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PE®EPAT

MpuBoguTCA onucaHne OMarHOCTUKU U 3PAPEKTUBHOIO fe-
YeHUss TPOMOOTUHECKOM TPOMOOLMTONEHNYECKON MNyprypbl
(TTI), pas3BuBLUENCA B MOCNEQHEM TPUMECTPE OGepemeH-
HocTU. Y 6onbHOM 22 neT Ha 30-o1 Hepene 6epeMeHHOCTU
nosiBUIMCbL cnabocTb, OfblLLKa, MeTexmn Ha Koxe. B ananu-
3ax KpoBu Oblnv BbISIBIEHbI aHEMUS, PETUKYIIOLMUTOS, LUNCTO-
UUTO3*, runepounupybrHemMums (3a CHET HENpPSMOro Gunupy-
6u1Ha), nosbiweHre ACT 1 KpeaTuHMHA, B MOYE — NOBbILLEHNE
YpOBHSA 6enka (npotenHypus). CpoyHoe popopaspeLLeHme Ha
NATbI AeHb 6ONe3HN C NpeaBapuTesibHbIM BBEAEHNEM CBe-
xXe3zamopoxeHHon nnasmel (C3I1) u npegHu3onoHa obecne-
YN pOXXAEHNE 300poBOro pebénka (macca — 1960 r). lMo-
cre pofoB, Ha hoHe Tepanuu NPeLHN30MI0HOM, COXPaHASIUCH
TpomboLMTONEHNsA Ha ypoBHe 64 x 10%/n, Kym6c-HeraTneHas
remMonuTM4eckKas aHemmsi C LUMCTOUMUTaMW, MPOTEVHYPUS,
MUKpOremaTtypusi, ocTaBascs NOBbILLEHHbIM KpeaTuHWH. Pas-
BMNacb OTC/IOMKa CeT4YaTKu C ABYX CTOPOH. Ha ocHoBaHwuu
MWKPOAHrMonaTM4eckon remMonMTUHECKON aHEMUN U TPOM-
6OLMTONEHNN, NPOrPECCUPYIOLLIMX NMOCHE POAOB, YCTAaHOBIEH

*[1ucrouuTsl — 3T0 (parMeHTbl 3PUTPOLUTOB M3MEHEHHON
(hopMbl U pasmepa ¢ HaJUYHEM JIBYX-TPeX YIJIOB H JIMHHU pasJioMa.
Hau6osee THMMuHbIMH (popMaMi LIHCTOLUTOB SBJISIIOTCA <IIJIEM>»,
«TIOJTyMECSILL», <TPEYTONbHUKY.
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ABSTRACT

We report a case of diagnosis and successful treatment of
thrombotic thrombocytopenic purpura (TTP) developing in
the third trimester of gestation. At the 30" week of gestation,
a woman of 22 years old was presented with fatigue, dys-
pnoea, and petechiae. Blood count revealed anemia, reticu-
locytosis, schistocytosis, hyperbilirubinemia (unconjugated
bilirubin), elevated AST and creatinine; urine test revealed
proteinuria. Caesarian section was performed on the 5" day
after the onset of symptoms; it was preceded by adminis-
tration of prednisone and infusions of fresh frozen plasma
(FFP); as a result, a healthy infant was born (wt 1,960 g).
After the delivery, while prednisone treatment continued,
thrombocytopenia, Coombs’-negative hemolytic anemia
with schistocytes, proteinuria, microhematuria and elevated
creatinine persisted. Retinal detachment developed in both
eyes. Microangiopathic hemolytic anemia and thrombocyto-
penia persisted af-ter delivery allowing for a clinical diagno-
sis of TTP. Later on the diagnosis was confirmed by low AD-
AMTS-13 activity. No ADAMTS-13 inhibitor was detected.
Plasma exchange (PE) therapy resulted in prompt recovery
(after four days of PE). Any attempt to stop PE caused drop
of platelet count, therefore rituximab was introduced for
escalation of immunosuppressive therapy. Rituximab treat-
ment had no effect. Three more episodes of platelet count
drop were registered later on, which indicated a recurrent
course of TTP. A hypothesis of congenital TTP was sug-
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B.B. BoiiuexoBckuii u ap.

OnarHo3 TpoM60TUHECKON TPOMOOLIMTONEHNYECKON Myprypbl.
Brnocnencteun gmvarHo3 6blfl OKOHYaTeSIbHO MOATBEPXAEH
BbISIBNIEHWEM HU3KON akTuBHOCTM ADAMTS-13. VHrnéutop
ADAMTS-13 He o6HapyXeH.

Tepanusa nnaamosameHamu (M3) npusena Kk 6bICTPOMyY -
eKkTy (OTBET 6bIN1 NoNyy4eH nocne 4 npouenyp). Mpv nonbIT-
ke oTMeHbI [13 oTMeyvanochb CHUMXXEHWE Yncna TpoMOOoLMTOB
po 50 109/n, 4TO MOCNYXWNN0 060CHOBAHMEM YCUMNEHUS UM-
MYHOCYNPECCMBHOW Tepanuu puTykcumaoom. JledeHune pu-
TYKCMMaboM OKasanocb HeadeKTnBHbIM. B panbHevem
3aPMKCUPOBAHO eLLé Tpu 3nu3oda nageHus TPoMOOoLUUTOB,
YTO CBWOETENbCTBOBANO O PeLnaMBMPYIOLLIEM XapakTepe
TTI. BO3HUKNO NpennonoXxeHve O BO3MOXHOCTU Hacrnen-
cTBeHHOM chopmbl TTT. MaumeHTKe B Nogaep>XMBatoLLeM pe-
XWUMe ycneLLHo ocylecTBnanmcb nHagysmm C3r1. B TedeHne
roga peuvanBoB 60NE3HN HE OTMEYanoch.

B pa6oTe oTpaxeHbl COBPEMEHHbIE NMPeACcTaBeHns 06 3Tu-
0f10rnK, nNaToreHese, KINMHNYECKNX OCOOEHHOCTAX 1 AMarHo-
CTMKE TPOMOOTUHECKOW TPOMOOLMTOMNEHNYECKON MNyprypbl
(TTM wnn 6onesHb MowkoBuua). O606LLEHbI CBEAEHUSA O
pepkon naronoruv — HacnepgcteBeHHom TTI1 (cuHpgpom An-
wo-LynbmaHa) n eé maHudectaumm B nepumof 6epemMeHHo-
ctn. OcBeLueHbl pas3nuyHble acnekTbl guddepeHumansHom
ONArHOCTUKM MMKPOAHTMOMAaTUECKMUX FEMOSIUTUYECKUX aHe-
Muin (MATA), cnoxHocT auddepeHumanbHON AMarHoCTUKN
TPOMOBOTMYECKMX MUKpoaHruonaTtui (TTT1, remonuTuko-ype-
Muyeckuii cuHgpoMm, HELLP-cuHgpom) Bo Bpems 6epemeHr-
HOCTW. PaccMoTpeHbl OCOBEHHOCTU KIIMHUYECKOrO TEeYeHUs
1 audepeHumansHon AMarHOCTUKU NPUOBPETEHHON U Ha-
cnepncrteeHHon TTIy 6epemMeHHbIX. [ogpo6HO U3MOXEHbI BO-
npocsbl nedenuns TTI Bo Bpems 6€peMEHHOCTH.

KnroueBble cnoBa: TpomboTuyeckas TPOMOOLUUTO-
neHn4yeckas nypnypa, HacnegcTBeHHas TPOMOOTU-
yeckas TpoMOOLMTOMEHMYecKkas nypnypa, CUHOPOM
Anwo—LUlynbmaHa, TpomM6oTMHECKAs MUKPOaHrona-
TUS, MUKpPOAHrMonatnyeckas reMonuMTuyeckas aHe-
MUSl, LUMCTOUMTBLI, TpombouuTonenus, ADAMTS-13,
HELLP-cuHgpoMm, 6epeMeHHOCTb.

[punsaTo B Nneyatb: 3 okTa6ps 2014 r.

[ns nepennckn: B.B. BoLexoBCKuiA, A-p Med. HayK, AOLeHT, yn. fopbKoro,
1. 95, bnaroseLugHck, AMypckas 06n., Poccuiickas ®epepauws, 675000;
Ten.: +7(4162)42-94-97; e-mail: voitsehovsckij@yandex.ru

Ans yntnposanus: Bouexosckuit B.B., ®unatos J1.6., MusHuk A.B.,
AspnoHuH I1.B., Ecennna T.B., CynakoB A.l. OCOBEHHOCTU AUArHOCTUKM
11 NeYeHNs TPOMOOTUYECKOI TPOMOOLIMTONEHMYECKOW NYpnypbl,
pasBuBLLENACs BO BPeMs 6EpeMEHHOCTU: 0630p NUTepaTypb! 1
c0o6CTBEHHOE HabnogeHne. Knuu. onkoremaron. 2014; 7(4): 587-598.

BBEJEHWE

TpomGoTHYecKkan MUKPOAHrHoONaTHs

TpomGotuueckasi Mukpoanruonatus (TMA) — KJuHH-
YeCKUH CHHAPOM, XapaKTepU3YIOLIHUHCS TpOMOOLUTONEHHEH,
MHKPOAHTHONATHUECKOH reMoJIMTHYeCKO aHemuelt (MATA),
MHKPOBACKYJISIPHBIM TPOMGO30M KOHLEBbBIX apTepHoJ U Ka-
MUJIISIPOB, MHOXKECTBEHHOM IncdyHKIMel opranoB. Mopdo-
Joruueckd TMA onpesenisieTcsi Kak yrJOTHEHHe COCYIUCTOH
CTEHKM ¢ HaOyxaHHeM WJIM OTJeJIEHHEM 3HI0TeNHa/bHBIX
KJIETOK OT 6a3abHOH MeMOpaHbl U OTJI02KEHHEM MMaJHHOBbIX
JIENIO3UTOB B CyO3H0TEIHATLHOM POCTPAHCTBE, 00pa3oBa-
HHEM BHYTPHCOCYIMCTBIX TPOMOOUHUTAPHBLIX TPOMOOB C OK-

588

gested. Supportive therapy with FFP infusions started and
this treatment was successful: no relapses have happened
during the year.

This paper presents a literature review on state of art in issues
of etiology, pathogenesis, clinical features and diagnosis of
thrombotic thrombocytopenic purpura (TTP or Moschcowitz’s
disease). Data on a rare pathology of congenital TTP
(Upshaw-Schulman syndrome) and its manifestation during
pregnancy are summarized. Various aspects of differential
diagnosis for microangiopathic hemolytic anemia (MAHA),
complicated issues in differential diagnosis for thrombotic
microangiopathies (TMA) (TTP, hemolytic uremic syndrome,
HELLP syndrome) during pregnancy are discussed.
Specificity of clinical manifestations and differential diagnosis
for ac-quired and congenital TTP in pregnant patients are
considered. Issues of TTP treatment during pregnancy are
exposed in detail.

Keywords: thrombotic thrombocytopenic purpura,
congenital thrombotic thrombocytopenic purpura,
Upshaw-Schulman syndrome, thrombotic micro-
angiopathy, microangiopathic hemolytic anemia,
ADAMTS-13, HELLP syndrome, pregnancy.
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ko3uei cocynoB [ 1 ]. [ToBperkieHne sHI0TEMMST COCYIOB MTPH
TMA unmyumrpyet nporecc hopMHpOBaHUsT TPOMOOIUTAPHBIX
TpoMOGOB B MeJIKUX cocyax. PasBuBaercs TpoMOOLUTONEHHS
norpe6sennsi; Bo3HukaeT MAIA, BbI3BaHHaAs Cy:KeHHEM
MpOCBeTa COCya0B, HabJ/I01aeTCsl HILIEMHsT OPraHOB.

K TMA oTHOCAT TPOMGOTHUECKYIO TPOMOOLUTONEHH-
yeckyto nypnypy (6osesHb MolIKoBHLA, 0 HMEHH aBTOpaA,
ornucaslilero 1o 3abosieBanue [2]), TeMOJUTHKO-ypeMuye-
ckuil cunapom (I'YC, 6onesnn laccepa), HELLP-cunnpowm,
BO3HUKAIOLLUI PH 6epeMEHHOCTH.

TMA MoxkeT pa3BuBaTbesl Ha (hoHe HH(EKIMH, Mocse
npuema psiia JeKapCTBEHHBIX CPEJICTB, TPH OIMyXOJsiX, Mocje
TpaHCIIaHTALMH OPraHOB U TKaHe, TIpH TU(py3HbIX 3a60J1eBa-

KJIMHUYECKAST OHKOTEMATOJIOTHST
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TpomboTuyeckas TpomboyuToneHnyecKas nypnypa u 6epemeHHoOCTb

HUSIX COEJIMHUTE/TbHOMN TKaHH, KaTacTpoHueckoM aHTH(ocho-
qunuHoM cunapome (KADC), cuHapome IcceMUHHPOBAHHOTO
BHYTPHUCOCYZIMCTOTO CBepThiBaHust KpoBH ([IBC-cunmpom).

Tpom6oTnyeckas TpomboynTONEHnYecKas nypnypa

TpomGoruueckast  TpomOGoOLMTONEHHYECKas  Myprypa
(TTIT) — onHa wu3 pasHoBuaHocTed TMA, conpoBoX-
JIAIoLLAsACs  MOBPEXKACHHEM MEJIKMX COCYLOB (MHKpOaH-
ruonaTtuer), MpoTekarollas ¢ reMOJHTHYECKOH aHeMHeH,
BHYTPUCOCYIUCTON  KoaryJsiuuer,  TpoMOOLUTONEHUEH,
reMopparnyeckuM CHHAPOMOM, MOpaKeHHeM IoYeK (4acTo
C pasBUTHEM OCTPO# rovyevyHol HenocratouHoctd — OITH)
v HepHo# cucrembl. TTIT naGmaiopaercs y sui so6oro
noJia U Bo3pacta, daiile — y MoJiofibix »keHinH. TTIT penxo
BCTpeyaeTces y feTel (Kak npaBuJ/o, 3TO IE€TH CTapLIero Bo3-
pacta). PeasibHasi yacToTa ee pa3BUTHs B IETCKOM BO3pacre
He BhisicHeHa [3].

OcHoBy 60J1€3HH COCTaBJISIET Pe3KOe MOBbILLIEHHE arpe-
rauMd TpoMOOLMTOB ¢ 00pa3oBaHHeM TPOMOOLUTAPHbIX
(MJIM TMAJIMHOBBIX) TPOMOOB, COCTOSILMX M3 TPOMOOLMTOB
v dakropa doH Busnebpanna (PBDB), B mesnkux cocynax
6oJIbLIMHCTBA OopraHoB. B mnepyto ouepenp nopaxatorcs
rOJIOBHOM MO3T, ToukH, cepiie. [loTpe6aenne Tpombo-
LIUTOB TPUBOJUT K PA3BUTHIO TPOMOOLUTONEHHUH, CyKEHHE
npocBera cocynoB Bbi3biBaeT MAIA (mponcxoauT MexaHH-
YyecKoe paspylleHHe SPUTPOLUTOB), MLIEMHIO BaXKHEHLINX
opraHos [4].

B 1982 r. J. Moake u coaBT. 0GHapy»KHJIK B KPOBH
4 6oabHbix ¢ peuupauBupytoniein TTIT makpomosiekyJibl
BB, kotopble BbI3bIBaIOT runeparperaiiio TpoMOOLHUTOB,
NpUBOJS K 00pa3oBaHMI0 TPOMOOUMUTAPHBIX TPOMOOB B
MHKpOCOCyaax. ABTOpPBI BBLIABHHYJIH THIIOTE3Y: TMOSIBJIEHHE
mMakpomosiekysn ®BD Bbi3BaHO JeUIUTOM JUCYIbMUIAHON
pellykTasbl, paciiernJstoiieil makpomosiekyssl BB [5].

B 1996 r. 6b110 yeranoBsieHo, uto y 60bHbIX TTIT nme-
eTcs IeMUUT METaJIONPOTEHHA3bl, yMEHbLIAIOLLEH pa3mep
myastuMepoB @BB nocpenctBom ux paciensennsi [6, 7.
B 1998 1. 5TH e aBTOPbHI BBIABHJIN, UTO IePUIUT hepMeHTa
npu npuobperenHor TTII BbI3bIBaeTcss ayToaHTHTesNaMU
knacca IgG [8, 9]. BnocnenctBuu meTtasonportenHasa
Oblla ouMilleHa W uaeHTHdHUIMpoBaHa Kak ADAMTS-13
(A Disintegrin And Metalloprotease with ThromboSpondin
type 1 motif 13) [10]. I1pu myrauun rena ADAMTS- 13 na-
6aonaercst ee nepunut [11].

Cumxkenne aktuBHocTH ADAMTS-13 6buto Takke 3a-
¢ukcnposano npu JIIBC-cunnpome, 1iuppose neuenu, ypeMny,
OCTPbIX BOCHAJIUTENbHBLIX 3a00JIeBaHUSX, [eNapHH-HHILyLH-
poBanHoil TpomGouutonenun I tuna, HELLP-cunapowme,
atunuunom [WC, B mnocseonepaiyonubiit nepuon. OpHako
BO BCeX MEPEUYHC/EHHBIX CJy4yasiX YpPOBEHb AaKTHMBHOCTH
ADAMTS-13 > 10 % (B 3aBUCHMOCTH OT MeTOJa OLEHKH
Hopma — 50—178 %) [12—14]. Kpaiine nuskoe snauenue
s1oro nokasatensi (< 10 %) cneuudmuno ans TTIT 3a ucko-
YeHHeM eIMHMYHBIX ONMUCAHUH TSXKEJIOro Cerncuca U TsXKebIX
3aboJsieBaHuil nedeHu [15]. Y GosibIIMHCTBA OOJIBHBIX U3 3TOH
rpynnbl onpenensitores anturesa K ADAMTS-13. Yacrora
TTIT c tsoxenvim nedunmrom depmenta — 1,74 cayuas
Ha | muiH Hacenenusi B rox [16]. B To »ke Bpemsi akTHBHOCTD
ADAMTS-13 = 10 % ne uckmouaer TTIT[17].

CoBeplleHCTBOBaHHE METOJMK, T03BOJSIOUIUX C BbI-
COKOH TOYHOCTBIO H3MepsiTh akTHBHOCT ADAMTS-13,
JldeT BO3MOXKHOCTb OINPEIE/NUTh CBA3b MEXIy YPOBHEM
ADAMTS-13 < 10 % (pesumyanbHasi) ¥ KJIMHUYECKHMH
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nposiBieHussMu - 60J1e3HH. CoOriacHO JaHHBIM TOCJIEIHUX
WCCJIE/IOBAHUH,  YPOBEHb  pe3WIyasbHOH  aKTHBHOCTH
ADAMTS-13 moxeT GbITb Ba)KHOH JI€TEPMUHAHTOH KJIH-
Huueckoi reteporenHoctd TTIT [18]. Knunuueckue mpo-
ssiennst TTIT npu pasinunbix yposHsax ADAMTS-13 moryTt
ObITh BecbMa pagHooOpa3ubiMu [ 19].

TTIT o6biuHO pasBuBaeTcst 0CTPO. AHaJIM3 MPOIOJIIKH-
TEJNILHOCTH TMepHola OT BPeMeHH TIOSIBJIEHHS TIePBbIX CHMII-
TOMOB 6O0JI€3HHU JI0 MOCTYTIJIEHUsT B KJIMHUKY Y 72 MalnHeHToB
(134 snusona TTIT) nokazan caenyoliiee.

Jlo mocTyn/ieHnsl B KIMHHKY CHMITOMbI pa3BUBAJIHCh B
TeueHHe Helen y 58 % 60uabHbIX TTI1. PasBuTHe CHMNITOMOB
npojioskanock ot 1 Hen. jio 1 mec. y 30 % natmeHToB. [le-
PHOML BpeMeHH OT TIOSIBJIEHHS] CHMIITOMOB JIO MOCTYIIJIE€HHUS
B KJIMHHKY cocTaBusl 6osee Mecsua y 12 % Gosbubix [20].
[Tepuon ot Hayana Gosie3Hu 10 Hauasia Jedenus y 82 %
nauuentoB ¢ wuonarudeckoin TTIT (n = 49) us perucrpa
TTII-TYC Oxnaxoma-Anatama (CILIA) 6bl1 He Gogee
10 nHeit (Mennana 5 pueit) [20].

B nekotopbix cayuasix pazsutuio TTI1 npemiiectByioT
MaHKpeaTHT, XUPyprudeckoe BMellaTesbeTBO (KapaHOBaCKYy -
JISIDHBIE TIPOLLENlyphl, FACTPOUHTECTHHANBHAS H OPTOTIENYe-
cKast XMPYprHst ), pecriipaTopHble WM IpyrHe HH(EeKIIHOHHbIE
3abosieBanysl, JeKapCTBeHHAs HeMepeHOCHMOCTb.

TTIl — noBosibHO penkasi NaToOJNOTHsl, U HE BCEe Bpauu
JOCTAaTOYHO OCBeJOMJIEHbl O Hell. B cBsA3M ¢ 3THM Takue
MalyeHTbl MePBUYHO MOTYT OBITh TOCTHTAJH3MPOBaHbI B
XUpypruyeckue CTalMoHAphl MO TOBOLY aGIOMHHAIBHOM
60J11 C OJI03PEHHEM Ha €OCTPHIH JKHBOT», B HH(PEKIIHOHHBIE
OTZENIEHHS C JKENTYXOH U JIMXOPAIKOi, a TaK:Ke B peaHUMa-
[IMOHHOE, HEBPOJIOTHIECKOE, TepaneBTHIECKOe U THHEKOJIO-
ruyeckoe otenenus [21, 22].

E.L. Amorosiu J.E. Ultmann B 1966 r. Bbie 1M Xapax-
tepuyto it TTIT knacenueckyto nenTaay cumnTomoB [23]:

1) TpombGonTonenus (4acro TsKesas );

2) MEKpOaHTHOMaTHIeCKasi TeMOJIUTHUECKAsT aHeMHUS;

3) HeBpoJIOTMYeCKHe HapyllleHus (4acTo HapylieHue
CO3HaHUSA);

4) nopaxeHue mouek (MHKpOreMaTypusi, MpoOTeHHypHUsl,
TIOBbIIIEHHE KPeaTHHHHA );

5) JIMxopajiKa.

AGoMHHAIBHBIA CHHIPOM (TOIIHOTA, pBOTA, GOJb B
JKUBOTE ) UMeeT MecTo y 35—69 % Gosbhbix [24, 25]. TTopa-
JKeHHe cepjlia, AMarHoCTHPOBAHHOe HA OCHOBE TMOBBIILIEHHS
YPOBHSI TPOMOHHHA, oT™MeuyaeTcst y 54 % 60JIbHBIX, HHpAPKT
muokapaa — y 15,3—20 % [26].

JInsl MarHOCTHKU cep/iedHOH WIIEMHH y BCeX OOJbHBIX
TTII npennaraercst IPOBOANTL PyTHHHBIH CKPHHUHT U MOHH-
TOPHUHT CepeUHbIX (hepMEHTOB (TPOTOHNHA | WM TponoHUHa
T) [27]. Tlpu noBblllIeHHOM ypOBHE TPOTOHHHA GOJLHOMY
NOJKHA OBITh BBITIOJIHEHA 3XOKapauorpadust u tpebyercs
KapAMoMOHUTOpHpoBaHue [28].

B HacTosiliee BpeMst He CyIIIECTBYET JIOCTYITHBIX TECTOB JTsl
muartoctikd TTI1. C 1esibio paHHero BBISIBJIEHHST B TTPAKTHKY
OblTM  BBeJleHbl MepPBUYHbIE JMArHOCTHYECKHE KPHTEPHUH
TTII: 1) tpomGotmTonennst 1 2) MAI'A, couetaHue KOTOPBIX,
TIPH YCJIOBHM OTCYTCTBHSI APYrHX KJIMHHUECKH YCTaHOBJIEHHBIX
TIPUYMH, CUATAETCST JIOCTATOYHBIM OCHOBAHHEM JJIsl HarHO3a
TTIT u He3amenMTeILHOrO Hauasa naadmosamensl [29]. He-
06XOIMMOCTB CPOYHOTO Hauasa JeqeHus: 06ycoBIeHa BBICOKOH
CMepPTHOCTBIO B TIepBble CYTKH 3a6osieBanust. [ 1o naHHbIM peru-
crpa fOro-Bocrouno#t Aursuy, sietaJbHOCTb B TTepBbIe CYTKH
nocse yeranossenust TTIT cocrapnsier 8,5 % [24].

589

14.01.2015 15:54:47



ONCO_4_2014.indd Sec3:590

®

B.B. BoiiuexoBckuii u ap.

Hekotopwie aBTophl cuntator, uto auarios TTIT moxer
OBbITb YCTAHOBJIEH TIPU HAJIHYUK TpoMmOouuToneHnu 1 MATA
B COYETaHHH C MOBLIIEHHBIM YPOBHEM JIAKTATIETHIPOTeHA3bI
(J1AI') B chiBopoTke [30].

Bbinesenne MHUHHMaJbHOTO UHCJA TPHU3HAKOB, JI0-
cratounblX anst nuarHoctuku TTI, o6ycioBuio poct uncsa
BBISIBJIEHHBIX OOJIBHBIX (4acTOTa KJacCHUeCKON MeHTaIbl —
34—77 % [31]). [Tpousouio cMelieHHe Havyajia Teparuu
Ha TiepBble IHU 3a6o/eBannsi. CHUKeHHe YacTOThI Pa3BUTHS
TPEX 3JIEMEHTOB TeHTaabl (HEeBPOJIOTHYECKHE CHMITOMBI,
TIPU3HAKH TIOpayKeHHsI TI0UeK, JIMXOpajKa), OTMeyaeMoe B
TocJIe/IHAe TOJIbI, SIBJISIETCST Pe3ysbTaToM IMepecMoTpa ma-
pameTpoB, HeoOXOIUMBIX 1yisi oGocHoBaHus quarnoda TTIT.
B cBfi3n ¢ 3THM ycKOpHJIach IMArHOCTHKA, COKPATHJICS Te-
PHOZL BpEMEHH OT yCTaHOBJIEHHsT 3a00/eBaHtsl 0 Hauasa Te-
pannu. PanHee Havyasio Teparnuu, BeposiTHO, MPeoTBpallaeT
ropakeHHe TaK Ha3bIBaeMbIX OpPraHOB-MHIIEHel, KOTOpble
HanboJiee CTPaAlOT B TepBbIe Yachl 3a60JeBaHHUSI.

Jlaist Toro uro6bl He mpomnyctuth Hadauuue TTT1, nmpen-
JlaraeTcsi HCMOJIb30BaTh iBa MpaBuaa [32]:

1) BO BCex citydasix BriepBble BBISIBJ€HHOTO HEUMMYHHOTO
remMoJii3a HeoGXOIUMO CTaBHUTh BOTIPOC 00 HCKJIOUeHHH
MATA u npoBoauTh nojcuet muctouutoB (LLncrouursr —
9TO (pparMeHThl IPUTPOLMTOB M3MeHEeHHBIX (POPMbI U pas-
Mepa C HajiMuueM 2—3 yryioB W JiMHUK passoma. HaunbGosee
TUINYHBIME  (pOPMAMH  [IHCTOLMTOB SIBJISIIOTCS  <ILIJIEM>,
«TIOJTYMECSIIL», < TPEYTOJLHUKY. );

2) B Ka)KJIOM cJlydae BriepBble 0GHapyKeHHOH TpomM6o-
LUTOTIEHUH HEOOXOIUMO CTaBHUTb BOIMPOC 00 HCKJIOUeHHH
TTII (cienyet BbISIBASITD TEMOJIH3 ).

Onpenenenne ADAMTS-13 u antuten Kk ADAMTS-13
ellle He CTaJI0 PYTHHHBIM BO BpaueOHOH MpaKTHKe. TsKesbli
neduunt ADAMTS-13 (< 10 %) xapakTepeH Kak st Hac-
nenctennoit TTIT [33], Tak u ana Goabinnetsa (80 %)
naupentoB ¢ winonarudeckoi TTIT [24, 33]. Kpowme Toro, y
yactH 60/bHbIX HaronatHieckoil TTIT ¢ TsxesbIM nepuuntom
ADAMTS-13 (< 10 %) onpenensiotcst anTutesa K Heil
[24, 33].

Jlast 6onbrinHerBa caydaeB Bropudynoid TTIT (conpsi-
JKEHHOH ¢ ayTOUMMYHHBIMH GOJI€3HSIMH, pa3BHBIIEHCS MTOCTe
npuemMa JieKapcTBEHHBIX CpPEeJICTB |[MHMTOMMIMHA, IIHKJIO-
CTOpHHA, TaKpoJuMyca, LHKJIodochamnaa, reMuutabuHa,
CYHHUTHHMOA], TOoC/Ie TpaHCIUIAHTAlMM OPTaHOB W TKaHei,
NpHU OHKOJIOTHUECKHX 3a00JIeBaHUsX) TSKEJBIH JepUIUT
ADAMTS-13 (< 10 %) nexapakrepeH. B nacrosiiee Bpemsi
quisi Bropuutbix TTIT npumensiercst Tepmun « TMA».

BosbimnerBo aBtopoB onpenensitor TTIT xak 3a60-
JieBaHHue, cBsisaHHoe ¢ jgedunurom ADAMTS-13 [34, 35].
Hpyrue cuuraiot, uto He Bce cayuan TTIT obycnoBnensl je-
dunurom ADAMTS-13, a GoJibHble ¢ HOPMaJILHBIM YPOBHEM
aktuBHoctH ADAMTS-13 He oTiMuatTCs Mo OTBETY Ha
n/1a3Mo3aMeHbl 0T 60JIbHBIX ¢ iepuitom ADAMTS-13[17].

Buiienstior nBe dopmbl TTII: HacnencTBeHHylo, CBsi-
3aHHyto ¢ mytauuneil rena ADAMTS- 13, v npuoGpeTreHHylo,
CBSI3aHHYI0 C ayTOUMMYHHBIM MHTrHOUTOpoM ADAMTS-13.

B HeKOTOpBIX ciydasix TPUTTEPOM (TyCKOBBIM Mexa-
uuamom) TTIT Bolctynaior GepemMeHHOCTb, HHMEKIIHH,
BOCIajleHHe, XUPYprHuecKoe BMeIIaTeIbCTBO, TpaBMa. DTo
MOCJTY2KMJI0 OCHOBaHWEeM Ji/1s1 Bbijiesienust oco6bix hopm TTIT:
TTII, cesizannasi ¢ Gepemennoctbio; TTII, cBsizannasi c
OCTPBIM MaHKpeaTuToM |34, 35].

Kpome Toro, MOKHO BBIIEJIUTL COCTOSTHHSI, BBICTYTIAIOLIHE
Kak UHayKTop uHruouropa ADAMTS-13: TTII, cBsazaHHas ¢
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npuemom tukionuauna; TTI, cesizannas ¢ BUY-undekimei;
TTIT npu ayrouMmyHHBIX 3a60JIeBaHUSIX (CHCTEMHAsT KpacHast
Bosuanka [ CKB], cucremnast ckieponepmust)| 34, 35].

HacnepctBennas TTIT (cungpom Anwo—LLlynemana)

B 1960r. 1. Schulman ¢ kosuteramu npejctTaBuu KCTOPUEO
60J1€3HN JIEBOUKH 8 JIET C PeLHIBUPYIOLIEH TPOMOOIIHTONIE -
HUeH, pepakTepHOIl K KOPTHKOCTEPOUIAM H CTVIEHIKTOMUH. Y
60JIbHON TaKsKe Obl1a reMoJIUTHYeCKast aHeMusi. Ha BinBaHus
TJTa3Mbl OTMeYaJI0Ch GLICTPOE BOCCTAHOBJIEHHE TPOMOOIIUTOB.
ABTOpBI TTPEIMNOJIOKHUIN BPOXKIEHHOE OTCYTCTBHE Y GOJBHOM
(hakTOpa, OTBETCTBEHHOTO 3a CO3peBaHKe MerakapHOLMTOB U
MPOJYKIIMIO TPOMOOLUTOB [36].

B 1978 r. J.D. Upshaw, Jr. onucan peunayuBupyoliyio
MATA ¢ TpomboruTOneHHel | caesal BbIBOJ, UTO €ro Ha-
osoierne U caydai I. Schulman ssastores pesysnbraTom
reHeTHUeCKOro JledheKTa naasmenHoro dakropa [37].

Cunnpom Anmo—Ilynbmana Berpeyaetest peako, Hac-
JielyeTcst TI0 PelleCCHBHOMY MeXaHH3My, BbI3bIBaeTCsl MyTa-
uusivu reda ADAMTS- 13, npuBOAAIIMMH K JleHLHTY dep-
MeHTa. HeaBHo 66110 TpoBeIeHO HCC/Iel0BaHIE, MO Pe3yJlb-
TaTaM KOTOPOTO YCTaHOBJIEHA HEOKHIaHHO BBICOKAs 4acToTa
(25 %) 3TOro CMHIPOMA NpPH BIIEPBbIE IMATHOCTHPOBAHHOR
TTIT na done 6epemennoctu [38]. Bosesnnb uaiie nposis-
JisieTcst B JIETCTBe, HO HHOTIA 06HAPYKUBAETCST Yy B3POCJBIX.
Wureprannl xponnueckoit peupausupytoniein TTIT — okoso
3 Hel. 3anono3puthb HacaenctBenuyto TTIT moxkHo mipu
oOHapyxenun neduimta ADAMTS-13 6e3 Ha/Muust UHIH-
outopa ADAMTS-13 [39]. CytiecTtByeT OTKpbIThIH Mexy-
HapoJHbIH peructp 6oJbHbIX HacseacTBenHon TTIT [40].

B HeoHartasmbHBIA Mepuon ne610T 60Je3HH OTMeUaeTcst y
42—45 % nereii ¢ cunapomom Anmo— Illynbmana [41, 42].
[IposiBaisiercst 3a6oJsieBaHue KeJTYXOH, 4acTo TpeGyloTcs
o6MeHHbIe MepesiMBaHust KpoBH [43].

SInoHckuit peructp Bktoyaer 43 maiMeHTa ¢ CHHIPO-
mom Anmo—Ilynbmana. [le6ior B metetBe — y 58 %
nalMeHToB, B BO3pacTHoi rpynne 15—45 ger — y 35 %
(100 % — »kenumnbl), B 51—63 rona —y 7 % (100 % —
My:KurHbl ). Hauaso 3a6oseBanust Bo BpeMst GepeMeHHOCTH
na6aonaercsi B 16,2 % cayuaen [41].

Kounnueckux nposieiennii e otmewanoch y 6 %
60J1bHBIX [42].

Y yactu naunentos (42 %) GoJie3Hb MMeeT HerpepbiBHO
pelMaIMBHpYIOlllee TeueHHe, U TOTIa KaxK/ple 2—3 Hell. Tpe-
OytoTcs poduIakTHUecKre HHDY3HuK miasmbl [42].

Y HeKOTOpPBIX TalHeHTOB 60Je3Hb IHATHOCTHPYETCs
TOJIBKO TMpH GepeMeHHOCTH, TMocse HH(EKUHH WX Mocse
XUPYPrUyecKuX BMeIlaTe bCTB.

[To mMHenuto oaHoro u3 Beayuwx uccaenopatesneit TTIT
J.N. George [39], nacnencrennyio TTI1 caenyer nomospe-
BaTh B CJIydae:

@ TIOBTOPHO He OIpeJeJIsieMOT0 YPOBHS aKTHBHOCTH

ADAMTS-13 u oTcyTCTBHSI HHTHOUTOPA;

o juarHoctuku TTIy nerei;
o juarHoctuku TTII Bo Bpems mepBoit GepeMeHHOCTH.

OCOBEHHOCTU TTN HA ®OHE BEPEMEHHOCTW

Yacrota passutuss TMA Bo Bpemsi GepeMEHHOCTH CO-
crapisieT 1 caydail Ha 25 Thic. GepemeHHOocTel. B mnepuos
Gepemennoctu auarnoctupyercsi 5—30 % cayuaes TTII.
TTIT mMoxkeT BO3HUKHYTH Ha JI06OM cpoKe GepeMeHHOCTH H
nocsie pono. B I Tpumectpe passupaercs 11,7 % cayuaen

KIMHUYECKAS OHKOIEMATOJIOTHS
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TTIL, Bo Il — 55,5 %, B 1l — 32,8 %, vare B koHue 1l —
navasie [l Tpumectpa (Mennana 23,7 Hes. ), mocse pojoB —
yepes 0—42 nust (mennana 4 nust). [1o nanneim Munanckoro
perucrpa TTII, Bo Bpemsi 25 GepemeHHOCTel (y 22 YKEHIIUH
¢ TTIT) umen mecto BhiKuabI B | Tpumectpe y 7 (28 %)
nalMeHToK, Meqdana — 6 Hej. [44].

Cessb TTII ¢ GepeMeHHOCTbIO HesiCHA, MOYKET MMETh
3HaueHHe HeckKoJibKo aktopoB. Haine Bcero TTIT 3a6ose-
BaIOT »KEHIIMHbI AeTOpojiHOro Bo3pacta — 60—70 % BCex
60sbHbIX TTT1. T1pn 6epemenHoCTH MPOUCXOAAT PU3UOIOTH -
YyecKHe M3MeHeHHsl CBEPThIBAHUST KPOBH, TPUBOJSIINE K TH-
nepKoaryJIsiliH u, 0co6eHHo, K tuctanancy B cucteme GBB/
ADAMTS-13. Yporenb ®BD yBennuuBaercs B 2,5—3 pasa
C MIUKOM HeTIOCPeJICTBEHHO MOCJIe POJIOB, YPOBEHD JKe aKTHB-
nocth ADAMTS- 13 nporpeccusro chmkaeres 10 30 % oT
MCXOJIHOTO 3HaueHus [4D].

lpnobpetenHan aytonmmyrHas TTI1

Bo Bropoii mnosoBuHe Gepemennoctn (mocie 20-#
Hemesn rectauun) passubaercs 70 % caywaes TTII,
CBsI3aHHBIX ¢ GepeMeHHOCTbI0. Bo Bpemst GepeMeHHOCTH
MoxKeT ObITh Kak jae6torT Gosie3nn, Tak W peuuauB TTII,
pasBuBlIefics 10 GepeMeHHOCTH. Y BCeX MallMeHTOK ypo-
Beb ADAMTS-13 6611 Menee 10 % u'y 70 % xeHuiun
accollMMpoBasics ¢ HajMuneM aytoantutes K ADAMTS-13.
B nasnbHefilieM mNpH MOJNydeHHH PEMHCCHH AKTHBHOCTh
ADAMTS- 13, kak npaBuJio, BoCCTaHABJINWBAJIACh [45].

OcHoBHble npuunHbl ruGean naoga (40 % ciyuaes):
BHYTpUYTPOOHAst THOEJIb, CIIOHTaHHble a60PTHI UK HEOHO-
nieHHoctb  [44].  Tlnasmorepanusi MOXKeT  YMeHBUINTD
MHKPOOKKJIO3MIO apTepHil MJaleHThl (TJIaleHTapHasi uille-
MHSI — TJIaBHBIH TIaTO(PU3HOJOTHUECKHH MeXaHH3M Ha-
pyleHusi pocta M rubesn miona). Her omucanuii ciydaes
TPOMGOIUTONEHUH W TeMOJMTHYECKOH aHeMHM Yy TMJIoJa,
xoTsi paamepbl aHTH-ADAMTS-13-aHTHTes1 MO3BOJSIOT UM
TIPOHUKATDL vepe3 mJaneHTapHblil 6apbep. TosbKo B onHOM
na6aonennn ayronmmynHod TTIT y matepu u y pebenka
onpenesioch chukenrne ADAMTS-13 1o 15 % u o6Hapy-
»enbl antutessa K ADAMTS-13. B 10 ke Bpemst cofiep:KaHue
TPOMGOIUTOB U reMorJio6uHa OO B Mpe/eiaX HopMasbHbIX
3HaueHui [46].

Hacnepcreennas TTI

Bo Bcex caydasx Hauasa GoJieaHH BO Bpemsi Oepe-
MEHHOCTH y »KeHUMH ¢ HacaeactBenHoi TTIT yposenb
ADAMTS- 13 6bi1 menee 10 % u antuTtes1a OTCYyTCTBOBAJIH.
C 1976102011 r. onucano 32 nauyeHTKH C HACJEACTBEHHOM
TTII, nposiBuBiIelicst BO Bpemst 6epeMeHHOCTH. ¥ 24 U3 HUX
Obl1a ucenenobada aktuBHocth ADAMTS-13. Cuenyert ot-
METHTD, YTO y GOJIbLIMHCTBA NalKMeHToK (66 %) oTMeueHb
SMU30/bl TVIYOOKOH HWJIM yMEpPEHHOH TPOMOOLMTONEHHH B
JIETCTBE, KOTOPblE OLIMOOYHO pacleHeHbl KakK MposiBJeHHe
MMMYHHOH TPOMOGOIIUTOTIEHUYeCKOH Mypriypbl [47 ].

B Il tpumectpe passusaiotcs 75 % caydaes TTII,
CBsI3aHHBIX ¢ 6epeMeHHOCThIO [45].

Y xkenun ¢ Hacaencrsennoi TTIT, nposiBuBieiicst nan
BbISIBJIEHHOH BO BpeMsi GepeMeHHOCTH, OJsaroiapst naasmo-
Tepanuu J0CTHraeTesl PEMHUCCHs, B TO BpeMs Kak Jyls Iiojia
MPOTHO3 MJIOXOH (BHYTpHMaToUyHast rubesib Ma04a, MepTBO-
pOXKIIEHHE, PaHHSIS CMEPTb HOBOPOXKIEHHOTO).

B oueHb peikux ciydasx MniasMoTeparnisi Mo3BoJisieT
noJyiepKaTh NaluHeHTKY 10 POJOB U oOecneynBaeT poxKaeHHe
3/10pOBOro pebGeHKa.
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OWATHOCTWUKA TTN BO BPEMA BEPEMEHHOCTHU

Huarnoctuka TTIT uMeeT cBOH 0COGEHHOCTH M COCTOMT H3
JIBYX 3TarloB:

[ sranm — muarnoctnka TMA, ocHoBaHHas! HA BBISIBIEHHH
TpombGouuTonennn u MAIA (remosiMTHUeCKast aHeMusi C
HIUCTOLUTAMH );

I sran — nuddepenimanbhas guardHoctika TMA
(TTII, TYC, HELLP-cunnpom).

Ha nepBom atane TMA nuddepeHIpyoT ¢ CHHIPOMOM
AsaHca, JIBC-cunnpomom, KADC, CKB. [Inardos TMA oc-
HOBBIBaeTCsl Ha 06HAPYKEHHH ILIMCTOLMTOB B Ma3Ke KPOBH.

Cundpom PDuwepa—3Isanca. CoueraHue ayTouM-
MYHHOU reMosiiTHYecKoi aHeMun (AVTA) u ayTOMMMYHHO#
TpombouuTonenndeckoit nypnypbl (AWTIT). [ucrouuTos
npu 3ToM 3aboseBaHHH He oOHapyxuBaercs. JlnarHos
TOJITBE PKIAETCsI TI0 pe3ysbTaTaM MCC/IeI0BaHHiH, PeIyCMO-
tpenubix mpu AWMTA u AUTIT.

Kamacmpoguueckuii anmugpocgporunudnouii cun-
dpom. Psin aBTopoB npejyiaratot pacematpuBath KADC kak
TMA ¢ antudochonunuaHbiMu antutesamu [48]. Jlnarno-
crrueckne Kputepun KADC: BoBseyeHue 1o KpariHeil Mepe
Tpex OpraHoB, CUCTeM, TKaHeil (Mouky nopaxatores y 78 %
GoJbHBIX, cepaie — y 66 %, aerkue — y 56 %, [IHC —y
50 %, koxka — y 50 %; TpomGoTHYecKHe MaHH(beCTaLHH,
BKJIIOUatoLMe TpoMO03MOOIHIO JIETOYHOH apTepuH, TpPoMO03
ray6okux Ben, JIBC-cunapom, — y 25 %), manudecraius
OJTHOMOMEHTHAsT WJIM B TeueHHe HeJleJIM, THCTOJOIrHUeCKoe
TMOITBEPIKIIeHHE OKKJIIO3HH MEJKHX COCYJI0B KaK MHHUMYM B
OJIHOM opraHe (TKaHH ), 1abopaTopHOe MOATBePrKIeHHE aHTH -
thocomunuaHoro cunapoma [49].

ABC-cundpom. Jlnsi Hero xapakTepHbl TPOMOOIHUTO-
TMeHUs], TSKeJbIH TeMopparnyecKuil CHHIPOM, TeMOJIUTHYE -
cKast aHeMHsI C HaJnIrHeM (hparMeHTHPOBAHHBIX SPUTPOIIUTOB,
noJiMopraHHasi  HefoctatoyHoctb.  Jluddepenimanshuas
JIMarHOCTHKA MPOBOIMTCS Ha OCHOBAHMH JAHHBIX aHaMHe3a
(mpu JIBC-cunnpome B 60JIbIINHCTBE CIyyaeB UMEET MECTO
OUEBMIHBIH 3ITHOJOTHUECKUH (haKTOp), KJIHHUKH (remop-
paruvecKuil CHHIPOM, TOJHOPTaHHas HEIO0CTaTOYHOCTh) M
KoarysorpamMmmbl. CjieyeT MOMHHTb, YTO Y 4acTH GOJIbHBIX
TTIT umeet mecto JIBC-cunapom [22, 50].

Cucmemnasn KkpacHasa soauanka. 3aboJieBaHue
auarnoctupyeres y 2,0—8,4 % Gosbubix CKB [51]. CKB
yaute (61 %) npemwectsyer passuthio TTIT. dnuszonsl
TTIT nposiBasitoTest HAa (oHe MaHU(ecTallud ayTOUMMYH-
Horo 3aboJsieBaHMst, 0OBLIYHO MPOTEKAIOIIEr0 C MOUEUHOH
HeJloCcTaTouHoCThio [52]. Bo3aMoKHbBI Kak olHOBpeMeHHas
manudecrauus (26 %), tak u passutne CKB mocine
octporo smnuzona TTIT (13 %). Taxesbie HeBposOTHUE-
CKHe HapylleHus Npu AaHHoil gopme oTmeuenbl y 71 %
nanneHTos [53].

Hexkotopble aBTopbl Bhiesitor iga Tuna TMA npu CKB:
1) wmmonarnueckass TTII ¢ ayToMMMYyHHBIM Jle(DHIIUTOM
ADAMTS-13, oO6bMHO XOpolIO OTBeyawllas Ha IJa3-
MO3aMeHbl (pa3BuBaeTcs peako); 2) BropuuHas TMA,
BO3HMKAIOIIAsl Ha (DOHe BBHICOKOTO THTPA aHTHHYKJeapHbIX
anrures, antutea K JIHK, cHukeHnst ypoBHSI KoMIlieMeHTa
(60BIIMHCTBO NMalKeHToB) [33].

CKB, aHTH(OCHOJUMUAHBIH CHHAPOM, CKJEPOAEPMHS
MoryT 6bITh HeoTnuuMbl oT TTII. Teuenue 3aboseBanus
XpPOHHUECKOE, CMEPTHOCTh BhICOKast [H2].

Jasi CKB xapaktepHo o6octpeHue 60jie3HH BO BpeMms
6epeMeHHOCTH.
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Ha Btopom atame mnpoBomutcs auddepeHLratbHast
JIMarHOCTHKa ¢ 3aboJsieBaHMsIMH, OTHOcsmUMucT K TMA:
HELLP-cunnpomom u I'VC.

HELLP-cundpom — TaToJIOTHYECKOE COCTOSIHHE,
KOTOpOe pa3BHUBAETCsl yallle BCEro BO BTOPOH [10JIOBHHE
Gepemennoctu (80 %) uu B moceponosoii nepros (20 %)
[54], siBJIsieTCs OC/IOXKHEHHEM TecTo3a W yrpOXKaeT »KHU3HH
MatepH H niofa. Bosiee 2/, Bcex GepeMeHHBIX ¢ FeCT030M —
9TO MOJIOJIble 3[10POBblE KEHILIMHbI C MepBoiH GepeMeHHO-
cTbto. [lepuHarasibHast CMEPTHOCTb MPH 3TOM 3a00JeBaHHH
BogpacraeT B 20 pa3. KinHuyeckasi KapTvHa HaroMHHaeT
TTII: xentyxa, TpoMOOLMTONEHHUS W TeMOpparnueckuil
CHHIPOM, MoyeyHasi M MeYeHOYHasl HeL0CTaTOUYHOCTb, Cy-
JIOPOTH, KoMa. [eMoJin3 sBJIsSIeTCsl OCHOBHBIM MPOSIBJICHHEM
HELLP-cunnpoma, B Maske KpoBH oripefiesisieTcst 60Jiblloe
KOJIMUECTBO LIMCTOLMTOB [55].

Kputepun  ymuarHosa  HELLP-cunppoma  (hemolysis
[H — remosmus], elevated liver enzymes [EL — yBesnnuenue
neyeHoYHbIX pepmenToB], low platelet count [LP — Huskoe Ko-
JmuectBo TpomboimToB]) onpenenennl L. Weinstein B 1982 r.:
1) TpomGoumTonenust; 2) MATA; 3) noBbillieHHe aKTHBHOCTH
acnapratamunoTpancdepasbl (ACT) > 70 EI1/n [56].

HekoTtopble aBTOpbI B KauecTBe JA0MOJHUTENBLHOIO KPH-
Tepus pacematpupaloT yseuuenue JIIT > 600 ME/ma [57].

O61m# nosxo K Tepanuu: Ha cpoke 6epeMeHHOCTH GoJiee
34 Hep. — MemMUMHCKAash cTabUIM3alUs C MOC/EAYIOLIUM
poropaspeuleHueM; 1pu GoJiee paHHUX CPOKax — MpHUMe-
HeHue GetamerasoHa [57]. HELLP-cunapowm, kak npasuio,
Kynupyetcsi Ha 4-i 1eHb rocJie pojopaspelleHus. BosmokHO
3arsinyBlieecsi TeueHne g0 1 mec. [55]. Ilepcucrenius 6o-
JIe3HH MOXKeT ObITh MToKa3aHHeM K Tyla3Mo3aMeHaM [ 55 ].

TI'emoaumuro-ypemuueckuii cundpom. I'YC onpeje-
JisieTcst Tpuanoi: 1) tpomGouutonenus, 2) MATA, 3) OITH.

Knununueckue nposisaenus ['YC u TTIT masio otsinuatorcst
JIPyr OT Jpyra, MOITOMY €lle COBCEM HEIAaBHO HEKOTOpble
CTeLMaIUCThl paccMaTpuBaii 3TH JBa 3a0oJsieBaHHsl Kak
ofiHy HO30J10THIO [H8].

Boinensietcsi otaenbHasi dopma — [YC, cBsizanHas ¢
6epeMeHHOCTbIO.

['YC, ne cBsizannbiii ¢ 1llura-tokcun npoayuupytoien
KHILIEYHOH TaJloukol, Ha3biBaercsi atunuuibiM (alVC).
[Tocae ponos passubaercst 79 % caydaes al'YC [59], pexe
3aboJieBaHMe BO3HMKAeT B PaHHUI W MO3AHUE cpoku Oepe-
MenHoctd [60]. Hapyiienust B cucreme KomIjieMeHTa Bbi-
sBJIeHbl Y 86 % GosbHBIX (MyTaluu (hakTopa KoMIJIeMeHTa
H, dpakropa kommniemenra I, C3-KoMnoHeHTa KOMIJIeMeHTa,
MeMOpaHocTabuuanpytoliero 6eska) [59].

Kosmuectso TpomGormTos Gosee 100 X 109/n dukcu-
pyercs y 40 % GoJbHBIX. XapaKTepHO TsKesloe MopakeHHe
nouek. [TorpeGHOCTL B MPOBEIEHHH reMOJHaNM3a B OCTPOH
thaze GoJieann Bo3HMKaeTy 81 % nateHToK. B 62 % cylydaeB
B TeYeHHe MeCsLia ocJie OCTPOro MHU30/1a Pa3BUBAETCS TEPMHU -
HaJIbHasl CTajlMsl OYEYHOH HEJ0CTaTOUHOCTH. B nasbHeliiem
TepMHHa/IbHAsl XPOHHWYECKasl [oYeyHasi HeJL0CTaTOYHOCTD
oTmeuaetcst y 76 % TialeHToK. B GHonTaTe moukn Ha6JIo-
natorest TunnyHble yepthl TMA. CHmzkenne C3-KoMIOHeHTa
KoMIieMeHTa BhisiBasiercst y 57— 100 % 60.1bHbIX [59)].

Juarnos al'YC ocHoBbIBaeTCsl Ha CJIe/LyIOLINX IPU3HAKAX:
® He CcBsI3aH ¢ 60J1e3HbIO;

e Her kpurepust lllura-rokcun-accounnposantoro ['YC
(Ky/1bTYpa KaJia i noJiuMepasHasi LernHast peakus aJs
Iura-ToKCHHOB; CEpOJIOTHSI HA aHTUTEJIA K JIMTTONOJIH-
caxapujam);
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e orcyrctBue kputepusi TTIT (aktuBHOCTE ADAMTS-13

> 10 % B cuiBopoTKe) [61].

BepeMeHHOCTD Y YKeHIIMH C TTaTOJNOTHEH CHCTEMBI KOM-
TnJieMeHTa 0CJIoXkKHsIeTesl ruoesbio mioaa (4,8 % ciyuaes),
npesknamncueii (7,7 %) [59]. Mcnoib3osanue miasmore-
panuu MPUBOIUT K rematosiorudeckoii pemuccud y 70 %
nanueHToK [59].

HenaBno ony6rkoBaHbl cO061I1IeHHsT 00 YCTIEITHOM TPH-
MeHeHHUH 9Kynu3ymMada y 6osbHbIX al YC, cBsI3aHHBIM ¢ Gepe-
MEHHOCTbIO, U peppaKTepHbIM K MagMoTepanuu [62, 63].

ANOOEPEHLNANIBHAA AUATHOCTUKA TTN

Hucdepentpanbiasi auarfocTnka 3a6osieBaHHi, OTHOCS-
nmxest K TMA, MoKeT GbITh 0UeHb CJI0XKHOH, a B HEKOTOPBIX
cllydasix — HEBO3MOXKHOH TI0 KJIHHHYECKAM JaHHBIM.
B nposenennn nuddepeHiansbHON IMArHOCTHKH MOJE3HBIM
MOXKeT ObiTh onpenesienne ADAMTS-13 u anTuTeN K Hell.
K coxkanenuio, Bo Bpaue6HOH MpaKTHKe HET JOCTYITHBIX Jia-
60paToOpHBIX METONIOB JUIsT UX GBICTPOTO MCC/IenoBaHus. TeMm
He MeHee OCYIIeCTBUThL 3a60p KPOBH JI0 HauaJa JiedeHHs! He-
o6xoarmo. JlanbHelmunil ananus akrusnoctd ADAMTS-13 u
BhisiBjieHe aHTHTe] K ADAMTS- 13 MoryT nomoub B BbIGOpE
CTpATeruH JIeueHHsl.

HexoTopble aBTOpBl MpeasaraioT HCMoNb30BaTh s
b deperuranbHoit tuardoctuku ¢ HELLP-cunipomom co-
orHowenue JIJIT/ACT: aist TTIT xapaktepen KosdhuUuenT
6osee 22, npu HELLP-cunapome ero BesnuuHa MeHblile
[64]. HELLP-cunapowm, kak npaBuiio, pa3peliaercs B Te-
yenue 48 u nocse poaoB, B To Bpems kak rpu TTIT n TYC
pojopaspeliieHne He MHAYLHpyeT peMuccuio. [locse ponos
passuBaetcst 70 % cayuaes ['YC [59], TTIT nocsie ponos
BO3HHUKAET PeJIKo [45].

Taxenniit geduntr ADAMTS-13 (< 10 % ot Hop-
MaJsibHOH akTHBHOCTH) Xapakrepen mis TTI1. Hopmanbhas
AKTHBHOCTb WJIM yacTHuHoe cHixeHue (10 20 %) mMoxeT
6bITh pH npeskaamncui, HELLP-cunapome u I'YC [65].

HexoTopble aBTOpBI CUMTAIOT, UTO €CJIH HET BO3MOXK-
HoCTH HaeHTHUIMpoBaTh TMA Bo Bpemsi GepeMeHHOCTH,
TO, YUUTBIBAs TSKECThb MPOTHO3a B HEOTJIOKHBIX CHTYaIUsIX
npu HaJwIun TpombormTonennn 1 MAIA, cienyer cunrars,
yto 310 — mnposisjenus TTI1, 1 NpoBoIUTL COOTBETCTBY-
tolyto Teparnuio [ 34, 45].

JAnchchepenynansHbii gnario3 Mexay Hacne[cTBeHHOH
u npuobpetenHon TTIT

[1pu o6Hapyxennu neduunra ADAMTS-13 u Hasuunu
antutes K ADAMTS- 13 ycranaBauBaeTcst IMardos npuoo-
perennoi TTIT. Ilpu nedunnre ADAMTS-13 u orcyTcTBHH
AHTHTEJ HeOOXOMMO TIOBTOPHUTb HCCIIEIOBAHNE B PEMHUCCHH.
Eciu ADAMTS-13 ocraeTcst HU3KUM M OTCYTCTBYIOT aHTH-
TeJsia, HeoOX0UMO UCKIIOUNTD HacencTBeHHyto popmy TTTT
MyTeM NpoBeJieHUst cekBeHupoBanus rena ADAMTS- 13 [45].

JIEYEHUE TTN Y BEPEMEHHbIX

B 6puranckom pykosoactBe mno TTIT pexkomennoBano
npoBoauTh Jeuenne TTIT na done GepemeHHOCTH B COOT-
BETCTBMH C OOGIIMMHM peKOMEeHAALMSIMU 10 Teparuu 3TOH
60/1e3HH [34].

Tepanusi jomkHa BKJIOYATH MJa3Mo3aMeHbl B o6beMe
40—60 ms1/kr Macchl B cyTku [34]. HeoGxoaumblii oGbeMm
nJa3Mbl MPH Macce TeJja TanueHTKH 60 Kr cocrapJsieT

KIMHUYECKAS OHKOIEMATOJIOTHS
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TpomboTuyeckas TpomboyuToneHnyecKas nypnypa u 6epemeHHoOCTb

2400—3600 ma B cytku. B ciyuae HeBO3MOXKHOCTH He-
MEJIEHHOH 11/1a3MO3aMeHbl  CJIelyeT TPOBOIUTL HH(Y3UH
GOJIbILIMX 103 CBEXKE3aMOPOXKEHHOH MJ1a3Mbl (MJIH KpHOCY-
nepHaTanTHOI) — 25—30 MJI/KT Macchl B CyTKH.

Orser Ha tepanuio gocruraercs y 80 % MAalHeHToK |
COOTBETCTBYET OOIIMM pedyJsibTatam JeueHus [57].

[niokokoprukocrepouapl (F’KC). Hecmorps Ha To, uTo
He JlokazaHa HeoOxoaumocTb npuMeHenust IKC u nesarpe-
rautoB npu TTI1, MHOrHe pe:KUMBI Tepanuu npeaiaraloT Mx
MCIoab30BaHue Hapsily ¢ naasmosameHamu. [KC mpume-
HSIOTCSl B KauyecTBe HMMMyHojernpeccaHToB. Hekortopble
peXXMMbl B JIONOJIHEHHE K TMJaaMo3aMeHaM ¢ 1-ro JHsi
sedenuss TTIT npenycmatpuBatoT Hasnauenne ['KC (mpesn-
Hu3oson — 1 Mr/kr, metuanpemnusonon — 2 mr/kr B/B
WM MyJIbe-Tepanus 1o 1 r B/B B Teuenue 3 aueit) [69].

[opMOHOTEpanuio NPooJ/IKAIOT 10 MOJy4eHHST MOJHOro
OTBETa, 3aTeM MEMJIEHHO CHHUXKAIOT J103Y JI0 MOJHOH OTMEHbI
npenapara [29].

Putykcuma6. [lpu orcytetBuu moJiHoro sddekra Ha
MepBOH JIMHUK Tepanud MOKET 006CyKIaThCsl Ha3HayeHHe
putykcumaba. O0630p JMTepaTypbl, OCHOBAHHbIH Ha JIAaHHbBIX
MCMOJIb30BaHust puTykcuMabta npu 231 GepeMeHHOCTH, MO-
KasblBaeT CocoOHOCTb Mpenapara NPpoOHHKATh yepes nJialeH-
TapHblil 0apbep U BbI3bIBATb 'eMaTOJIOIHYECKHE H3MEHEHHUST Y
nniofa [70]. Putykcuma6 BBomuTes B 103e 375 mr/m? 1 pas B
HEJIeJII0 B COUETaHUHU ¢ Oa3UCHOH Teparnuer.

[1pumenenue putykcumaba npu TTT1, csizanHo# c Ge-
peMeHHOCTbIO, omnrcaHo y nateHTKH ¢ pedppakrepHoit TTIT
B III Tpumectpe. TokcHuHOCTh U1t MaTepH U MJIofa He Oblia
oTMeveHa [66].

Hesarperantbl (HM3KHE J103bl  aALETHJICAJIHLMUJIOBOH
KHCJ0TBI 75—375 Mr/cyT) HaszHAualoTCsl, eCJH KOJIHUECTBO
TPOMOOLMTOB GoJiblie 50 X 10%/s1, yacTo B CcoueTaHMM C
jqunupuaamosiom (400 mr B cytku) [71].

Tpancdysun spuTpoUMTOB HA3HAYAIOTCS MO KJIHHHYE-
CKHMM MOKa3aHHsIM.

TpaHcdy3un TpoMOOKOHIIEHTPATa 0GBLIYHO MTPOTHBOIIO-
Ka3aHbl, T. K. MOI'YT BbI3bIBaTh PE3KOE YXY/LLEHHE COCTOSTHUS
¥ cMepTb nauuneHTKH. [IpoBoasiTes TOJMBKO MO XKU3HEHHBIM
MI0Ka3aHUsIM TPH yrpozKatoLMX KPOBOTEUEHHSIX.

®onueBass kucnora. [lpn remosnse HMeeT MecTo
JneUHT PONMEBOI KHUCJOTHI, UTO CJIYKUT MOKa3aHHeM K
Ha3Havyenuio npenapata npu TTIT.

Psn 6osbhbix ¢ tskenon OITH Hy:kpaioTess B mpoBe-
JIEHUH reMoauanun3a.

AddekTBHOCTL 6A3UCHOI Tepanuu OLIEHUBAIOT Yepes
7 nHeir jedenusi. KonmuectBo TpomGolMTOB — Haubosee
BaXKHbIH TapaMeTp OLEHKH peadyJibTaTa Tepanuu.

OTBeT Ha Tepanuio onpeeseTcs:
® YCTPaHEHHEM HEBPOJIOTMYECKHX CHMIITOMOB;
® HopMmaJiu3aluel KoauuectTBa TpoM6ouuToB (= 150 X

10%/m);
® BoccraHoBJjieHueM akTuHocTH JIJIT;
® crabuyusaliuert ypoBHsl remorao6muHa.

Cunraercsi 1e/1eco06pasHbIM  OCYLIECTBJAT MJ1a3MO-
3aMeHbl €2KEJIHEBHO JI0 MOJIyYeHHsT OTBeTa, 3aTeM — ellle B
TeueHHe KaK MUHUMYM 2 jiHeil [69].

[Tocsie IpUHATHS pellIeHus O TpeKpallleHHH M1a3Mo3aMeH
cyenyeT 0coGeHHO BHUMATEJbHO CJEIUTb 3a JMHAMHUKOH
yhcsa TpomGouuToB. Tlocse oTMeHbI Mia3Mo3aMeH MOXKeT
ObICTPO pa3BUTbCs 060CTPEHHUE, TPOSIBJISIIOLLLEECs TTalecHHeM
ypoBHsI TpOMOOLUTOB M Tpebytollee BO30OGHOBJIEHHS €xKe-
JIHEBHOI T1a3MOTepanuu (dactota peunuauBos — 29—82 %)
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[58]. BoaM02KHOCTB 0TKa3a OT Mjia3Mo3aMeH Y KaxKNo# KOH-
KPeTHOH MallHeHTKH OTIPeIesIieTCs] HHAUBUIYABHO.

C 11eJ1b10 MPEOTBPATUTD YXY/IILIEHHE COCTOSIHHS GOBHOH
rocJsie TIOJyueHHs OTBeTa MPOBOAUTCS KOHCOJMIUPYIOIIAs
Teparusi: yacToTa rjasMo3amMeH yMeHblllaeTes 10 2—3 pa3 B
Henesmo. KoHcosmuanus BbIMosiHsieTcst B TedeHne 2—4 Hes.
[72].

Pedpakreprocth K 6asucHOi Tepanuu (UKCHpYeTCst
nocje 7 AHeH JleueHWs TIPH HaJMUMH TI€PCHCTHPYIOLIEH
tpomGoumTonennn (< 150 x 10°/1)[34].

PUCK PELMAUBA NPN NOCNEAYIOLLEA BEPEMEHHOCTH

Peunaus — o6octpenne TTIT nocsie noctkenns peMuccuu.
YacroTa pelMMBOB y MallHeHTOB, IOCTHITIHX PEMHUCCHH, CO-
craBasieT 11—36 %. Y 60JbIINHCTBA MALMEHTOB C TSKeJbIM
neduunrom ADAMTS-13 (< 5 %) passuBaetcsi peLUIuB.
Hasnnuue anturen K ADAMTS-13 nenaer erie 6oJiee Bepo-
STHOHM BO3MO>KHOCTh BOSHMKHOBEHHST PElUIMBOB [ 73 ].

PerpnuBupoBanne Kaxible 3 HeIe H XapaKTepHO s
HacsenctBeHHol dopmbl TTIT (cunppoma Anmo— lysb-
maHa) [74].

B cayuae wnacnencrBennoit TTIT puck peumauBa Bo
BpeMsi GepeMeHHOCTH MPH OTCYTCTBHH MPOGHIAKTHKH CO-
crapaser 100 % [44, 47]. Tlpodunakthueckass Tepanusi
cBexxezamopoxkenHo# niasamont (C3I1), HauaTast HAa paHHUX
CpoKax GepeMeHHOCTH, TIO3BOJISIET MPEYTNPENUTh PeLHIHB.
HekoTopbie aBTopbl cunrator HeobxomumMbiM codetath C3I1
CO CTepowlaMH, alleTHJICAJUIUIOBON Kucsotoi [47, 66] u
HHU3KOMOJIEKYJISIPHBIMY TenapuHamu [66].

Kpome Toro, GepemeHHble ¢ CHHIPOMOM Amio—
[lysbMaHa 1O/KHBL TTOMydaTh (hOJHEBYIO KHCJIOTY B CBSI3H
C JIaTEHTHO TMPOTEKAIOLINUM TeMoJIH30M. OHH JIOMKHBI OBITh
MMMYHH3UPOBaHbI MPOTUB TenaTuta B [44].

[1pu npuo6perennoit TTII, no nanusim perncrpa Oxna-
XOMBI, PHCK peluuuBa coctapaseT 12 % [67]. BoamoxkHo,
PUCK Pa3BUTHsl pelIuBa 3aBUCHT OT YPOBHS aKTHBHOCTH
ADAMTS-13 nepen u B TeueHHe BCero nepuojia GepeMeH-
HoCTH [68].

Mpochunaxktnka peyngnBoB npu HacnencTBexHo#n TTIT

B cayuae nacnenctBennoit TTI1 uHby3un mnjasmbl
B go3e 10—15 mu/kr kamapie 10—20 gueil 6e3 muas-
MO3aMeH MOTyT TMpelOTBPAaTUTL pPa3BUTHE PELUIHBOB
[34]. B 6puranckom pykoBojacte no Jedenuto TTII npu
HacJeJCTBEHHONH (opMe pPeKOMeHIOBAaHO MCIOJb30BaTh
konieutpat VIII ¢axropa cpenneit ouncrku (BPL 8Y) —
15—30 en./xr [34]. dkcnepThl AMepHKaHCKOTO 061IeCTBa
athepesa CUMTAIOT BO3MOMKHBIM MpPUMEHEHHe KPUOIpeLH-
nuTata, B KotopoM KoHieHTpauus ADAMTS-13 B 2 paza
BhIlIIE, 4YeM B Msiasame [75].

Onucan kjavHW4ecku# ciydail HacsenctBenHow TTII,
korpa C3I1 wu3-3a HenepeHocHMoCTH Oblla 3aMeHeHa Ha
anTuremoubHbIN aktop (dakrop VIII; Kosir-JIBH), ¢
coxpaHeHHeM peMHuccHH [76].

C 1eJbl0 CHU3UTb PHCK pelUINBa MpHUMeHseTCs
crisienskToMust. CyllecTBYIOT JaHHBle 06 3(QeKTHBHOCTH
CTIJIEHIKTOMHH TIpH  pedpaKTepHOCTH K TIa3Mo3aMeHe.
Hcnonbaopanye nukaocrnopuda A (2—3 Mr/kr) B TeueHue
6 MecsileB MpeNoTBpalllaeT pas3BUTHe pelranBoB y 89 %
60JILHBIX CO MHOYKECTBEHHBIMH PellUIMBaMU, oGecrieynBaeT
HopMmasusaiuo aktieHocth ADAMTS-13 u ncuesHoBeHHe
WM CHUXKeHHe THTpa anTuTes K ADAMTS-13.
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B.B. BoiiuexoBckuii u ap.

B psine ciyuaeB, oco6eHHO MPH EPBUYHOM OCMOTpE, He-
B0o3M0oxkHO OoTsIMIKThL TTIT o1 HekoTOpBIX 3a60s1eBanui (I'YC,
3ji0KadecTBeHHast runeprensus, JIBC-cunmpom).

KNWHUYECKOE HABJIOAEHUE

Boabnaa X., 22 jer, rocnuTasMaupoBaHa MO MeCTy KH-
tesberBa 22.08.2012 1. na 30-ii Henesie GepeMeHHOCTH ¢
JIMarHO30M: TecTo3 TsKeJIOH CTeneHH, renato3 GepeMeHHOH.
Mwmesn MecTo BIpazkeHHast c1aboCTh, OfbIIKA TPH (pU3HYe-
CKOH Harpyske, yMepeHHO BbIpaKeHHBIH reMoppartyeckni
CHHJIDOM Ha HHXXHHX KOHEUHOCTSIX, TAcCTO3HOCTb TOJIeHeH.
BrisiBneHbl aHeMusi, TPOMOOLMTONIEHHS], MOBBILIIEHHE GHJIH-
pyOuHa 3a cueT HempsiMOH (ppaKiMH, yBeJHUeHHe KpeaTH-
HUHA U MOYEBHHBI.

[1pu noctynsieHun B AMypcKHi 00JacTHOW MepuHa-
taabHbli HeHTp 25.08.2012 1. cocTosiHve cpesiHed cTeneHu
TsoKeCcTH. KOXKHBIH MOKPOB, CKJIEpbl MKTepHYHbIE, MeTe-
XHaJIbHBIA TeMopparuueckuil CHHAPOM Ha KOXKe ToJieHef,
TPyIM, B MecTaX BHYTPUBEHHBIX HHBeKUMH. [lepucepn-
yeckue JUM(paTHIeCKHe Y3JIbl He yBeJMUeHbl, B JETKHX —
JbIXaHHe TI0 BCEM MOJISIM BE3UKYJISIpPHOE, XPUIIOB HET; TOHBI
cepala sicHble, pUTM npaBuIbHbIA, Al 110/70 MM pT. cT.;
macca teja 109 Kr. SI3bIK BJaKHBIH, »KMBOT MPH NaJlb-
nauun Msrkuil, 6e36oJe3HeHHblil. MaTka B HOPMOTOHYCE,
MoJIoXKeHHe TIJ10a MPOJOJbHOe, TIpeasieXKalias yacTb —
roJioBKa, noapm:kHasi. Cepiie6uenne mjoaa siCHOe, PHT-
MuuHoe, 132 yu./Mm—I.

Kaunudeckuil ananus Kpou ot 25.08.2012 r.
remorsiobun — 89 r/n, spurpouutsl — 2,7 X 102/,
JeikonuTel — 14,5 X 10°/1, CO3 — 48 mm/u, Tpom6b0-
uuTel — 60 X 10%/n1, manoukosepHble HeATPOGHIB —
3 %, cermentosnepHbie Helirpoduas — 80 %, aumdo-
Tel — 14 %, MoHOIUTH — 3 %.

BuoxuMHUeCKHil aHaIM3 KPOBH: TJ1I0K03a — 6,1 MMOoJIb/ 1,
moueBuHa — 10,9 Mmoo/, Kpeatrunn — 110,3 MKMOJTb,/JT
(nopma 0 100 MKMOsIL/T), OuaupyOun — 53,7—43 4—
10,3 MKMouL/ 1, ananunamunoTpatcdepasa (AJIT) — 35 E11/n
(Hopma o 31 EJl/n), ACT — 93 EJl/n (nopma 110 31 EJI/n),
Marauii — 1,13 Mmostb/a (nopma 0,66—1,07 mmosb/n),
xnopuasl — 97 mmosn/n (Hopma 98—108 mwmosb/a),
Hatpuit — 129 MMOJIB/J1, Kamuii — 4,4 MMoJIb/JI,
y-rayramunTpanchepasa — 23 EJl/n (Hopma o 31 EJ1/n), ue-
nounasihocparaza — 313 EJ1/n(nopma 70—270EJ1/n), o61umii
Genox — 59 /1, amunaza — 69 ME/n (ropma o 100 ME/n).
Koarynorpamma: u6punoren — 5550 Mr/.1, mpoTpoMou-
Hosblil uuaeke (ITTHU) — 88 %, akTHBMpOBAaHHOE YaCTHUHOE
TpomboriactiHoBoe Bpemsi (AHTB) — 39 ¢, pactBopumbie
u6pUH-MoHOMepHble Kommsiekchl (POMK) — 24 wr/wmi,
uHaekc perpakinn — 0,46, arperaiyst TpoMOGOLIMTOB — Ha
22-11 cexynnie (Hopma 14— 18-51 cexyHza).

Kannnueckuit anaans moun ot 25.08.2012 r.: yyesibHbIH
Bec — 1000, 6es0k — 3,8 /a1, JefKOUHTE — 4—5 B roJie
3peHHs], SPUTPOLUTBEl — 2—5 B M0JIe 3PEHHSI.

Y3U opranos OptotiiHoi nojiocti ot 25.08.2012 r.: He-
3HAUYNTEJIbHOE YBeJMUeH e JIeBOH JI0JH MeYeHH (TIpaBast 10Js1
neyeHn — 152 mm, JieBasi — 77 MM), ceJie3eHKa He yBeJIU-
YeHa, MOBBILIIEHHE SXOTeHHOCTH MapeHXUMbl 06eHX ToUeK.

Qeromerpus miona ot 25.08.2012 r.: pasmepnl miioja
cootBeTcTBYIOT 30—31-i1 Henene 6epemennoctu. [1pusnakn
TpesKIeBPeMeHHOr0 CO3PEeBaHHs MJIalleHThb, MHOTOBOJIHE.

Juarnos: bepemennocts 30—31 Hen. Tecros Tskesoit
crerenn. [ernaros 6epemenHoH. [eMopparuueckuii CHHIPOM.
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XpoHHyecKasi KOMIIeHCHPOBaHHasl TUIalleHTapHasi HexocTa-
TOYHOCTb. MHOTOBO/IME. AHEMHUST Cpe/lHel CTeNeHH TSKeCTH.

B TeveHne cyTok 60JibHOH GblTa PoOBeIeHa Tpeionepa-
[IMOHHAsT TIOATOTOBKA, BKJIOUAOIIasl TPaHC(hy3HH OTMBITBIX
IPUTPOLUTOB OT MHAMBHIyaJbHO T0A06PaHHOTO JIOHOpa —
600 mi1, C3IT — 600 mu1, metunpen — 500 mr B/B KareJbHO.

26.08.2012 r. 6osbHOH OBIIO MPOBEIEHO pojOpa3pe-
IIeHHe MyTeM KecapeBa CeueHHs.

B rteuenne l-ro mHs mocse omepauuu y GoJIBHOM
0TMevaJsioch TOBbIlIIEHHe Temrepatypbl Teja jo 38 °C,
HapacTaja ofblllIKa. PeHTreHorpacdus TrpymHOH KJIETKH:
HH(UIBTPATHBHBIE M3MeHeHHsl B JIETOUHOH TKaHH TpeGyloT
JnddepeHIIHaTbHON IHaTHOCTHKE MeXIy pecrupaToOpPHBbIM
juctpecc-cunapomom B3pocabix (PICB) u nycroponueii
MoJIMCerMeHTapHOH MHeBMOHHEH.

Knunuueckuit ananns kposu ot 26.08.2012 r.: remo-
rno6un — 64 v/, sputpountel — 2,3 X 10'2/n, neiixo-
Tl — 21,7 X 109/n1, tpomboumtl — 64 X 10°/1.

Koaryiorpamma: dpuputoren — 4218 mr/a, [1THU —
105 %, AYTB — 31 ¢, POMK — 19,0, anturpom6un I1I —
94 %, arperatiisi TpoMGoLMTOB — Ha 15-i cekyH/e.

O6uwm# ananua moun ot 26.08.12: ynenbHblli Bec —
1015, 6enok — 1,21/, sputpouuthl — 300 B noJie 3peHust.

Hunarnos: [losmuuii nocsaeposoBbiil nepuon. lecros
TshKesiol crenenu. lenato3 Gepemennnix. PIICB. JIBycto-
pOHHS$IS HO30KOMMa/bHAs THeBMOoHMs. JIBC-cunapom.

[1poBonunack Tepanusi antu6uorukamu, ['KC.

OTMeueHa oTYeT/NIMBAst TOJIOKUTEIbHAS AHHAMHUKA:

HOpMaJi3oBasach —Temrepatypa Tesja, yMeHbIIHJIach
onbitika. 30.08.2012 r. peHTreHosornueckasi KapTuHa Je-
BOTO JIETKOTO HOpPMaJIM30Basach, CrpaBa — 3HAUMTENbHO

YMEHBLIHJIUCL MHTEHCHBHOCTb U 00beM HH(UILTPALUH B
HHKHEH JloJ1e.

Y3W opraHoB Mmajioro Tasa: COAEPKUMOE MOJOCTH
MaTKH — JKHAKOCTHOE, HEOJHOPOAHOE; 00JacTb ILIBOB Ha
MaTKe — 06e3 ocobeHHOoCTel; 00JacTh NpuaaTkoB — 06e3
oco6eHHocTel. CBOOOHAS XKUKOCTb B MAJIOM Tasy orpeje-
JISIETCSl B yMEPEHHOM KOJIMUECTBE.

Y3U 6protiHoii osI0CTH: TenaToMerasusi. IX0ornpu3HaKn
He3HAUYNTEeJIbHON cruteHoMerasnnu. JuddysHblie yrnioTHeHus
NapeHXUMbl T1eUeHH. YBeJHYeHHe JuaMeTpa MopTajbHOM
BeHbl. [lpusHaku noprasnbHoit runepreHsud. CpobosaHas
JKUAKOCTb B OPIOLLIHOMN MOJIOCTH HE OTpeieisieTcs.

KT opranos rpynnoii kiaetku ot 03.09.12: npusnaku ne-
BbIPAXKEHHOT0 JIByCTOPOHHETO MJ1eBPUTA.

[Tocne paspeurenuss PIICB Ha nepBoe mMecTo B K/M-
HHYECKOH KapTHHE BBICTYMHJ TeMOpPparnyeckuii CHHIPOM
BCJIEICTBUE TPOMOOLMTONIEHHH M aHEMHYECKHH CHHIPOM.
OcmotpeHna rematosiorom. [TpoBenen anasnu3 mopdosoruu
IPUTPOLUTOB KPOBH — 0O0JIbLIOE KOJHYECTBO (hparMeHTH-
POBaHHbIX IPUTPOLUTOB (LUIMCTOLMTOB). BbickazaHo mnpen-
nosioxkenne o TMA («3arsnysinemesi» HELLP-cuuapome,
TTIT uan TYC), kKoTopyto HeoOXoauMo b depeHInpoBaTh
C NMapoKCU3MaJIbHOM HOYHOH reMOrJIOOUHYpHEeH, CHHIPOMOM
@uniepa— IBanca.

BousibHast nepeBe/ieHa B oT/ie/IleHHE reMaToJIOTHH.

Knunuueckuit ananus kposu ot 04.09.12 r.. remo-
rno6un — 61 1/, spurpoumtel — 2,9 X 10'2/n, neii-
Kouutel — 26,3 X 10%/n, TpomGouutsl — 25 X 10%/n,
muesounthl — 1 %, nanoukosepuble Heiitpoduab — 3 %,
cerMeHTosiiepHble HeATpoduIbl — 68 %, MOHOLMTBI —
10 %, aumdouutel — 18 %, petukyouutel — 200%;
60JIbIII0€ KOJTMUECTBO (hparMeHTHPOBAHHBIX SPUTPOIIUTOB.

KIMHUYECKAS OHKOIEMATOJIOTHS
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TpomboTuyeckas TpomboyuToneHnyecKas nypnypa u 6epemeHHoOCTb

BroxumMuuecKuii ana M3 KpoBH: IJ1I0K03a — 5,4 MMOJIL/JT,
MoueBuHa — 16,1 MMosb/a, KpeaTuHuH — 192 MKMOJIB/ 11,
AJIT — 19 EJl/n, ACT — 66 EJI/n, 6unupy6un — 49,6—
43,7—5,9 MKMOJIb/J1, 061Mil 6estok — 52 /.1, anbOyMHH —
25 r/n (nopma 35—55 r/n), xammii — 4,02 Mmouan/,
Hatpuii — 145 MMOJTB/JT, xjaopunr — 1099 MMOJTB/JT,
dubpuHoren — 2,2 r/.1.

[Ipo6a Kymb6ea (mpsimasi) — orpuuartesbHas. Tect
Xema — orpunatesnbHbiid. CBOGOAHBIA TeMOTJIOOWH ChIBO-
poTku — 1,24 r/n (cpennss cTeneHb reMon3a).

Koarysnorpamma: mporpom6uHoBoe Bpemss — 17,5 ¢
(vopma 13—17 ¢), AUTB — 19,8 ¢ (Hopma 25—35 c¢),
antutpom6un 11l — 88 % (nopma 80— 120 %); arperaius
TPOMOOLIMTOB ¢ afeHosuHaudochatom — 9,6 (Hopma
50—75), ¢ kosnarenom — 0,85 (Hopma 50—75), ¢ anpe-
HaauHoM — 0,59 (Hopma 50—70). 3ak/oueHHe: rumnep-
Koarysisiust 1o AUTB, ymepeHHas runoduOGprHOTreHeMusI.
Bce ncenenoBanust Ha aHTH(OCHOTUITHAHBIE CHHIPOM A/
OTPHIATENBHBIH pe3yJIbTaT.

Muenorpamma ot 05.09.2012 r.: runepniasus spu-
TPOMIHOTO POCTKA C TIPU3HAKAMH Merajo6/acTHOTO THMA
KpoeeTBopenust (6 %) ¢ ysesuuenneM 6a30pu/bLHBIX HOPMO-
6nactos (16,6 % ), nu3sputponoss. KonnuecTso merakapuo-
[IUTOB YBEJHNYEHO, OTIIHYPOBKA TPOMOGOIUTOB CHUXKEHA.

O6uw# anama moun ot 04.09.2012 1.0 ynenbHbIH
Bec — 1015, 6eqok — 31/, sputpounthl — 20—50 B noJie
3penust, cyrounast npoteunypust — 0,2 r/u.

Tepanusi B oT/HesleHUH TeMaTOJIOTHH: TIPEIHU30JMOH —
80 Mr BHYTpb; MpOJOJrKeHA aHTHOAKTepHaJIbHas Teparnus;
OCYIIECTBJISINCH ~ TPAHC(Y3UH  OTMBITHIX ~ SPUTPOIUTOB
OT WHAMBHIyaJbHO MOAOGPAHHOrO JOHOPA; TpPaHC(Y3UH
TpoMGoKoHIeHTpaTa. CamouyBcTBHE GOJBHONH HECKOJBLKO
YIYULIHIOC.

10.09.2012 r. GosbHasg OTMeTHsIA pe3KOe CHHXKeHHe
3peHHsl JIeBOrO TJaza. BrepBble ObLIO OTMEUEHO TOBBI-
wenre AJl 1o 160/90 MM pt. cT. OcMOTpeHa OKYJHCTOM:
BbIpa’KeHHbIH OTeK CeTyaTKu B lieHTpasbHoH 3oHe. [1pu KT
TOJIOBHOTO MO3ra: MpPH3HAKW He3HAUUTEeJbHO BbIPayKeHHON
cMerianHo ruapotedanuu. Ilpn Y3UW ryasHbix  s6J10K:
OD — uokasbHasi oTcyioiiKa ceTdaTKu (TPOTSAKEHHOCTD
10 MM, BBIcOTOM 2 MM), OS — JloKasibHAs OTCJIOHMKA CeT-
yaTKu (MPOTSXKEHHOCTh 25 MM, BbicoTa 4,5 MM); 0G'beMHBIX
06pa30BaHUIl HE BbISIBJIEHO.

Y3U opraHoB majioro Tasa: MocjeorepaldoHHbIN Te-
pHoj1, reMaToMeTpa (CKOIIeHHe KPOBH B TIOJIOCTH MaTKH ).

12.09.2012 r. 604bHON BBITIOJIHEHA BaKyyM-acruparys
13 TI0JIOCTH MaTKH. YnajeHo 30 MJI MSTKHX CTYCTKOB KPOBH.

Konunuueckuit ananns kposu ot 12.09.2012 r.: remo-
rno6un — 70 r/n, sputpounthl — 2,8 X 10'%/n, neiiko-
wtel — 18,5 X 10%/n1, pomGotmtel — 25 X 109/,

Ha ocHoBannu Ha/nuust TpoMGOILMTOTIEHHH, TIPHOGpe-
TEHHOH TeMOJIMTHUECKOH aHeMHH HEMMMYHHOTO Xapakrepa,
TI0YeYHOH HeJ0CTaATOYHOCTH, TPOMOOTHUECKHX OCT0KHEHHIT
(oTcs0MKa CceTyaTKH), HaJuuust OGOJIbIIOTO KOJHYECTBa
(hparMeHTHPOBAHHBIX 3SPUTPOLIMTOB BO BCEX aHaJM3ax
KpOoBH 60JILHOH OblJ yCTaHOBJIEH IMarHo3: TpomGoTHIecKast
MHUKpoaHruonatusi. TpoMGoTHUeCcKast TPOMOOILHUTONEHNYE -
cKkasi myprypa. MuKpoaHTHONaTHuecKasi reMOJUTHIeCKas!
anemusi. [loueunast HemoctaTouHOCTh. [lopakeHne JeTKUX
(PICB), nevenu (moBblllieHHe aMUHOTpaHCdepas, renato-
MeraJusi, MpU3HaKH MOPTaNbHON THIIEPTEH3UH ), OTCJIOMKA
cetuatku. al'YC (?). BropuuHblii H30MeTpUUecKuil TpeMop
B MBIIIIAX BEPXHETO TJIeueBoro nosica. Bropuunas Berera-

www.medprint.ru

THBHasl MCYHKLHUS 110 cMellaHHoMy Tuny. PeTnHonartus
(MakyJsipHbIH M TapamakyJisipHbiii otekn) certuatkn OD.
Aprepuanbhas runeprensus Il cramuu, puck III. Xponu-
yeckasl cepieuHasi HefoctaToyHocThb | crenenu. PyHkimo-
HaJbHBIA Kace [.

C 12.09.2012 r. 60abHON MPOBOAMIUCH CEAHCh MJa3-
MosaMeHbl 40 MJI/KT B CyTKH eKeIHeBHO, Ha3HauyeHbl rerna-
TONPOTEKTOPDI, 7103a MPEJAHU30J0HA OCTaBJeHa MPEKHENH —
80 mr/cyr, ocyiiecTsasnach Koppekius AL i T. 1.

JlMHamMHKa KoJiMuecTBa TPOMOOLMTOB Ha (hOHE exKeIHEB-
HOTO MPOBeJIEHHs CeancoB MaazMmosamenbi: ot 40 X 10°/n1 1o
160 X 10°/n. Bes Tpauncdyauii TpOMGOKOHIIEHTPATOB pa3-
peLInJICsl reMopparuyeckuil CUHAPOM, YJYULIMJIOCh 3peHHe
(60J1bHast HaYaJa pasanyaTh MeJKHe AeTaH ), yMEHbLIHIACH
cn1aboCTh, O/IpllIKa nepecTaa 6ecroKOUTb, CHU3UJICS OUJIH-
pyOHH, HcuesJsia XKeJTyXa KOKH 1 CKJIep.

HauaTo cHrxkeHMe J103bl TPeHU30JI0Ha 110 5 MT 1 —2 pasa
B Hefles1o Jio osiHoi otMenbl. C 18.09.2012 . npeanpunsita
MOMbITKA YMEHBIIUTb YACTOTY MJ1a3Mo3aMeH 710 2 pas B He-
nemo. C 25.09 no 28.09.2012 r. niazmo3aMeHbl He MPOBO-
Juick. CamovyBeTBHE GOJILHOH He YXYALLIMJIOCH, HO YHCJIO
TPOMGOLIMTOB cHU3HIOCH 10 50 X 10°/71(24.09.20121.).

B cBsizu ¢ coxpanennem tpomGonmronennu 28.09.2012 r.
BHOBb HauaThi CeaHchl MasMo3amMeHbl u3 pacueta 40 mi/kr B
cyTkH. [Tocie BO30GHOB/IEHHST €2Ke/IHEBHBIX CEaHCOB MMJ1a3MO-
3aMeHbl caMoyyBCTBHe GOJIbHOH 1 MOKa3aTeJ M aHaJIH30B KPOBH
YJIYUYLIHJIHC.

Brinosneno 4 BBefenust putykcumata B 103e 375 mr,/m?
C UHTepBaJioM 1 He,

13.10.2012 r. cocrosinne GOJIbHOW — Y/IOBJETBOPH-
TesibHOe. Duoxumuuecku#t ananuz Kpou — Ge3 ocobeH-
Hocrefi. [IpU3HaKoB reMopparHyeckoro CMHApPOMa Ha KoxKe
U BUIMMBIX CJH3UCTBIX HeT. KoxKHble MOKPOBbI H CKJepbl
0OBbIYHOM OKPACKH.

JlMHaMHKa KoJiMuecTBa TPOMOOLMTOB Ha (hOHE exKeIHEB-
HOTO NPOBEJIEHHs CeancoB MaazMmosamenbi: o 80 X 10°/1 1o
180 x 10%/a.

21.10.2012 r. B aHanu3e KpOBH BhisiBJIeHa TPOMOOIH-
tonenus (TpomGouutel — 40 X 10%/1). 22.10.2012 r. BbI-
noJiHeHa niazmosamena B o6beme 1 160 ma1. B KoHTposibHOM
aHajM3e KpoBH — TpomOouuToneHus. B kiuHHueckom
anasuze kposu oT 24.10.2012 r. — anemust (remorsio6un —
82 /1), TpomboumTonenns (85 X 10°/1), Hanuume eu-
HHYHBIX LIMCTOLUTOB.

[TpoBeneHo 3 ceaHca muazmo3amenbl. KiuHudyeckuii
ananus kposH ot 29.10.12: sputpouutshl — 3,36 X 10'2/,
remorsiobun — 106 r/a, seiikormtsr — 8,1 % 10°/a,
TpoMGOLUTE — 268 X 10°/1, UIMCTOIUTOB HET. YpoBeHb
aktuHoctd ADAMTS-13 cocrasun 58 % (nocsie 3 ceancos
1/1a3MO3aMeHbl ).

C 01.11.2012 r. nauMeHTKa Haxoau/Jachb Ha JEYEHHH
B OJIHOH M3 KJWHHK TI. MockBbl. Jlnario3 TpoMGOTHUECKOH
TPOMOOLMTONEHHYECKOH Myprypbl, CBA3aHHOW ¢ OepemeH-
HOCTbIO, NOATBepPKAeH. OTMeYanoch CHHKEHHE YHCIa TPOM-
GoruToB 10 36 X 10°/1 u YpOBH$I remMoryio6uHa 10 86 r/o.
Yposenb aktupHocth ADAMTS-13 < 5 %. Bbun noayuen
athdeKT oT Tepanuu niaazmadepesom (8 ceaHcoB).

08.01.2013 r. GosbHasi BHOBb TOCMHUTAIN3UPOBAHA
B TremaToslorHieckoe oTieseHne AMypckoi  06/acTHOH
KJAHHHYEeCKOH OoJIbHULbI. KJMHHYEeCKH yXyallleHHsT He OT-
Meyasoch. Kmesuch JMlb eIMHUYHbIE TIeTEXHH Ha KOxKe
HH2KHUX KOHEYHOCTeH. B K/MHMYecKOM aHajn3e KpOBH:
sputpounthl — 3,17 X 10'2/51, remorniobus — 92 /.,
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B.B. BoiiuexoBckuii u ap.

nefikotuuThl — 5,2 X 109/, tpomGounTe — 50 X 10%/1,
IIMCTOLUTHl — eIHMHHUYHBIE.

YUuThIBasi pelMIUBHpYOllee TeueHHe OOJI€3HH, He-
3thdekTHBHOCTL MMMyHOCynpeccuBHOl Tepanud (I'KC, pu-
TyKcuMab ), BbICKA3aHO MPeooXKeHne 0 HacjeCTBeHHOH
dopme TTII. Peuieno pasbHeillliee JieueHdHe TMPOBOIUTD
tpancgysusimu C3I1 ¢ nocnenyrolel nojepKuBaoliei
Tepanuen.

[Tposeneno 3 tpancdysun C3IT no 300 ma, nocre
Yero ormevasach ObICTpasi HOPMAJU3allfsl KJIMHHYECKOTO

¥ GMOXHMHYECKOTO aHAJM30B KPOBH: IPUTPOLHTH — 3,56
x 102/, remorsio6bun — 106 r/a, Jefikouutel — 6,6 X
10%/1, Tpomboumtel — 350 X 109/n1, mmcTOLMTOB Her,

OMJIMPYOUH — B MpejieiaXx HopMaJsibHbIX 3HAYEHHH.

B cBA3M ¢ ObICTPbIM JIOCTHXKEHHEM MOJHOH PEMHCCHH
nocse BBefeHuss C3IT Obl10 MPUHATO pelleHHe MPOBOANThL
nozanep:upatolyto tepanuio C3I1 mo 500 mar 2 pasa B He-
Jled110. DTOH 103bl 0KA3a/0Ch IOCTATOYHO /IS MOJYIE PrKAHHUS
YIOBJIETBOPUTENbHBIX TOKa3aTtesel Kposu. C siuBapst 2013 1.
Ha (oHe yKa3aHHOH BBIlIE MOIEP:KUBAIOIIEN Teparuu
C3I1 peunansoB 3a6oseBanusi He 6bio. C uions 2013 r.
nocTeneHHo uHTepBaa Mexay BeeieHusmu C3I1 6wl yBe-
Jauden 10 1—2 Hen. KovHuueckuil aHaina KpoBM OT aBrycra
2013 r. — B npesiesiax HOPMaJIbHBIX 3HAYEHH, IIIHCTOLMTOB
He 0OHApYKEeHO.

B neka6pe 2013 r. BbIMosHEHO HCCIE0BAHKE TTO OTIpe-
nesiennto uHruoutopa ADAMTS-13 (B o6pasiie mnJa3mbi,
3arotoBjieHHoM B jaekabpe 2012 r. Bo Bpemsi peluavba
60J1e3HH ) — HHTUOUTOP He OOHApYKEH.

3a 60JLHOU BeleTcs JuHamuueckoe HaoJoneHue. Pe-
GEHOK 3/10pOB, PACTET H Pa3BMBAETCS HOPMAJILHO.

[IpuBenenHoe HaGstofleHHe  JIEMOHCTPUPYET — TPYAHOCTh
quarnoctukn TTIT y 6epemennbix. Hauano Gosesnu: Tpom-
oouurtonenusi, MAIA u nosbiienne ACT — Kpurtepuu
HELLP-cunppoma. [Ipumenennasi TakTika CpouHOro pojio-
pa3peliiienusi ¢ npeasaputesbHbiM BBeennem C3I1 u 'KC
obecreunsia poxeHHe 3I0pOBOro peGeHKa.

Onnako ponopaspellleHHe He MPHBEJO K YJydlIeHHIO
cocTosiHUsT 60JLHON: HapacTajn TPOMOOLUTOTNIEH S, TETEXUH
Ha KOKe KOHEUHOCTeH M KMBOTA, CHMITOMBI MOpaKEHHs
rouex (MOBBIIIEHHe YPOBHS KpeaTHHHHA 710 192 MMouib/ 1),
orcnoiika cetuatku. Ha ocHoBanun MAIA u Tpom6Go-
[IUTOTIEHNH, TPOrPeCCHpPYIOIINX MOCHe pPOOpaspelleHus,
ycTaHoBJeH KiauHudecku# auarto3 TTII. Hauatelie niasmo-
3aMeHbI TIPUBEH K OBICTPOMY 3(h(eKTy — HOpMaJn3alnu
KOJIUecTBa TPOMOOILMTOB mocie 4 ceancoB. [lpu monbiTke
OTMEHBl TUIa3MO3aMeH OTMevaJoch CHHXKeHHe —uHcsa
TPOMGOIUTOB, YTO TOCJYKHJIO OCHOBAHHEM IJIsI YCHJIEHHS
MMMYHOCYTIPECCHBHOH Teparuy PUTYKCHMaOOM.

B nanbHeiiiieM 3aduKCHpPOBAHO ellle TPU 3MH30/a
TPOMGOIUTONEHHH, UTO CBHETENLCTBOBAJIO O PELUIUBUPY-
totiiem xapakrepe TTIT. B okTs6pe nocJsie Tpex niazmosamen
(40 w1/ xr) aktuBHocTh ADAMTS-13 cocraBuna 58 %.
Takasi aKTHBHOCTb MOXKeT GbITh ITPH PEMHCCHH ayTOMMMYHHOH
TTI1. C npyro#i CTOpOHBI, B JUTepaType ecTb COOOIIeHHsT
o nosbilieHuH akTUBHOCTH ADAMTS-13 y GoJsibHBIX C Ha-
cnencreentod TTIT npu nomnepkusatouieit repanuu C3T1.
Onpenenennn ADAMTS-13 npu oyepeHOM pelyiiBe Bbl-
SIBUJIO PE3KOE CHHKEHHE aKTUBHOCTH (epmenTa (< 5 %), 4To
noareepauo quarnod TTIT. Beuto BeinosiHeno neeseioBanue
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Juisi onipesiesieHnsi uHruéuropa ADAMTS-13 — anTuTena He
0OHapy’KeHbI.

Borpoc o nuddepennnanbHol AMarHOCTHKE MeXIy Ha-
CJIJICTBEHHON ¥ MPHOOPETEHHOH ayTOMMMYHHOH (hopMamu
TTIT ocrancsi HepeleHHbM. CJjle0BaTeNbHO, OCTaETCs
OTKPBITBIM H BOIMPOC O AaJibHellIel TakThKe JgedeHus. [1pu
nacyencreennoil TTIT pexomenmytorcsi undysun C3IT ¢
MHTEPBAJIOM, KOTOpbIH noadupaercss MHAMBHAyasabHo. [1pu
npuo6petenHoit ayroummyHHoi TTIT Tpebyercs ycunenue
MMMYyHOCYTTPECCHBHON Tepanuu (IMKJIOCTIOPUH A, BHHKpPH-
CTHH, CIJIEHIKTOMHUS U T. [L.).

[IpeanpuHsiTast nonbiTKa JeyeHus: 60JbHOH UH(Y3USIMH
C3IT okazanachk ycrielHoi. YuuTbiBast OTCyTCTBHE pellniBa
c suBapsi 2013 r., HauGoJsiee BeposiTeH JMarHo3 HacJjejl-
crBeHHol TTIT (cunnpoma Animo—lysnbmana). Jljist OKOH-
yaTesbHONH BepU(pHUKALMK JAMarHo3a HEOOXOAMMO MPOBECTH
cekBeHupoBanue rena ADAMTS-13.

KOH®JINKTbl UHTEPECOB

ABTOpr MOATBEPAKIAIOT OTCYTCTBHE CKPbITBIX KOHq)JII/IKTOB
HHTEPECOB.
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