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AHHOTALMUA

TpomboTnyeckas MukpoaHruonatus (TMA) — cepbé3Has natonorus, NpUBOAALLAA K TPOMO03y KanUNspoB W apTepuon us-
3a NoBpexAeHUs 3HAoTeNus. MaumeHTKy, y KoTopbix 3anoAo3peHa TMA, HomkKHbI HaX0AUTbCA NoA HabMoAeHNeM He TONTbKO
Bpaya aKyLuepa-rMHEKONOra, HO U CMEeXHBIX CMeLMannMcToB — reMaronora, Hedponora, Kapavornora, Tepanesta u ap. Oc-
HoBHble BUAbl TMA, BcTpeyatowmecs y 6epeMeHHbIX KeHLUMH, — TPoMboTUYecKas TpoMboumuToneHuyeckas nypnypa (TTI),
KaTacTpodmueckuit aHTMdochonmnupHbii cuiapom (KADC), aTunuyHbI reMonmTUKo-ypemudeckuii cunapom (alyC), npe-
aknamnems (M3) n HELLP-cuHapoM. K Hanbonee pacnpocTpaHéHHbIM TunaM TMA, no faHHbIM MUpOBOIA NUTepaTypbl, 0T-
Hocutcs HELLP-cuuppoM, KoTopbiid, B cBOKO o4epenp, B 10-20% cnydaeB sBRSeTCA OCMOXHEHWEM TAXENOW (GopMbl npe-
3KNAMMCHM.

B naHHOM cTaTbe Mbl paccMOTpPenM KnuHudeckoe Habnopenue passutus HELLP-cuHapoMa y noBTOPHOPOAALLEN KEHLUMHDI
32 net c TaxENoi Gopmoii Npe3KnamMncum, NPOAEMOHCTPUPOBaNK 0cobeHHoCTH AnddepeHUManbHOro AMarHo3a B paMKax
TMA ¢ npeuMyLLecTBEHHBIM MOpaXKeHueM noyek. Hamu npoaHanuaupoBaHbl Bornpockl npoucxoxaequs HELLP-cunapoma
U MeToAbl MPOBELEHHOMO JieYeHUs. B aaHHOW cTaTbe pacCMOTPeHbl COBPEMEHHbIE MOAXOAbI K AMArHOCTUKe rpynmnbl TPOM-
BoTUYECKUX MUKPOAHIMONATUI, BCTPEYAIILLMXCS B aKyLLEPCKOW MpaKTuKe. MeXaucUMnAMHapHbI NOAXOA C MPUBNIEYEHUEM
TaKuUX CMELManncToB, KaK remaronor, Hedposor, KMHUYeCKuid hapMakonor, Kapamosor, TepaneBT U reMoTpaHcdysuonor,
KpaiiHe BakeH Ansa auddepeHumanbHoit anarHocTuku HELLP-cMHApOMa y MauMeHToK ¢ TSXENo GopMoii NpeskiaMcum,
YTO MO3BOASET MOYYNUTb NONIOKMUTENBHBIA Pe3ysibTaT 0T CBOEBPEMEHHOMN U FPaMOTHO NojobpaHHoi Tepanun. KoHeuHbIM pe-
3yNbTaTOM NP 3TOM CTAHOBMUTCS CHUMKEHUE KaK MaTePUHCKOMW, TaK U NepUHaTanbHoW CMEPTHOCTM.

KnioueBble cnoBa: HELLP-cungpoM; npesknamncus (M3); TpoMboTudeckas MukpoaHruonatus (TMA); aTunuyHbIn
reMOoJIMTUKO-ypeMuyeckuin cuiapoM (al'yC); TpomboTHYecKas TpoMbouuToneHnyeckas nypnypa (TTM); nnasMooOMeH.
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HELLP syndrome as an interdisciplinary problem:
A clinical case

Irina V. Gadaeva, Igor’ Yu. Gadaev, Anna D. Koryagina, Kseniya A. Rossolovskaya

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

ABSTRACT

Thrombotic microangiopathy (TMA) is a hazardous pathology that induces thrombosis of capillaries and arterioles caused
by damage to the endothelium. Patients with suspected TMA should be under the supervision of not only an obstetrician-
gynecologist but also related specialists. The main types of TMA in pregnant women include thrombotic thrombocytopenic
purpura, catastrophic antiphospholipid syndrome, atypical hemolytic uremic syndrome, preeclampsia (PE), and hemolysis,
elevated liver enzymes, and low platelet (HELLP) syndrome. The HELLP syndrome, which is a complication of severe PE in
10-20% of cases, is the most common type of TMA.

This article presents a clinical case of HELLP syndrome development in a 32-year-old multiparous woman with severe
preeclampsia and demonstrates the differential diagnostic features of TMA with predominant kidney damage. The origins
of HELLP syndrome and its treatment were analyzed. This article discusses modern approaches for diagnosing a group of
thrombotic microangiopathies in obstetric practice. An interdisciplinary approach involving specialists such as a hematologist,
nephrologist, clinical pharmacologist, cardiologist, therapist, and blood transfusiologist is extremely important for the
differential diagnosis of HELLP syndrome in patients with severe PE, which offers positive results from timely and well-chosen
therapy. This approach resulted in the reduction in both maternal and perinatal mortality.

Keywords: HELLP syndrome; preeclampsia (PE); thrombotic microangiopathy (TMA); atypical hemolytic uremic syndrome
(@aHUS); thrombotic thrombocytopenic purpura (TTP); plasma exchange.
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BBEJEHUE

Kak wu3sectHo, TepmuH «HELLP-cungpom» (H —
Hemolysis, EL — Elevated Liver Enzimes, LP — Low
Platelets) unu ero BapnatueHble ¢opMbl (ELLP, HEL) Bnep-
Bble bbinu npepnoxeHsl L. Weinstein B 1982 roay Kak ¢op-
Ma TSXENOM npe3knamncuu. Ero AmarHo3 ocHoBaH Ha Ha-
JINYUN FEMONIMTUYECKOW aHEMUM, NOBBILLEHWUW U HapacTaHUy
YPOBHS NeYEHOUHbIX hepMeHTOB W TpoMbouumToneHun [1-2].
3T KIIMHMYECKWE NPOSIBNIEHUS MOIYT NPUBECTU K NMOYEYHOM!,
MeYEHOYHOW W JpixaTesbHOW HepocTatouHocTu. [lpu Knac-
cuyeckoM TeyeHun HELLP-cuHapoM yacTo conpoBoxaaetcs
cybkancynspHoi reMatoMoi nevenn u ABC-cuHapoMoM.

Mo paHHbIM MupoBoi nuTepatypbl, HELLP-cuHapom
B paMKax TAXENOW (opMbl Npe3Knamncum BCTpeyaeTcs
y 10-20% GepeMeHHbIX eHWwuH [3]. Yalwe oH Habnwopa-
eTcs y NoBTOpHOpOoAAwWmX cTapwe 25 net, B 30% cnyyaes
pa3ssuBaetcs B lll TpumecTpe bepemeHHocTH, a B 70% BO3-
HUKaeT B NepBylo Heaento nocne ponos [4]. B uccneposa-
Husax Paulino Vigil-De Gracia (1995-2008) B 67,1% cnyya-
eB HELLP-cuHapoM passunca y 304 KeHWMH C TAXENON
opMoii 3KnaMncum, NpuBeLLLEN K NeTanbHoOMy ucxoay [5].
B. Sibai 1 coaBT. onucbIBalOT pasBuTME M NpOrpeccupoBa-
HUE OCTPOM MOYEYHOM U [bIXaTeNbHOM Hef0CTaTOuHOCTH
y naumenTtok ¢ HELLP-cuHgpoMoM B nocnepogoBoM nepu-
ofe [4, 6-7]. Mo paHHbLIM papja aBTOPOB, NPUBOAATCA CNY-
Yau BO3HMKHOBEHWSI OCTPOW MOYEYHOW HEA0CTaTOYHOCTH
(OMH) yxe B Il TpUMecTpe bepeMeHHOCTH, YTO COCTaBNISET
60-65% cnyyaes [1, 8].

Eweé opHo ocnoxHenwe HELLP-cuHpgpoma — cyb-
KancynspHas remMatoMa nedvenu. Mo gaHHbIM OTEYECTBEH-
HOW W 3apybexHoi NMTepaTypbl MaTepUHCKas CMEpPTHOCTb
npu cybkancynspHoi reMatome nedveHn coctaenseT 16,4%,
a nepuHaTasibHas CMepTHOCTb paBHaeTcs 41% [9-10]. B uc-
cneposanuu A. Gupta W coaBT. reMaToMy MeYeHu BbISBUIH
amwb y 1 3 150 GepeMeHHbIX ¢ TsKENOM ¢opMon npe-
3Knamncuu, npu atom auarHo3 HELLP-cuhppoma He 6bin
MOATBEPHKAEH NO pasHbIM NpuunHam [10].

CMeXHble CNeLManncThl, Yalle reMartosioru, Hedponoru,
renarosioru, Tepanestbl, cuntatoT HELLP-cuHapomM Hanbonee
pacnpocTpaHéHHOM (hopMoii TPOMBOTUYECKON MUKPOAHIMO-
natum (TMA) B aKyLLIepCKoI NpaKTMKe — YacToTa ero BCTpe-
yaemocTu coctasnset npumepHo 1:100 bepemeHHocTen [11].
«Akywepckas» TMA aBnseTcA 0CHOBHOM MPUYMHON OCTPOro
MOBPEXJEHUA NMOYEK MPOABUHYTHIX CTafMi U, KaK NpaBu-
N0, NpOTEKaeT C pa3BUTMEM MONMOPraHHOW HejoCcTaToy-
Hoctu [12]. TMA — KAMHWMKO-MOPONIOTMYECKUI CUHAPOM,
XapaKTepu3yloLWmninca cnepylLleid 0CHOBOMONArawLLen
TpUagon: TPOMBOLMTOMEHMEH; TeMONUTUYECKO aHeMUei
BBMAY NaToNOrUKU COCYAOB MWKPOLMPKYNATOPHOMO pycna;
MOpaXeHNeM OpraHoB-MULLEHEN — MOYeK (C pasBUTMEM
OCTPOM M XPOHUYECKOW MoYeyHoi HegocTatouHocTh), LHC,
JKEeNyA04HO-KULLIEYHOT0 TPaKTa, NErkux 1 ap. Mo cTaTucTuke,
Ha [0Mio «aKylepckux» TMA npuxoautca 8—18% ot umcna
BCEX CJTy4aeB €€ BO3HMKHOBeHMA [13].
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B naHHoi cTaTbe Mbl NPUBOAMM KNMHMYECKOe Habntoge-
Hue y 6epeMeHHOM C TSKENOI (GOpPMOI NPEe3KNaMMCum, oc-
noxuuslenca HELLP-cuHapoMoM ¢ pasBuTieM OCTpOiA Mo-
YEYHOW Hef0CTaTOYHOCTH, YTO M MOCTABUNIO Nepef Bpayamu
Ppa3HbIX HanpaBJieHUI  MHOXECTBO KIIMHUYECKUX BOMPOCOB.

KJIMHUYECKOE HABJ1IOAEHUE

Mauventka C., 32 net, BnepBble obpatunack 26.10.2020
B NleuebHo-amarHocTuyeckoe otaeneHne KnuHukm akylep-
cTBa M ruHekonormm uM. B.O. CHerupésa CeuyeHoBCKoro
YHMBEpCUTETa Ha CpoKe bepemMeHHocTH 38-39 Hep. ons 3a-
K/IOYEHNS KOHTPaKTa Ha pofabl. AKTUBHBIX Xanob npu ob-
paLLeHnn He NpeabABNANa.

Comamuyeckuii aHamHe3 (no daHHeIM 0b6MeHHOU Kap-
mebl): BeTpsiHasA ocna, rpunn, OP3, Muonus cnaboii cteneHu
(0D: —1,5; 0S: -2), XpOHUYECKUIA FacTpUT B CTaAMM PEMUCCHM.
COVID-19 He bonena, He mpuBMBanack. [MHEKONOrMYECKMiA
aHaMHe3 He oTAroLéH. bepeMeHHocT — 2. lepBas bepe-
MeHHocTb B 2016 r. — cBOEBPEMeHHbIE CaMONPOM3BOSILHbIE
poabl 6e3 ocnoxHeuit. Pogunack xuBas [eBoYKa, Mac-
coin 4030 r, poctom 52 cMm.

HacTosiias 6epeMeHHOCTb BTOpas, HacTynuna caMo-
npou3BsobHo. B | TpuMecTpe no aavHbIM Y3U Habnofanock
NpeAnexaHne XopuoHa, Npy 3TOM KIIMHUYECKUX NPOSABIEHMI
1 *anob He 6b1n0. Bce KMHMKO-1abopaTopHble NoKasatenu
cooTBeTCTBOBaAM usmonornyeckoin Hopme. Il u Il Tpume-
CTpbl mpoTeKanu b6e3 ocobeHHocTen, KNMHUKO-naboparop-
Hble MoKa3saTenu (MPoBOAMAMCh COTNAacHO MeUKO-3KOHOMMU-
UECKWUM CTaHAapTaM) B npefienax Guanonornyeckon HopMbl.
B Ill TpumecTpe, no aaHHbIM Y3U, Ha cpoke 32 Hep. oTMeve-
HO MornepeyHoe NoNoXKeHWe Nnoja. BeisBieH KaHAMAO03HbIN
BY/IbBOBArMHUT Ha cpoke 37-38 Hep., NpoLuna Kypc ieveHus.
Bcio GepeMeHHOCTb MmauueHTKa Habnwopfanacb B YKEHCKOM
KOHCynbTaumn MocKBbI M0 MECTY KUTEeNbCTBa.

Mpu obpaweHun: coctosHue YyA0BNETBOPUTENLHOE;
ALl 150/100 (Ha obewx pykax); ronoBHoin bomm Her, 3pe-
HWe sAcHoe; nynbc 106 ya/MuH; Temnepatypa Tena 36,8°C;
Sp0, 97%. KoxHble MOKPOBbI YKCTble, PO30BOI OKPaCKW.
AyckynbTaTuBHO: TOHBI CepiLia ACHble, pUTMUYHbIE. [lbixaHue
BE3WKYNSPHOE, NPOBOAMTCA BO BCE OTAENbI JIETKUX, XpUMOB
HeT. }{nBOT yBenM4yeH B 06bEMe 3a CHET HepeMeHHON MaTKH,
COOTBETCTBYHOLLEN CPOKY AOHOLIEHHOW bepeMeHHocTH. Mart-
Ka nmpu nanbnaumu He Bo3byauma. LeseneHve nnopa owwy-
waeT xopowo. [onoxeHue nnofa NpoAoSbHOE, NPeaeXuUT
rofioBKa Mnofja, Haf, BXOAOM B Manbii Ta3. CepauebueHue
(CB) nnopa scHoe, putMuyHoe, Ao 140 yo/muH. OtMevatoTcs
OTEKM ronieHen u cton. Ousnonormyeckue 0TNPaBNEHMs, €O
C/10B JEHLLMHbI, B HOpMe. BnaranuwHoe nccnefoBaHme: Ha-
PY:KHble MONOBbLIE OpraHbl Pa3BuTbI NPaBULHO; BRaranuLLe
poxaBLuen. LLeliKa MaTKM OTKIMOHEHA K3aau, AJMHON 2 CM,
YacTMYHO pasmsryeHa. LlepBuKanbHbIM KaHan mpoxoaum
Ans 2 nanbues. NNOAHBIA My3bipb LeN, NPeLIEXUT roNoBKa
NnoAa Haj BXOLOM B Manblil Ta3. MbiC He JOCTUMXUM, 3K30-
CTO30B B MaJioM Tasy He.
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lpuHMMas BO BHUMaHWE rMNepPTeEH3MI0, OTEKM bepeMeH-
HbIX, B3AT aHanu3 Moum no cito Ha 6enok — 0,13 r/n.

Y3U: 6unapuetancHbiii pasmep (BINP) nnopa: 87 MM
(cpok 36—37 Hep.), nobHo-3aTbiNouYHbIN pas3Mep (JT3P) nnoga:
0, oKpyxHOCTb ronoBbl: 319 MM (cpok 36—37 Hep.), OKpYK-
HocTb uBoTa: 291 MM (cpok 33-34 Hepn.), begpo: 70 MM
(cpok 36—37 Hep.); Cb nnopa: no 167 ya/muH. MnaueHTa pac-
MOJIOEHA N0 3afHel CTEHKE C MEPeX0fOM Ha JHO MaTku,
TONLWMHA NNaLeHTbl COOTBETCTBYET CPOKY, CTeMeHb 3peno-
cTU: 3. YMeHbLUEHHOe KOMMYEeCTBO OKOMOMOAHbLIX BOA. [y-
noBKHa UMeeT 3 cocyaa, 0bHapyKeHo 04HOKPaTHOE, He Tyroe
06BUTME NYMOBUHBI BOKPYT e nnoga. 3aknoyenue: bepe-
MeHHOCTb 38 Hepenb, FOIOBHOE NpejJiexaHue, 3afepKa
pocta nnogaa (3PI1), ymepeHHoe ManoBoaue.

Y3-ponnneporpajua MaTouHO-nNaueHTapHOro
KPOBOTOKaA: MHAeKC pe3ucTeHTHocTw (IR) apTepum nyno-
BuHbl: 0,64; nHaekc nynbcaumm (Pl) cpenHeMo3roBoii ap-
Tepuu: 1,4; IR npaBsoit MaTouHoi apTepuu: 0,48; IR neBoii
MaTo4Hoi apTepuu: 0,52. 3aknioueHue: JonniepoMeTpus
B npeaenax HopMbl. Kapauotokorpadua (KTT): B npepgenax
HOpMBI.

BbicTaBneH gnarHo3: bepemeHHocTb 38—-39 Hep.; ronos-
HOe MpefnexaHue; npeaknamncus ymepeHHas; 3PI1; yme-
PeHHOEe ManoBoAMe; KaHAWAO03HbINA BybBOBArMHUT; MUONKS
cnaboii cTeneHn; XPOHUYECKMIA FacTpUT B CTaAMU PEMUCCUM.

Beuay ymepenHon npesknamncum ([13) ona panbHeu-
Lwero HabnoaeHUs W peLLeHus BoNpoca 0 poAopaspeLLeHui
bepeMeHHyl0 rOCMMTanNM3NMpOBann B 3KCTPEHHOM MOPSAAKE
B OTZeNeHWe natonorum bepeMeHHocTu. B oTpeneHwu po-
MOSHUTENIBHO B3ATbl K/IMHUYECKUE aHanW3bl KPOBU: re-
mornobun (HGB): 112 r/n; neiikountel (WBC): 16,6x10%/n;
tpombBoumntsl  (PLT):  311x10%/n; anaHMHaMUHOTpaHC-
depasa (AJIT): 252 Ea/n; acnaptaTaMuHoTpaHcdepasa
(ACT): 237 En/n; anbbymun: 30 r/n; 6enok obwwumi: 55,4 r/n; bu-
NMpY6uH 0bwmiA: 37,1 MKMonb/N; KpeaTuHuH: 133 MKMonb/n;
wenoyHas docdartasa: 536 En/n. Koaeynoepamma: npo-
TpoMbuH o KBuky: 65%; arperaums TpomboumtoB ¢ AD
(arp. T Al®): 40%; arperaums TpoMOOLMTOB C KOJINareHoM
(arp. T konnareH): 97%; aKTMBMPOBaHHOE YacTU4HOE TpOMbO-
nnactuHosoe BpeMs (AYTB): 1,09 c; MexayHapoaHoe Hop-
Manu3oBaHHoe oTHowenue (MHO): 1,53; npoTpoMbuHoBoe
Bpems: 17,5 ¢; dubpuHoren: 1 r/n. AHanuz Moqu: yaenbHbIi
Bec: 1008 r/n; 6enok: 0,13 r/n.; KeToHOBble Tena: 0bHapy-
XeHo; nenkounTbl: 30—35; 3pUTPOLMTLI HEU3MEHEHHDIE: eAu-
HWYHbIEe B Npenapare.

BeuepHuit 0bxop: xanob Het. CepauebueHue nnopa
140 ya/MuH. KTT B 22:00: B npegenax HopMbl.

27.10.2020: Ha yTpeHHeM obxofe Kanob He npeabss-
nset. OTékm coxpanstotesa. KT 27.10.2020, 10:00: coMHm-
TeNbHbIM TMN KpuBoid. HasHauveHa KTT B auHaMuke (2 pasa
B CYT.), @aHanM3bl KPOBMW, KOArynorpaMMbl U aHanusbl Mouw
B AMHAMMKe.

Knunuko-na6oparopHble nokasarenu ot 27.10.2020:
K/IMHUYeCKUIA aHanu3 Kposu: rematokput (HCT): 29,4%;
HGB: 107 r/n; WBC: 19,3x10%/n; asputpountsl (RBC):
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4,73x10"/n; PLT: 301x10°/n. buoxumuyeckuii aHanu3 Kpo-
gu: AJTT: 276 Ep/n; ACT: 241 Ep/n; anbbymun: 27 r/n; 6enok
0bwwmit: 51,7 r/n; GunupybuH obwwmii: 39,8 MKkMonb/n; rio-
Ko3a: 2,9 MMonb/n; xeneso: 12,4 MKMonb/n; % HacblweHns
wenesoM: 12%; TpaHcdeppuH: 4,09 r/n; kanmit: 4,3 MMonb/n;
KpeaTuHuH: 131,9 MkMonb/n; Hatpuit: 139 MMonb/n; wenou-
Haa ¢ocdatasa: 532 En/n. Koazynoepamma: npoTpoMouH
no Keuky: 61%; arp. T AL®: 44%; arp. T KonnareH: 95%;
AYTB: 1,09 ¢; MHO: 1,51; npotpoMbuHoBoe Bpems: 16,7 c;
¢ubpuHoreH: 1 r/n. AHanuz moqu: ypeneHbii Bec: 1004 r/n;
pH: 5; neiikoumntbl: 30-35; Genok: 0,070 r/n; KeToHOBbIE
Tena: 06HapyXeHo; 3pUTPOLMTHI HEM3MEHEHHBIE: eMHUYHbIE
B npenapare.

KoHcynbTaTMBHO OCMOTpEHa 3aBefylolUM OTAENIEHUEM
W NleyallmM BpavoM: OTEKM coxpaHsioTcs. [pu Bnaranuy-
HOM WUCCNEAO0BaHWUM 0TMEYAEeTCsA MONIOKMTENbHAA AUHAMU-
Ka. LLleiika MaTKM No NpOBOAHOM OCM Maforo Tasa, MArkas,
AAvHol fo 1,5 cM. LlepBuKanbHbIA KaHan cBoBogHO MPoxo-
OVM Ans 2-x nanbues. [N0AHbIA My3bipb LN, Npeanexur
roI0BKa M0 Haj BXOAOM B Malblii Ta3. YuuTbIBas KIMHU-
Ko-1abopaTopHble NMOKa3aTeNu, COMHUTESbHbINA TUM KPUBOIA
no KTT, AOHOLEHHbIA CpoK 6epeMeHHOCTH, 3penyio LeHKy
MaTKW Yy NOBTOPHOPOASALLEN C YMEPEHHOW Mpe3Knamncuen,
3PI1, ManoBoaueM, NPUHATO peLLEHME O NIAHOBOM POJ0BO3-
bymaenum ytpom 28.10.2020 r.

OpHako Ha BeuvepHeM obxome 27.10.2020 s 20:30 —
cepALebueHme nnofa He BbicnyLuMBaeTcs. B cpouHoM nopag-
Ke npoBefieHa Y3-ponnneporpadms MaTouHO-MaLEeHTapHO-
ro kpooToka: YCC otcytctayert, IR apTepumn nynosunbl — 0;
Pl cpegHeMo3srosoit aptepum — 0; IR npaBoi MaTouHoI ap-
Tepun — 0; IR neBoi MaTouHoi apTepum — 0. 3aKnoueHme:
bepeMeHHoCTb 38 Hepenb; aHTeHaTanbHas rubenb nnona;
rO/I0BHOE MPeAnexaHue.

Beuay aHTeHaTanbHon rubenu nnoga nauueHTKa nepe-
BeZieHa B POADIIOK 1S 3KCTPEHHOT0 pofopaspeLLeHus NyTeM
amHuotomuu. B 02:00 28.10.2020 popmnacb MEpTBas AOHO-
LueHHas aeBoyvKa Macco 2690 r, poctoM 49 cM. CamocTos-
TeNbHO OTAENUNAch MNaLEeHTa 1 BbIAENWUCA Noc/es, NpoBe-
LEH 0CMOTp — [0NbKM M 000M04kM Lenbl. MaTka nnoTHas,
XopoLuo cokpaTtunack. 06Lias KpoBonoTeps BO BpeMs poLi0OB
coctasuna 200 mn. Yepe3s 30 MuH. nocne pogopaspeLueHus
naumMeHTKa 3aTOPMOXKEHa, NJ10X0 0TBEYAET Ha NOCTaBIEHHbIE
BOMPOCI, F0/10Ba He 6o/NT, 3peHue icHoe, NyNbC 72 Ya/MUH.,
A1 105/70 MM pT. CT. B KIMHMYECKOM aHanu3e KpoBu Nno cito
CHUXKeHWe reMornobuHa po 76 r/n.

Y3U 6piowHoit noNocTU: MaTKa COKPaTUNach XOpoLUO,
MnosocTb COMKHYyTa. MpU3HaKoB BHYTPUOPIOLLHOTO KpOBOTE-
yeHus HeT. U3 Bnaranuiia KpoBSIHUCTbIE BbIAENEHUA yMe-
PEHHbIE.

lprHMMas Bo BHUMaHWe yXyALeHUe COCTOSHNUSA NaLyeHT-
KK, peLLeHo nepesectv poaunbhuuy B OPUT ons panbHenwe-
ro HabnaeHus u NiedyeHus. B KITMHUYECKMX aHanM3ax KpoBy
28.10.2020 oTtMevaeTcs 3HaumMTeNbHOE YrybneHWe aHeMuu
(HGB: 76 r/n), HapacTahue amuHoTpaHchepasemumn (AJT:
225 Ep/n; ACT: 127 Ep/n), nosbiwenune O po 690 En/n,
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runoansbymuHemns o 23 r/n, runepbunupybuxemmus (bunm-
pYOMH 0bLwmm: 55,5 MKMonb/N) U HapacTaHWe YpoOBHA Kpea-
TWHUHA o 158 MKMonb/N.

B koazynozpamme: npoTpoMbuH no Keuky: 57%;
arp. T AQO: 35%; AYTB: 69,3 c; MHO: 1,66; npoTpombu-
HoBoe Bpems: 17,6 ¢; dubpuHoreH: 0,93 r/n. B moue bGe-
nok: 0,085 r/n; nuypes: 40 Mn/u no MoyeBOMy KaTeTepy.

MpoBeLEH KOHCUIMYM, B COCTaB KOTOPOro BOLUEN FeMo-
TpaHcdysuonor B ycnosusx OPUT. KnuHuueckuit puarHos:
1-e cyTKu nocne BTOPbIX MHAYLMPOBAHHBIX CBOEBPEMEHHDBIX
pofoB MépTBbIM nnofoM. lpeaknamncus Taxenas. HELLP-
CUHLPOM.

Peluenne KoHcunuyMa: npoBecTn TpaHCdy3uio anbbymm-
Ha (20% 100 mn), cBeXe3aMOPOXKEHHOW MNasMbl (2 103bl —
510 mn), Kpuonpeuunutata (4 posel — 160 Mn) ¢ Uefbto
KOPPEKUMW runoanbbyMUHeMUM, rMNONpoOTEUHEMUM, FUMO-
GunbpuHoreHemun, runokoarynaumn. C uenbio npodunak-
TMKM TpoMbo3aMbonnyeckux ocnoxHeHuin (T30) HasHayeH
KnekcaH 0,4 Mn nogKoxHo 1 pas/cyT.

29.10.2020. CoctosHue nauueHTKM TaxeEnoe. [o-
JIEHW, CTOMbl, KUCTM PYK OTEYHbl. [lynbc 87 ya/MuH.,
ALl 112/64 mm pr. cT., Temnepartypa Tena 36,7°C, Sp0, 93%.
Matka Huxe nynKa Ha 2 cM, BblAeNeHWd U3 NONoBbIX NYTei
HeT. [uype3: no MoueBoMy Katetepy ¢ 13:00 no 14:00 —
10,0 mn, ceeTnas, ¢ 14:00 — aHypus.

Pesynbtathl nabopaTopHbiX  MccAeA0BaHMM
29.10.2020. Knunuweckui aHanus kposu: HCT: 22,6%;
HGB: 66 r/n; WBC: 35,3x10°/n; RBC: 2,9x10'%/n; PLT:
190x10°/n; RDW: 19,9%; aHM30UMTO3: ++; MMNOXPOMMSE: +.

buoxumuyeckul aHanus kposu: anbbymuu: 30,5 r/m;
AMIT: 109 En/n; ACT: 41 En/n; 6enok obwwmi: 51,7 r/n; 6u-
JMpYOWH oblwmiA: 41,5 MKMonb/n; rnoKosa: 6,5 MMonb/n;
KpeaTuHuH: 257 MkMonb/n; JIAT: 338 En/n; C-peakTuBHbIi
benok: 11,3 Mr/n. MMMyHonozuyeckoe uccnedogaHue Kpo-
gu: C;-KoMnoHeHT KoMmnnemenTa: 0,56 r/n (Hopma 0,6-1,26);
C,-KoMnoHeHT KomnneMenTa: 0,15 r/n (Hopma 0,17-0,37).
Koazynozpamma: npotpombuH no Keuky: 62%; MHO: 1,45;
npotpoMbuHoBoe Bpems: 15,8 c; ¢ubpuHoreH: 0,94 r/n.
AHanuz mouu: peakums pH: 6,0; yaenoHbld Bec: 1028 r/n;
baKTepum: yMepeHHo; benok: 0,04 r/n; 6GunupybuH, rMioKo3a,
rpubbl B MoYe: OTPULIATENbHO; NEMKOLMTBI: MHOTO; 3pUTpO-
unTbl M3MeHéHHble: 30-35. MopMoHanbHeie ucciedosaHus
(cbigopomka): NpoKanbuuToHMH: 1,51 Hr/MA; npecencuH:
2462 nr/mn.

B cBsisu c nmporpeccupylowmUM yXyaoWEHNEM COCTOSHUA
nauuenTtkun 30.10.2020 npoBeAEH paclUMPEHHBI KOHCUITUYM,
B COCTaB KOTOPOrQ BOLLAM Hedposor, reMatosior, KimHuYe-
CKuid papMaKonor, reMoTpaHcdy3unonor, TepanesT U Kapau-
oror.

3aknoMeHMe KOHCMAMYMa: N0 [aHHbIM Jlabopa-
TOPHBIX WCCEe0BaHUi (CHUXKEHME YPOBHA reMorniobuHa
B 06weM KIMHMYeckoM aHanuse Kposu (OAK) co 107 r/n
(27.10.20) po 66 r/n (29.10.20) 6e3 kposomoTepy, Bbl-
COKMWA YypoBeHb MNe4yéHouHblXx ¢epMeHtoB ot 28.10.20:
ACT: 127 Ep/n, AITT: 225 Ep/n), passutve OfH c aHypueit
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(kpeaTuHuH: 158 MKMonb/N, aHypus), MPU3HaKKU BOCManM-
TeNbHbIX M3MEHeHWN (NpoKanbuuToHWH: 1,51 Hr/mn, npe-
cencuH: 2462 nr/mn) — y naumenTkn ¢ HELLP-cunapomom
MOXXET 0bCyKaaThCs pasBuTUE CUHAPOMA CUCTEMHOIO BOCTa-
nutenbHoro oteeta (CCBO), TpoMboTMYECKas MUKpOaHTMona-
TUA KaK NpUYMHa pa3BUTUSA NONIMOPraHHO HeJ0CTaTOYHOCTH.
OcobeHHOCTbH0 TeyeHWs 3ab0N1eBaHUS ABNAETCS OTCYTCTBUE
TPOMOOLMTONEHUM, O[JHAKO HAbMIIOAAETCA CHUMXEHWE YPOBHSA
TpoMboumToB Ha 25% (311-190 Thic.), TO €CTb KpUTEpUasNb-
HbIl Npu3Hak. Ouenns yposeHb Cy-komnneMenTa (0,56 r/n,
UYTb HUXKE HOPMBI), MOXHO AyMaTb O MPUCYTCTBUM 3/IEMEH-
TOB KOMMIEMEHT-0MOCPE0BaHHOr0 MeXxaHW3Ma remMonm3a
(aTMNMYHBINA rEMONTUTUKO-YPEMUYECKUN CUHLPOM).

KoHcunnyM npuHan peLueHue o LienecoobpasHocTy oLeH-
K ypoBHSA MeTannonpoTenHassl ADAMTS-13 ¢ uenbio npose-
Aenunsa anddepeHUManbHON AUArHOCTUKKM C TPOMBOTMYECKOM
TpoMboumToneHnyeckoi nypnypon (TTM). Mpoponmkuts Be-
HO-BEHO3HY0 reMouNbTPaLyMIo, aHTMBMOTUKOTEpPanMIo, Mpo-
LOMKUTb TPaHChy3uM CBEXEe3aMopoKeHHOM masmbl (C3M)
C NepexoAoM Ha Nna3mMoobMeH, KpUOMpeLunuTaTa, 0TMbITO
3pUTPOLMTApHO Macchbl, MPUMEHUTb MarHe3uanbHylo Tepa-
Nnuio Nog, KoHTponeM ALl

lpn panbHeiweM HabnwAeHMM 3a NaUMEHTKOW CO-
CTOSHWE CTabuNbHO TAKENOE 33 CYET apTepuasnbHON -
nepTeHsuu, yrnybnenns aHemum 6e3 NpM3HaKOB KPoOBOMO-
TepW, KpUTEPManbHOTO CHUXKEHWS YPOBHS TpOMOOLMTOB,
pasBMTUS OTEYHOrO CHMHAPOMA (TMOPOTOPAKC, acuuT, co-
XpaHsieTcs aHypus), co3HaHue cnyTaHHoe, All B npepenax
135/87-145/92 mm pr. cT., nynbc B npeaenax 78-95 ya/muH.,
Temneparypa 36,7°C-37,5°C, Sp0, 93-97%.

Mo KNMHMKO-abopaTopHbIM AaHHBIM Ha (OHe MpoBO-
LVMOIA KOMMJIEKCHOM TepanuW COXPaHANICL MPU3HAKKU BHY-
TpUCocyaMcToro reMonmsa (nonoxutenbHas npoba bakcre-
pa B 0bpasLe BEHO3HOW KpOBW, reMornobuHypus). C uenbto
yOaneHus U3 coCyancToro pycsa npoayKToB reMonmsa, npo-
OYKTOB fierpafaumn ¢ubpuHa (¢pubpuHoreHa), nposocnanm-
TeNbHbIX LMTOKUHOB W NMPOAYKTOB BOCMANUTESbHBIX peaKLyii
nposoauncs nnasmoodmer 2500—-3000 mn/cy. MpogomKanock
BBefeHue C3I1 kapaHTUHM3MpoBaHHOM (2 1o3bl, 880 Mn) n 20%
pacTeopa anbbyMuHa, Kpuonpeuvnutata (4 go3sl, 160 mn), o1-
MbITO/ 3puUTpOLMTapHOM Macckl (560 Mn), aHTMOMOTUKOTEpa-
nus (aptaneHem 0,5 r/cyT, B/B KanenbHo, MHesonug, 600 Mr
2 p/cyt. B/B KanenbHo, hnykoHason 400 Mr B/B 0AHOKpaTHO
B 1-e cyTku, fanee 200 Mr B/B KanenbHo, 1 p/cyT.).

Pesynbtathl nabopaTopHbiX  MccnepoBaHMiA
30.10.2020. HnuHudeckull aHanus kposu: HCT: 25,3%;
HGB: 77 r/n; WBC: 29,57x10°/n; RBC: 3,67x10'%/n;
PLT: 188x10%/n; aHM30UMTO3: ++; rUNOXPOMMUS: +, LIK-
3oumTo3: +. buoxumuueckuii aHanus Kposu: a3oT Moue-
BuHbl: 11,5 MMonb/n; anbbymun: 31,2 r/n; ANT: 67 Ep/m;
ACT: 26 Ep/nm; 6enok obwmii: 52,9 r/n; 6unupybun o6-
Wwuit: 44,5 Mkmonb/n; rnwko3a: 5,1 MMonb/n; xe-
neso: 9,3 MkMonb/n; KpeatuHuH: 206,8 MKMonb/n;
JAr: 690 Ea/n; Hatpuit: 132 MMonb/n; Kanuii: 4,2 MMoNb/T;
wenoyHas ¢octarasa: 400 Ep/n; C-peaKTUBHbIi
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benok: 8 mr/n. Koazynozpamma: npotpoMouH no Keuky: 67%;
D-pumep: 16,7 mkr/mn; MHO: 1,37; npotpoMbuHoBOE Bpe-
ms: 15,2 c; dpubpuHoreH: 1,3 r/n. WccnenoBaH ypoBeHb Npo-
KanbumtoHuHa — 0,752 Hr/mn.

Y3U opraHoB rpygHoM KneTku, GpioluHOM MONOCTH,
opraHoB Manoro Tasa. B 6piwowHon nonoctv po 1200-
1400 mn xuaKocTn co B3BecCblo. Busyanmsaums 3atpyaHeHa
U3-3a BbIPaXEHHOTO METEOpPM3Ma, CHUMEHA NepucTanbTu-
Ka KMLeYHWKa. [leyeHb: 3XOreHHOCTb CPefHsas, CTPYKTYpa
O[HOpPOLHas, Kancyna 6e3 0cobeHHOCTel, MpU3HaKM He-
3HAuYMTENIbHO BbIPAXKEHHBIX AMGQY3HBIX M3MeHeHuin. Ya-
LIeYHo-oxaHouHble cucteMbl (HJ1C) noyek He pacluMpeHbl,
Mpu JONNAEPOMETPUM CHUMEHME MOKa3aTeneli MoYeyHom re-
MOJMHaMUKK. B nneBpanbHbIX NONOCTAX MUAKOCTb [10 YPOBHS
5—6-ro pebpa cnpasa u cneea. Teno MaTkn 155%x85x155 MMm;
MosocTb [0 5 MM, HEMHOIO KPOBW M CTYCTKOB.

lpoBefeHa NOBTOpPHas KOHCYAbTauus C HedponoroMm
W remMatosioroM. 3aKiioyeHne: NoATBEPKAEHO Hannume TMA
(HGB 77 r/n, NOTI 690 En/n, wmn3oumutos), nopaxeHue no-
uek (OMMH: aHypus, runepkpeaTMHUHEMMS, TMNepruaparaums),
NErkux (mblxaTenibHas HeLoCTaTOYHOCTb, catypaums 90%,
AaHHble Y3W). OcobeHHoCTbI0 TeueHus 3abonieBaHuA B AaH-
HOM KOHKDETHOM Cflyyae CTafo OTCYTCTBME TpoMboLMTO-
MeHUM, OfHAKO HabNIOAAEeTC KpUTEpUANbHOE CHUMNKEHUE
ypOBHA TpoMboumToB Ha 25% OT McxogHoro (311x10°/n —
188x10%/n). Kak npuumHa TMA B nepayto ouepesb MOXeT 06-
cyxpatbca CCBO, [BC-cuHapoM (neiikoumTo3, NoBbILLEHKE
MPOKasbLUMTOHUHA, MPECEencuHa, CHUMXEHWe (GubpuHOreHa).
B pesynbTate ceaHca NpoASiIEHHOW BEHO-BEHO3HOW reMo-
GunbTpauuK, Ha4ana aHTMbaKTepUanbHON Tepanuu oTMeye-
Ha NONOXMTENbHAA [UHAMUKA B BUAE NPOACHEHWS CO3HAHMS
(Bbina 3aTOPMOXKEHA), CHIBKEHWS NeiikounTo3a (37x10%/n —
29x107/n), npokansumtoHuHa (1,5 — 0,752 Hr/mn). PekoMeH-
A0BaHO NPOACIIKUTL aHTUBMOTMKOTEPanWIo, MarHe3uasbHyto
(nog KoHTponeM ALl) n nna3Motepanuto. C Lenbio UCKItoYe-
HWA KatacTpoduyecKoro aHTMPochHONMNUAHOTO CMHApOMA
(KAQC), yuntbiBas aHTeHaTaNbHY0 rvbenb Niofa, PeKOMeH-
[,0BaHO NPOBECTM aHaNW3 Ha HafMuue aHTUTEN K Kapamonu-
nuHam IgM, 1gG, aHTuTen K Beta-2-rnMKonpoTenHy, BonYa-
HOYHOro aHTUKoarynsHTa, aHtuten K JHK, aHTHykneapHoro
dakTopa. Ha 02.11.2020 r. B KpoBM NaLMEHTKW COXpaHseTCs
aHeMus (82 r/n), panbHeillee CHUXeEHWe YPOBHS TPOMOOLM-
T0B — A0 118 Thic/MKN, D-AnMepa — 2,48 MKr/mn; B Moye
coxpaHsieTcs npoTenHypus (6enok 0,085 r/n).

C 03.11.2020 HameTunacb cTabunusaums B COCTOSAHUU
naumneHTku. lMepudepnyeckue oTEKM yMeHbLumancb. [Mocne
nepennBaHNUs 0TMbITbIX 3PUTPOLIMTOB YMEHBLLUMIUCH MPU3HA-
KM aHemuu. B 0bLLieM KIMHUYECKOM aHanmM3e KpoBM CoXpaHs-
€TCA TMNOXpPOMHas MUKPOLMTApPHas aHEMUA CPefHEN TsKe-
CTW, TpomboumToneHns NErkoit cteneHun. B Koarynorpamme
0TMeyaeTCs NONOXKUTENbHAsA AUHaMKKa (HopMmanu3aums du-
OpuHoreHa, cHxeHne D-auMepa).

PesynbtaTthl nabopaTopHbiX  uccnepoBa-
Huii ot 03.11.2020: HGB: 78 r/n; WBC: 10,6x10/n;
PLT: 134x10°/n; aHM30UMTO3: YMEPEHHBbII; MUKPOLMTBI:
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yMepenHo. AJIT: 37 En/n; ACT: 556 En/n; NOT: 421 En/m;
anbbymuH: 36 r/n; 6Genok obwmi: 57 r/n; Gunmpy-
OuH 06wwmit: 53,1 MKMonb/n; KpeaTWHuH: 98 MKMonb/m;
D-aumep: 2,14 mkr/mn; ¢pubpuHoren: 1,85 r/n. MIMmyHonoau-
yeckoe uccnedogarue: ADAMTS-13 — 72%; aHTusafepHble aH-
tutena — AH®O (HU®) (Hep2): 1:320; Tn cBeYeHms: rpaHynsp-
Hbll (++); aHTuTena (IgG) K B-2 rnukonpotenny — 0,7 En/mn,
antutena (IgM) k B-2 rnukonpotemHy — 0,7 En/mn,
aHTuTena K pgpycnupanbHoit OHK — 10,51 ME/mn,
4TO He MOATBEPXAAET ayTOMMMYHHOI 3TMoNoruM 3abonesa-
Hua. [uypes coctaBun 4,95 n, MUHYTHBIA auype3 no npobe
Pebepra: 3,44 Mn/MuH.

KonTtponbHoe Y3U opraHoB Manoro Tasa u opraHoB
6prowHoi nonoctu. Teno Matku 120x75x110 MM. NonocTb
MaTku o 4 MM. OTMeYaeTcs pacluMpeHne BEH MUOMETPHS.
06bEM cBODBOAHOI XMAKOCTM B ManioM Tasy W B bpioLLHON
nonoct — Ao 300 mn. epucTanbTiKa KULWIEYHUKA OTMe-
yaeTcsa BO BCeX OTAenax. leyeHb — 3XOreHHOCTb CpeaHss,
CTPYKTypa ogHopofHas, Kancyna 6e3 ocobeHHocTel, npu-
3HaKN He3HAUUTENbHO BbIPAXKEHHBIX AMGDY3HBIX U3MEHe-
HWiA. TMoykmn ¢ obeux CTOPOH — NaTonoruu He BbISBIEHO,
YJ1C He pacLumpeHbL.

KT uccnepoBanue rpyaHoit knetku: KT-KkapTuHa
[BYCTOPOHHEr0 MMApoTOpaKca, bonblie cnpaBa, KOMMpec-
CMOHHbIE aTefieKTasbl NpUneXalumx oTAeNnoB 060Mx NErKMX.
YnnoTHeHue NEroyHoON NapeHxXWMbl B LiEHTpabHbIX 0TAenax
0601X NETKUX MOXKET COOTBETCTBOBATH OTEKY.

Ha ¢oHe npoBoanMoit Tepanuu (niasMoobMeH, aHTMOMO-
TUKOTEpanus) oTMeYanach NONOXKUTENbHAA AUHAMUKA B BUAE
pa3peLLeHns OCTPOro MOBPEXAEHUSA MoYeK (HopManu3aums
KpeaTuHuHa ¢ 257 Mkmonb/n (29.10.2020) no 98 MkMonb/n
(03.11.2020), yBenuueHue auypesa), CHUMeHUe ocTpodaso-
BbiX nokasatenen (CPb, nefikounToB), BbIpaKEHHOCTU Ko-
arynonatuu notpebnenus. OgHaKo COXpaHAINCL MPU3HAKM
MWKPOAHTMOMAaTMYECKOr0 reMonn3a (CHUXKEHWe YPOBHS re-
MornobuHa, TpoMboumToB, nosbiweHune JIII), B cBA3M € YeM
HeobxoauMo npopomkenve Tepanum C3M1 Lo HopManu3auuu
reMaTonoriyeckux nokasarenien B TedeHue 3 LHeN.

OTMeyas ynyyLIeHre Co CTOPOHbI KITMHUKO-N1abopaTopHbIX
noKasaTtesem, KIIMHUYECKOro COCTOSHUA MaLMEHTKY, faHHbIX
LOMONHUTESNbHBIX MHCTPYMEHTaNbHbIX UCCNeA0BaHuiA, pac-
LUMPEHHBIM MEXANCLMIMAMHAPHBIM KOHCUITMYMOM MPUHSTO
peLUeHre 0 MepeBoe NaLMEHTKU B aKyLIEPCKOe OTAENEHVe.
AnTbaKTepuanbHas Tepanus 0TMeHeHa.

MpucyTcTBUE acumTa W ruapoTopakca, nepudepuyecknx
OTEKOB paccMaTpuBanoCb remaTonoroM M Hedponorom
KaK CneacTBue COCyamcToi npoHuuaemoctu npu TMA, no-
YEYHON AUCHYHKLMW 1 rMnoanbObyMUHEMUN.

06.11.2020 2. pna panbHedwero Habniogexus na-
LMEHTKa nepeBefieHa B aKyLIEpPCKoe OTAeNeHWe B YA0B-
NeTBOPUTENBHOM COCTOSIHWM, e MpojokKanacb runo-
TEH3MBHa#A, aHTUKOArynsHTHas, MPOTMBOBOCMAMTESNbHANA
Tepanus. [pu ocMoTpe nepudepuyeckux OTEKOB HeT. ALl
B npepenax 115/80-135/85 mm pr. cT. MNynbc 70-76 yo/mMuH.
Temnepatypa 36,7°C, Sp0, 95-97%. [lnype3 apeKBaTHBbIN.
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KnuHuyeckue nokazamenu kposu: HGB: 91 r/n;
WBC: 9,6x10°/n; PLT: 181x10%/n; aHu30umMTO3: yMepeH-
Hblii; TUMOXPOMMUSA: HE3HAUWTENbHO; MUKPOLMTHI: He3Ha-
uutensHo; AJIT: 66 Ep/n; ACT: 56 En/n; NAI: 599 En/n;
anbbymmH: 35,2 r/n; 6enok obwwmin: 63 r/n; Gunupy-
OuH o0bwwmit: 34,9 MKMonb/n; KpeaTWHWH: 84 MKMonb/n;
D-pumep: 2,18 mkr/mn; AYTB: 0,9 ¢; MHO: 1,22; ¢ubpuHo-
re: 2,06 r/n. AHanu3 mo4u: HopMa.

K 13.11.20 r. oTMeTWnM nonHyt HopManu3aumio nabopa-
TOPHbIX NOKa3aTesei, No3TOMy NPUHSANM peLLeHne BbiNucath
MaumMeHTKy Nof, HabniofeHne Bpaya EeHCKOW KOHCYbTaLmm,
Hedponora, reMarosiora v TepanesTa Mo MeCTy KUTENbCTBA
C pexKoMeHpauuen NPOAOCIKUTL Tepanuio 3HaNnanpuiIoM
5-10 mr/cyt.; amnogunuHoM 5—10 Mr/cyT. B CBA3M C CoXpa-
HAKOLLENCA apTepranbHOM UNepTeH3MeN.

B 2021 roay y [aHHOM NaLMEHTKM HaCTynuna TpeTbs ca-
Monpou3BosibHan bepeMeHHoCTb. Habnopanach B KIMHKKe
aKywepctea 1 ruHexonorum uM. B.®. CHerupésa CeyeHoB-
CKoro yHuBepcuTeTa. Bce Tpumectpel mpoxogumv 6e3 oco-
beHHocTeli, nabopatopHble MokasaTteny ObiM B NMpepenax
(u3nonormyeckoin HopMbl. B anpene 2022 roga npousoL-
NN CBOEBPEMEHHbIE CaMOMPONU3BOJIbHbIE POALI B FOJIOBHOM
npeanexanun. Popunca XuBo# [OHOLUEHHBIN MasbyuK,
Maccor 3910 r, poctoM 55 cM. Ha 5-e cytku nocne pogos
JKEHLUMHA BbINMCcaHa B YL,0BNETBOPUTENBHOM COCTOSHUM [i0-
MOW ¢ pebEHKOM.

OBCYXOEHWUE

TMA — éMKas KIMHWUYeCKas NaTonorus BBUAY MHOMe-
CTBa BXOAALIMX B Heé Ho3onoruueckux dopM. Mogosperue
Ha TMA Tpebyet 6bbicTpoii 0bsa3aTenbHoin anddepeHumnans-
Hom auarHocTukm Mexay al'yYC, TTM, N3, HELLP-cuHapomoM,
KA®C, [BC-cuHopoMoM, NeYeHoYHbIMK renaTosammu bepe-
MEHHBIX 4151 BbIDOpa TaKTUKM NeYeHMs 3TUX JKU3HEYrpoKato-
LUMX COCTOSHMIA. ITO TaK Ha3blBaeMble OUArHo3bl UCKIOYe-
HWA N0 UX KITIOYEBbIM MapKepaM (Tabn. 1).

Hamo noMHUTb, UTO MUKpOaHrMonaTMs — BaXHas Npu-
YMHa OCTPOIA MOYEYHOM HELLOCTATOYHOCTM NpK BepeMeHHOCTH
1 nocne poaoB. Bcé aTo coxpaHseT aKTyanbHOCTb € NO3MLMK
CTaTUCTUKM MO MaTepUHCKO W NepuHaTanbHON CMEpPTHOCT!.
Bmecte ¢ TeM X0poLLO M3BECTHO, YTO PUCKY BOSHUKHOBEHUSA
HELLP-cnHagpoMa noaBepikeHbl NepBOpoOAsLLMe NALMEHTKM
CTapLUero Bo3pacTa, a TakKe bepeMeHHble, Y KOTOpbIX Aua-
rHoctuposaHa 13 wnm cuigpom HELLP npum npepuwectsyto-
Wwmx bepeMeHHOCTAX (PUCK peumavBa nocne npefbiayLLero
HELLP-cuHapoma coctaenseT 12,8%), MHoronnofHas bepe-
MEHHOCTb, MHOrOBOAIME, CEMENHBIN aHaMHe3 Npe3KaMncum,
caxapHoro guabeta, apTepuanbHON runepToHuK. 3T0T aHaM-
He3 HeobXoMMO yuMTbIBaTL NPY BeAEHUN BepeMeHHOCTH.

Mbl NpoBenu cpaBHUTENbHbINA aHaM3 C APYTUM KITUHM-
YECKWUM cniyyaeM BO3HUKHOBeHMs TMA ¢ passutuem alyC
Y NauueHTKn Bo BpeMs 3-i DepeMeHHocTM [15], KoTopas
noctynuna B poAunibHbIM AoM Hopunbcka ¢ anarHosom: be-
peMeHHOCTb 32 Hepenu, Taxenasa M3, npexpaeBpeMeHHas
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OTC/IOMKA HOPMasbHO PacrofoXeHHOM nnaueHTol. Jlabopa-
TOpHble noKasatenu: HGB: 105 r/n, TpoMbounTs: 118x10%/n,
ACT: 40 Epn/n, ANT: 65 En/n, npotennypus: 3,58 r/cyr.
Mo M3HeHHBIM NOKa3aHWAM BbINOJIHEHA Onepaums Kecape-
Ba CEYEHMs, NepeBA3Ka MaTOYHbIX COCYA0B C 06enx CTOPOH,
Has0XeHbl KOMMPECCUOHHBIE LIBbI HA MaTKy. OKOION0AHbIE
BOZbl 3e/IEHbIE C NPUMECHI0 KPOBM, NNaLeHTa pacnosaranach
Mo 3aJHen CTEHKe C NepexofoM Ha AHO, C y4acTKaMu OT-
cnoiikn. 0bwas kposonoteps coctasuna 900 mn: 300 mn
Ao onepauuu, 600 Mn Bo BpeMsa onepaumu. B paHHeM no-
cneornepauMoHHOM nepuofe Yy 60mbHOM O0TMeYeHa OTpu-
LaTeNbHas AMHaMMKa: TpoMbounTsl: 74x10°/n, remorno-
6uH: 75 r/n, ACT: 115 En/n, AJT: 105 En/n, NNAT: 4000 Ep/n,
benok B Mouye: 3,58 r/cyT. ApTepuanbHas runepTeH3us
ao 160/90 MM pT. cT. CuTyaumsa cHayana bblna pacueHeHa
Kak pa3sutue HELLP-cuHppoma. lpoBogmnack runoteH-
3uBHaA Tepanus M nnasMadepes. B nocnepyiowime cyTku
cocTosiHMe BOMBbHOM YXyALLMNOCh, N1abopaTopHO 0TMeYanach
oTpuUaTeNbHas AuMHaMuKa (reMornobuH: 87 r/n, TpoMbo-
umTel: 66x10°/n, obwwmit 6enok: 47 r/n, anbbymun: 28 r/n,
JAr: 3170 En/n, kpeaTuHuH: 410 MKMONbL/T, Wn3oumTsl: 2%).
KoHcunuym nocraeun auarto3 TMA, nocne yero nposoau-
nacb auddepeHumanbHas AMarHocTuKa: onpeLeneHue ypoB-
H ADAMTS-13, aHtuTen K 6eTa-2-rnuKonpoTenHy, BonYa-
HOYHOrO aHTMKOarynisHTa, roMoumcTenHa, npobsl Kymobea.
lMocne nonmyyeHus oTpuuaTesbHbIX pe3ynbTaToB aHanu3a
Ha ADC 6bin uckmouéH KADC, ADAMTS-13 — 53% ucknio-
yan TTT, peakuus Kymbca bbina oTpuuatensHoi. MNyTém uc-
KntoueHus apyrmx ¢opm TMA Bcé-TaKm Obin BbICTaBNEH aMa-
rHo3 «alYC».

B HalLLeM e KITMHUYECKOM ClyYae ceaHchl NIa3MoTpaHC-
(y3un 3HaUUTENBHO YNYYLLIMAK 0bLLiee COCTOSHME MALMEHTKM
1 nabopaTopHble NOKa3aTeNK, YTO He NO3BOAMIO NOCTaBUTH
amarHo3 «alyYC» paxe npu KpaiHe HeGOMBLLOM CHUMEHWM
C,- n C,-koMnnemeHTa. [lonydyeHHble 3HaYeHUs YPOBHSA
ADAMTS-13, aHtuten K beta-2-rnukonpotenty (IgG), aHTu-
Ten K 6eta-2-rnukonpotenHy (IgM) No3BoiMAM UCKIOYUTL
TTMN n KAGC.

Ecnm roBoputb 0 MexaHusmax passutus, To HELLP-
CMHAPOM BO3HWUKAET B pe3ynbTaTe AUCCEMUHUPOBAHHON MU-
KpoaHruonatuu, KoTopas passuBaeTcs BCieacTane gedekra
UMnNaHTaummn Tpodobnacta. 3aLepKa MHBa3MM LMTOTPOdO-
Bnacra npuBOAMT K TMMOKCMM TKaHEN MaTO4HO-NaLeHTap-
HOro KOMMJIEKCA W, KaK CNeACTBME, K NOPaXEHUI0 IHA0TENUSA
COCyA0B M3-3a AucbanaHca 3KCMPeccun Ba3OKOHCTPUKTOP-
HbIX M Ba30JMNaTaTopHbIX MEAMUaTOpOB, YTO BbI3bIBAET Ha-
pylLeHne MUKpouupKynauumn [8, 16]. Y Hawei naumeHTHU
0TMeYanocb HU3KOE PacrosioXeHWe XopuoHa B | TpuMectpe
no faHHbIM Y3W. Bo3MoXHO NpeanonioxuTb, YTO 3T0 U No-
CITYXKUIT0 NPUYMHOI Pa3BUTUA 0DCYKAAEMOI NaToNOrMN.

B HacTosLLee BpeMs B iUTepaType LUMPOKO obcypatTca
reHeTUYecKMe MeXaHu3Mbl paseuTus He TonbKo M3/HELLP-
CMHApPOMa, Ho 1 apyrux ¢opM TMA y bepeMeHHbIX. OaHaKo
He BCe aBTOpbI NOATBEPKAAIOT UX 3HAUMMOCTb B peanmsaumm
naronorun. besycnoBHo, NPeACTaBNAT MHTEPEC HEKOTOPbIE
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Table 1. Differential diagnosis of thrombotic microangiopathy [14]
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3abonesaHue Jla6opatopHble npuUsHaku CuMnTOMBI InarHoctuka Jleyenue
HELLP-cuHapom 3puTPOLMTLI: OTPULIATENbHASA Bonb B anuracTpum Kynupyetca B TeueHne  Popopaspeluerue
p. Kymbca 1Y NPaBoOM Noj- 48-72 4 c MOMeHTa
TpomboumTbl: <100 000/MKn pebepbe, TOLIHOTA, pofopa3peLleHus
ACT/ANT: > 2 BMH pBOTa, rof0BHas
Kpeatuhun: > 1,1 Mr/an 6onb, HapyLeHus
3peHus
Atvnnynein NYC IpuUTpOLMTLI: OTpULLaTENbHasA TowwHoTa, pBOT], HeobxoanMo ucknio- IKynmsymab
WNN CBSA3aHHbIN p. Kymbca 0onb B XuBOTE, UnTb Apyrue 3TUoJIorUK
¢ bepeMeHHocTbi0 [YC TpombouwTbl: < 150 000/MKA rofioBHas 6oJib,
ACT/AJIT: paHHble OrpaHMYeHbl  M3MEHEHWe Ncuxmye-
Kpeatuhuh: yacto > 2,0 Mr/an CKOro COCTOSHMS
AyTonMMyHHan Jputpoumtsl: MATA, nonoxu- YcTtanocTb, ofpllUKa, lpsaMoii TecT Ha aHTU- [ nioKo-
reMosuTUyecKas TenbHas p. Kymbea YUaLLEHHOEe rnobynuH Nonoxu- KOPTMKOUAbI
aHemus TpombouuTbl: <150 000/MKn cepauebuerme TeJbHbIN; chepoLmThbl
ACT/ANNT: paHHble orpaHUYeHbl B MasKe
KpeatuHuH: B HopMe
TpoMboTnyeckas JIpUTpOLMTLI: OTpULLaTeNbHasA Jlnxopagka, cnytaH- AKTMBHOCTb Mnasmadepes
TpoMboLMTONEHNYecKas p. Kymbca HOCTb CO3HaHM#, ADAMTS-13 <10%
nypnypa (TTM) TpombouuTbl: YacTo M3MEHEeHWe ncuxmye-
<30 000/mKkn CKOro COCTOSHUA
ACT/AJTT: B HopMe
Kpeatuhuh: < 1,1 mr/on
OcTpas xwupoBas 3puTpOLMTHI: HOPMa TowwHoTa, pBOTa, BosmoxHas runormu- MoppepxvBato-

JncTpodus neyeHu

TpombouuTbl: < 150 000/MKA
ACT/ANT: < BMNH
Kpeatuhun: > 1,1 mr/an

60/b B }MBOTE,
He[loMoraHue,
KenTyxa

KeMud, noBebiLLieHHOEe
cojepxaHue aMMHaKa,
Koarynonartua

Liaa Tepanua

lpumeyarue. ADAMTS-13 — pesuHTerpuH-NoA0bHas MeTanonpoTeasa c MoTMBOM TpoMbocnoHamnHa 1; AJIT — anaHMHamMMHoTpaHche-
pa3a; ACT — acnaprtatamuHoTtpaHcdepasa; HELLP — remonus, noBbileHHOe cogepiKaHue Ne4eHOUHbIX GepMeHTOB, TPOMBOLIMTONEHNUS;
['YC — remMonuTuKo-ypeMuueckuii cunapoM; MATA — MuKpoaHronatuyeckas reMonntyeckas aHemus; BITH — BepxHuin nokasatenb

HOpMbI.

Note. ADAMTS-13 — disintegrin-like metalloprotease with a thrombospondin 1 motif; ALT — alanine aminotransferase; AST — aspartate
aminotransferase; HELLP — hemolysis, increased content of liver enzymes, thrombocytopenia; HUS — hemolytic-uremic syndrome;

MAGA — microangiopathic hemolytic anemia; VPN is the upper indicator of the norm.

acneKTbl, TaKME KaK reHeTUYECKWI NONIMMOpGKM3M B cUCTEME
remMocTasa, aHrMoTeH3vHnpespatlatowlero gepmenta (AMO)
W page OpYrux CUCTEM, CMOCOBCTBYHOLUME pasBUTUIO AuC-
QYHKLMM 3HAOTENNA He TONBKO B MaTOYHO-MALEHTapHOM
3BEHE, HO W 3KCTpannaLeHTapHO, Bbi3biBas CUCTEMHBINA CO-
CYOMCTIA (MMKPOBACKYNSAPHBIA) MMMYHOOMOCPEA0BAHHbIN
npouecc [17-18].

B HaweM cnydae noBTOpHas bepeMeHHOCTb NPy coyeTa-
HWM OMpeeNEHHbIX (haKTOpOB, BO3MOXHO, W NpKUBENa K pe-
anu3auun reHeTUYEeCKOW NpeLpacnofioXKeHHOCTH, 3NEMEHTHI
KOTOpPOW XOTAl U He OblnM YTOYHeHbl (TpoMbodunnyeckme
MapKepbl), HO MOryT 0BCyxaaThbes.

Bcé ato aukTyeT HeobxoamMocTb cobmofieHNs MPaKTyU-
YECKWUX PEKOMEHAALMI Npu MajenileM NoAo3peHnn Ha pas-
ButMe TMA. BbinonHeHWe 0OHOMOMEHTHO M MaKCMMalbHO
b depeHUManbHO-AUarHOCTUYECKUX TECTOB Ha YPOBEHb
KoMnnemeHTa, ADAMTS-13, npoayktoB medubpuHM3aLmu,
a TaKKe UMMYHOJOTUYECKMX, FEHETUYECKMX U pAfia APYTUX UC-
Cnef0BaHuiA, NO3BOJIMT OCYLLECTBUTL Boflee CBOEBPEMEHHYHO

DAl http://doi.org/10.17816/2313-8726-2024-11-1-89-100

anarHocTuky TMA B aKyLlepcKOW NpaKTUKe U HayaTb KOM-
MNEeKCHYyI0, a B pAfe CIy4aeB W TapreTHyto Tepanuio (puc. 1).

3AKJIO4YEHUE

OcobeHHOCTbH0 NPMBEAEHHOTO HAMW KJIMHUYECKOTO CITy-
yan Bo3HuKHoBeHus HELLP-cuHgpoma ctano ero passutue
BO BpeMsl MOBTOPHOI bepeMeHHOCTH, HECMOTPSA Ha TO YTO nep-
Basl rPaBMAALMA Y HEHLUMHBI MPOTEKaNa HOPMasbHO.

BeposATHO, M3HauanbHOe HapylleHue MMMiaHTauuW Tpo-
(obnacta ¢ pasBUTUEM QHTMOMEHHOM MaTosIorUM M BO3MOX-
HOE pa3BuTME UMMYHHOTO OTBETA Ha aHTUrEHbI N0AA MOFI0
CMpOBOLMpOBaTh pasBuTMe AaHHoro npouecca. OpHaKo mpu-
YnHa, no Kotopoii y maumeHTkn HELLP-cuHapoM passuncs
MMEHHO Mpy BTOPOK BepeMeHHOCTW, 0CTAETCA HEM3BECTHONA.
Mo-BMaUMOMy, ocTanucb He YTOUHEHHbIMM Gonee rybokue
(aKTOpbI FEHETMYECKOI NPEAPACTONOKEHHOCTU B KOHKPETHOM
CNyyae, YTO M 3acTaB/IsieT MPOBOAUTL AANbHEMLIME HAY4HbIE
W1CCIe0BaHWUA 3TOW, MO CYTH, MEXAMUCLMNIMHAPHOH NPoBneMbl.
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Bknap aBTopoB. Bce aBTOpbI BHEC/M CYLLECTBEHHbIN BK1AZ B pas-
paboTKy KOHLLeNLWW, MPoBEeAEHME 1CCeJOBaHMSA U NOArOTOBKY CTa-
TbU, NPOYAM M 0406pUIM BUHAMBHY0 BepCUio Nepes nybnmKaLmen.
MuHaHcupoBaHUe. ABTOPLI 3afBNAIOT 006 OTCYTCTBMM BHELLHEro
(UMHAHCVPOBAHUS NPY MPOBELEHNM UCCIeL0BaHMS.

KoHdnukT mHTepecoB. ABTOpbI [eKNapupyloT OTCYTCTBME ABHbIX
W MOTeHUMaNbHbIX KOHQIIMKTOB MHTEPECOB, CBA3aHHbIX C NybnvKa-
LiMeN HACTOALLIEN CTATbM.

WndopMupoBaHHoe cornacue Ha nyénmkaumio. [laumeHTKa,
y4acTBOBaBLUAA B MCCNE0BaHMK, MoAnucana MHHOPMMpoBaHHOE
cornacue Ha yyactme B MCCNefoBaHWM W MybnMKaLmMio MeauLyH-
CKMX [aHHbIX.
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