIE
CUCTEMbI, UCMONb3YKOLIME CNELMMDUYHbIA AN NeYeHn
NPOMOTOP, HaLeSIEHHbIA Ha 4ONITOBPEMEHHYI) 3KCMpec-
cuto ADAMTS-13, npu 3TOM He BbI3bIBAOLLNIA peakunm
aHtuTen npotne ADAMTS-13 1 He 06nagatoLMid FeHO-
TOKCMYHOCTbI0 [44].

3axiarouenue / Conclusion

3a npoweawmne 100 net 4OCTUIHYT BbIJAIOLLMIACS NPO-
rpecc B 0651aCTK AUArHOCTUKK, NIEYEHUS, a TMaBHOE, Mpo-
tbunaktukn TTI. CoBpemMeHHOe NOHMMAHWE NaTodn3no-
nornn 60ne3HN SBUIOCH OCHOBOW A1 pa3paboTKu HO-
BbIX MNOAXO/JI0B N METO0B BeJeHMSA nauneHToB. CeroaHs
neyeHue TTI1 60nblUe He CTANKMBAETCA C CEPbE3HbIMU
NpenaTcTBUAMU, OCOGEHHO KOr[a pedb WAET O PaHHEM
BbISIBIEHM, A TaK)Xe CBOEBPEMEHHOM Hayane Tepanuu.
OaHako, HECMOTPSA Ha 3HAYUTENbHbIE YCNeXn, NpeacTas-
nsetcs 0co60 BaXHbIM [Ans NPeAoTBPALLEHMS peuunan-
BOB AanbHeillee u3y4yeHne natoPu3nonornyeckux me-
XaHU3MOB pyHKLMOHUpoBaHma ocu VWF/ADAMTS-13.

Takum 06pa3om, Ha NPOTSHKEHWUM MOCHESHEro cTone-
s B o6nactu uccnenosaHns TMA QOCTUrHYThbI 3ameT-
Hble YCMEXW, YTO CNOCOOCTBOBANO Pa3BEPHYTOMY MOHM-
MaHUI NaTouanonorum 3Toro 3abonesaHns u nocne-
JytoLein pa3paboTke HOBEWLLINX AUArHOCTUYECKUX U Te-
paneBTUYECKMX NOAXOA0B. He MeHee BaXHO NPOA0MKaTh
1 fanblie OBUXKeHUe Bnepes, yrinyonasa 3HaHus n Haxons
HOBbIE PELLEeHMS.

http://www.gynecology.su
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