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PE3IOME

O6ocHosaHue. Tpombomuyeckasa mpomboyumoneHudeckasa nypnypa (TTI) -
peokoe 3abosie8aHue KposU, Xapakmepusytoujeecs No8blueHHbIM Mpomboobpa-
308aHUEM 8 MUKPOUUPKYIAMOpHOM pyciie. OOHUM U3 Haubosiee 4acmelx mpue-
2epoes 0714 pazsumus 3mo2o 3ab0os1esdHus Asidemcsa 6epemMmeHHOCMb. B cmameoe
npusedeHo onucaHue csiy4yas bepemMeHHOCMU, OCJIOXHEHHOU mpombomuyeckol
mpomboyumoneHuydeckol nypnypod.

Mamepuanel u Memoobl. []75 oyeHKU KTUHUYeCcKo20 CJly4ds Ucnosib3084Jics
pempocneKkmugHbIl aHaau3 MeoOUuyUHCKOU 0OKyMeHmayuu: oucnaHcepHou
KHUXKU 6epemeHHOU XeHWUHbI, UCMOopuU pooos, pe3y1bmamos 1ab0pamopHbix
U UHCMPYMeHMAs1bHbIX Memo0os UcC1e008aHUS.

Pesynemamel. [layueHmka 32 1em e 32 Hedesu 6bi/1a 20CNUMAnU3UpPo8aHd c NPo-
ABIEHUAMU YMepeHHOU npe3Kaamncuu, mpomboyumoneHuu, aHemuu cpeoHel
cmeneHu. B cga3u c ymsxesieHUeM cocmosHUA 6b110 nposedeHo podopaspeuieHue
nymeém onepayuu Kecapesea cedeHus. B oanbHeliwuem cocmosHue poousibHUYbI
He yJIy4uwuiocs: Npo2peccupos8asu mpomooyumoneHus, 2unepbunupyouHemus;
noebIWAasnca yposeHb mpaHcamuHas, akmugHocms ADAMTS13 cocmasuna 8 %.
HeooHokpamHo 6bis1u npogedeHbl mesieKOMMYHUKAYUOHHble KOH(pepeHyuu
¢ compyoHukamu OIbY «HMUL] akywepcmea, euHeko02uu U nepuHamosozuu
um. akaod. B.V. Kynakosa» MuH3dpasa Poccuu (2. Mockea). KomnnexkcHas mepanus
C 8KJIIOYEHUEM 3KCMPAakopnopasbHblXx MeEMO0O08 NPUBEsa K NOI0KUMeTbHOMY
pe3ysibmamy; nayueHmka 6b11a 8bINUCAHA 8 y008/1eMB8OPUMETbHOM COCMOAHUU
noo Habso0eHUe 2eMamos102a U akyulepa-2uHeKos102d.

3aknyenue. Takmuka neyeHus TTI umeem csou ocobeHHocmMu; He0bxoou-
MO c80e8peMeHHO OUd2HOCMUPOB8AMb YKA3AHHYI NAMOJI02UI0 0/18 OKA3aHUsA
Keanugpuyupo8aHHol MeOUUYUHCKOU nomMowu, npouaakmuKu MamepuHCKUX
U nepuHama’sibHeix nomepe.

Kniodeevie cnoea: knuHuyeckuli cayqad, 6epemeHHOCMs, mpombomudeckas
mpombouyumoneHuYeckds nypnypa, 0C/I0KHeHUs

Ana yntupoBaHua: CemeHosa M.B., Cappaxos [.1., [unumxaHoBa A.P., Kamanosa A.P,
Baxutos M.I, MycuHa A.A., Ucnamrapaes B.A. KnuHnuecknin cnyyam 6epemMeHHOCTY,
OCJIOXKHEHHOW TPOMOOTUYECKOI TpoMbouurToneHnYeckor nypnypoii. Acta biomedica
scientifica. 2024; 9(2): 50-57. doi: 10.29413/ABS.2024-9.2.5
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ABSTRACT

Background. Thrombotic thrombocytopenic purpura is arare blood disease char-
acterized by increased thrombogenesis in the microcirculation. One of the most com-
mon triggers for the development of this disease is pregnancy. The article describes
a case of pregnancy complicated by thrombotic thrombocytopenic purpura.
Materials and methods. To assess the clinical case, we used a retrospective analysis
of medical documentation: maternity case record, birth history, results of laboratory
and instrumental research methods.

Results. A 32-year-old patient was admitted to hospital at week 32 of gestation
with manifestations of moderate preeclampsia, thrombocytopenia, and moderate
anemia. Due to worsening of the condition, the delivery was performed by cesarean
section. Subsequently, the mother’s condition did not improve: thrombocytopenia
and hyperbilirubinemia progressed; the level of transaminases increased; ADAMTS 13
activity was 8 %. Teleconferences were repeatedly held with experts from the Na-
tional Medical Research Center for Obstetrics, Gynecology and Perinatology named
after Academician V.I. Kulakov (Moscow). Complex therapy including extracorporeal
methods led to a positive result; the patient was discharged in satisfactory condition
under the supervision of a hematologist and obstetrician-gynecologist.
Conclusion. Thrombotic thrombocytopenic purpura treatment tactics have its own
characteristics; it is necessary to diagnose this pathology in a timely manner to pro-
vide qualified medical care and to prevent maternal and perinatal losses.

Key words: clinical case, pregnancy, thrombotic thrombocytopenic purpura,
complications
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BBEAEHUE

TpomboTrueckas TpoMmbouuToneHnyeckasa nypnypa
(TTM), oTHOCAWAACA K rpynrne TPOMOOTUYECKNX MUKPOaH-
rMonaTuii, — [OBOJIbHO pefKoe 3aboneBaHve, xapakTepu-
3yloLleecss TPOMOOLMTONEHVEN, MUKPOAHTMOMATNYECKOM
reMoNIMTUYECKON aHeMUnel 1 HapyLlueHneM GYHKLUI opra-
HOB 1 cncTeM. Kak BpoXkaéHHas, Tak 1 nprobpeTéHHas TTT1
B OCHOBE 3TUOJOMMY U NaToreHe3a NMeeT He[OCTaTOYHOCTb
meTannonpoteasbl ADAMTS13 [1, 2].

BepemeHHOCTb ABNAETCA 3HAUMMbIM MPOBOLMPYIOLLIM
$aKTOPOM HaCNeaCTBEHHON M NPLUOBPETEHHON TPOMOOTU-
Yyeckoi TpombouuToneHuyeckor nypnypsl [3]. Hanbonee
pPacnpoCTPaHEHHbIMY TPOMOOTUYECKMMUN MUKPOAHTMOMNa-
TUAMU NPY 6ePEMEHHOCTM ABAAIOTCA TAXKENAA MpedKnamn-
cus n HELLP-cuHpgpom (Hemolysis, Elevated Liver enzymes,
Low Platelet count), conpoBoXpgatoLmecs remosiisom, no-
BblLUEHNEM KOHLIEHTPALMU NEYEHOUHBIX GEPMEHTOB U CHU-
»KeHnem KonnyecTsa TpomboumToB. OgHako 1 bonee pegkume
TPOMOOTMYECK/E MUKPOAHTMONATUV, TaK/e Kak TPOMOOTU-
Yyeckas TpomboLuMTONeHNYecKasa nyprypa, onocpesoBaH-
Has MMKPOTPOMO03amu, MO3roBOW 1 MOYEYHO CUMMTOMa-
TUKOW, MOTYT pa3BMUBaTbCsA BO BpeMs bepeMeHHOCTU U No-
ce pogoB, NPOABAACH CXOXKUMU C TAXKENOWN Npe3Knamncu-
e 1 e€ 0CNoXHeHUAMM NpusHakamu. AudpdepeHunanbHas
AMArHOCTMKa MeXAyY HUMU ABNAETCA 3aTPYAHUTENbHOM [4].

MNepBble ynomrHaHua o TTTToTHocATCA K 1924 1. Amepu-
KaHckui Bpad Eli Moshkowitz Ha 3acepaHmy natonororuye-
ckoro obuiectsa B Hblo-Mopke npeactasun ncropuio 6ones-
HW 16-neTHen 4eBOYKM C TMXOPALKOWN, aHEMUEN, remopparn-
YeCKMM CHAPOMOM B BUfE NETEXMI, NLLEMUYECKUM UHCYTb-
TOM 1 OCTPOW JIEBOXKENY[0OYKOBAs HEAOCTaTOUYHOCTbHO; ObIN
BbISIBJIEHbI MHOXKECTBEHHbIE TPOMObI B COCYAaX MUKPOLIMPKY-
NATOPHOrO pyc/ia BHYTPEHHVX OPraHoB. [laHHOe COCTOsHUe
MoNyYmnsio Ha3BaHve 6onesHn unu crHapoma Motukosuya [5].

BpoxanéHHaa ¢opma TTI BcTpeyaeTca B 2,7 %, Nprob-
peTéHHasa — B 97,3 % cnyyaes. B Poccunckon Mepepaunn
[aHHble 0 YacToTe 3aboneBaHUs OTCYTCTBYIOT [6]. Takum 06-
pa3oMm, onmncaHne KIMHUYECKNX HabnaeHnin 0cobeHHOo-
CTel TeUeHWs, ANArHOCTUKN 1 Tepanuy 3aboneBaHus, B TOM
umcne y 6epeMeHHbIX, MprMobpeTaeT BaxKHOe NpaKTuyeckoe
3HaueHue.

B ocHoBe natoreHesa TTT nexut gedbuumT MeTannonpo-
Teasbl ADAMTS13. OakTop Brnnebpania HaxoguTcs B MyJb-
TUMEPHOM COCTOAIHWM, KOTAa OTAESbHble MOJIEKYSbl COean-
HeHbl B e[iMHbIN KOHromepar. [Ina ageksaTtHoM arperaumm
TPOMOOLIMTOB HEOOXOAMMO MOHOMEPHOE COCTOAHME daK-
Topa. buonornyeckas ponb ADAMTS13 3akntoyaeTcsa B OTLLe-
nieHn GparmeHTOB OT MyJIbTVMEPHOIO KOMrjieKca dhakTopa
¢$oH BunnebpaHga ans perynmpoBaHus Ype3MepHoN ero ak-
TUBHOCTU. EC Mo KaknM-TO npuuMHam MeTannonpoTeasbl
HeJoCTaTOUYHO, TO MPOUCXOAUT arperaumsa dakTopa GpoH Bur-
nebpaHpga ¢ TpoMboLUTamMu, KOTopble TPOMOUPYIOT COCypbl
MUKPOLMPKYNATOPHOrO PYC/a, Bbi3biBas MLIEMUIO OPraHOB
[7]. B Taknx yCnoBUAX 3pUTPOLUTbI MOABEPrarTcA MeXaHu-
yecKoMy MOBPEXKAEHMIO U reMONK3Y, B KPOBY OOHAPYKMBa-
IOTCA LUINMCTOLUTBI.

Hednunt meTannonpoTeasbl MOXET ObITb MPUOOPETEH-
HbIM N BPOXAEHHbIM. [TprobpeTéHHan Gopma pa3BrBaeT-

52

cA BCeACTBYE NosaBneHna aytoaHTuten K ADAMTS13. Bpox-
ZAéHHas (cuHpgpom Anwoy — LynbmaHa) popma Bbi3BaHa ay-
TOCOMHO-peLIeCCBHbIM TUMOM HacieoBaHMWA, NPU KOTO-
pom «aedeKTHbIV» reH, TOKaNM30BaHHbIN Ha ANTMHHOM Me-
Ye 9-11 XpOMOCOMbI, HacneayeTca oT oboux poauTenei [3, 8].

Knaccnuecknmun npusHakamu TTT1 aBnawTca Tpom-
6oUunTONEeHNsA, MUKpPOaHrmonaTnyeckas reMonnTmyeckas
aHeMusA, NIMXOpaAKa, HEBPONOrmyeckme CMMNTOMbI U Hapy-
weHma GyHKuMM nouek [9]. OgHaKo B HacTosALee Bpems
neHTaga cumntomoB TTT1 BCTpeyvaeTca ganeko He Bceraa,
4TO 3aTpyAHAEeT guarHocTumky [10]. Hannumne wncrounTos,
oTpuuaTenbHoM Npobbl Kymbca, NoBbIlLEHNA YPOBHA NakK-
TatpernaporeHassl (JIAN), HOpManbHOro BpeMeHU CBEPTbI-
BaHMA KPOBW HA PaHHUX CTaamUAX 3ab0neBaHus, MOBbILLEH-
HOro KonmyecTsa bunupybriHa 3a cYéT Henpamon Gpakumm
NOATBEPXAAOT KNMHUYeCKoe nogo3peHune Ha TTI [11].
[lna okoH4aTenbHoro gnarHo3sa TTI Heob6xoanmo onpepne-
nenve aktnBHocTn ADAMTS13 B nnasme KpOBU: KNNHMYe-
CKre nposBrieHns 0OHapPYKMBAKTCA NPY TAKOBOW MeHee
10 %. KpoBb ana nccnegoBaHua 6epyT 4o Havana TpaHc-
dy3un cBeXke3aMOPOXKEHHON Ma3mMbl UM NIa3MoobMeHa.
HecmoTpa Ha TO, UTO AMarHo3 NOATBepXKAaeTca onpene-
NeHneM CHKEHHOW aKTMBHOCTU MeTaNllonpoTeasbl, eye-
HMe peKoMeHAyeTCA HauMHaTb, OCHOBbLIBAACb Ha KNMHMYe-
CKMX AaHHbIX [12]. Tak Kak nccnefoBaHue He ABNAETCA py-
TVHHbIM, ANA NOCTAaHOBKU AMarHo3a NpeanoXeHbl WKasbl
(French Score, Plasmic Score), c NOMOLLbI KOTOPbIX MOX-
HO MPeAnoNoXKMTb HU3KYIO akTMBHOCTL ADAMTS13 [12].

Tepanua TTI1 ABnAeTCA KOMMNEKCHOM: TepanesTnye-
CKM1I NNa3mMo06MeH, MIKOKOPTMKOCTEPOVADI, NpenapaTbl
rpPynmnbl MOHOKNOHAJbHbIX aHTUTEN, CUMATOMAaTYeCKas Te-
panus. Takum obpasom, yaansetca nHrnbutop ADAMTS13
1 NPOUCXOANT 3ameLleHne fedeKTHBIX U OTCYTCTBYOLLMX
meTtannonpoteas3 ADAMTS13 [13-15].

CnepoBaTenbHO, B OTCYTCTBUM (MPU CHUMXEHUN aKTUBHO-
ct) ADAMTS13 nosiBnATca arperatbl ¢akropa ¢oH Bun-
nebpaHfa c TpoMboLMTamMu, KOTOpble TPOMOUPYIOT cocyabl
MUKPOLMPKyATOpHoro pycna [16, 17]. CoueTaHne geduun-
Ta ADAMTS13 11 BbICOKOTO coiepKaHus ero MHrmonTopos
accoummpyeTca C MOBbILEHHbIM PUCKOM PaHHEN CMepPTHO-
CTU 1 ocnoXHeHnn Nnpu TTT1, a KonuuecTBeHHOe onpeaene-
HVe NPOoTeasbl MOXET OblTb MAPKEPOM PUCKa Pa3BUTKA 3TO-
ro oYeHb TAXKENOro 3aboneBaHmsA N ocNoXxHeHun [18]. MHo-
roo6pasue sTronornyeckmx GakTopoB 1 TPUITEPOB, KINH-
YeCKUX MPOABNIEHNI, CXOXKECTb CUMMTOMOB C LieNbiM PAAOM
NaToONOrMYeCcKnx COCTOAHNI, HEKOTOPAs C/TIOXKHOCTb B Bbl-
MOMHEeHUN NOATBEPKAALLMX TABOPaTOPHbIX METOLOB MC-
crleloBaHMA — BCE 3T0 0603HavaeT TTI1 Kak BaXHY0 Mmegu-
LMHCKyto npobnemy [19]. Ocoboe 3HaueHne BO Bpems be-
pemMeHHOCTU npuobpeTaeT andpdepeHUmanbHas guarHo-
ctuka TTT1, npexae BCero ¢ TAXKENON npesknamncuen, oc-
NnoXxHéHHon HELLP-cungpomom [20].

LUEJb UCCNEAOBAHUA

OnucaHne KNMMHWYECKOro cnyyas 6epemMeHHOCTH, oc-
NOXHEHHOW TPOMOOTUYECKO TPOMOOLIUTONEHNYECKOW
nypnypo, Ans COBePLIEHCTBOBAHUA OKa3aHWA MeanLMH-



CKOW MoMoLLM 6epeMeHHbIM KeHLLVHAM, POXXeHWLLaM 1 Po-
AVNbHMLIAM HAa OCHOBE 3HaHMA O BO3MOXKHbIX, B TOM Unciie
penKmx, OCNIOXKHEHMAX BO BPeMs rectauuu.

MATEPUAIJIbl U METOAbI

MpoBenéH aHanu3 KIANHUYECKOro HabnoaeHna nauu-
€HTKU, pofopaspelléHHol B 32 Hegenn 6epeMeHHOCTU
B CBA3M C TAXKENOM npesknamncmein. icnonb3oBaHbl AaH-
Hble MeAVLMHCKNX OOKYMEHTOB HabnioaeHUs nauneHTKm
B aMOYNnaTOPHbIX YCIIOBUAX U B CTaLMIOHape, B TOM uncie
pe3ynbTaTbl TAGOPATOPHBIX Y UHCTPYMEHTANIbHbIX METO-
foB uccnepgoBaHuA. Onpepenenune aktnsHoctn ADAMTS13
npownssogunocs B OrbYH NHcTutyTe 6GUonorum passutus
nm. H.K. KonbuoBa PAH (r. MockBa). KpoBb NaumeHTK 3a6u-
panacb B NpobUpPKyY C LIUTPATHbIM aHTUKOArynsiHTOM. MuHu-
MasbHbI 06bEM KPOBW JO/KeH ObITb 4 MJ1. B TeueHune 15—
20 MVHYT NPOU3BOAMUNIOCH LieHTpurdyrmpoBaHme npu o6o-
poTax 2-3 TbicAYM B MUHYTY. He meHee 1 mn nna3mbl nepe-
HOCMNIOCb B BaKyTelHep 6e3 HanonHuTenei, ninasma 3amo-
pakrBanacb, TPaHCMOPTMPOBKA OCYLLECTBNANACh KYPbepOoM
npu TemnepatypHom pexkmume —20 °C. AKTMBHOCTb MeTasso-
npotea3bl ADAMTS13 B nna3me KpoBu onpenensanm no ru-
aponusy dnyopecueHTHoro eé cybectpata FRETS-VWF73.

KIMHUYECKU CITYYAN

bonbHas X., 32 roga, 06.12.2022 6bina rocnnTansnpo-
BaHa B cTaluoHap lll ypoBHs B cpoke 6epemeHHOCTY 32 He-
ZJenu. Hactoswan 6epemMeHHOCTb NepBas, HacTynuna caMo-
CTOATENbHO, ANAarHOCTUPOBaHAa MOHOXOPUanbHas AUaMHU-
oTnyYecKas ABoHsA. ?Kanobbl Npy NOCTYNNeHM Ha He3HauW-
TesIbHYI0 rOSIOBHYIO 60JIb B TeUEHME CYTOK, OTEKU HUKHUX
KOHEYHOCTEN B TeueHne MecALa, NOoBblleHre apTepuasb-
Horo pgasneHus (AL) go 130/80-140/90 Mmm pT. CT. B TeYEHUE
nocnenHux 2-3 gHen. O6cnenoBaHvie U HabnoaeHVe B yC-
NOBUAX XEHCKOWN KOHCYNbTaLWW BbIABMMNO recTauOHHbIN
caxapHblin Anabet ¢ 26 Heaenb 6epemMeHHOCTY (BbIMONHEH
OpanbHbIN MIOKO30TONIEPAHTHbBIN TECT, PEKOMEHAOBAHA An-
eToTepanus), CyOKNMHNYECKNI rMnoTrpeos (no pesysbTa-
TaMm onpepfeneHns B CbiIBOPOTKe KPOBU TUPOKCUHA U TUpe-
OTPOMHOro ropmoHa). Mpy NoCTynneHnn cocToaHne pac-
LleHEeHO KaK YAOBNeTBOPUTENbHOE, apTepuranbHoe AaBne-
Hne — 120/80 MM pT. CT. Ha 06enX pyKax, NysnbC — 72 B MUAHYTY.
BbiAaBNeHbl OTEKN roneHen N pyK. B »keHCKom KOHcynbTa-
uuy onpepeneHbl npotenHypus 0,822 r/n, TpombouumTone-
HUA 95 X 10°/n. MaTKa B HOPMOTOHYCE, OKPY>KHOCTb KNBO-
Ta 114 cMm, BbICOTa CTOSAHMA AHA MaTKM 37 cm. [TonoxxeHune
NIOAOB NPOAONbHOE, roNoBKa | nnoga Hag BXOAOM B Marblii
Ta3. CepaLebueHre NnogoB ACHOe, pUTMUYHOE, 10 144 yaa-
POB B MUHYTY.

KnnHnyecknin aHann3 KPoBW NPuU NOCTYNNeHUNn
(o1 06.12.2022): KOHUEHTpPaUnsa remornobmHa — 86 r/n;
KonmyecTso apuTpounTos — 3,19 x 10'%/n; Konnuectso
nenkounTos - 10,2 X 10°/n; KONMYECTBO TPOMBOLINTOB —
71 % 10%/n. Broxummueckoe nccnenoBaHmne KPoBu: KOHLIEH-
TPaUMA FIOKO3bl — 5,5 MMOJb/N; KOHLEHTPALMA MOYEBUHbI —
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4,6 MMONb/N; KOHLEeHTpauna KpeaTHnHa — 0,049 mmonb/n;
KOHLIeHTpauus 6unupybrHa — 46,6 MKMonb/n (NpsmMoro —
8 MKMOJb/1, HenpsaMoro — 38,6 MKMOJIb/1); anaHUHaMUHO-
TpaHcdepasa (AJIT) - 14 E[l/n; acnapTatammHoTpaHcdepa-
3a (ACT) - 31 EQ/n; naktataerngporeHasa (J14N - 456 E4/n.
Koarynorpamma: npoTpom6uHoBbiin nHaekc (MTU) — 95 %;
npoTpoMbuHoBoe Bpems — 13,9 ¢; pubpuHoreH - 3 r/n, pac-
TBOpPUMble PUOPUH-MOHOMEpPHbIe Kommnekcbl (POMK) —
3 mr/100 mn; akTMBMPOBAHHOE YacTUYHOEe Tpombonna-
cTuHoBOe Bpemsa (AYTB) — 33,4 ¢; arperauma c pucrtoueTu-
HoM - 5,6 c.

KnuHnuecknin aHanns moum: yaenbHbin Bec — 1030; 6e-
nok - 1,8 r/n, anutenuanbHble KneTku (nnockune) — 15-20
B MoJsie 3peHus; NenkounTbl — 3—-5-7 B none 3peHuns; Heums-
MeHEHHbIe 3puTpoumnTbl — 0-2-3 B none 3peHuns; rmanmHo-
Bble LMAVHAPbI — 2-3-5 B Nofe 3peHns; 3ePHUCTbIE LUTNH-
Apbl — 3-5-7 B rone 3peHusi; Cnsb ++; bakTepumn ++.

YnbTpa3ByKoBOe nccnegoBaHme nnoga (06.12.2022): 6e-
pemeHHOoCTb 31-32 Hepgenn. MoHOXOpuanbHasa AVaMHUOTU-
yeckas ABownHA. [lonepeyHoe nonoxeHue |l nnoga.

JonnnepomeTpuuyeckoe uccnegoBaHue detonnaweH-
TapHoOro KpoBoToka (06.12.2022): Ha MOMEHT 1ccieaoBa-
HWA HAapYLUEHMA MaTOYHO-MNIALLEHTAapPHOrO U MAI040BO-NNa-
LIeHTapHOro KPOBOTOKA He BbISIBIIEHO.

KapgunoTtokorpadus (06.12.2022): y o6oux niogos Hop-
MaJibHbIA TUN KPUBOW; YacTOTa CepAeUHbIX COKpaLLEeHNIn
(YCCO) - 144-146 B MUHYTY.

Takmum ob6pa3om, Npu NocTynneHnr 6611 chbopmmnpoBaH
cnegyownn gnarHo3: bepemeHHocTb 32 Hepgenun. YmepeH-
Has npesknamncus. MoHoxopuanbHas AVaMHMOTMYECKas
[BOVIHA. [eCTauMOHHbIV caxapHbll grnabet. CyOknuHuue-
CKUI rMnoTnpeos. AHemuA cpeHen CTeneHu.

Mpwv ganbHelrwemM HabnAeHN B yCNOBUAX OTAENEHUS
natonoruv 6epeMeHHOCT Ha GOHe MarHe3unanbHOW 1 aHTK-
rMNepTeH3NBHON Tepany BbISBIEHO YTKeNeHne Npr3Ha-
KOB MPe3KNaMncun: HeKOTopoe yCUNeHe rofioBHoN 6onu,
runepteHsua go 140/100 mm pT. CT., NpOTeUHypua Jo 2,8 r/n.
MaumeHTKa NepeBesieHa B OTAENEHME PeaHMaLy Y UHTEH-
CUBHOW Tepanuu; NPOAOIIKeHa MarHesuasbHas (B TOM unc-
Nle C HeMPONPOTEKTUBHOW LieNbto), aHTeHaTaslbHaA KopTu-
KocTepougHas (oekcameTasoH Mo 8 mr yepes 8 4 BHyTpu-
BEHHO) 1 aHTUIMNepPTEeH3NBHAA Tepanusa. JanbHenwee Ha-
6ntofieHre BbIABUIIO NMPOrpPeccrpoBaHme ONMUCaHHbIX CUM-
ntomoB (AL = 140/100 mm pT. CT., npoTenHypus — 3,1 r/n);
CyOBbEeKTBHO — ycureHme rososHon 6onu. Konnervano-
HO 6bIJ1I0 MPUHATO PeLIeHNe 0 HE0OXOANMOCTU OCPOYHO-
ro poJopaspeLLeHmna B CBA3W C TAXKENOWN Nped3Knamncmen.

07.12.2022 BbiNnONHEHa onepauunsa KecapesBa cevyeHus.
M3BneueHbl ABa XKMBbIX HEJOHOLIEHHbIX MaJibUYMKa Maccom
1770 n 1550 1 c oueHKo no wKane Anrap 6-7 6annos. Kpo-
BonoTepsa coctasmna 600 mn.

C nepBbIX CYTOK MOCJIe onepaunm y nauneHTKn oTme-
Yyasiacb HEYETKOCTb 3peHus; bbila ocMoTpeHa opTaNibmo-
JTOrOM — BbISIB/IEH aHTCMa3M CETUATKMU.

KnuHnyecknin aHanns Kposu ot 07.12.2022: KOHLEeH-
Tpauus remorno6uHa — 76 r/n, Konu4yecTBo SpUTPOLIUTOB —
2,76 x 10'2/n, nenkoumntos — 13,5 x 10%/n, TPOM6OLTOB —
65 X 10°/n, B TOM uncne HenTpoPpunoBs — 69,6 %, numdoLn-
T0B - 21,3 %, MOHOUMTOB — 9,1 %.



Buoxnmmnuyecknin aHanns kposu (07.12.2022): Kpeatun-
HVH — 0,051 Mmonb/n; GURMPY6UH — 29 MKMONb/N (NpAMON —
4 mKmonb/n, Henpamon — 25 mkmonb/n); ANT - 12 EO/n;
ACT - 25 EQ/n; AT - 365 EO/N.

OO6wWwmin aHanm3 Mmouu: yaenbHbiln Bec — 1025; 6enok —
3,68 r/n; anuTenuanbHble Knetku (nnockune) — 0-1 B none
3peHus; nenkounTtbl — 0-1 B none 3peHuns; Hen3mMeHEHHble
Sputpoumntbl — 10-15 B none 3peHus; rmannmHoBbIe LUINH-
apbl — 0-1-2 B none 3peHuns; cnunsb +. B Ha3HaueHuAX — aH-
TUrMnepTeH3nBHaA Tepanua (metungona 250 mr 3 pasa
B CyTKM NepopasibHO); SHOKCcanapuH Hatpua (0,4 mr noa-
KOXHO); keToponak (1 mn — 30 Mr BHyTpMMbILWEYHO 3 pa3a
B CYTKM); OKCUTOLMH (5 Eg nnun 1 Mn BHYTPUMBILLEYHO); »Ke-
nesa (Ill) rmgpokcna caxapo3Hbin komnnekc (100 mr aBa-
Ibl B CYyTK/ NepopanbHo).

10.12.2022 (3-1 cyTKM nocne pogopaspeLleHmns) 3ape-
rMCTPUPOBaHbI Xanobbl Ha rofloBHYO 60sb (borblue B 3a-
TbIIOUYHOM 06NacT), 06Lyto CNabocTb, «ABOEHKEY B rNla3ax.
O6bEKTUBHO: COCTOSHNE OLIEHEHO KaK CpefiHel CTEMNeHN TA-
ecTun. MNaumneHTKa B CO3HaHUKN, HECKObKO 3aTOPMOXKEHa.
Ko»kHble NoKpoBbl 611eiHO-PO30BbIe. BbiparkeHHble OTEKN KO-
HeuHocTen n nuua. Al — 140/80 mm pT. cT., 130/90 MM pT. MT.

OcmoTpeHa HeBPOOroMm, BbIMOIHEHA MAarHUTHO-Pe30-
HaHCHasA ToMorpadusa roloBHOro Mo3ra. 3HauMMbIX NaToso-
rMYeCKrX N3MEHEHMI He BblsiBneHo. OOHapyxeHa Nérkas
acMMeTpurA KPOBOTOKa NO nonepeyHbim cuHycam (D > S).
MaTka nnoTHas, Ha 5 CM HUXKe MynKa; BblAeNeHrs 13 nosno-
BbIX MyTel CYKPOBUYHbIE, CKyfHble. Pe3ynbTaThl nabopa-
TOpPHbIX nccrnegoBaHuin (10.12.2022, BbibopouHo): JIAI -
314 Eg/n; ACT - 139 Eg/n; AT - 73 Eg/n; obwmin bunupy-
6UH — 59 MKMOJb/N, HenpsaMon 6unnpyouH — 50 MKmonb/n;
KOHUEHTpaLua remornobrHa B aguHamuke — 74-76-71 r/n;
KOJIMYeCTBO TPOMOBOLIMTOB B AMHaMUKe — 56-50-41 x 10%/n;
Konm4ecTBo TpombounToB No OoHWo B AnHaAMIKe — 82-68-
37 x 10°/n. MpotenHypusa - 0,17 r/n.

MNpoBeneHa TenemeguumMHCcKaa KoHcynbTauma (TMK)
¢ OI'bY «HMWL, akywepcTBa, rMHEKONIOrNN U NEPUHATONO-
rum nm. akag. B.M. Kynakosa» MuH3gpasa Poccun (r. Mo-
CKBa). Ona anddepeHumanbHon anarHoctukm TTI1, aTu-
NMUYHOrO reMoNINTUKO-ypemnyeckoro cuHgpoma n HELLP-
CYHApPOMa NoTpeboBanoCh BbiMOMHEHNE pAda Uccnego-
BaHWI: nccnengoBaHmne akTuBHocTn ADAMTS-13, npoba
Kymbca, nccnegoaHue C3-C4 KOMMOHEHTOB KOMIMJIEMEH-
Ta, UccnefoBaHue aHTUTeN K pocdonunuaam.

K neueHuio no6aBneHbl AEKCAMETa30H, aieMETUOHIH,
uedenum. MNposepeHa NHOY3UA KOHLEHTPaTa TpomMboLu-
TOB B 06BbEMe 360 M.

Pe3ynbTaTtbl nabopaTopHbIx MccnegoBaHuin (11.12.2022,
B AVIHaMKKe, BbibopouHo): JIAM - 335 En/n; ACT - 104 Eg/n;
AT - 73 Eg/n; 06wmit GUnupyOuH — 54 MKMOJb/ 1, HEMpPsAMOW
6unnpy6rH — 45 mkmonb/n; C-peakTUBHbIN 60K — 24 Mr/n;
KOHLIeHTpaLus remornoburiHa — 68 r/n, KonMyecTBo TPOM-
6ouuTtoB — 75 x 10%/n; konuuectso TpomboumnTos no Oo-
HMo — 84 x 10°/n; KonuyecTBo nenkoumTos — 10,2 X 10%/n;
wunsountbl — 1,2 %.

[lynnekcHoe CKaHMpPOBaHME BEH HVKHUX KOHEYHO-
cTten ot 11.12.2022: gaHHbIX B MOSIb3y TPOM603a JOCTYM-
HbIX A4J1 OCMOTPA MarnucTpasbHbIX BEH HUXKHMX KOHEYHO-
CTel Ha TeKyLLNIN MOMEHT He BbIAB/IEHO.
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[lynnekcHoe ckaHnpoBaHue H6paxuouedanbHbIX CO-
CynoB (TpaHCcKpaHuWanbHoe) oT 12.12.2022: axorpadurye-
CKMX NPU3HAKOB CTEHOOKITIO3MpPYIOLLel NaTonorum 6paxm-
ouedanbHbIX COCYAOB He BbIIBEHO. YMEPEHHOe CHUXKe-
HVEe NVHENHOWN CKOPOCTN KPOBOTOKA MO NMO3BOHOYHbIM ap-
TepuraM C 06enx CTOPOH Ha IKCTPaHKpPaHUaribHOM YPOBHe
6€3 3HaUMMOW ACMMMETPUN KPOBOTOKA. YMepeHHas Henps-
MOJIMHENHOCTb X0[a 06X MO3BOHOUHbIX apTepPuii B KOCT-
HOM KaHarne.

MarHuTHoO-pe3oHaHCHas ToMorpadus rofIOBHOroO MO3-
ra ot 12.12.2022: CTPYKTYPHbIX MU3MEHEHWIN CO CTOPOHbI Be-
LeCTBa rosIOBHOr0 MO3ra Ha MOMEHT UCCNIEe,OBAHNA He Bbl-
ABJIEHO.

Mpamas n Henpamaa npobbl Kymbca ot 12.12.2022
1 14.12.2022 - oTpulaTenbHble.

MNposeneHa TMK c OIBY «<HMWL] akywepcTBa, ruHeko-
niormn 1 nepuHaTonornn um. akag. B.M. Kynakosa» MuHs-
Apasa Poccuum.

KonnervanbHo 0TMeHeHbl MarHesmanbHasa 1 KOPTUKO-
cTepovgHasa Tepanus.

Tepanus 6bina JONOMHEeHa NepenMBaHNEM SPUTPOLIAT-
HOW B3BeCU B KonnyecTse 343 M.

13.12.2022 B 23:12 (5-€ CyTKM NocneonepaLuoHHOro ne-
puoga) y naureHTKN NOABMIINCH aflobbl Ha OAbILIKY B MO-
NOXeHNN NEXa, NePUOANYECKN KUOKUNA CTYN, B3OYTNE KW-
BOTa, 6ONU B SNUracTpum 1 6nvke K npaBomy nogpebepbio.
OcmoTpeHa XMpPYprom, raCTpOSHTEPOSIOTOM.

s ncknioueHna nceBAoMemMbpaHoO3HOro KonnTa 6bi1o
Ha3HaueHo onpeaeneHne TokcnHoB A u B Clostridium difficile
SKCMpecc-MeToAoM — pe3yfibTaT OTPULATENbHbIN.

OxoKapauorpadpus: HefOCTaTOYHOCTb MUTPANIbHOIO
N TPUKYCNMZanbHOro KnanaHos 1-n creneHun. Cncrtonnye-
cKasa GYHKLMA IEBOTO »KenyloUKa CoOXpaHeHa.

YnbTpa3ByKoBOe MCCIefoBaHe OPraHoOB GPIOLIHON
1 rpyaHon nonoctu: fedopmMaLms }KenyHoro ny3bips. He-
MOHOE y[IBOEHWe YalleYHO-JIOXaHOUYHOWN CUCTeMbl 06erx
noyek. [1ByCTOPOHHUI rMAPOTOPaKC.

PeHTreHorpadus nérkrx: Npr3HaKky ABYCTOPOHHEro ru-
OpOTOpaKCa; runepBoneMums NErkumx.

Mpowr3BefeHa KOppeKUKMa Tepanum ¢ y4ETom aHTUO6UO-
TUK-aCCOLIMMPOBAHHOIO SHTEPOKONUTa (METPOHUZA301, 6u-
duraymbaKTepuH, SHTepon).

14.12.2022 nposegeHa TMK ¢ OI'BY «<HMWUL, akywwep-
CTBa, TMHEKONOorMM 1 nepuHatonorum um. akag. B.M. Kyna-
koBa» MuH3gpaBa Poccum c npegoctaBneHmeM akTyanbHbIX
KJTIMHNKO-N1ab0paTOPHbIX JaHHbIX.

Pe3ynbTaTbl nabopaTopHbIX MccnefoBaHuin (14.12.2022,
BblbopouHo): JIAI - 332 En/n; ACT - 27 Ea/n; ANT - 36 Ea/n;
061N GUNMPYOMH — 83 MKMOJIb/N, HENPAMOWN BUNNPYOUH —
74 MKMOJb/N; KOHUEHTpauus remornobuHa — 95 r/n; konu-
yecTBo TpoMbGoUMTOB — 41 X 10°/n; KONMUECTBO TPOMBO-
umTtoB no M®oHuno — 55 x 10%/1; KOANYECTBO NENKOLMUTOB —
7,8 x 10%/n; wusoumnTbl — 2 %.

15.12.2022 nonyyeH pe3ynbTaT ucciefoBaHnA ak-
TMBHOCTM B nna3me ADAMTS-13, koTopasa cocTtasuna 8 %,
4YTO ABUNOCb NoaTBepxaeHuem Hannuua TTT1. MNposege-
Ha TMK c ®I'BY «HMWL| akyLuepcTBa, rMHeKonornm n nepu-
HaTonorum nm. akag. B.M. Kynakosa» MuH3gpasa Poccum.
BbI10 MHMLMMPOBAHO BbIMOMHEHUE M1la3MOOOMEHA: OCy-



wectBnén 15.12.2022 B Konnyectse 2,2 i1 nna3mbl. Ha Haww
B3/, 3aCy>KMBAET BHUMaHNA VHaMUKa TabopaTopHbIX
roKasaTesnieil Ha GoHe ynyulleHns obLero caMovyBCTBMS.

Pe3ynbTaTtbl nabopaTopHbIX UccnefoBaHui (15.12.2022,
Bbl6opouHo): IO - 366 En/n; ACT - 32 Eg/n; AJNIT - 29 Ea/n;
06wt 6UNMpPY6UH — 89 MKMOb/N, HENPAMON GUINPYOVH —
80 MKMOJIb/N; KOHLEHTpauus remornobuHa — 97 r/n; konu-
yecTBo TpomGounToB — 28 X 10%/n; KONMYECTBO TPOMBO-
umToB no M®oHuno — 55 x 10%/1; KOANYECTBO NENKOLUTOB —
7,8 x 10%/n; wusoumnTbl — 2,2 %.

Pe3ynbTaTtbl nabopaTopHbIX UcCrefoBaHuin (16.12.2022,
Bbl6opouHo): IO - 271 En/n; ACT - 24 Eg/n; AT - 20 Ea/n;
06wt UNMPYO6UH — 64 MKMOb/N, HENPAMON GUANPYOVH —
55 MKMOJb/J; KOHLEHTpauusa remornobuHa 94 r/n; konu-
yecTBo TpomGounToB — 28 X 10%/n; KONMYECTBO TPOMBO-
umToB no MoHuno — 47 x 10%/1; KOANYECTBO NENKOLMUTOB —
7,8 x 10%/n; wusoumntbl — 2,2 %.

KoHueHTpauma aHTuTen Kk poconunmpamot 16.12.2022
B npegenax Hopmbl: IgM - 4,01 Ea/mn; IgG - 0,19 Eg/mn.

Pe3ynbTaTtbl nabopaTopHbIX UcCrefoBaHui (18.12.2022,
Bbl6opouHo): IO - 291 En/n; ACT - 40 Eg/n; ANT -39 Ea/n;
06wt GUANPYO6UH — 23 MKMOJb/N, HENPAMON GUINPYOVH —
20 MKMOJIb/N; KOHLEHTpauus remornobuHa — 83 r/n; konu-
yecTBo TpombGounToB — 88 X 10%/n; KONMYECTBO TPOMBO-
umToB no ®oHuno — 95 x 10%/1; KOANYECTBO NENKOLMUTOB —
7,8 x 10%/n.

Pe3ynbTaTtbl nabopaTopHbIX UccnefoBaHuin (19.12.2022,
Bbl6opouHo): A - 178 En/n; ACT - 24 En/n; ANT - 25 Ea/n;
ob6wumin brnnpyburH — 18,8 MKMosb/n, HenpaAmon Gunupy-
6UH - 15,4 MKMOJIb/N; KOHLIEHTPaUWsA remornobuHa — 93 r/n,
KOMYecTBo TpoMboLmTOoB — 146 X 10°/n.

MNMpoponxeHa Tepanua: agemeTnoHnH 0,4 r 8 100 mn
0,9%-ro HaTpuAa xnopunaa BHYTPUBEHHO KanesnbHO 2 pasa
B CYTKM; SHOKcanapuH HaTpuA 0,4 Mr nogKOXHO 1 pa3 B CyT-
Ku; metungona 250 mMr 4 pasa B CyTKM NepopasibHO; MeTpo-
Hugason 100 mn BHYTPUBEHHO 3 pasa B CyTKY; Ledenum
1,0 r BHyTpUrBeHHO B 20 mn 0,9%-ro pactBopa HaTpuA XJo-
puaa; budrgymbakTepurH.

KnuHurko-nabopatopHble nokasaTenum CywecTBeHHO
YAYULWWANCh, AOCTUTHYTA KNMHUYecKas pemuccus. Mauym-
eHTKa BbinucaHa 19.12.2022 nog HabniogeHre akyllepa-
rvHeKosnora v rematosora.

OBCYXXAEHUE

B cTtatbe onmcaHo KnvHUYeckoe HabnogeHne peako
BCTpeUatoLencs naTonornn. B otnnume ot TpomooTryecKom
TPOMOOLIMTONEHNYECKOW NMYPypbl, TAMXKENas MpesKIammcus
1 e€ OCNIOXKHEHUS BCTPeYatoTCA HaMHOro Yalle. Heobxoau-
MOCTb AnddepeHLmanbHOM ANarHOCTMKIM 00y CroBIeHa OT-
NMYalWUMNCA noaxodamu K Tepanum TTI1 (nnasmooomeH,
KOPTMKOCTEpOUaHaA Tepanud, npenapaTbl rpymnrnbl MOHO-
KIOHanbHbIX aHTUTEN). B npefcTaBneHHOM HabnogeHUN He-
CKOJIbKO MOMEHTOB 3aCJy>KMBAKT 0COO0ro BHUMAaHWA: paH-
Hee Hauaso NpesKnamncuy; nepBas 6epeMeHHOCTb; Hapac-
TaHne CMMNTOMOB, HECMOTPA Ha NPOBOANMYIO TPAAULNOH-
Hyt0 Tepanuio; MHoronnogue. B ganbHenwem notpebosa-
NOCb JOCPOUHOe pofopaspelleHne. OgHaKo oXungaemoro
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3¢ deKkTa He HaCTYNMIO: C MepBbIX CYyTOK NOABUIACH HEBPO-
nornyeckas CMMNTOMaTHKa; CO 2-3-X CyTOK bornee 3Hauu-
TesIbHO yXyALWwanucb nabopatopHble NokasaTenu (aHemus,
TPOMOOLMTONEHMS], HE3HAUUTENIbHOE MOBbILLEHVIE NeYEHOY-
HbIX TPaHCaMVHa3, rmnepbunupybrHemMms 3a CUET Henpsa-
Mol ¢ppaKkumm). Takmm obpasom, noTpeboBanochb pacmpe-
Hue anddepeHUManbHO-AMarHocTnyeckoro noucka (TTM,
ATUMMYHbBIN FEMOJNTIUTUKO-YPEMMUYECKUIN CUHAPOM, TAXKENanA
npesknamncma B covetaHunm ¢ HELLP-cuHagpomom). Boinon-
HeHbl COOTBETCTBYIOLLME AOMOMNHUTENIbHbIE UCCNIe[0BAHMSA
— onpefeneHne akTMBHOCTM MeTanionpoTeasbl ADAMTS13
(8 %), aHTUTEN K dochonmnuaam (B npenenax HopmasbHbIX
3HaueHWI), LINCTOLMTOB; BbINOJIHEHbI B IHAMUKe NpsMas
1 Henpsimasa Npobbl Kymbca (oTpuuatenbHble); UCKIOYEH
nceBgoOMeMOpPaHO3HbIN KOMUT.

Taknm 06pa3om, MOXKHO NPeAnonoXuTb Hanuuve TTT1
y NaLMeHTOK CO criefly oMM OCOBEHHOCTAMM TeUYEHNA NO-
CNepoaoBOro nepmoa npu TAXKENON NPes3KNamncun: oT-
CYTCTBME MONOXUTENbHOW AVHAMUKK MOC/e pofopaspe-
LeHUs; HapacTaHne TPOMOOLUTONEHUN HECMOTPSA Ha Te-
panuvio (MakCMManbHOEe CHUXKEHVE NPOM3OLWOo Ha 4-6-e
CYTKW); NOAABMIEHVE MOCJIe POAOPa3peLLeHUNs HeXapaKTep-
HbIX »Kanob (ronoBHasA 601b, 6011 B GPIOWHON MONOCTH,
HapyLleHne 3peHus, NPU3HaKM rmgpoTopaKkca), KoTopble
MOTYT SIBUTbCS NPOABNIEHEM TPOMOOTUYECKOW MUKPOAH-
rmonatum B uenom. O6Hapy>KeHUe CHUXEHUA aKTUBHOCTY
ADAMTS13 meHee 10 % B coyeTaHun C WACTOLUTaMN ae-
naet anarHo3s TTI1 ewé 6onee 060CHOBAHHbIM.

Taknm 06pa3om, Ha JaHHOM 3Tare Obifo NOATBEPKAEHO
Hanmure TPOMOOTNYECKON TPOMOOLUTONEHNYECKON Nyp-
nypbl. CUMNTOMaTYeCKas Tepanusa B NpeAcTaBieHHOM Ha-
6nofeHn 6bi1a ycuneHa cneymdunyeckol Tepanmnen — Bbl-
MOJTHEH CeaHC nna3moobmeHa. KonnermanbHo 6bino npu-
HATO peLleHVe Bo3eprKaTbCA OT Tepanum peTykCcumabom.
B ganbHewwem OBONBbHO GbICTPO HACTYNWIA KIMHMYECKas
pemMmccma, YTo No3BONAET TaKKe NPeanoNoXNUTb Hacnes-
CTBeHHbIN xapakTtep TTT1. XKeHwuHa 6bina BbinvcaHa B y0B-
NeTBOPUTENBHOM COCTOAHNM C pEKOMEHAaLel BbINoJHe-
HVA reHeTnyeckoro nccnegosaxmna B OrbY «<HMUL, akywep-
CTBa, NMHEKONOrn 1 nepuHatonornm nm. akag. B.M. Kyna-
koBa» MuH3gpaBa Poccun.

3AKNIOYEHUE

Takum 06pa3om, BbisiBeHWe y 6epeMeHHbIX KEHLLMH
OMNUCAHHbIX KNUHWNKO-NabopaTopHbIX NpoABNeHni TpebyeT
paclIMpeHuns ANarHOCTUYECKUX MEPONPUATUNA, MOATBEPK-
LEHVA UIY UCKIIOYEHUS BAPVMAHTOB TPOMOOTMUECKOW MU-
KpoaHruonatuu (B Tom uncne TTT1) ¢ Lenbio cBOeBpeMEH-
HOW KoppeKuun Tepanuu. Kpome Toro, B fanbHenwem He-
06X0MMO NpefyCMOTPETb NPOBeAeHNe FreHETUYECKIMX UC-
cnefloBaHui ana Bepudrkaumy HacnegCcTBEHHOMO XapakK-
Tepa naTonoruu.

Bknapg aBTopoB

Bce aBTOpPbBI B paBHOW CTENeHN BHEC/IM CBOW BKNAA B pYy-
KOMNCb, PaCCMOTPENN €€ OKOHYaTeNbHbIV BapuaHT 1 Janu
cornacve Ha nybnukayuto.



KoHnuKT nHtepecos
ABTOpPbI JaHHOW CTaTby 3aABAAT 00 OTCYTCTBMM KOH-
dnNMKTa HTEepecoB.

OuHaHcMpoBaHue
NccnepoBaHne npoBeneHo 6e3 CNOHCOPCKOW noa-
DEePXKKN.
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