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PED®EPAT

MpvBOAMTCA onMucaHWe AMarHOCTUKM U 3EMEKTUBHOMO ne-
YeHnsi TPOMOOTUYECKOM TPOMOOLMTONEHNYECKON MNyprypsl
(TTM), passBuBLUENCA B MOCNegHEM TPUMECTPE 6GepemMeH-
HocTW. Y 6onbHoW 22 net Ha 30-oi Hepene 6epemMeHHOCTH
nosiBUANChL cnabocTb, OAbILLIKA, NeTexun Ha Koxe. B ananu-
3ax KpOBW ObINv BbIIBNEHbI aHEMUS, PETUKYNOLMTOS, LUNCTO-
LUMTO3*, runepbunupybruHemMus (3a CHET HenpsMoro 6unupy-
6uHa), nosbiweHne ACT 1 KpeaTuHMHA, B MOYe — MOBbILLEHNE
ypoBHs 6enka (npotenHypus). CpovHoe pofopaspeLleHne Ha
NATbIA feHb 60Me3Hn C npeasapuTesibHbiM BBEAEHNEM CBe-
xezamopoxxeHHor nnasmbl (C3M1) n npegHM3onoHa obecne-
YUK poxaeHNe 30opoBoro pebéHka (macca — 1960 r). [Mo-
cne pofoB, Ha hOHe Tepanuy NPegHN30N0HOM, COXPaHANCH
TpomboumTOoneHus Ha ypoBHe 64 X 10%n, Kymbc-HeratmeHas
remMonuTMyeckas aHemus C LUMCTOLMTaMK, MPOTEUHYPUS,
MUKpOremaTtypusi, OCTaBarsicsl NoBbILLEHHbIM KpeaTuHWH. Pas-
BUNaCb OTCfIONKA CeT4yaTku C ABYX CTOPOH. Ha ocHosaHum
MUWKPOaHrMonaTM4eCcKon remMonMTUHECKON aHeMUN U TPOM-
60UMTONEHUN, NPOrPECCUPYIOLLIMX NOCE POOOB, YCTaHOBEH
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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-

© 2014 NpaKk4eckas MegMImHa 587



B.B. BoiiuexoBckuii u ap.

OMarHo3 TpomM60TUYECKON TPOMOOLIMTONEHUYECKOM Mypnypbl.
BrnocnegctBum gmarHO3 Obinl OKOHYaTENbHO MOATBEPXKAEH
BbIIBIEHMEM HW3KOW akTneBHOCTM ADAMTS-13. VHrnéutop
ADAMTS—-13 He o6Hapy>XeH.

Tepanusa nnasmosameHamu (M3) npueena Kk 6bicTpomy 3dh-
dekTy (0TBET 6bI1 NONyYeH nocne 4 npouenyp). Mpu nonbIT-
ke oTMeHbl 13 oTMe4anocb CHUXeHue Yncna TpomOoumnToB
Jo 50 109/n, 4To MOCNyY>XnNo 060CHOBAHNEM YCUIIEHWUA UM-
MYHOCYMPECCUBHOW Tepanum putykcumabom. JleveHve pu-
TyKcumMaboM oKasanocb HeadekTnBHbIM. B panbHenwem
3ahmMKCUpoBaHO €eLLé TpU 3nmM3oaa NafgeHns TPOMOOLMTOB,
YTO CBMOETENbCTBOBANO O PELUOMBUPYIOLLIEM XapakTepe
TTIM. BO3HWKNO npeanonoxeHve O BO3MOXHOCTM Hacren-
cTBeHHon popmbl TTT1. MaumeHTke B NogaepXxmearoLLem pe-
XMMe yCcrnewHo ocyulectenanucek nHdyaum C3MN. B TeveHne
roga peunamBoB 60ME3HN HE OTMEYanoch.

B pa6oTe oTpaxeHbl COBPeMEHHbIE NpeAcTaBieHns 06 3Tu-
0f10rMK, naToreHese, KMMHUYECKUX 0COOEHHOCTAX U AMarHo-
CTUKE TPOMOOTUYECKON TPOMOOLMTONEHNYECKON MNyprypbl
(TTM wnn 6one3Hb MowkoBuua). O606LLEHbI CBEAEHUS O
penkon natonorum — HacnepcteeHHou TTI (cuHgpom An-
wo-LynemaHa) n eé maHudectaumm B nepnon 6epeMeHHo-
ctn. OcBeLLeHbl pa3nnyHble acnekTbl anddepeHumansHom
OVMarHOCTUKN MMKPOAHTMOMAaTUECKUX FEMOSIUTUHECKUX aHe-
Muin (MATA), cnoxHocTn auddepeHumansHON AMarHOCTUKM
TPOMOOTMHECKNX MUKpoaHrmuonaTtuin (TTI1, remonuTuko-ype-
Muyeckui cuHgpom, HELLP-cuHgpom) Bo Bpems 6epemer-
HOCTW. PaCCMOTpeHbI 0COOEHHOCTU KITMHUYECKOro Te4eHus
1 ouddepeHumnansHoOn AMarHoCTUKM NPUOBPETEHHON M Ha-
cnepcteeHHon TTIy 6epemeHHbIX. [Moapo6HO N3NoXKeEHbI BO-
npocsbl nevexuns TTI Bo Bpemsi 6epeMeHHOCTH.

KnioueBble cnoBa: TpoMb6oTMYecKas TPOMOOLUTO-
neHn4eckas nypnypa, HacnegcTBeHHas TPoOMOOTU-
yeckasi TpomMbGoLUTOMNeHnYyeckas nypnypa, CUHOPOM
Anwo—LlynemaHa, TpomboTUHeCKas MUKpoaHruona-
TUSA, MUKpOAHrMonatmyeckas reMonuTuyeckas aHe-
MUs, LUKMCTOUMUTLI, TpoMbouuToneHms, ADAMTS-13,
HELLP-cuHgpom, 6epeMeHHOCTb.
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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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BBEJIEHNE

TpomGoTHYecKkas MHKPOAHrHONAaTHA

TpomGortuueckast Mukpoanruonatusi (TMA) — kanHu-
YeCKHUH CUHIPOM, XapaKTepU3yIoUUics TPOMOOLUTONIEHHEH,
MHKPOAHTHOMATHUECKOH reMOJIMTHYeCKOM anemuert (MATA),
MHKPOBACKYJ/IIPHBIM TPOMOO30M KOHLEBBIX apTEPHOJ U Ka-
MUJJISIPOB, MHOYKECTBEHHOM IUChYyHKIMEH opranoB. Mopdo-
qgorudeckd TMA onpenesisieTest Kak yrioTHEHHE COCYAUCTOM
CTEHKH C HaOyXaHHeM WM OTIEJIEHUEM 3HIOTEJHAbHbIX
KJIETOK OT 6a3a/ibHOi MeMOPaHbl H OTJIOKEHUEM THAJTHHOBbIX
JICNIO3UTOB B CyO3HIOTENHAJTBHOM POCTPAHCTBE, 06PA30Ba-
HHEM BHYTPUCOCYAMCTBIX TPOMOOUMTAPHBIX TPOMOOB C OK-
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kJto3ueit cocynon [ 1]. [ToBpexaeHue sHp0TEUsS COCYI0B TIPU
TMA ungyunpyet npotecce popMupOBaHHs TPOMOOLIUTAPHBIX
TPoMGOB B MEJIKUX cocyaax. PazsuBaercs TpoMOGOLMTONEHHSA
notpebenusi; BosHukaer MAIA, Bbi3BaHHAsi CyKEHHEM
NpOCBeTa COCYI0B, HABJIOAeTCS HILIEMHUS OPTaHOB.

K TMA otHOCST TPOMOOTHUECKYIO TPOMOOLUTOTEHH -
ueckyto nypnypy (6ose3Hb MolllKoBula, Mo UMeHH aBTopa,
ornucaBllero 3To 3abojieBatue [2]), reMOJHTUKO-ypeMuye-
ckuit cunapom (I'YC, 6osesnb Taccepa), HELLP-cunnpom,
BO3HHUKAIOLIU TPH OEPEMEHHOCTH.

TMA moxKeT pasBuBaThCsl Ha (oHE HHEKLHH, mocse
npuemMa psia JieKapcTBEHHbIX CPEICTB, TMPH OIMyXOJsiX, MOC/e
TPaHCIIAHTALIMK OPraHOB U TKaHel, NpH 11 y3HbIX 3a60JeBa-

KIMHUYECKAS OHKOTEMATOJIOTHSA
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HHUSIX COEIMHUTEJIHON TKaHU, KatacTpoduueckoM aHTudocdo-
srnuaHom cunapome (KADC), cunapome IucceMUHIPOBAHHOTO
BHYTPUCOCYMCTOrO CBepThiBaHUst KpoBH ([IBC-cunmpom).

Tpom6oTnyeckas TPOMGOYNTONEHNYECKAA nypnypa

TpomGoTuueckasi  TpoMOOUUTONEHUYECKAsA — Myprypa
(TTIT) — oana u3 pashoBuaHoctedi TMA, conpoBoX-
JIAI01IASICS  [TOBPEXKICHHEM MEJIKHX COCYIOB (MHKpPOaH-
ruonatuert), MpoTekaioliasi ¢ reMOJIMTHYECKOH aHeMHueH,
BHYTPUCOCYIMCTONH  KoaryJsiiuer,  TPOMOOLUTOMEHUEH,
reMoOpparnueckiM CHHAPOMOM, MOpaXKEHHEM T0YeK (4acTo
C pa3BUTHEM OCTPOH MoueyHoil HepoctatouHoctn — OITH)
u HepBHOH cucrembl. TTII Habaiomaercss y Jsuil J1060ro
noJia U Bogpacra, yaiie — y Mosoapix keHumH. TTIT penxo
BCTpevaeTcs y feTei (Kak npaBuiio, 3To IeTH CTapliero Bo3-
pacta). PeasibHasi yactoTta ee pa3BUTHs B JI€TCKOM BO3pacTe
He BbIsicHeHa [ 3].

OcHoBy 60J1€3HU COCTABJISIET PE3KOE MOBbILLICHUE arpe-
ralyd TPOMOOLUHUTOB C 0oOpa3oBaHUEM TPOMOOLUTAPHBIX
(MJIM THAJIMHOBBIX) TPOMOOB, COCTOSILIMX U3 TPOMOOLMTOB
u daxrtopa on Busnedtpanna (OPBB), B mesnkux cocynax
60JIbILIMHCTBA OpraHoB. B mnepyio ouepenb nopakatorcst
roJIoBHON Mo3r, nouku, cepaue. [Torpebaenue TpombG0O-
LMTOB TIPUBOJUT K PA3BUTHIO TPOMOOLMUTONEHUH, CyKEHHE
npocBeta cocynoB BhidbiBaeT MAIA (MPOHCXOAUT MeXaHH-
yecKoe pa3pylieHUe 3PUTPOLUTOB), HILIEMUIO BaXKHEHIIUX
opraHos [4].

B 1982 r. J. Moake u coaBT. o6Hapy:KUIU B KPOBH
4 6oabHbix ¢ peuupuBupylouiedn TTIT makpomosekysibl
®BB, koTopble BHI3LIBAIOT IUIleparperaiuio TpOMOOILUTOB,
npuBoAsi K 00pa3oBaHUIO TPOMOOLUTAPHBIX TPOMOOB B
MHKpOCOCYaX. ABTOPbI BbIABHHYJH TUIOTE3Y: MOSIBJEHHE
mMakpomosiekyss @BB BbidaBaHO euIMTOM AHCYJILPUIAHON
peiyKTasbl, paciensioiieit MakpomoJiekysbl BB [5].

B 1996 r. 6bl10 ycranosseHo, uto y 60sbHbX TTIT nme-
eTcst IeUIUT METaIONPOTEHHA3bI, yMEHbILIAIOLIEH pasmep
myasTuMepoB @BB nocpenctBom ux pacuienienus [6, 7.
B 1998 . 3TH ke aBTOPbI BIIBUJIM, UTO APULUT PepMeHTa
npu npuobpetrenHoit TTII BbidbIBaeTCss ayToaHTUTEJAMU
kinacca lgG [8, 9]. BrocneactBuu MeTasionporerHasa
Oblia ouHilieHAa W HaeHTHdHIMpoBaHa kak ADAMTS-13
(A Disintegrin And Metalloprotease with ThromboSpondin
type 1 motif 13)[10]. ITpu myrawuu rena ADAMTS-13 na-
6mmonaercst ee jecuuut [11].

Cumkenue akrupHoctn ADAMTS-13 Gbuio takke 3a-
thukcuposaHo npu JIBC-cunapome, ppose neueHu, ypemuH,
OCTPbIX BOCMAJUTE/bHBIX 3a00J€BaHUSAX, TeNapHH-HHILyLH-
poBanHoil Tpombouutonenuun Il tuna, HELLP-cunnpome,
atunnuHom [YC, B nocsieonepalnoHubiil nepuoa. OnHako
BO BCeX [MEPEUHUCIEHHBIX CJydyasX YPOBEHb aKTUBHOCTH
ADAMTS-13 > 10 % (B 3aBMCHMOCTH OT MeTOJA OLEHKHU
Hopma — 50—178 %) [12—14]. Kpaiine nuskoe snadenue
s1oro nokasatesi (< 10 %) cnewnduuno ais TTIT 3a uckio-
UEHHEM €JIMHUUYHBIX OMUCAHUIH TSXKEJOTO CENCHUCa U THKEIbIX
3aboJieBaHuil nedenu [ 15]. Y GosblIMHCTBA GOMBHBIX H3 3TOH
rpymnel onpenessitorest antutesa Kk ADAMTS-13. Yacrora
TTIT ¢ rtsokesbiv peduuUTOM (QepmeHTa 1,74 cayuas
Ha | MJH Hacesnenus B rof [ 16]. B To ke Bpemsi akTuBHOCTD
ADAMTS-13 = 10 % ne uckmouaer TTIT[17].

CoBepILIEHCTBOBAHHE METOJMK, TO03BOJSIOUIUX C Bbl-
COKOH TOYHOCTbIO u3MepsiTh axThBHOCTL ADAMTS-13,
JIA€T BO3MOXKHOCTb OMPENENUTh CBA3b MEXKIy YpPOBHEM
ADAMTS-13 < 10 % (pesuayasnbhasi) W KJIMHUYECKHMH
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nposiBjieHUssMU  6o/ie3Hd.  COraiacHO JaHHbIM OCJIEIHUX
UCCJIE/IOBAHUM,  YPOBEHb  PE3UIyaJlbHOH  AKTHBHOCTH
ADAMTS-13 moxeT ObIThb BaXKHOH JET€PMHHAHTOH KJIH-
Huueckoil rereporenHoctd TTIT [18]. Knunuueckue npo-
sisjiennst TTIT npu pagnuunbix ypousix ADAMTS-13 moryt
ObITb BecbMa pa3HooOpasHbiMu [ 19].

TTIT o6biuno pasBuBaeTcsi 0CTPO. AHAIU3 MPOLOJIKH-
TEJILHOCTH TEPUOJIa OT BPEMEHH TMOSIBJICHHUS TEPBbIX CHMIT-
TOMOB GOJIE3HH JIO OCTYIMJIEHHSA B KIMHUKY Y 72 NalMeHTOB
(134 snuzona TTIT) nokasads cienyioliee.

Jlo nmoctynJieHust B KJIMHUKY CHMIITOMbl Pa3BUBAJUCH B
Teuenue Henean y 58 % 6onbHbix TTI1. PagsuTie cumMntTomos
npojoskajoch ot 1 Hen. o 1 mec. y 30 % natuenTos. [le-
PHOJL BPEMEHH OT MOSIBJCHUS CUMIITOMOB JIO TOCTYIJIEHUS
B KJIMHHKY cOCTaBu/ Gosee Mecsiua y 12 % Gosbhbix [20].
[Tepuon or Hauana GoJie3HH 0 Hayasa JedeHus y 82 %
nauueHToB ¢ uanonaruueckoit TTIT (n = 49) u3 perucrpa
TTII-TYC Oxnaxoma-Anabama (CHIA) Gbu1 He Gosee
10 nHeit (mennana 5 nueit) [20].

B HekoTopbix cayuasx passututo TTII npeatiectByior
MaHKpeaTUT, XUPYPruuecKoe BMELaTe IbCTBO (KapAMOoBacKy-
JISPHbIE TPOLE/YPbl, FACTPOUHTECTHHAJIbHAS U OPTONEIUYe-
CKasi XHPyprusi), pecrupaTopHble WK ApYrue HHHEKIMOHHbIE
3a60JieBaHusl, JJeKAPCTBEHHAS HEMEPEHOCUMOCTb.

TTI1 — poBoJbHO pefKas NaToONOrUs, U He BCEe Bpauu
JI0CTaTOYHO OCBedOMJIEHbl O Hel. B cCBsI3U ¢ 3TUM Takue
NalMeHTbl TEPBUUHO MOIYT ObITb TOCMUTAJIH3UPOBAHbI B
XUPYpruyeckKue craloHapbl 1Mo MoBOAY abJ0MHHAJbHOM
60JI1 C MOJI03PEHUEM HA €OCTPbIH 2KUBOT», B HH(EKIIHOHHbIE
OTJEJICHHUS C 2KEJATYXO0H W JIMXOPAJIKOH, a TaKxKe B peaHuma-
LIMOHHOE, HEBPOJIOTHYECKOE, TepaneBTHIECKOE U THHEKOJIO-
rudeckoe otaeseHus [21, 22].

E.L. Amorosiu J.E. Ultmann B 1966 r. Bbiie i xapax-
tephyto it TTIT kiaccuyeckyto neHtamy cumMnToMoB [23]:

1) TpomGoLTONEH ST (4acTO TsixKeiast );

2) MUKPOAHIHOMAaTHYECKas TeMOJIMTHUECKAs aHEMMUS;

3) HeBpOJIOTHUECKHE HapylleHHs (UacTo HapylleHue
CO3HaHUS);

4) nopaxeHue 1nouek (MUKpOreMaTypusi, MpOTEUHYPHSI,
MOBbILLICHHE KPeaTHHHHA );

D) IMXOpajKa.

AGnoMuHaIbHBIE CHHAPOM (TOLIHOTA, pBOTa, GOJb B
MKHBOTE ) UMeeT MecTo y 35—69 % Goubhbix [24, 25]. TTopa-
JKEHHE cepjllla, TMarHOCTUPOBAHHOE HA OCHOBE MOBbBILLICHHS
YPOBHsl TPOMoHHHa, oTMeuaetes y 54 % G0sbHBIX, HHpAPKT
muokapaa — y 15,3—20 % [26].

JI1s IMarHOCTHKKY CepleuHON MIIEMUH Y BCeX GOJIbHbBIX
TTII npeanaraeTcsi IPOBOAUTD PYTHHHBIA CKPUHUHT U MOHHU-
TOPUHT CepJIeUHbIX PepPMEHTOB (TporoHuHa | WK TPOrnoHHHA
T) [27]. I1pu NoBbILIEHHOM YPOBHE TPOTOHMHA GOJLHOMY
JIOJKHA ObITb BBIMOJIHEHA 3XOKapauorpacus u tpedyercs
KapAMOMOHUTOPUpOBaHue [28].

B nacrosiiiiee Bpemst He CyLIECTBYET JIOCTYIHbIX TECTOB /151
nuardoctkd TTIT. C 1iesiblo paHHEro BbISB/IEHHUS B TPAKTHKY
OblIM  BBEJICHbl MEPBUYHbIE JMArHOCTUYECKUE KPUTepUU
TTII: 1) tpomGoumronenust u 2) MAI'A, coueraHne KOTOPbIX,
NPH YCJIOBUM OTCYTCTBHS IPYTHX KJIHHUUECKH YCTAHOBJICHHBIX
MPUYNH, CUMTAETCS JIOCTATOUHLIM OCHOBAHHEM JUISl JMArHo3a
TTIT u He3amemUTEIBHOTO Hauasa riazmosamensbl [29]. He-
00XOIMMOCTb CPOUHOTO HauaJa JieueHus1 00yCJI0BIEHA BHICOKOH
CMEPTHOCTbIO B MepBble CyTKH 3a6o/eBanus. [1o naHHbIM peru-
ctpa FOro-Bocrounoit Aurivg, jieTajgbHOCTb B ME€PBble CyTKHU
noce yeranossienust TTIT cocrapasier 8,5 % [24].
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Hexortopbie aBTophl cunrtaiot, uto auarHod TTIT moxet
ObITb YCTAHOBJICH MPH HaJIUUKH TpomGoLuTonenun u MATA
B COUETAHUH C MOBBILIEHHLIM YPOBHEM JIAKTATIETUIPOr€HA3bI
(J14I') B cuiBopoTKe [30].

BobinesieHne  MHUHMMa/IbHOTO  4YMCJa  T[PU3HAKOB, JIO-
ctaTouHbix a5 quarHoctuku TTII, ofGycioBuso poct uucaa
BbISIBJICHHBIX GOJIbHBIX (4aCTOTA KJAACCHUECKOH MEHTalbl —
34—77 % [31]). Ilpousowuno cmelleHe Hayaja Teparuu
Ha nepBble AHY 3a6o/eBanus. CHUXKEHHE YaCTOThl PA3BUTHS
TPEX 3JEMEHTOB MeHTabl (HEBPOJOTHUECKHE CUMITOMBI,
MPU3HAKK MOPaXKEHUs MOUeK, JIMXOpajaKa), OTMeuaemoe B
MOCJIEIHUE TOJIbl, SIBJASETCA Pe3yJ/bTaToM IepecMoTpa mna-
pameTpoB, HEOOXOMUMBIX /151 o60ocHOBaHUA auarHo3a TTII.
B cBsi3u ¢ 3TUM ycKopuJiach JIMarHOCTHKA, COKpATHJICS Tle-
PHOJI BpEMEHH OT yCTaHOBJEHHS 3a00/1eBaHus JI0 Hayasa Te-
panuu. PaHHee Hauasio Tepamnuu, BepOsSTHO, NPeOTBpallaeT
nopaxkKeHue TaK Ha3blBAEMbIX OPraHOB-MHIIEHEH, KOTOpPbIe
HanboJiee CTPAJAIOT B EPBbIe Yachl 3a60JeBaHUS.

Jlnst Toro utob6ul He mpomnyctuth Haauuue TTII, mpen-
JlaraeTcsl UCMOoJIb30BATh ABa nNpasuda [32]:

1) Bo Bcex citydasix BlepBble BbISBJAEHHOTO HEUMMYHHOTO
reMoJiu3a HeoOXOIMMO CTaBHTb BOMPOC 006 HCKJIOUEHHH
MATA u npoBoauThb nojcuet muctouutoB (LLncrouutsr —
9TO (PparMeHTbl SPUTPOLIUTOB H3MEHEHHbIX (hOpMbl U pas-
Mepa ¢ HasmuueM 2—3 yrJioB W JIMHWM pasjoma. Haubosee
TUINUYHBIMU  (POPMAMH  LIMCTOLMTOB SABJASIOTCS  <ILJIEM>»,
«TI0JIyMECSIL», KTPEYTOJMbHUK. );

2) B KaXJIOM CJlydae BriepBble 0GHapYKEHHOH TPOMOO-
LUTONEHWH HEOOXOJAUMO CTaBUTb BOMPOC 00 HMCKJIOUEHHH
TTII (cnenyet BbISIBASATD FEMOJIHS ).

Onpenenernne ADAMTS-13 u antuten Kk ADAMTS-13
ellle He CTaJlo PyTHHHBIM BO BpaueOHON npakTHKe. TsKesbli
nepuuut ADAMTS-13 (< 10 %) xapaktepeH Kak st HaC-
nencrBennoil TTIT [33], tak u ans Gosbiunnersa (80 %)
nauueHToB ¢ uanonaruueckoit TTIT [24, 33]. Kpome Toro, y
uactu 60sibHbIX Waronatuueckoi TTIT ¢ TsokesibiM neduyrom
ADAMTS-13 (< 10 %) onpenensiotesi antutena K Hefi
[24, 33].

Jnst GosblimneTBa ciydaeB Bropuunoir TTIT (conpsi-
JKEHHOH C ayTOUMMYHHBIMH GOJI€3HSIMHU, pa3BHUBLIEHCS Noce
npuemMa JIeKapCTBEHHBbIX CPEACTB [MUTOMMLMHA, LHMKJIO-
CTMOpPUHA, TakpoJumyca, Lukjaopochamuaa, remuurabuHa,
CYHUTHHHOA], MOc/e TpaHCIIAaHTALMK OpPraHoB M TKaHeH,
NpU  OHKOJIOTHUECKHX 3a00J1eBaHUAX) TsKeJblH 1eUIUT
ADAMTS-13 (< 10 %) nexapaktepeH. B nacrosiuiee Bpemst
niist Bropuutbix TTIT npumensiercst repmun « TMA».

BoabuinnerBo aBtopoB omnpenensitor TTIT kak 3a6o-
JeBanue, cpsizannoe ¢ geduuurom ADAMTS-13 [34, 35].
Jlpyrue cuutaiot, uto He Bce caydyau TTIT o6ycnoBnaensl ae-
¢dumrom ADAMTS-13, a GosibHble ¢ HOPMAILHLIM YPOBHEM
aktupHoctd ADAMTS-13 He omMualoTcsi Mo OTBETy Ha
1a3Mo3aMeHbl 0T 60JIbHbIX ¢ fepuiiutom ADAMTS-13[17].

Boiesisiior 1Be dopmbl TTIT: HacienctBeHHylo, CBsi-
3anHyio ¢ myrauuen rena ADAMTS- 13, u npruodpeTenuyio,
CBSI3aHHYIO C ayTOUMMYHHbBIM HHTHOUTOpoM ADAMTS-13.

B HekoTopbIX cjydasix TPUITEpoM (MYCKOBBIM MeXa-
nuamom) TTIT BoicTynaior 6GepeMeHHOCTb, HH(EKIINH,
BOCMAJICHHE, XUPYPruuecKoe BMELIATENbCTBO, TPABMa. JTO
MOCJIY?KHJI0 OCHOBAHUEM JIsi BbljiesieHust 0coObix popm TTIT:
TTII, ceasannass ¢ GepemenHoctbio; TTII, cBsizannas ¢
OCTpbIM MaHkpeaTuToM [ 34, 35].

Kpome Toro, MO>KHO BbIIEIUTh COCTOSIHUS, BLICTYMAIOLIHE
Kak unaykrop unruéuropa ADAMTS-13: TTII, cesizannas ¢
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npuemom tukonuauna; TTI, cesizannas ¢ BUY-undekuuei;
TTIT npu ayrouMMyHHBIX 3a60JIeBaHUSIX (CUCTEMHAsT KpacHast
Bosuanka [ CKB], cucremuas ckieponepmus)|34, 35].

HacnegcrBennas TTI1 (cungpom Anwo—LLynsmana)

B 1960r. 1. Schulman ¢ koJuieramu npeicTaBu/Id HCTOPUIO
60J1€3HU JIEBOUKU 8 JIET C PELMUBUPYIOLIEH TPOMOOLUTOTIE -
HHUeill, pehpakTepHOI K KOPTHKOCTEPOUIAM U CTVIEHIKTOMUHU. Y
60JIbHOH TaKKe Oblla reMoJiMTHIecKasi aHemusi. Ha BinuBaHusi
J1a3Mbl OTMEUAJIOCh ObICTPOE BOCCTAHOBJICHHE TPOMOOLUTOB.
ABTOpBI MPEIONOKUIN BPOKIEHHOE OTCYTCTBHE Y GOJIBLHOK
thakTopa, OTBETCTBEHHOTO 33 CO3PEBAHHE MEraKapHOLUTOB U
MPOIYKIHUIO TPOMOOUUTOB [ 36].

B 1978 r. J.D. Upshaw, Jr. onucan peuuarBupytouiyo
MATA ¢ tpoMGoLMTONEHHEH W ¢liesial BbIBOJ, UTO €ro Ha-
omoznenne u caydai 1. Schulman siBasiores pesysbratom
reHeTHuecKoro aedekra nia3MmeHHoro daxropa [37].

Cunnpom Ano—lysbmana Betpeuaertest peako, Hac-
JIeyeTcst M0 PEeLleCCHBHOMY MEXaHHU3MY, BbI3bIBACTCS MyTa-
upsimu rena ADAMTS- 13, npuBoasiiuumMu K geuuuty dep-
MeHTa. HenaBHo 6bl10 TpoBecHO HCCIe0BaAHKE, TI0 PE3YJlb-
TaTaM KOTOPOTr0 YCTaHOBJIEHA HEOXKHMIAHHO BbICOKAS 4acTOTa
(25 %) 9TOrO CHHAPOMA MpPH BIEPBbIE IMATHOCTHPOBAHHOI
TTIT na done Gepemennocru [38]. Bosesnp yanie nposis-
JIIETCS B JIETCTBE, HO HHOTAA OGHAPYKUBAETCS Y B3POCJIbIX.
HMureppasbl xpornueckon peuunaupupyioutiedt TTIT — okosio
3 Hen. 3anono3puth HacseactBennyio TTIT moxkHo mpu
obnapyxenun necpuuura ADAMTS-13 Ge3 nannuusi uHru-
6uropa ADAMTS-13 [39]. CyiiectByer oTKpbITbIA Mexy-
HapoJHbIH peructp GoJibHbIX HaceacTBeHHoH TTIT[40].

B HeoHaTanbHbil nepuon 1e610T 60JAE3HH OTMEUAETCs Y
42—45 % nereii ¢ cunapomom Anwo— lyabmana [41, 42].
[TposiBaisieTcst 3aboJieBaHHe KENTYXOH, 4acTo TpedyloTcs
0OMEHHbIE nepeinBaHus Kposu [43].

SlnoHckuil peructp BkJouaeT 43 mauueHTa ¢ CHHAPO-
mom Anmmo—Iysnbmana. Je6ior B nerctee — y 58 %
NaUuMeHToB, B Bo3pacTHOi rpynne 15—45 ger — y 35 %
(100 % — xenumnbl), B8 51—63 roxa —y 7 % (100 % —
My2kunHbl). Hauano 3aGosieBanust Bo BpeMst 6epeMEeHHOCTH
na6monaetcst B 16,2 % cayuaes [41].

Kinnuueckux mposiBieHdit He oTmedasoch y 6 %
60JbHbIX [42].

Y uactn nauuentos (42 %) 60/1e3Hb UMEET HelpepbIBHO
peLUMBUPYIOLIee TeUeHHE, U TOTa Kaxjible 2—3 Hejl. Tpe-
OyloTcs poduakTrueckue nHQy3nu maasmol [42].

Y HEKOTOPbIX MalUMeHTOB 60Je3Hb JHATHOCTHPYETCS
TOJIbKO TpH GepPEeMEHHOCTH, Nocje HHMEKUMH WM T0C/e
XUPYPTrUUECKUX BMEILIATEIbCTB.

[To mHenuto opHoro u3 Beayuwx uccaenosareseit TTI1
J.N. George [39], nacnencrsennyio TTIT caenyet nonospe-
BaThb B CJIyuae:

@ TIOBTOPHO HE OMNpee/sieMOro ypPOBHS aKTHBHOCTH

ADAMTS-13 u orcyTcTBUS MHTHOUTOPA;

e nuarHoctuku TTITy nereit;
e juarnHoctuku TTII Bo Bpemst nepBoil 6GepeMeHHOCTH.

OCOBEHHOCTW TTN HA ®0OHE BEPEMEHHOCTHU

Yacrora passutusi TMA Bo Bpemst GepeMeHHOCTH CO-
crapasieT 1 cjydait Ha 25 Tbic. GepemeHHOCcTel. B nepuosn
GepemenHoctu auartoctupyercs 5—30 % cayuaes TTIL.
TTIT MokeT BO3HUKHYTb Ha JI0OOM CpoKe 6EPeMEeHHOCTH U
nocsie ponos. B I tpumectpe passusaercst 11,7 % caydaes

KIMHUYECKAS OHKOTEMATOJIOTHSA
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TTI1, Bo Il — 55,5 %, B 11l — 32,8 %, uaie B Konue 11 —
nauaJge Il rpumectpa (Meanana 23,7 Hej. ), nocje poaoB —
uepes 0—42 nust (mennana 4 ausi). [1o nannbim Munanckoro
perucrpa TTII, Bo Bpemsi 25 GepemeHHOCTel (Y 22 KeHUIMH
¢ TTIT) umen mecto BbiKHabI B I Tpumectpe y 7 (28 %)
nalueHTok, Meauana — 6 nes, [44].

Cesasb TTII ¢ GepeMEHHOCTbIO HesiCHA, MOXKET HMETb
3HaueHHe HecKoJbKo (akropoB. Hate Becero TTIT 3a6ose-
BAIOT JKeHLIMHbI AeTopoaHoro Bospacta — 60—70 % Beex
6osbHbIX TTIT. [1pu GepeMeHHOCTH TPOUCXOAAT PUIHOJIOTH -
yecKue U3MEHEHHUsT CBEPTbIBAHUS KPOBH, MPUBOASALIME K ['H-
MepKoaryJIsluK 1, 0co6eHHO, K aucoanancy B cucreme ®BB/
ADAMTS-13. ¥Yposenb ®BD ysesnunBaercst B 2,5—3 pasa
C MUKOM HETOCPEACTBEHHO TOC/IE POIOB, YPOBEHD XKe aKTHB-
nocth ADAMTS- 13 nporpeccusro chmkaercs 10 30 % ot
MCXOJIHOTO 3HauYeHUst [45].

lpno6petennas ayroummyHHasa TTIT

Bo Bropoi#i mnoJsoBuHe OepemeHHOCTH (mocie 20-i
Hemesn recraumn) passuaercs 70 % cayusaes TTII,
CBfI3aHHbIX ¢ OepeMeHHOCTblO. Bo Bpemsi GepeMeHHOCTH
MOXKeT ObIThb Kak AeOoT 6ose3nu, Tak u peuuauB TTII,
pasBuBLIedcs 10 OGepeMeHHOCTH. ¥ BCeX MallMeHTOK ypo-
BeHb ADAMTS-13 6b11 Menee 10 % uy 70 % »xeHumn
accoluupoBajIcs ¢ HasuureM ayroantures kK ADAMTS-13.
B nanbHelilieM npu  MoJyuyeHHM PEMHCCHH aKTHBHOCTD
ADAMTS-13, kak npaBuJ/io, BoccTaHaBauBanach [45].

OcHouble npuunHbl ruGean naoga (40 % cayyaes):
BHYTPUYTPOOHAs rHOEJb, CIIOHTaHHbIe a00PThl UM HEOHO-
uieHHocTh  [44].  [lnasmoTepanusi MOKET — YMEHbLIUTDH
MHKPOOKKJIIO3UIO apTepuil MaleHTbl (MalueHTapHas uie-
MUSI — T[JIaBHbIH MaTO(MU3HOJOTHUECKUH MeXaHu3M Ha-
pyuieHusi pocta W rubesu naona). Her onucanuii ciyuaen
TPOMOOLIMTONEHUH M TEMOJIUTHUECKOH aHEeMUM Yy TII0Ja,
xoTst pasmepbl aHTH-ADAMTS-13-autures1 no3BoJsiioT UM
MPOHUKATh 4yepe3 nuaueHTapHblil 6apbep. TosbKo B 0fHOM
Habmonenun ayroummynHoi TTIT y matepu u y pebGeHka
onpezensiioch cumxenne ADAMTS-13 10 15 % u o6Hapy-
xKetbl anturesia K ADAMTS-13. B 1o ke Bpemsi coeprkatue
TPOMOOLUTOB U reMoryioOuHa OblI0 B peeax HOpMabHbIX
3HaueHHi [46].

Hacnepcrennas TTI1

Bo Bcex caydasix Hauasa 6oJie3HH BO Bpemsi Gepe-
MEHHOCTH Yy »KeHUMH ¢ HacaeactBeHHon TTIT yposenb
ADAMTS-13 6b11 Menee 10 % u anTHTe/1a OTCYTCTBOBAJIH.
C 19761102011 r. onucano 32 naLuMeHTKH ¢ HACEACTBEHHOM
TTII, nposiBuBLIeiics Bo BpeMst GepeMeHHOCTH. ¥ 24 U3 HUX
Obiia uccaenoBana akrusHocts ADAMTS-13. Caenyer or-
METHTb, 4TO Y GOJILIIMHCTBA NaLUeHToK (66 %) oTMedeHbl
SMU30/bl TJIyOOKOH WJH YMEPEHHOH TPOMOOLMTONEHHH B
JIETCTBE, KOTOPbIE OLIMOOUHO PACLEHEHbl KaK MposiBJeHHE
MUMMYHHOH TPOMOOLMTONIEHHUECKOH mypnypbl [47].

B III tpumectpe passupaiotcs 75 % cayuaes TTII,
CBSI3aHHBIX C OEPEMEHHOCTbIO [45].

Y xkenuuH ¢ HacneactBenHo TTII, nposiBuBLietics nau
BbISIBJICHHOH BO BpeMsi 6epeMeHHOCTH, GJaroaaps mnaa3mo-
Tepanuu J0CTUTAETCs PEMUCCHS, B TO BpeMs Kak /s 1J1oja
MPOTHO3 MJIOXOH (BHYTpUMaTOuHas rudesb mjaoaa, MepTBo-
pOXKJICHHE, PAHHSS CMEPTb HOBOPOXKIEHHOTO).

B oueHb peiKuX ciydasix IJ1a3MoTepanusi Mo3BOJISET
noJyiepKaTh NalUeHTKY J10 POJOB U 00eCeUnBaeT POXKICHHE
3]10pOBOro peOeHKa.
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OWATHOCTWUKA TTI BO BPEMfA BEPEMEHHOCTHW

Juarnoctuka TTIT umeer cBou 0COOEHHOCTH U COCTOUT U3
JIBYX 9TaIoB:

[ sTan — puarnoctuka TMA, ocHOBaHHAs HA BbIABJICHUU
tpomboumuTonenun u MAIA (remosuTHUECKast aHEMHsT C
LIMCTOLIUTAMMU );

II sran — puddepenumanbhast muarnoctika TMA
(TTIT, I'YC, HELLP-cuuapom).

Ha nepsom arane TMA auddepeHunpyior ¢ CHHAPOMOM
dpanca, JIBC-cunapomom, KA®C, CKB. [lnarnos TMA oc-
HOBbBIBAeTCSl HA OOHAPYXKEHUH LIHCTOLUTOB B Ma3Ke KPOBH.

Cundpom Puuwepa—3Isanca. CoueTaHue ayTOUM-
MYHHOI remosiutTHuecKoi anemun (AVIIA) u ayTouMMyHHO#
tpomGouuronenuueckoit mypnypel (AWTIT). Hlucrouuros
npu 3ToM 3abojeBaHuM He oOHapy:xuBaercs. JlnarHos
MOATBEPKAAETCS M0 pe3yJ/ibTaTaM MCCACIOBAHUM, MPELyCMO-
tpennblx npu AVTA u AUTIL.

Kamacmpoguueckuii anmugocgorunudnoii cun-
dpom. Psin aBropos npeiaraior pacemarpusath KADC kak
TMA ¢ anrudochomunuanbiMu antutesamu [48]. duarto-
cruueckue kpurepun KADC: Bosseuenune 1o kpaiHeil Mepe
Tpex OpraHoB, CMCTeM, TKaHeil (ouku nopaxaiores y 78 %
6oJbHBIX, cepaue — y 66 %, serkne — y 56 %, IHC — y
50 %, koxka — y 50 %; TpomOOTHUECKHE MaHHbeCTaLHH,
BKJIIOUAloOLIMe TPOMO03IMOOJIHIO JIETOUHOU apTepun, TPOMO03
ray6okux Bet, JIBC-cunapom, — y 25 %), manudecraums
OTHOMOMEHTHAsI UJH B TEUEHHE HEJEJH, THCTOJOTHIECKOEe
MOATBEPKIACHUE OKKJIIO3UH MEJKUX COCY/IOB KAK MUHHUMYM B
OJIHOM OpraHe (TKaHu ), 1abopaTopHOE MOJATBEPHKICHUE aHTH -
tocdoaunuaHoro cuuapoma [49].

ABC-cundpom. Jlnsi Hero XapakTepHbl TPOMOOLUTO-
MeHUsl, TSKENblE reMopparuueckuil CHHAPOM, TeMOJIUTHYE-
cKasi aHeMUsl C HaJinureM hparMeHTHPOBAHHbBIX SPUTPOLIUTOB,
noJIMOpraHHasi  HeloCTaTouHoCThb.  JuddepeHunanbHas
JIMArHOCTHKA MPOBOJUTCS HA OCHOBAHMHM JIAHHBIX aHAMHe3a
(npu JIAIBC-cunapome B GOJIbIIMHCTBE CJy4aeB HMEET MECTO
OUEBHJIHBIH STHOJOTMUECKUEI (PaKTOP), KJIHHUKH (remMop-
parnyeckuil CHHAPOM, MOJHOPraHHas HENOCTATOUHOCTb) U
koaryJorpammbl. CJieyeT NOMHHTb, UTO Y 4acTH OGOJIbHbBIX
TTIT umeer mecro IBC-cunapom [22, 50].

Cucmemnasn kpacnasa 6oavanka. 3abojeBaHue
muarnoctupyerest y 2,0—8,4 % Gosbubix CKB [51]. CKB
yaute (61 %) npemwectsyer passuthio TTIT. Dnuzomnl
TTIT nposiBaisitorest Ha poHe MaHudecTalUd ayTOUMMYH -
Horo 3aboJsieBaHUsi, OOBIYHO MPOTEKAIOUIETO C TMOYEUHOH
HEJ0CTaTOUHOCTbIO [52]. BO3MOXKHBI Kak oJHOBpeMeHHas
manudecrauns (26 %), tak u passutne CKB nocue
octporo snuzoga TTIT (13 %). Tskesble HeBposOTHYE-
CKHe HapylleHUs npu AaHHOH (opme oTmeuenbl y 71 %
nauueHToB [53].

Hexotopbie aBropsl Bbiesisiior qga tina TMA npu CKB:
1) wamonatuueckasi TTIT ¢ ayToMMMyHHbIM JAe(UIUTOM
ADAMTS-13, 006buHO XOpOLIO OTBeuaollast Ha TMJ1a3-
MO3aMeHbl (pa3BuUBaeTCsl peako); 2) Bropuunas TMA,
BO3HHUKAIONIAsl Ha (DOHE BBICOKOTO THUTPA aHTHHYKJEAPHbIX
antutes, autures K JIHK, cHikeHus: ypoBHS KoMIieMeHTa
(60/IBILIMHCTBO MaLKeHTOB ) [33].

CKB, aHTH()OCHOJUNUAHBIH CHHAPOM, CKJIEPOAEPMHS
mMoryT ObITh HeoTsiuuMbl oT TTII. Teuenue 3abosieBanust
XPOHHUECKOE, CMEPTHOCTD BblcOKast [H2].

Jns CKB xapakrepHo o6ocTpeHue 60JIe3HH BO Bpems
6epeMeHHOCTH.
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Ha Bropom 3tane npoBoautcs auddeperimaibHas
JMarHocTHKa ¢ 3aboJieBaHusiMH, OTHOCsUMucs K TMA:
HELLP-cunnpomom u I'YC.

HELLP-cundpom — 1aToJIOrHUecKoe COCTOsIHUE,
KOTOPOE PpA3BHUBAETCSl yallle BCEro BO BTOPOH MOJIOBHHE
Gepemennoctu (80 %) nau B nocaeponoboit nepuon (20 %)
[54], aBnsieTcA OCJI0KHEHUEM TeCTO3a M YrpoXKaeT XKU3HU
martepH 1 nuoza. bosee 2/3 BCeX GepeMeHHbIX C FeCTO30M —
9TO MOJIOJblE€ 3[0POBbIE KEHILIMHBI ¢ MEPBOH GepeMeHHO-
ctblo. [lepuHartanbHas CMEpPTHOCTb MPH 3TOM 3a60JIeBaHUU
Bogpacraet B 20 pas. KinHHueckas KapTHHA HAroOMHHaeT
TTII: »xentyxa, TpoMOOUMTONEHHSI M TeMoppardyeckKui
CUHJIPOM, MOuyeyHas M MeYeHOUHAs HEL0CTaTOUHOCTb, Cy-
JIOPOTH, KoMa. [eMOJIn3 ABJSETCS OCHOBHBIM MPOSIBJEHUEM
HELLP-cunapoma, B Mazke KpoBH orpejesieTces: 60Jblioe
KOJIMUECTBO LIMCTOLUTOB [H5].

Kpurepun  juarnoza  HELLP-cunnpoma  (hemolysis
[H — remosus], elevated liver enzymes [EL — yBesinueHue
neueHouHblx pepmenTos], low platelet count [LP — Huskoe ko-
JdyectBo TpomGoLuToB|) onpenesensl L. Weinstein B 1982 r.:
1) tTpomGoumronenust; 2) MAIA; 3) noBblilieHre aKTUBHOCTH
acnapratamunotpancdepasbl (ACT) > 70 EI/n[56].

Hekoropble aBTOpbI B KaueCTBE JOMOJIHUTENLHOIO KPHU-
Tepus paccMaTpuBaior ysesauuenue JIIT > 600 ME/ma [57].

OO0 TOJXO0LK TepaTuK: Ha cpoKe GepeMeHHOCTH GoJiee
34 HeJl. — MeMIMHCKas CTaGW/IM3alust C MOCAeYIOIUM
poopaspelieHueM; npu Gosiee paHHUX CPOKax — MpUMe-
HeHue OetamerasdoHa [57]. HELLP-cunapowm, kak npasuiio,
Kynupyercst Ha 4-1 ieHb 11ocsie pojopazpetuetusi. BoamoxkHo
3arsiHyBlieecsi TeueHue 10 1 mec. [55]. [Tepeucrenuus 60-
JIE3HW MO2KET ObITh TIOKa3aHHeM K IJlaaMo3aMeHam [53].

Temoarumuro-ypemuueckuii cundpom. I'YC onpeje-
Jsietest Tpuanoit: 1) rpomGouuronenust, 2) MAIA, 3) OITH.

Kaununueckue nposisienus ['YC u TTIT mano otainuaiores
Jpyr OT Jpyra, MO3TOMY elle COBCEM HEIABHO HEKOTOpbIE
CMEUMAIUCTbl pacCMaTpUBa/JM 3TH JBa 3a00JEeBAHUS Kak
OJIHy HO3oJ10THIO [ D8]

Boiiesisiercst otnesibHasi hopma — [VC, cBsizanHasi ¢
6epeMEeHHOCTbIO.

['YC, He cBsizannblil ¢ Illura-TokcuH npomyuupyioniei
KUIIEYHOH Ta/joukol, HasbiBaeTcss aTtunuubbiM (al'YC).
[Tocne ponos passusaercst 79 % caydaes al'YC [59], pexe
3a00JieBaHHE BO3HUKAET B PaHHUH W MO3MHUI CPOKH OGepe-
MeHHocTH [60]. HapyiieHus B cucremMe KOMILIEMEHTA Bbl-
aB/eHbl y 86 % GOJbHLIX (MyTauuH (hakTopa KOMIJIEMeHTa
H, dakropa kommiemenra I, C3-KoMnoHeHTa KOMIJIEMEHTA,
MeMbGpaHocTabuamuaupytoiero 6eska) [59].

Kosnuuectso TpomGoumtos Gotee 100 X 10%/n dukcu-
pyetcst y 40 % GoibHbIX. XapaKkTepHo TSXKeJN0e MopaxKeHHe
noyek. [lorpe6HOCTb B MpOBEEHUH reMoJnanu3a B OCTPOH
dase 6ose3nu Bosnukaet y 81 % nauuentok. B 62 % ciydyaes
B TEUEHHE MeCsL1a OC/Ie OCTPOro SMHU30/1a PA3BUBAETCS TEPMHU-
HaJIbHasl CTajlksl MOUEUHOH HEJIOCTATOUHOCTH. B nasbHeiem
TepMHUHAJ/IbHAST XPOHHUYECKAs [oueyHasi HEJI0CTATOYHOCTD
ormeuaetcsi y 76 % TaluMeHTOK. B GuonTaTe MOUKH HAGJIO-
natorest unnunbie yeptbl TMA. Chmkenne C3-KommoHeHTa
KomrieMenTa Bhisisasierest y 57— 100 % 601bHbIX [59].

Juarnos al'YC ocHOBbIBaeTCS Ha CJIE/yIOLIUX TIPU3HAKAX:
@ He cBsizaH ¢ 60J1e3HbIO;

e Het kpurtepus ura-tokcuH-accouunposantoro ['YC
(Ky/ZibTypa KaJia i noJiuMepasHas uenHasi peakuus aJs
[Inra-ToKCHHOB; CEPOJIOTHS HA AHTUTEJIA K JIHIONOJH-
caxapuaam);
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e otcyrcreue Kputepusi TTIT (aktuBnoets ADAMTS-13

> 10 % B cbiBopoTKe) [61].

BepeMeHHOCTD y 2KEHILMH ¢ MaTOJNOTHEH CUCTEMbI KOM-
nJIeMenTa 0CJ0KHAeTesl rHoenblo naoaa (4,8 % ciyyaes),
npesknamncueii (7,7 %) [59]. Mcnoabsosanue niaasmore-
panuu MPUBOIMT K reMatosioruyeckoil pemuccun y 70 %
natueHTok [59].

HenaBHo ony6/nKoBaHbl cO001IEHHS 00 YCIEIHOM TPH-
MeHeHHH dKysmu3ymata y 6osbHbix al YC, cBs3aHHbIM ¢ Gepe-
MEHHOCTbIO, H pehpaKTepHbIM K M1a3moTepanuiu [62, 63].

INOOEPEHLIUANIBHAA ANATHOCTUKA TTN

Juddepenumanbias aMarHoctuka 3aboJieBaHUN, OTHOCS-
nxest K TMA, MokeT 6bITh OU€Hb CJI0XKHOH, a B HEKOTOPBIX
c/llydasix — HEBO3MOXKHOH [0 KJIMHHUECKAM JIAHHbBIM.
B nposenennn muddepeHnanbHON TMarHOCTHKI TTOJIE3HBIM
MOXKeT ObiTh onpenesenne ADAMTS-13 u anturen K Hedl.
K coxanenuio, Bo BpaueOHON NMPAKTHKE HET JOCTYIMHbIX Ja-
6OPaTOPHBIX METOJOB JUIst X OBbICTPOro uccienoBanus. Tem
He MeHee OCYLIECTBUTb 3a60p KPOBH JI0 HauaJa JeueHns He-
o6xomumo. JlanbHelmuil ananus aktusHoctt ADAMTS-13 u
Boisiierne antutes K ADAMTS- 13 moryT nomoun B BoiGope
CTpaTeruu JeueHHUs.

Hekoropble aBTOpbI MpeaaraloT MCMoJab30BaTh /IS
quddepennranbioi guarioctuku ¢ HELLP-cungpomom co-
ornowenue JIJIT/ACT: nist TTIT xapaktepen Kosdbuipent
6onee 22, npu HELLP-cunapome ero BejnuuHa MeHblile
[64]. HELLP-cunapowm, kak npaBuJjo, paspeliaercs B Te-
ueHue 48 4 nocsie ponos, B To Bpems kak npu TTIT u ['YC
polopaspelieHre He MHAyUUpyeT pemuccuio. [Tocae popos
passuBaetca 70 % cayuaes ['YC [59], TTIT nocne ponos
BO3HHUKAET PeKo [4D].

Taxenniit gedpuuur ADAMTS-13 (< 10 % ot Hop-
MaJibHOU akTHBHOCTH) XapaktepeH ans TTIT. Hopmasnbhas
AKTHBHOCTb WJIM YacTHuHOe cHiKeHue (1o 20 %) MOXKET
ObiTh pu npeskaamncuu, HELLP-cunnpome u I'YC [65].

Hekoropble aBTOpbI CUMTAIOT, UTO €CJIM HET BO3MOXK-
Hoctu uaentuduunposats TMA Bo Bpemsi GepeMeHHOCTH,
TO, YUUTBIBAS TSXKECTh MPOrHO3a B HEOTJIOKHBIX CHUTyallUsX
npu Hasuuuu TpomGourTonend u MATA, cieayer cuurars,
uto 310 — nposisaenuss TTII, u npoBoaUTL COOTBETCTBY-
foliyio Tepanuio [ 34, 45].

AndbghepenynanbsHbiii gUarHo3 MEXAZY HacneJCTBEHHON
u npuobpereHHon TTI1

[Tpu o6napyxenun nedpuupra ADAMTS-13 u namuuuu
antutes K ADAMTS-13 ycranasinBaercst Iuario3 npuoo-
perennoit TTIT. [1pu neduure ADAMTS-13 u orcyrerBun
AHTUTEJT HeOOXOUMO TTIOBTOPHUTH UCCJIE0BAHHE B PEMHUCCHH.
Ecan ADAMTS-13 ocraeTcsi HU3KHM U OTCYTCTBYIOT aHTH-
TeJsia, HeoOXOMMO HCKJIOUUTh HacaeacTBeHHyto opmy TTI1
nyTeM rnposeneHus cekBenuposanus rena ADAMTS- 13 [45].

JIEHEHUE TTN Y BEPEMEHHbIX

B o6puranckom pykooactee mno TTII pekomeHaoBaHO
npoBoauTh Jeuenne TTIT na done GepeMeHHOCTH B COOT-
BETCTBUH C OOUIMMM PEKOMEHJAUMUSIMU 1O TEPaANUu 3TOH
60J1e3HH [ 34].

Tepanusi no/KHA BKJIOUATHL MJAa3MO3aMeHbl B 0ObeMe
40—60 mai/kr macchl B cyTku [34]. Heo6xomumblii o6bem
njagMbl MpUH Macce Teja nauueHTkd 60 Kr cocrapJjsieT

KIMHUYECKAS OHKOTEMATOJIOTHSA
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2400—3600 ma1 B cytku. B ciyuae HeBO3MOXKHOCTH He-
ME/JIEHHOH TM171a3MO3aMeHbl  CJIElyeT TIPOBOMUTH HHDY3HU
GOJIbIIMX 7103 CBEXKE3aMOPOXKEHHOH TJIa3Mbl (MW KPHOCY-
nepHatanTHoil) — 25—30 MJ1/Kr Macchl B CyTKH.

Otser Ha Tepanuio gocturaeres y 80 % maumeHTok u
COOTBETCTBYET OOLIMM pe3dyJibTaTtam JieueHusi [57].

Iniokokoprukocrepouasl (IF’KC). Heemorps na to, uto
He JoKazaHa HeoOxoaumocTb npumenennsi [KC u nesarpe-
rantoB nipu TTII, MHOTHE peXKUMbI Tepanuu NpeaiaraioT Mx
1Crnosib3oBaHue Hapsay ¢ nsasmoszamenamu. [KC npume-
HAIOTCA B KauecTBe HMMMYyHojenpeccaHToB. Hekortopbie
peXUMbl B JIOTIOJNIHEHHE K TMJa3Mo3aMeHaMm ¢ l-ro aHsi
aedenus TTIT npenycmarpusaior HagHauenue I'KC (mpen-
Hu30100 — 1 Mr/kr, MeTumpeaHusonon — 2 mr/kr B/B
WK NyJbe-Tepanus no | r B/B B Teuenue 3 aueit) [69)].

[opMOHOTEpanuio MPOJOJIKAIOT JI0 TOJyYeHHSs MOJHOTO
OTBETA, 3aT€M MEIJEHHO CHUXKAIOT J103y JIO MOJHOH OTMEHbI
npenapara [29].

Purtykcuma6. [lpu orcyrcTBuu mosiHoro sddexra Ha
MepBOi JIMHUK Tepanuu MOXKET O0OCYKIAThCsl Ha3HaueHHe
purykcumaba. O0630p aUTepaTypbl, OCHOBAHHbBIH Ha NaHHBIX
UCIO0JIb30BaHus puTyKcuMaba npu 231 GepeMeHHOCTH, Mo-
KasblBaeT CrOCOGHOCTD Mpenapara MpoHHKaTh uepes mJaieH-
TapHbli Gapbep W BbI3bIBATL FeMATOJIOMHUECKUE U3MEHEHHS Y
nnona [70]. Putykcuma6 Beoautes B 1o3e 375 mr/m? 1 pas B
HEJIeJII0 B COUeTaHUU ¢ OA3UCHON Tepanuen.

[Tpumenenue putykcumata npu TTII, csizanHoi ¢ Ge-
PEMEHHOCTbIO, onucaHo y natudeHTku ¢ pedpakreproit TTIT
B III Tpumectpe. TokcHuHOCTh U151 MaTepH U MJ104a He Oblia
oTMeueHa [66].

Je3arperantbl (HU3KME J103bl ALETHICAIULIMUIOBOK
KHCIOTHI 75—375 Mr/cyT) HasHAualOTCsl, eC/IM KOJNHUECTBO
TpoMGOLMTOB Goablie 50 X 109/, yacto B coueTaHuyu ¢
aunupuaamosiom (400 mr B cytku) [71].

Tpancdy3uu 3pUTPOLMTOB HA3HAYAIOTCS MO KJIMHHYE-
CKHMM MOKA3aHUSIM.

TpaHcdy3uu TpoMOOKOHIIEHTPaTa 0GLIYHO TPOTUBOIO-
Ka3aHbl, T. K. MOTYT BbI3bIBATb PE3KOE YXY/LLIEHHE COCTOSHUS
1 CMepTb nauueHTKH. [IpoBoAATCA TOJMBKO MO XKU3HEHHBIM
MOKA3aHUSIM MPH YIPOXKAIOLIUX KPOBOTEUCHHSIX.

®oaueBasi kuciaora. [lpu remosmuze HUMEET MeCTO
N1eUIUT (PONMEBOH KHUCJOTBI, UTO CJYKUT MOKA3aHUEM K
HazHaveHuio npenapara npu TTII.

Psij Gosbhbix ¢ Tskesioit OITH Hy:xnaiorest B npose-
JIeHUH reMoaManu3a.

AddekTuBHOCTL GA3UCHON Tepanuu OLIEHUBAIOT Uepe3
7 nueil jeuenus. KoaunuectBo TpoMGoLUTOB — Haubosee
BaXKHbII TApaMeTp OLEHKH pedyJibTaTa Teparyu.

OTBeT Ha Tepanuio onpeesseTCs:
® YyCTPaHEHHEM HEBPOJIOTMUECKHUX CUMIITOMOB;

@ HopMmaJu3aluel KosnuecTa TpoMbouuToB (= 150 X

10%/n);
® BoccraHoBJeHueM akTuBHOCTH JIJIT;

@ crabujusauuer ypoBHs reMorjoouHa.

Cunraetcsi 11eJ1eco06pa3HbIM  OCYLIECTBIASAT MJ1A3MO-
3aMeHbl €2KEIHEBHO JIO MOJyYeHHs] OTBETA, 3aTeM — ellle B
TeyeHue Kak MUHUMYM 2 fHed [69].

[Toc/ie npUHATHSA PeLlIeHUs 0 TPEeKpalLeHHH [171a3M03aMeH
c/ielyeT OCOOEHHO BHHMMATEJbHO CJEIUTb 33 JHHAMUKOH
yucsia Tpom6oLnToB. [locsie oTMeHb! Mjiasmo3amMeH MOXKET
ObICTPO Pa3BUTLCA 060CTPEHHE, TIPOSBSAIOLLIEECS TaJeHHEM
YPOBHSI TPOMOOUMTOB U Tpedylollee BO30OHOBJICHUS €xKe-
JHEBHOM M1agMoTepanuu (dactora petunanBos — 29—82 %)
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[58]. BoaMoxkHOCTb 0TKa3a OT M1a3Mo3aMeH y KaxKI0H KOH-
KPETHOMH MAalUEHTKU OTIPEAESAETCS HHIMBHYAJBbHO.

C uesblo MPeIoTBPATUTD YXY/ILLIEHHE COCTOSHUS GOJbHOM
nocJie MoJyueHusi OTBETa MPOBOJUTCS KOHCOJNUAMPYIOLIAS
Tepanus: 4acToTa MJasMo3aMeH yMeHbllaeTes 10 2—3 pa3 B
Hezesio. KoHcomnnauus BbinosiHsercs B TedeHue 2—4 Hejl,
[72].

Pedpakreprocts K 6GasucHON Tepanuu (DUKCUPYETCst
nocjae 7 JHEH JieUeHHSI TMPU HAJMUUU TEePCUCTUPYIOUIEH
tpomGouutonennn (< 150 x 10°/n)[34].

PUCK PELMAUBA NPU NOCNEQYHOWIEN BEPEMEHHOCTM

Peuynus — o6octpenue TTIT nocsie noctukeHUs: peMUCCHH.
YacroTa pelunBOB y NalUEHTOB, IOCTUTIIMX PEMUCCHH, CO-
crapiisieT 11—36 %. Y GOJbLINHCTBA NALMEHTOB C TSXKEJbIM
nepunurom ADAMTS-13 (< 5 %) pasBuBaeTcsl PeLMIMB.
Hasnnuue anturen Kk ADAMTS-13 nenaer enie 6oJiee Bepo-
STHOH BO3MOXKHOCTb BO3HHKHOBEHHUS PeLUIUBOB [73].

PeuunnBupoBaHue Kaxkaple 3 Helesd XapakTepHO s
nacaencrsennoil opmbel TTIT (cunmgpoma Anio— lysb-
maHa) [74].

B cayuae nacnenctBennoit TTIT puck peumauBa Bo
BpeMsi 6epEeMEHHOCTH MPH OTCYTCTBUM MPOMHUIAKTHKH CO-
crapasier 100 % [44, 47]. Tpodunaktrnueckas Tepanusi
cBexke3amopoxkeHHoi niasmoit (C3I1), HauaTas Ha paHHHX
CpoKax OepeMEHHOCTH, MO3BOJISIET MPEAYNPEIUTh PELUIUB.
Hekotopble aBTOpbI cuuTaloT HeoGXoauMbIM couetath C3I1
CO CTEpOMIaMU, alleTHJICAIUIUIOBONH KUCI0TOH [47, 66] u
HHU3KOMOJIEKYJISIPHBIMU TernapuHamu [66].

Kpome Toro, 6GepeMeHHbie ¢ CHHAPOMOM Amiio—
[lynbmMaHa H0/KHBL MOJydaTh (DOJMUEBYIO KHCJOTY B CBSA3U
C JIATEHTHO MPOTEKAIOLIUM reMon30M. OHHU JI0/KHBI ObITh
MMMYHH3HPOBaHbI NPOTUB renatuta B [44].

[1pu npuo6perennoit TTI1, no ganubimM peructpa Oxna-
XOMbI, PHCK pelpmuBa coctapaser 12 % [67]. BosmoxHo,
PUCK PA3BUTHSI PELMIMBA 3aBUCHT OT YPOBHSI aKTHBHOCTH
ADAMTS-13 nepen u B TeueHue BCero nepuoga GepeMeH-
HocTH [68].

Tpochunaktuka peyngnBoB npu HacnegcTeeHHon TTIT

B cayuae nacnenctBennoit TTIT undysun njiasmbl
B 03¢ 10—15 ma/kr kaxiapie 10—20 gueil 6e3 muas-
MO3aMeH MOTYT TMPEeIOTBPATUTL PAa3BUTHE PELUIUBOB
[34]. B 6puranckom pykoBoactBe mno Jedenuio TTIT npu
HACJIEICTBEHHOH (opMe pPEKOMEHIOBAHO HCIOJb30BATh
koHueHtpar VIII dakropa cpenneit ounctku (BPL 8Y) —
15—30 en./xr [34]. kcnepTbl AMepHKaHCKOro o0LiecTBa
athepesa CUMTAIOT BO3MOXKHDLIM MPUMEHEHHE KPUOIPELH-
nurtata, B Kotopom Konuenrpauus ADAMTS-13 B 2 pasa
BbIlE, YeM B mJasme [75].

Onucan kJIMHUYeCKU# ciydail HacsenctBenHo# TTIT,
korga C3I1 u3-3a HenepeHocuMocTH Obljla 3aMeHeHa Ha
anturemouiibHbll pakrop (dakrop VII; Kosiit-IBU), ¢
coXpaHeHHeM pemuccui [76].

C 1e/bl0 CHU3UTb PHUCK pEeLUIHBA [PUMEHSIETCsI
crieHsKToMus. CyllecTBYIOT JaHHble 00 3(PPeKTHBHOCTH
CIJIEHIKTOMHH TpU  pepPaKTEPHOCTH K I[1a3MO3aMeHe.
Hcnonbsobanue upkaocnopusa A (2—3 Mr/kr) B Teuenue
6 MecsleB NMPeJOTBPAlLAeT pasBuTHE peluauBoB y 89 %
GOJIbHBIX CO MHOXKECTBEHHBIMH PeLIUBaMK, 06eCreunBaeT
Hopmasusanmio aktueHoctd ADAMTS-13 u ncuesHoBeHue
WK cHKenue tutpa antutes K ADAMTS-13.
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B.B. BoiiuexoBckuii u ap.

B psine cayuaeB, 0co6eHHO MPU MEPBUUHOM OCMOTpE, He-
B03MOKHO oT/IHuKUTh TTIT 0T HekoTOpBIX 3a60seBanui (I'YC,
3/0KauecTBeHHas runepteHsus, JABC-cuuapom).

KNWHWYECKOE HABJIOAEHUE

BosbHas X., 22 Jjet, rocnutaju3upoBaHa M0 MECTy KH-
tesberBa 22.08.2012 r. na 30-it Henesie GepeMEHHOCTH ¢
JIMarHO30M: TeCTO3 TSKEJIOH CTeNeHH, renato3 6epeMeHHOH.
Mmesin MecTo BbipaxKeHHast ciaboCTh, OJIbIIIKA [pU hu3nde-
CKOH Harpyske, yMEPEeHHO BbIPAKEHHbIH reMopparuyeckui
CHHJPOM HA HHXKHMX KOHEUYHOCTSIX, MACTO3HOCTb TOJICHEH.
BbisiB/eHbl aHeMHs1, TPOMOOLUTONEHHUS, TIOBbILLIEHHE OUJIH-
pyOHHa 3a cueT HenpsMOH (hpaklud, YBeJHYeHHE KpeaTH-
HHHA W MOUEBUHBI.

[Ipu nocrynienun B AMypcKHi 006/1aCTHOH MepHHA-
TajibHbli HeHTp 25.08.2012 r. cocTositue cpejiHel cTeneHu
TsKecTH. KOoxKHBIH MOKPOB, CKJEpbl HKTEPHUHBbIE, MeTe-
XHaJIbHbIH FeMOpparnyeckuil CUHAPOM Ha KOXKe ToJieHeH,
TPyAH, B MeCTax BHYTPUBEHHbIX HHbeklHH. [lepudepu-
yecKue JuMQaTHueCcKhe y3Jibl He YBEJHUYEHbl, B JIETKUX —
JIbIXaHKe 10 BCEM MOJISAM BE3UKYJISPHOE, XPUIIOB HET; TOHbI
cepala sicHble, puT™ npasubHblil, AJ1 110/70 mm pt. ct.;
macca tena 109 xr. SI3bIK BJa)KHBIH, »KUBOT TIPH MaJib-
nauuu Msrkuil, 6esbosesHeHHbll. MaTtka B HOpMOTOHYCe,
MoJIOYKEHUE MJ10/]a TPOJIOJbHOE, TIpe/yiexalllas 4acTb —
roJioBka, noasuxkHas. CepaueOueHde Mjoaa sCHOe, pUT-
muunoe, 132 yu./muH.

KaunHuueckuit ananus kpoBu otT 25.08.2012 r.:

remorsio6un — 89 r/a, spurpounutel — 2,7 X 102/,
neiikoutel — 14,5 X 10°/n, CO — 48 mm/u, Tpom60-
wuTeE — 60 X 109/, nanoukosgepHbie HEATPODUIL —
3 %, cermentosaephbie Helitpoduab — 80 %, aumdo-
untel — 14 %, monouutsl — 3 %.

Buoxumuueckuit aHaiua KpoBu: riokoza — 6,1 MMOJIB/ 1,
moueBuHa — 10,9 MMouib/1, Kpeatuuns — 110,3 MKMOJIL/1

(nopma 10 100 MKMoO/b/1), Oumpyoun — 53,7—43,4—
10,3 MKMOJIb/ 1, ananunamunoTpancdepasa (AJIT) — 35 ELl/n
(nopma so 31 EJI/n), ACT — 93 EJ1/n (nopma no 31 EJl/n),

maruuii — 1,13 mmosn/n (Hopma 0,66—1,07 mmoub/i),
xaopuasl — 97 wmmosb/n (Hopma  98—108  mmosb/n),
Hatpuiit — 129 wmwmosb/n, Kammii — 4,4 mMMosb/i,

y-rayramunrpanchepasa — 23 EI1/n (nopma no 31 EIl/n), we-
nounasihocaraza — 313 EJ/n(nopma70—270El/ 1), 061t
Genok — 59 /a1, amunaza — 69 ME/n (nopma o 100 ME/n).
Koaryniorpamma: ¢u6punoren — 5550 Mr/a, npoTpoMGH-
Hoeblit uuaeke (ITTM) — 88 %, akTMBMpOBaHHOE YACTHUHOE
tpomborniactuHoBoe Bpemsi (AUTB) — 39 ¢, pactBopumbie
buGpHH-MOHOMepHBIe KoMmmieKehl (POMK) — 24 wr/wma,
vHeke perpakuun — 0,46, arperauusi TpOMOOLMTOB — Ha
22-1i cexynne (Hopma 14— 18-5 cekyHza).

Kannnueckuii ananua moun ot 25.08.2012 r.: ynebHbli
Bec — 1000, 6eox — 3,8 /.1, aeiikouutsl — 4—5 B mos1e
3pEHUs], IPUTPOLUTBI — 2—15 B M0JIe 3PEHHUS.

¥Y3W opranos 6piotHoi nosoctd ot 25.08.2012 r.: He-
3HAYUTEJILHOE YBEJIMUEHHE JIEBOM JI0J1H MeUeHH (T1paBast 10J1s1
neueHn — 152 mM, JieBasg — 77 MM), ceJie3eHKa He YBEJH-
YeHa, MOBbILIEHHE HXOT€HHOCTH MapeHXUMbl 00EUX T0YeK.

®ertomerpus nuopa ot 25.08.2012 r.: pazmepbl miona
cootBeTcTBYIOT 30—31-i1 Henene GepemenHocTH. [Ipusnaku
NpexKIeBPEMEHHOr0 CO3PEBAHMUS MJIALEHTbI, MHOTOBOJIHE.

Hunaruno3: Bepemennocts 30—31 nen. lecros Tskesoi
crerenu. lenaro3 6epemeHHol. [eMopparuieckuii CHHIPOM.
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XpoHHuecKasi KOMIEHCHPOBaHHAs MJIalleHTapHas HeaocTa-
TOYHOCTb. MHOTOBOIME. AHEMUST CPeIHEH CTEMEeHH TSIKECTH.

B teuenue cytok 60/bHON OblIa MPOBEEHA Mpenonepa-
LIMOHHAS MOJArOTOBKA, BKJIOYAIONIAS TPAHCHY3UH OTMBITHIX
IPUTPOLIUTOB OT HHIUBHIYaJbHO MOA0OPAHHOTO JOHOPA —
600 ma, C3IT— 600 ma, metunpes — 500 mMr B/B KaneasHo.

26.08.2012 1. GosbHOH ObUIO MPOBEAECHO PoOAOpaspe-
LIEHHE MyTeM KecapeBa CeueHMUs.

B Tteuenue l-ro gHa mnocsie onepauud y 6GOJbHON
OTMEUasoCch TMOBbILIEHHE TemrepaTypbl Tena a0 38 °C,
Hapacrasa ojplliKa. PeHTreHorpacus TrpymrHOH KJIETKH:
VUH(UJIBTPATUBHbIC W3MEHEHHSI B JIETOUHOH TKaHH TPeOYIOT
b depeHIHaNbHOR IMarHOCTHKY MEXKY PeCIUpPATOPHbIM
aucrpecc-cunapomom B3pocbix (PICB) u aBycropoHHei
MOJIMCErMEHTAPHON THEBMOHHEH.

Kaunnueckuit ananus kposu ot 26.08.2012 r.: remo-
rno6un — 64 r/n, spurpountel — 2,3 X 10'2/51, neiiko-
Tl — 21,7 X 10%/71, pomGoumTel — 64 X 10°/1.

Koarynorpamma: ¢udpunoren — 4218 mr/s1, [ITU —
105 %, AUTB — 31 ¢, POMK — 19,0, auturpomtuu III —
94 %, arperaiyst TpoMOOLUMTOB — Ha 15-ii cekyHe.

O6uwmi anannsz moud ot 26.08.12: ynesbHbli Bec —
1015, 6enok — 1,2 r/n, sputpountsl — 300 B noie 3peHus.

Juarno3: [lognuuii nocneponoBbiii mepuoa. lecros
TsKeJIo crenenu. lenato3 6epemennbix. PIICB. JIBycro-
POHHSISl HO30KOMHaJIbHAs THeBMOHHUSA. JIBC-cunupom.

[IpoBonuaack Tepanust antu6uotnkamu, ['KC.

OTMeueHa OTUYET/IMBAS TOJIOKUTEJNbHAS JHHAMHUKA:

HOpMaJiu30Basach — Temrepartypa TeJa, YyMeHbIIHJIAch
onbitika. 30.08.2012 r. peHTreHosorMuecKas KapTuHa Jie-
BOTO JIETKOIO HOPMAJIH30BaJiach, CIpaBa — 3HAYUTEJbHO

YMEHbUIWJNUCh MHTEHCHBHOCTb W 00bEM HHMUIBTPALUH B
HUXKHEH Jl0J1€e.

Y3U opraHoB Ma/joro Tasza: COAEPKUMOE TOJOCTH
MaTKH — »KUJIKOCTHOE, HEOJAHOPOAHOE; 06JacTh LIBOB Ha
MaTKe — 0e3 ocoOeHHOCTeH; 06/acTb NPUAATKOB — 6e3
ocobenHocrelt. CBoOOHAST XKUJKOCTb B MaJIOM Ta3y OrpeJie-
JIIETCS B yMEPEHHOM KOJIMUECTBE.

Y3U 6plolHoi Nos0CTH: renaToMeraus. DX0NpU3HaKu
He3HAUUTEJbHON criieHoMeraauu. JnddysHbie ynaoTHeHus
NapeHXUMbl [EUEHH. YBeJHUeHHe AuaMeTpa MopTabHOH
BeHbl. [lpusHaku nopranbHoil runepreHsun. CBoGojaHas
JKUJIKOCTb B OPIOLIHOM MOJIOCTH HE OMpeeIseTcs.

KT opranoB rpyaHo# kiaetku ot 03.09.12: npusHaku He-
BbIPaXKEHHOTO JIBYyCTOPOHHETO MJIEBPUTA.

[Tocne paspewienus PIICB Ha nepBoe mecTo B KiH-
HHYECKOH KapTHHE BBICTYMHJ TEMOPPArHYeCKHil CUHIAPOM
BCJIEJICTBME TPOMOOLMTONEHHH M aHEMHUYECKHH CHHIPOM.
OcmotpeHa rematosioroM. [IpoBeneH aHanu3 mopdoJgoruu
IPUTPOLIUTOB KPOBH — 0O0JIbLIOE KOJHUYECTBO (hparMeHTH-
POBAHHbIX PUTPOLUTOB (LIMCTOLUUTOB). Bbickazano mnpej-
nosnoxkenne o TMA («3arsinyBiiemest» HELLP-cunapowme,
TTIT nau T'YC), Kotopyio HeoOXoauMO T hepeHIIHPOBATD
C MapoKCU3MasbHOW HOUHOH reMOrJIOOUHYpUEH, CHHIPOMOM
Puuiepa—IBaHca.

BoJsibHast nepeBeieHa B OT/EI€HUE FeMaTOJIOTHH.

Kaunnueckuit ananns kposu ot 04.09.12 1. remo-
rno6us — 61 r/a, sputpountsl — 2,9 X 10'2/n, neii-
KouuTel — 26,3 X 10°/a, tpomGouutel — 25 X 10°/,
muesouuTel — 1 %, nanoukosiiepuble HelTpoduabl — 3 %,
cermenTosiiepHble HeHTpoduabl — 68 %, MOHOUMTH —
10 %, aumdountel — 18 %, perukynountst — 200%;
60JIbI1I0E KOJIMIECTBO (DPAarMeHTUPOBAHHBIX IPUTPOLIUTOB.
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BHOXUMHUeCKHIT aHAIN3 KDOBH: ITI0K03a — 5,4 MMOJIL/.1,
MoueBuHa — 16,1 Mmosib/ a1, Kpeatunun — 192 MKMOJB/.,
AJIT — 19 El/a, ACT — 66 EJl/n, 6unupyoun — 49,6—
43,7—5,9 MKMOJIL/ 21, 0611Mil 6esok — 52 r/n1, ansGymun —
25 r/n (nopma 35—55 r/a), kamuii — 4,02 MMoab/a,
Hatpuii — 145 mmoan/n, xaopux — 1099 mMmoab/,
dubpunoren — 2,2 r/.

[Ipo6a KymGca (npsimas) — orpuuatesbHas. Tect
Xema — otpuuatesbiblil. CBOGOAHBII reMOrJIOOUH ChIBO-
poTku — 1,24 /71 (cpeausisi cTeneHb reMo/n3a).

Koarynorpamma: nporpomOuHoBoe Bpemss — 17,5 ¢
(nopma 13—17 ¢), AYTB — 19,8 ¢ (nopma 25—35 c),
anturpom6un 111 — 88 % (nopma 80—120 %); arperaumsi
TPOMOOLMTOB ¢ aneHosuHmudochatom — 9,6 (Hopma
50—75), ¢ xoanarenom — 0,85 (Hopma H0—75), ¢ anpe-
HasuHoM — 0,59 (Hopma 50—70). 3ak/ioueHue: runep-
koarysisitst 1o AUTB, ymepennasi runopuGpuHOreHeMusi.
Bce ucenenoBanust Ha auTudoChHOMMNUIHBIA CUHAPOM A/l
OTPHULIATEJIbHBIF Pe3yJIbTaT.

Muesiorpamma ot 05.09.2012 r.: runepniasus spu-
TPOUJHOTO POCTKA € TPHU3HAKAMH Merajob/acTHOro Tumna
kposeTBopenust (6 %) ¢ ysesnuenrneM 6a30HuAbHBIX HOPMO-
6nactos (16,6 %), i3sputponoss. Kosmuectso Merakapuo-
LIUTOB YBEJIMYEHO, OTLIHYPOBKA TPOMOOLIUTOB CHHXKEHA.

O6uwmi anamuz moud ot 04.09.2012 r.. yne/bHbli
Bec — 1015, 6enok — 3 /a1, sputpountsl — 20—50 B o1e
3peHus, cyrounas npoteunypus — 0,2 r/a.

Tepanus B oTAe/I€HHU T'eMATOJOTHH: TIPEIHU30JOH —
80 Mr BHYTpb; MpPOJOJ/KEeHa aHTHOAKTepuaJsbHasi Tepanus;
OCYLIECTBJISUINCH ~ TPAHC(Y3UH  OTMBITHIX ~ PUTPOLIUTOB
OT HMHIMBHUyalbHO TNOA0OPAHHOTO JIOHOPA; TpaHcdy3nuu
TpoMGOKOHIeHTpaTa. CaMouyBCTBHE OOJLHOH HECKOJBKO
YAYULIUIOCD.

10.09.2012 r. GosnbHas OTMETHJA PE3KOE CHHKEHHE
3peHMst JieBoro ryasa. Briepsble OblI0 OTMEUEHO MOBbI-
wenue AJl 1o 160/90 mm pt. cT. OcMOTpEHa OKYJHCTOM:
BbIpaXKEHHbIF OTEK CeTYaTKH B LeHTpasnbHo# 3oHe. [Tpn KT
FOJIOBHOTO MO3ra: MPU3HAKH HE3HAUMTEJIbHO BbIPaXKEHHOH
cMeniaHHoi runpouedanun. Ilpu Y3W rnasubix 6J10K:
OD — JjokajibHAsi OTC/IOMKA CETUATKH (MPOTSKEHHOCTD
10 mm, Bbicotoit 2 Mm), OS — JioKajibHAsT OTCJIONKA CeT-
YaTKU (MPOTSKEHHOCTb 25 MM, BbicoTa 4,5 MM); 06'beMHbBIX
06pa3oBaHuil He BbISIBJACHO.

Y3U opraHoB MaJjioro Tasa: MocjeonepaludoHHbI Me-
pHoJ, reMatoMeTpa (CKOMJIeHHEe KPOBH B MOJIOCTH MATKH ).

12.09.2012 r. 60/1bHO# BBINOJHEHA BAKyyM-acnupalus
13 MOJIOCTH MATKH. YajeHo 30 MJl MATKHX CTYCTKOB KPOBH.

Kaununueckuit ananns kposu ot 12.09.2012 r.: remo-
rno6un — 70 r/a1, spurpountel — 2,8 X 10'2/n, neiixo-
Tl — 18,5 X 10%/1, TpomGoumTel — 25 X 10°/1.

Ha ocHoBaHUM HaJUuUsi TPOMOOLMTONEHUH, TpUobHpe -
TEHHOH reMOJIMTHYECKOH aHEMHM HEMMMYHHOTO Xapakrepa,
MOYEeUHON HEOCTATOYHOCTH, TPOMOOTHUECKUX OCJI0XKHEHUH
(oTcsoliKa ceTyaTKM), HaJuuusi OOJbIIOTO KOJUYECTBA
(bparMeHTHPOBAHHBLIX SPUTPOLMTOB BO BCEX aHAJH3ax
KpoBH 60JIbHOH OblJ1 yCTAHOBJIEH AMArH03: TpoMOoTHYECKas
MuKpoaHruonatusi. TpomGoTHueckast TpoMOOLUTONEHHYE-
ckasi nypnypa. MHKpoaHrHonaTHuecKas reMOJHTHUeCKast
anemus1. [Toyeunast HenocratouHocTb. [lopaykenue Jjerknx
(PIICB), neuenu (moBblllieHHe aMUHOTpaHCcdepas, renaro-
MeraJiusi, IPU3HAKK MOPTAJbHONW THIEPTEH3UM), OTCJAOHKA
cetuatku. al'YC (?). BropuuHblii u3oMeTpuueCKui TpeMop
B MbILIAX BEPXHETO MJe4eBOro nosica. BropuuHas Berera-
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TUBHAas MUCHYHKIUS 110 cMellaHHoMy Tuny. PeTHHonarus
(MakyJIipHbIH U napamakysspHblil otekn) cetyatkn OD.
Aprepuanbhasi runeprensusi 11 craguu, puck 1II. Xponu-
yecKast cepjleuHasi HeJIoCTaTOYHOCTh | creneHn. PyHKIHO-
HasbHbIA Kiace [.

C 12.09.2012 r. GosbHOI TPOBOAUINCH CEeaHChl TJ1a3-
MosameHbl 40 MJI/KT B CYTKM eKeHeBHO, Ha3HaueHbl rerna-
TONPOTEKTOPbI, 103a TIPEIHU30JI0HA OCTABJIEHA MTPEKHENH —
80 mr/cyT, ocyiecTsasiack Koppexuus AIL v T. 1.

JluHamuka KoJinuectBa TPOMOOLUTOB HA POHE €XKeIHEB-
HOTO TPOBEJIEHUST CEaHCOB Ty1agMo3ameHbl: oT 40 X 10°/1 10
160 x 10%/n. Bes tpancdysuii TPOMGOKOHLEHTPATOB pas-
pELINJICS TeMOppartueckuil CUHAPOM, YJyULIHJIOCh 3peHHe
(6osbHas Hauasa pas/anyaTh MEJIKUE JETaJH ), yMEHbLIUIACH
c1ab0CTb, ObIlIKA MepecTaa 6eCrOKOUTb, CHU3UIICS OUJH-
pYOHH, MCUe3J/a XKeJTyXa KOXKH U CKJIep.

Hauaro cuuzkenue 1103bl peJiHU30J10Ha 110 S Mr 1 —2 pasa
B Heje110 J10 rnosiHo# otmenbl. C 18.09.2012 r. npeanpunsita
MOMBITKA YMEHbIUIUTb YACTOTY MJ1a3MO3aMeH 110 2 pas B He-
nemo. C 25.09 no 28.09.2012 r. njazamosameHbl He MPOBO-
aunuch. CaMouyBCTBHE GOJIBHOH He YXYILMU/IOCH, HO UHCJIO0
TPOMGOLUTOB cHU3HIoCh 10 50 X 10%/71(24.09.2012 1.).

B cBs3u ¢ coxpaHeHuem tpomGouutonenun 28.09.2012 r.
BHOBb HAuaThl CeaHchl M1asMo3aMenbl 3 pacueta 40 Mi1/Kr B
cytku. [Tocsie BO30GHOB/ICHHUST €:KETHEBHBIX CEAHCOB MJ1a3MO-
3aMeHbl caMOUyBCTBHE GOJIBHON M MOKA3aTe M aHAJIM30B KPOBH
YJYULIUJHC.

BhinosineHo 4 Beejienust putyKeumata B 1o3e 375 mr/m?
¢ uHTepBasom | Hen.

13.10.2012 r. cocrosiHue OOJNBHOH — YIOBJETBOPHU-
TeJibHOE. Buoxumuueckn# aHaau3 KpoBu — 6e3 ocobeH-
Hocteil. [IpU3HaKOB reMopparnueckoro CHHApPOMa Ha KOXKe
¥ BUIMMbIX CJH3UCTBIX HeT. KoKHble MOKPOBbI M CKJEPbI
0ObIYHOH OKpPACKH.

JluHamuka KoJinuectBa TPOMOOLIUTOB HA POHE €XKeJIHEB-
HOTO TTPOBEJICHHS CeaHCOB MuasMo3amensl: o1 80 X 109/ 1o
180 x 10%/a.

21.10.2012 r. B aHa/M3e KPOBH BbIsIBJ€HA TPOMOOLIM-
Tonenus (TpomGountsl — 40 X 10%/n1). 22.10.2012 1. BbI-
noJiHeHa niasmo3amena B oobeme 1160 M. B KoHTposibHOM
aHasuse KpoBM — TpomboluTonenus. B KanHHuecKom
aHasmae Kposu o1 24.10.2012 r. — aHemus (reMoryio6uH —
82 r/n1), TpombouuTonenus (85 X 10°/1), nanmuuue eau-
HHYHBIX LIUCTOLUTOB.

[TpoBeieHo 3 ceaHca mJiazamMo3amenbl. KiHudeckuit
ananus kposu ot 29.10.12: sputpountsl — 3,36 X 10'2/1,
remorsiobun — 106 /a1, nefikouutsl — 8,1 X 10%/a,
TpoMGoLuTHl — 268 X 10°//1, WKCTOUMTOB HeT. YpPOBeHb
axkturocth ADAMTS-13 cocrasun 58 % (mociie 3 ceancos
MJ1a3MO3aMEeHbl ).

C 01.11.2012 r. mauueHTKa Haxoau/Jachb Ha JIEUYEHUU
B OMHOH U3 KJAUHUK TI. MockBbl. JluarHos TpomM6GoTHUECKOH
TPOMOOLMTONIEHHUECKOH MypIyphl, CBA3AHHOH ¢ OepeMeH-
HOCTbIO, MoATBep:kAeH. OTMeUanoch CHUAKEHHE YUCIA TPOM-
Gouutos 10 36 X 109/1 u ypoBHs remorso6uHa 10 86 /..
Yposenb aktupnocth ADAMTS-13 < 5 %. Boun nosyuen
3¢ eKT oT Tepanuu niazmagpepe3om (8 ceaHcoB).

08.01.2013 r. OGosbHasg BHOBb TOCIHTAJIH3HPOBAHA
B IeMaToJIOTHYECKOe oTaeaeHne AMypcKoit 00/acTHON
KJIHHUYECKONH OoJbHULbIL. KJAHHHYECKH YXy/ILICHUs] HEe OT-
Meuasoch. ViMeauch JiMlb eIMHHYHBIE METEXUH Ha KOXKe
HWKHUX KOHEUYHOCTeH. B KJMHMUECKOM aHaju3e KpOBH:
sputpountel — 3,17 X 10'2/a, remorno6un — 92 r/a,
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neikouutsl — 5,2 X 109/71, TpomGoumtel — 50 X 10%/a,
LIMCTOLMTBl — €IMHUUHBIE.

YuutblBasi peluuBHpYlolllee TeueHue ©OoJ1e3HH, He-
sppekTuBHOCTL UMMYHOCynpeccuBHOH Tepanuu (I['KC, pu-
TYKCHMa0), BbICKA3aHO MPEANONOKEHHE O HAC/EICTBEHHOH
cdopme TTII. PeweHo panbHellee JedeHue MPOBOAUTH
tpancdysusimu C3I1 ¢ nocsenyiouieil noauepKuBaoliei
Tepanuei.

[IpoBeneHo 3 Ttpancdysun C3IT no 300 ma, nocnae
yero oTMevasach OblCTpasi HOpPMAJIM3aUMs KJIMHMUECKOTO

1 OHOXUMHUYECKOTO aHAJH30B KPOBH: IPUTPOLUTHl — 3,56
x 10'2/n, remorno6un — 106 r/n, neiikouutsl — 6,6 X
10°/n, TpomGouutel — 350 X 10°/n1, mmcToLMTOB HeT,

OuIMpPYyOUH — B Mpejiesax HopMaslbHbIX 3HAUEHHH.

B cBsi3u ¢ OBICTPbIM JOCTHXKEHHEM MOJHOH PEMHUCCHH
nocise BBeaeHuss C3IT Obl1o MpUHATO pelleHre MPOBOAUTD
noaepkuBaiotiyto tepanuio C3IT no 500 ma 2 pasa B He-
JeJ110. DTOM J103bl 0KA3aJI0Ch TOCTATOUYHO J/1 TOIEPKAHHS
YJIOBJIETBOPUTEJIbHBIX TIOKa3aTesieil kposu. C auBaps 2013 1.
Ha (oHe YKazaHHOW BbIllle TMOJIEPKUBAIOIIEN Teparuu
C3IT peunauBoB 3a6oseBanusi He Obl1o. C utonsi 2013 .
nocTerneHHo uHTepBan Mexay BaeneHusimu C3I1 Obun yBe-
Jmded jio 1 —2 nen. Kyunudueckuil aHaiu3 KpoBU OT aBrycra
2013 r. — B npeJiesiax HOPMaJIbHbIX 3HAYEHUH, ITUCTOLUTOB
He oOHapyKeHO.

B nekabpe 2013 r. BbINOJHEHO HCCIE0BAHKE 10 OMpe-
nesennio unruburopa ADAMTS-13 (B o6pasie mn/ia3mbl,
3arotoBieHHOM B Jekabpe 2012 1. Bo Bpemsi peluauBa
60J1€3HH ) — HHIHOUTOP He 0OHapYKEeH.

3a 00JILHOH BejeTcst JuHamuueckoe HaobsogeHue. Pe-
OEHOK 3JI0pPOB, PACTET U PAa3BUBAETCH HOPMAJILHO.

[IpuBeneHHoe HaOJMIOAEHHE JIEMOHCTPUPYET — TPYAHOCTb
auarnoctuku TTIT y 6epemennbix. Hauasno Gosesnu: Tpom-
6ouuronennsi, MATA u nosbiienne ACT — kpurtepun

HELLP-cunapoma. [IpumMeHeHHasi TAKTHKA CPOYHOTO POJIO-
pagpelieHus ¢ npeaaputenabHbiM BBeaeHuem C3IT u TKC
obecrievnsa poxkaeHue 310poBoro pedeHka.

Onnako pojopaspellieHre He MPUBEJNO K YJydlIeHHIO
cocTostHus GOJILHOM: HapacTa/u TPOMOOLUTONEHHS, TIETEXHH
Ha KOXKE€ KOHEUHOCTEH M KHBOTA, CUMITOMbI MMOPaXKEHUS
nouek (NOBbILIEHHe YPOBHS KpeaTHHHHA 10 192 MMosib/1),
orcsoiika ceruatku. Ha ocnoBanun MAIA u tpom6Go-
LUTONEHNWH, TPOrPECCUPYIOLIMX MOCAe POAOpa3pelLlieHHs,
ycraHoBJsieH KanHudeckuid quarnos TTII. Hauartele niasmo-
3aMeHbl MpuBen K ObicTpoMy 3hdekTy — HopMaJu3aluu
KoJIMyecTBa TpoMOOUUTOB nocse 4 ceancos. [Ipn nonbiTke
OTMEHbl  TIJIa3MO3aMEH  OTMeUasJoCh CHIXKEHHE —4ucsa
TPOMOOLIUTOB, UTO MOCJYKHJI0 OCHOBAHUEM /ISl YCUJCHHS
UMMYHOCYIIPECCUBHOU Te€panuu pUTYKCHMAOOM.

B nanbHefiieM 3aduKCHpPOBAHO elle TPHU 3MM30/a
TPOMOOLMTONEHUH, YTO CBHIETE/NLCTBOBAJIO O PELUANBUPY-
touiem xapakrepe TTII. B oktsa6pe nocse Tpex niaazmosamen
(40 ma/ xr) aktuBnocts ADAMTS-13 cocraBuna 58 %.
Takast akTHBHOCTb MO2KET ObITb [IPU PEMUCCHH Ay TOUMMYHHOH
TTII. C npyroit cTOpOHbI, B JIMTEpPATYpe €CTb COOOLIEHHS
o nobitennu aktuHocth ADAMTS-13 y GoJibHbIX ¢ Ha-
cnencrBennoit TTIT npu nopnepxuBatoieit tepanuu C3I1.
Onpenenennn ADAMTS-13 npu ouepeHoM pelLyirBe Bbi-
SIBUJIO PE3KOE CHUXKEHHE aKTHBHOCTH hepmenta (< 5 %), uto
noxrBepausio auaruod TTIT. Bouio BeimosHeHo HecaenoBaHue
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Juist onpeneniernst unruouropa ADAMTS-13 — anturesa He
oOHapy»KeHbl.

Boripoc o muddepeHinaibHol IMarHocTUKe MexKIy Ha-
CJIEICTBEHHON W MPUOOPETEHHOH ayTOMMMYHHOH (hopmMamu
TTIT ocrancs HepeuieHHbiM. CJle/IOBATEJIBHO, OCTAETCs
OTKPBITBIM W BOTPOC O JajibHelliell TakThke JjeueHusi. [pu
HacaencteeHHoll TTIT pexkomennytores undysuu C3IT ¢
MHTEPBAJIOM, KOTOPbIH noabupaeTcss MHAMBUAyasbHo. [1pu
npuobpetenHon ayroummyHnHol TTII TpebGyercs ycuieHue
HUMMYHOCYIIPECCUBHON Tepanun (LUKJAOCTIOPUH A, BUHKPHU-
CTHH, CIIJIEHIKTOMMS U T. JL.).

[IpeanpuHsaTas MonbiTka JeueHusi 6OJAbHON HH(PY3UAMU
C3IT okazasach ycrnemHol. YuuTbiBasi OTCyTCTBUE PELUANBA
¢ siuBapsi 2013 r., HauGosiee BeposiTeH JMAarHO3 HACJEN-
creennoil TTIT (cunnpoma Amuio—Ilynbmana). st okon-
yaTeJbHOH Bepu(HUKALMK HarHo3a HeOOXOAUMO MPOBECTH
cekBeHupoBanue rena ADAMTS-13.

KOH®NUKTbl UHTEPECOB

ABTOpBI MOATBEPIKAAIOT OTCYTCTBHE CKPBITHIX KOH(JIHKTOB
HUHTEPECOB.
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