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MNpOMrHOpUpoBaHo U OTKNOHEHO

Y meHs Bein

0ObI4HBIA

Y : AOPOLOBONA NpUEM
a Ha 2T Hegene, rae

MOE€ KpOBARHOE

Xoten 6bl A 3HaTL TOrAa To, 4TO
3Ha celyac...

A morna YMepeTk AaBneHue GeIno Cnerka NOBBIWEHO,

aKywepKa, KOTOpYIo A BUAEeNa 8 ToT

2 pa3a BbDxMBLIMIA nocne Mpe-E BeHb, Beina posonsHo cnabon

ctopua Kennwu o

Nogpo6Hee

Xota OHa coBceM ManeHbKas, OHa

¥ecToKan

Nwunnn Nas

Mou BHEMaTO4HbIE pOfbl U3-3a
npes3knaMmncun

reHeparnbHbIM AUPEKTOPOM MO NOBOAY MOErO OnbiTa, OHU
nepedpasnpoBanu 310 cnegyroLmm obpasom: «.... M B peakmx 6 Man 2024
cny4vasx paHbLue 20-1 Hegenm».

WcTtopusa 3mu

I knew v
0 0B appaintme

OWenoMNeHHbIH

C Tex nop y Hac cny4mnaco ewe ogHa 6epeMeHHOCTb, U Tenepb C HaMK
Joma cemuneTHui [bkenk, Haw pagyXHbli masnbiw. XoTs [kenk — aT1o
HaLl MUp, Mbl HUKOTAA He 3abygemM OnnUCCUIO, a TakKe UCTbITaHUS U
Tpasmbl cuHgpoma HELLP.

. https://action-on-pre-eclampsia.org.uk/kellys-story/
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TpombounToneHns - CHUXeHne
KonnyectBa TPOMOOLINTOB

[TeuepuHa E.IO - TpoM601IUTOIIEHUST

BaHa 3any Tpa aunu npoexTa «CHECK UP» remy: « TpOMGOLUUTONEHURA»

@ Check up. TPOMBOUNTONSHMA.
01.12.2022r.
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Nesépuna ExaTtepuwa IOpsesna

Causes of thrombocytopenia in preg-
na%t):y and their relative frequencies

@ Pregnancy-associated causes
— gestationa thrombocytopenia, 70-80%: isolated
thrombocytopenia

— thrombocytopenia in systemic disease with additional
manifestations
- pre-eclampsia (severe), 15-20%
—HELLP syndrome, < 1%

— acute fatty liver of pregnancy, < 1%

® Causes that are independent of pregnancy (partly in

association with other systemic disease, partly pre-
existing but with first clinical manifestation in preg-
nancy):
— congenital

—von Willebrand syndrome type 2B, < 1%

— hereditaary thrombocytopenia (e g., MYHS

disease), < 1%

— acquired
— immune-mediated:

— autoimmune thrombocytopenia, 1-4% isolated
thrombocytopenia

—systemic lupus erythematosus < 1%

—antiphospholipid syndrome < 1%

— drug-induced thrombocytopenia < 1%

— thrombotic thrombocytopenic purpura”,
hemolytic-uremic syndrome < 1%

- non-mmune-mediated:

—secondary thrombocytopenia associated with
infectious disease (e g, HIV, HCV, EBV)

— bone marrow diseases (acute leukermia, PNH)
<1%

— poor nutrition, folate or vitamin By, deficiency,
<1%

— hypersplenism, < 1%

*congenital ADAMTS13 deficiency also possible

EBV, Epstein-Barr virus; HBV, hepatitis B virus; HCV, hepatifis C virus;
HIV, human immune deficiency virus; MYHS, myosin heavy polypeptide
9; PNH, paroxysmal nocturnal hemoglobinuria

The differential diagnosis of thrombocytopenia in
pregnancy

® Ruling out pseudothrombocytopenia
— parallel platelet counts in blood anticoagulated with EDTA and citrate; no cen-
tnfugation; use a special blood-collecting system if necessary

— a platelet count in citrate blood that is normal, or markedly higher than the
platelet count in EDTA blood, indicates pseudothrombocytopenia; this can
be further verified by peripheral blood smear.

@ Interpreting the peripheral blood smear
— Platelets: giant platelets (e.g., in Bemhard-Soulier syndrome); pathological
staining of granules, or abnormally few granules within platelets, in rare heredita-
ry types of thrombocytopathy and thrombocytopenia (e.g., gray platelet syn-
drome); platelet aggregation in EDTAand citrate blood; if indictated, measure
platelets directly from native blood in laboratory (e g, in suspected von Wille-
brand syndrome type 2B)

— Leukocytes: Dohle inclusion bodies in granulocytes: May-Hegglin anomaly
and other MYH9 diseases

— Erythrocytes: Fragmentocytes in microangiopathic hemolytic anemia (e.g.,
in HELLP syndrome: fraction < 1%, in thrombotic thrombocytopenic purpura
2-5%[12)).

® Basic laboratory testing
— complete blood count and differential with reticulocyte count
— direct antiglobulin/Coombs test
— liver and thyroid function tests
— Virology tests (e g., for HIV, HBV, HCV, CMV)

® Further diagnostic testing
— antiphospholipid antibodies (including lupus anticoagulant)
— antinuclear antibodies
— exclusion of von Willebrand syndrome type 2B or defects of the vWF-
splitting protease

CMV, cytomegalovirus; EDTA, ethylene diamine tetra-acetic acid; HBV, hepafitis B virus; HCV.
hepatifis C virus; HIV, human immune deficiency virus; MYHS, myosin heavy polypeptide; vWF, von
Willebrand factor
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| Thrombocytopenia |
l | Hereditary thrombocytopenia |
Exclusion of
pseudothrombocytopenia <—| Peripheral blood smear | Family history

(citrate blood)

Platelet morphology (MPV; granulation)

| Thrombocytopenia confirmed DDx: von Willebrand fype 2B

! | ‘

Isolated Schistocytes Hemolytic Blasts, Lymphocytosis,
thrombozytopenia anemia dacrocytes, neutropenia,
Pelger-Huet, toxic
etc. granulation,
etc.
' ¥
Diagnosis of exclusion: GT/ITP ; ;
clinical foatures HELLPT;igr%?ﬁe oic Evans syndrome Bone marrow disease Suspected infection
drugs—specialized laboratory : (leukemia, PNH)
HBV, HCV, CMV, HIV, etc. —
serologic Diagnosis Clinical features
TSH
clotting analysis — \
exclusion of DIC LDH, Reticulocytes, Consider bone Inflammatory
transaminases, LDH, marrow biopsy parameters
haptoglobin, direct virology,
PT, aPTT, Coombs test pos. ’
fibrinogen,
antithrombin,
(where indicated) vWF,
ADAMTS13 activity

Algorithm for the differential diagnosis of thrombocytopenia in pregnancy

CMV, cytomegalovirus; DDx, differential diagnosis; DIC, disseminated intravascular coagulation; GT, gestational thrombocytopenia; HBV, hepatitis B virus; HCV, hepati-
tis C virus; HIV, human immunodeficiency virus; HUS, hemolytic-uremic syndrome; ITP, autoimmune thrombocytopenia g; MPV, mean
platelet volume; PNH, paroxysmal nocturnal hemoglobinuria; TSH, thyroid-stimulating hormone; TTP, thrombotic thrombocytopenic purpura; vWF, von Willebrand
factor; modified from (4).




[IpoTEnHYpPUA

» [lpoTtenHypua npn 6epemeHHocTn onpenensetcs kak 300 mr/cyt.on 6enka unun onee B 24-4acoBoM
cbope mMo4n nnm cooTHoLeHne bernka kK kpeatnHuHy 0,30 unn Gonee.

» Korga konnyecTBeHHble METOAbI HEAOCTYMHbI UM HEOBXOAMMbI ObICTPbIE PELLEHNS NCMOSb3YHTCS
TECT-NOSIOCKN: OAHAKO aHanmM3 Mo4YM C MOMOLLbIO TECT-MOMMOCOK MMEET BbICOKYH YaCTOTY
NOXXHOMOMNOXMUTESNbHbBIX U MOXHOOTpULATENbHbLIX pe3ynbratoB Tecta. 1+ noxHononoxutenoHast B 71%
cnydyaes, 3+ B 7% cnyyaeB, NOXHOOTpULaTenbHbIX pesynsratoB— 9%.

* Cpeldu XeHWUH c sblpaxeHHoU rnpomeuHypueu (n = 48) rno cpasHeHUo C XeHWUHaMu ¢ rie2kou
npomeuHypued (n = 108) yawe ecmpeyanacek rnpeaknamrcus (60,0% npomus 22,2%, p = 0,001) u
npeaknamricusi ¢ msixernsimu rposierneHusmu ( 18,8% npomue 2,8%, p < 0,001). B mHo20¢hakmopHOM
aHarsiuse c roripaskou Ha 8o3pacm mamepu, rnepeopodcmeo, MHO20IMT00HYH bepeMeHHOCMb,
ypo8eHb Mo4esoU Kucriomsl > 6 Ma/0n u riedeHue acriupuHoOM, 8bipa)keHHasi npomeuHypusi bbina
hakmopom pucka pasgumusi MPeaKnamrcuu ¢ MsXxesibiIMu fposisrieHUsIMU (CKOppekmupo8aHHOEe
omHoweHue waHcos [aOR] = 10,2, dosepumernbHbit uHmepesarn [ [N] 95% 1,9-54,0, p = 0,007) u dns
demeu ¢ MarbiM gecom 0111 2ecmayuoHHo20 go3dpacma (aOR = 2,4, 95% [N 1,02-5,6, p = 0,001).




Mapkepbl remonunaa

* [loBbiweHue NOI

* [loBbllweHne cBoboaHOIO ounmpybunHa

* CHwmxeHue rantornobunHa

* [loBbllWeHNE PETUKYITOLMTOB

* MoueBoun remocuaepuH, ypobunmHoreH (Npm BHYTPUCOCYANCTOM
remonnae)

*  MoueBoK/cbIBOPOTOYHbLIN CBOOOAHLIN reMOornoduH (npu
BHYTPUCOCYOAMCTOM reMosnmn3se)

*  Mukpockonua maska KpoBU

* AHemus




[loBpexageHune nevyeHn

* [losbiweHnne AJIIT n ACT

* AcnapTtataMuHoTpaHcgepasa aBnaeTca JOMUHUPYOLLEN TpaHCaMMHA30M,
BblAENsiEeMON B nepudepunyeckoe KpoBoobpalleHmne npun gMcyHKUNM neveHmn
BCNneacTBue Nnpeaknamncumn, YTo CBA3aHO C nepunopTanbHbIM HEKPO3OM.

* ACT nosblweH B 6onbLuen cteneHn, 4yem AJTT, no KpanHeEN Mepe Ha Ha4YaribHOM
aTarne, MOXeT NOMOYb OTIINYUTL MPEIKNAMIMCUIO OT APYrMX NoTeHUNanbHbIX NPUYNH
napeHxmMmMmaTo3Horo 3aboneBaHuna nevyeHu, npn kKotTopom AJ1T o0bbIYHO BbILLE, YEM
ACT.

* YposeHb JI[II" B CbIBOPOTKE KPOBW Mpu npeaknamncum obycnosneH nedeHOHHOM
ancdpyHkumen (J1A6 Bo3HUKLIWAA B pe3ynbrate UwemMnum nim HEKPOTUYECKne TKaHU
nnn n 1o, n gpyroe) n remonns (J1I4I s aputpoumnTos).




2Knposow renatos

Mpeaknamncus / HELLP

Xonecras 6epeMeHHbIX

OcCTpbIli BUPYCHBIN
renatut

AYTOMMMYHHbBIV renatut

JlekapcTBeHHOE
NoBpeXaeHNe NevyeHn
(Hanpumep, APAP)

Bu3yanunsaumun

QG T

P& MarbHasmMarEe CTUKa

CBeTrioi neyeHn
Acuut

nevyeHu

OCHOB Hib 15049 Y K el O Bixibie HN S

Y{OOBEHFANMNH O[T pAKTHD

@PE3 BO |BRGMBccui

Matb MepBopoasiuas MHoronnogHas PacnpocTtpaHeH cpegu He uTo nHoe, Kak Te, [pyrne ayTOMMMYyHHble He uTo nHoe, Kak
MHoronnogHas 6epemeHHOCTb HapofoB Mmanyye, KOTOpbI€ CBA3aHbI C 3aboneBaHuns BO3AelicTBMe nekapcTs /
6epeMeHHOCTb naTvHoamepuKaHueB v npvoGpeteHnem nuLeBbIX 06aBOK /
C HegoCTaTOYHbIM IOXXHOa3naTueB BVPYCHOrO renaTtuTa BE3PELIENTYPHbIX
BECOM MHoronnogHas npenaparos

6epeMeHHOCTb

Cpok TpeTui TpumecTp TpeTuin TpumecTp, O6bI4YHO B TPETLEM JTro6on TpumecTp JTrobow TpumecTp TMo6on TpumecTp
(cpenHsis Hepens 36), penko nocnepoaoBoit TpuMecTpe
pPeaKo No3gHUA 2-i nepvog 6epemeHHOCTH
" TpumecTp (28-

Hepens); 25%
nocnepoaoBbIX

TununyHble TowHoTa, pBoTa, 6onu B TowHoTa, pBOTA, 3yn TowHoTa, pBoTa, 60nb B YcTtanocTb, TOLIHOTa XKenTyxa

nposBnsoLmecs XusoTe ronosHas 6onb, Moua TemHoro upeta XWUBOTe, NMxopanka

CUMNTOMBI 50% runepToHun un rMNEepPTOHNSA 1 uBeTa Y 60onblUMHCTBA
NpoTenHypumn npoTenHypus NaLUeHTOB C XEenTyxomn
20% npusHakos HELLP Unu creatopeew

KnoueBble ANT 2-15 X ANT<500 Ea/n MepemenHas ANT (1,5- ALT 2-10 X NOKTEBAA ALT >2-10B MepemeHHas,

0CoBGEeHHOCTN BI'H,? HewacTo >1000) (meauana =200, HO 8 X BI'H?) KOCTb? JIOKTEBOW KOCTM® ANT>1000 Ea/n npu
Mmnep6unupybuHemms, MOXeET ObITb O4EHb MoBbiweHHasn Mpwu TspKENON DOpME, B Tshkenbix cnyyasx AMNAN
NenkoumTos, BbICOKOW Npu KOHLIEHTpaLws obLmx COonpoBOXAAoLLEencst MOXET COCTaBNATh > 'vnep6unmpybuHemun
Mwnornunkemus, VH(apkTe) XKENYHbIX KACNOT B NOBBILUEHHBIM YPOBHEM 500/ n npu MoBbiweHHbI MHO
BbipaxeHHas TpombouunTonexns CbIBOPOTKE KPOBM 6unupybuHa n MHO NOBbILLIEHHOM YpOBHE
rmnepypukemums, (<150 / mm3) Y 6onblunHCTBa MonoxuTensHas 6unmpybusa n MHO
MoBbiweHHbIn MHO, lemonutuyeckas HOpMarbHbI YPOBEHb ceponorunyeckas ANA > 1:160 n / unu
OBC-cuHapom, aHemusa 6unupybuHa oLieHKa OCTporo Bupyca ASMA > 1:40 n / nnu
OcTpoe noBpexaeHve MoBbILEHHBI YPOBEHb aHTN-LKM unu antu-
noyex, nar SLA>1:20
OHuedanonaTus YMepeHHas NIoc NoBbILEHHBI 1gG

runepypukemus
Y 6onbLlUMHCTBA
HOpMarnbHbIA ypoBeHb
6unvpybuHa
KntoyeBble YKuposas Acuunt y 20%-30% ecTb KamMHU [eTeporeHHbIN, [eTeporeHHbIN, [eTeporeHHbIN,
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TpomboTnyeckne MmMKpoaHrmonaTun

npun 6epemMeHHOCTHU

* TpomboTtnyeckast Mukpoanrmonatmnsa (TMA) - noTeHumanbHO TaXenoe 3abonesaHue,
onpenensiemMoe xapakTepoM NoBpeEXAeHUs1 HOO0TENMAbHbIX KITETOK.

* bepemeHHOCTb 1 nocnepoaoBon Nepuos yxe AaBHO NMPU3HaHbI NepnogamMmu
BbICOKOIo pucka anga pasnunyHbix dpopm TMA.

* HapyweHus, cBsizaHHble ¢ TpoMbBOTUYECKON MUKpoaHronaTtuen (TMA),
XapaKkTepm3yTCca MUKPOAHIMonaTU4ecKkom reMosimTUMECKON aHEMUEN,
TpoMbOoLUUTONEHNEN N NOPAKEHNEM BHYTPEHHUX OPraHoB.
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TpomboTnyeckne MmMKpoaHrmonaTun

npy 6epemMeHHOCTH

TpomboTuyeckas TpomoouutoneHnyeckana nypnypa (TTM) — aecbunuur
ADAMTS13 - 1 u3 17 000-1 n3 200 000 6epemeHHOCTEN.

* lemonutuko-ypemmnyeckmu cuHapom (I'yYC) - atunmnynein 'YC Bbi3BaH
HapyLeHNneM perynsaumm anstTepHaTMBHONO NyTU KOMMNeMeHTa

* Mpeaknamncus/aknamncus (PE/E)

* HELLP

« XapakTepHyto Tpmagy Takke MOXHO OBHapyXuTb Ha POHE TAXKEenbIX
ayTOMMMYHHbIX 3aboneBaHUN, B OCHOBHOM CUCTEMHOW KpacHou BosnyYaHkn (CKB)
n katactpoduyeckoro aHtTudochonunuagHoro cuHgpoma (CAPS)

* OcTpas xupoBas 60rne3Hb NeYeHn BO BpeMd DEpEMEHHOCTU TaKKe MOXET UMETb
HeKkoTopble npu3Hakn TMA




TpomboTuyeckana TpomoouutToneHnyeckaa nypnypa (TTI)

A TMA—inducing envirenments
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TTP cBa3aH ¢ cepbesHbiM gedmuntom ADAMTS13,
MeTannonpoTenHasbl, BblpabaTbiBAEMOM NEYEHDLIO,
KOoTopas cneunduyeckn pacliennseTr CBEPXKPYHble
mynstumepsl VWF (ULVWE).

HOedovuymnt ADAMTS13 npuBoanT K HAKOMSIEHUIO B
KpoBoTOke myrnstumepoB ULVWEF, runepagresmBHbIX
K TpoMbBouuTam, C nocrneaywmm
CaMOonpomn3BOSbHLIM 0Opa3oBaHMEM MUKPOTPOMOOB
B MUKPOLMPKYNALMN, doparMeHTaunm apuTpoLmToB,
NpoeunpyroLwmMxca Ha TPoMbbI, U NLLEMUYECKOMY
NOBPEXOEHNIO OPraHoB.

BepemeHHOCTb aBnsieTcst NPU3HaHHBIM TPUITEPOM
pa3snTtus TTIy B3pOCHbIX XXEHLWMH C reHETUYECKUM
aedununtom ADAMTS13




Femonutuko-ypemuyeckmum cuigpom (I'ycC)

A TMA-inducing environments
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'YC moxeT ObiTb BbI3BaH pa3fiMyHbiMM MeXaHU3MaMu NOBPEXAEHUS
3HAOTENNanNbHbIX KNETOK, MPUBOASALLUMM K OBLLIEMY aKTUBUPOBAHHOMY
npoTpomMboTnyeckoMy heHoTUny 3TUX Knetok. Hanbonee yactbimu hopmamm
'YC asnstotca ['YC, npogyumpytowune Lnra—tokeuH, E coli-accoummpoBaHHbIi
'YC (STEC-I'YC; Bo3HUMKaeT B pesynbrate aHAOTENNanbHOro NoBpexaeHus,
BbI3BAHHOTO LUMra-nogobHbIM TOKCUHOM), U BTOPUYHBIN [YC, CBA3aHHbIV CO
3110Ka4eCTBEHHbIMM HOBOOOpPa3oBaHMAMM, NeKapCTBEHHbIMY NpenapaTtamu,
ayToMMMYyHHOe 3aboneBaHve unun nHeKUus.

KomnnemeHT-onocpegoBaHHbIi atunmnyHbii ['YC (aHUS) cesizaH ¢
HapyLLUeHVeM perynsauumn anstepHatMBHoro nytu. C3, knoveBon hepMeHT
ansTepHaTUBHOIO MyTW, HAXOAMTCS B COCTOSIHUM NMOCTOSIHHOWM akTuBaunn. Tpu
OCHOBHbIX MHIMOMTOPA XECTKO KOHTPONMMPYIOT 3TOT hepMeHT. [MnepakTueaumns
anstrepHaTuBHon C3-KoHBepPTa3bl MOXET ObITh pe3ynsTaTtoM MyTauui B reHax.
HekoHTponupyemas aktnBauus koHBepTasbl C3 npuBoauT K 06pasoBaHuio
koHBepTasbl C5 u pacwenneHuio C5 Ha Ch5a n C5b. 310 nHnumnmnpyet
obpasoBaHne Ha NOBEPXHOCTM IHAOTENNANBbHON KNEeTKNn MmembpaHoaTakyoLero
komnnekca (MAC), LMTOTOKCUYECKON MYTLTUNPOTENHOBON

CTPYKTYpbl. MHAYUMpOBaHHOE KOMMNIIEMEHTOM MOBPEXAEHNE N aKTUBALMSA
3HOO0TENManbHbIX KITETOK CNOCOOCTBYOT 00pa3oBaHuio TPOMBOB 1 nNpoLeccy
TMA.

BosHukHoBeHMtio TMA Bo BpeMsi 6epeMEHHOCTU MOXET CnocobCTBOBaTh
0COoObI heHOTUN “TSXKENOro SHAOTENUS”, BOSHNKAKOLWWIA B pe3ynbraTe
XapaKTepHoro Anst 6epeMeHHOCTM aHTUAaHIMOTEHHOTO COCTOSIHUS:
OTHOCMUTENbLHOro AucbanaHca Mexagy aHrMoreHHbIM hakTopoM pocTa
sHpootenus cocynos (VEGF), dhaktopom pocta nnaueHTsl (PIGF) n
aHTuaHrnoreHHoun pactsopmmon fms-nogo6bHom TMposmHkuHason-1 (sFit1).




S
Cnyyan 1

Y 38-neTHen XeHwWwuHbl Bbina nepeas 6epeMeHHOCTb, KoTopas 3akoH4YMnachk Ha 24 Hepene 6epeMeHHOCTU
BHYTPUYTPOOHOM rmbenbto niioga, CBA3aHHOM C TSXKENOWN 3a4epXXKON BHYTPUYTPOBHOro pocta 1 UWeMUYEeCKUMU
N3MEHEeHNAMM B nnaueHTe. B To Bpems aHanuabl KpoBWM He NpoBoaunnck. Bo Bpems BTopon 6epemMeHHOCTN OHa
AMMMPUYECKN Nostyvana HU3Kue 403bl acnupuHa N HU3KOMOSMEKYNSIPHbBIN renapuH Anga npodunaktuki. Oowmm
aHanus KpoBu B Havane 6epemMeHHoCTN Obin B HopMme. Ee Hanpasunu Ha 34 Hegene 6epeMeHHOCTU n3-3a
Yy4aCTUBLLUNXCHA MUTPEHEN C HapYLUEHMEM 3PEHUs, TSHKENon netaprum n genpeccun. JlabopatopHble TeCTbI
nokasanu caMmoe HU3Koe KonmyecTso TpomodouunTos (71 x 109/1), noBbiweHHbIN ypoBeHb JIATN wmcTounThbl Ha
NNeHKe KPOBU U HOpMarbHbI YPOBEHb KpeaTuHUHa B cbiBopoTke. ADAMTS13 He 6bin obHapyxeH (<5 ME / gn),
HO aHTuUTen K ADAMTS13 oBHapyXeHo He Obino. bbin gnarHoctupoBaH HacnencTBeHHbln T T, MNauneHTke 6bIno
npounssedeHo 2 obmeHa nnasmbl, pogopaspeLleHne nyTemM KkecapeBa ceveHns 6e3 nepennBaHng

TpomboumnToB. Nocne pogos 6bin NpoBeAeH AONONHUTENbHLIM OBMEH Nria3mbl, a 3aTeM en 6binn caenaxbl
MHJQY3UKM nnasmbl. [MCTONorMa nNnaueHTbl He BbiBUMNa UWEeMUYeCKnX nameHeHnn. Bo Bpemsa TpeTben
BGepeMeHHOCTN OHa nony4vana npouNakTUKy HU3KMMKU 4o3aMn acrMprHa N HU3KOMOSEKYNAPHOro renapuHa u
NHY3MM NNa3mMbl Ha NPOTSHKEHUM BCcen BepeMeHHOCTH ¢ yBenndyeHnem obbema nHy3nmnm co BTOPOro TpumMecTpa u

YacToTbl (OBa pa3a B Hegent) ¢ TpeTbero Tpumectpa. OHa poguna 30opoBoro pebeHka nyTem KecapeBa CeYeHUs
Ha 35 Hepgene 6GepeMeHHOCTH.

https://ashpublications.org/blood/article/136/19/2103/463322/Management-of-thrombotic-microangiopathy-in




S
Cnyyan 2

34-neTHANA XeHLWWMHa poguna 3gopoBoro MnageHua Myxckoro nona Ha 38 Hefene 6epeMeHHOCTH, ee BTopad
BGepeMeHHOCTb npoTekana 6e3 ocnoxHeHnn. Yepes 5 gHen ee Bbinucanu goMon. Yepes Tpu Hegenu nocrie poaos
ee Hanpasunu no nosoay acteHuu. MNpu NoCTynneHnn ee apTepuanbHoe gaBrneHne coctaensano 158/92 mm pr.

cT. dusnkanbHoe obcrnegoBaHne HAYEM He npuMedaTenbHo. JlabopaTopHble aHanM3bl Nokasanu: KpeaTuHUH
CbIBOPOTKWN KPOBU - 635 MKMorb / 11; konndectso TpomboumtoB - 110 x 10% n1; remorno®uH - 10 r/ gn; yposeHs JIAI
- 2,5 BEpXHEN rpaHuLbl HOPMbI; U HeonpeaensemMbl rantornobuH. MNpoTenHypus coctaBuna 2 r /n. B maske Kposu
Bb1IM 0B6HapYKeHb!l LWncTounTsl. MNaumeHTke 6611 HavaT 0BMeH NnasmMbl, KOTOPbIA HE NOBMANAS HA YPOBEHb
KpeaTUHWHA B CbIBOPOTKE KPOBWU UM KONUYecTBO TpombounToB. [lanbHenwee obcnegoBaHne nokasano
HOopManbHyo KOHUeHTpaumo C3, C4 n obuwero remonutmnyeckoro komnnemeHta B 50%. AktnsHocte ADAMTS13
Bbina cHuxeHa Ha 39%), HO obHapyXuBanacbk. TeCTbl Ha aHTUHYKNeapHble, aHTMHaTMBHble [HK,
aHTMKapanonunuHoBble U aHTU-b2GPIl aHTuTena, a Takke Ha BOMYaHOYHbIN aHTUKOArynsaHT Aanu oTpuuaTenbHbIN
pesynbrat. lnarHo3 aHUS 6611 nocTaBneH nytem UCKNoYeHus. Yepes nsatb AHeN nocne noctynneHns bois
npekpalleH obMeH nnasmbl U Ha4aTo nevyeHne aHTn-C5 (akynusymab). Konnyectso TpomboumnToB BbICTPO
HOpMarnmn3oBasoch, a PyHKLNA NOYeK NOCTENEHHO BOCCTAaHOBUIACh. Tpy Mecsua CrycTa reHeTu4Yeckne TecCThl
BbISIBUIN BEPOATHBIN NaTOreHHbIN BapnaHT B reHe ¢hakmopa KkomrnemeHma H (c.773 C>T, p.Pro258Leu). JleyeHne
aHTN-C5 6bIno npekpalleHo Yyepes 9 mecsues neyveHnd. Peungmsa AHU He npounsowno. Y nauymeHTkn obino 2
nocnegyrowimne 6epeMeHHOCTU 6e3 OCNOXHEHUN.

https://ashpublications.org/blood/article/136/19/2103/463322/Management-of-thrombotic-microangiopathy-in




[lpeaknamncus

* [wnnepTteH3us

* [lpotenHypus

Npn OTCYTCTBUU MPOTENHYPUK, BNEPBLIE BO3HUKLLASA apTepuanbHasa rmnepTeHs3ns ¢

HOBbIM MOSIBIEHMEM fODOro M3 crneayrLwmnx CUMNTOMOB:

* TpombouutoneHus (konnyectso TpombouuntoB <100 x 10%n)

* HapyweHune doyHKUuMN neveHn (NOBbILLEHUE KOHLIEHTPaUUN NEYEHOYHbIX
TpaHcaMnHa3 B CbIBOPOTKE KPOBU B [iBa pa3a BbiLLE HOPMbI)

* [lo4yeyHas HeQOCTaTOYHOCTL (CbIBOPOTOYHBLIN KpeaTuHuH > 1,1 mr / gJ1 unn
YOABOEHME CbIBOPOTOYHOIO KpeaTuHMHa y naumeHTa 6es3 gpyrnx sabonesaHun
NoYeK)

* OrTekK nerkmnx

* Bnepsble Bo3HUKLLAA rofioBHaA 00sb, He NogAaoWAaAcs IEYEHUO U He
CBA3aHHagd C ‘MMM AnarHo3amu




06credosarias BUOXVNIECKH aHaNS KDOBM oy NOCTYTNEH: IMI0Ko3A — 2,0umonelr; o6uni
“Penok - 55r/n._aneBymu - 33rin; GunupyBun_ofuwi - 11.5mkmonsi; Gunupybus npamoi =
2,6MKMON/N; MOHeBHHA — 5. TMMOML/MMONb/N; KDEATHUH ~ OBMKMONLIN; kanwii - 4,0BMMons/n; HaTpui
= 138mmon/n; ACT - 72,0E/m; ANT - 55,0E/m; LW|® - 88,8E/n; T - 22.3E/n; a-amunasa - 45E/N:
06l XonecTepiH ~ 4 SMMonb/n; naTat - 0, 3umonb/n.

. . . Knnwwigcioit ananus kposn npn nocrynnenus; Nl. - 9,0; Ho ~ 109rin; 3p. - 3,78; remaropur
HemOlyS|S, Elevated LIVGI’ enzymes, BeHoaHuil ~ 34; cpepwit ofbem aputpoumTos - B9,6cn; cpemHee copepwanMe remornobuma B

aputpouyme - 28,8 CpeaHAR KoHueHTpaudA remornobuna B apuTpOUMTE - 322r/m; mpouewT
pACTpEienertA SPUTPOLTOR N paswepy - 15,1%; WApAHA rMcTorpamMMsl 3puTPOLUTOB = 51,5¢cn;
and l—OW Platelet cou nt- TpouBouuTsl - 113; cpeannh ofbem Tpowbounta - 94dn; Wipa oGvemHoro pacnpeseneHus
TpouGouyros - 16,6, TpomBouwrokput ~ 0,106%; COS - 25mmy. Mleiivochopmyna: nanoukomgepHbie
Hefpotmn ~ 4%; CerMenTongepHsie Herpodnel = 79%; aoauodnbl ~ 3%; MOHOLMTH = 4%;

* 1% Bcex 6bepemMeHHOCTEN oLy - 10%.

*  YpoBeHb CMEPTHOCTU XeHWwuH ¢ cuHapomomM HELLP coctaBngaet ot 0 oo 24%, npn 3TOM ypOBEHb
nepuHaTtanbHon cMmepTHoCTK aocturaet 37%.

* MaTtepuHckas cmepTb HacTynaeT u3-3a AUCCEMUHMPOBAHHOIO BHYTPUCOCYANCTOrO CBEPThIBAHMS KPOBU
(ABC-cnHgpom), OTCrIONKKM nnaueHTbl, NOCNepooBOro KPOBOTEYEHUS NI OCTPOWN MOYEHHOM
HEeOOCTaTOYHOCTN.

* HebnaronpusiTHbIN NepuHaTanbHbI NPOrH03 06yCcrnoBnNeH OTCIIONKOM NNaUeHTbl, BHYTPUYTPOOHOM
rmnokcuen, acukcmnen, He4OHOLLEHHOCTbIO U HU3KUM BECOM MPU POXOEHUN.

* bepemeHHocTb (70%) 1 paHHUK NocrnepoaoBbIn nepuog!

<paTa/Bpems> <HWXKHWUWA KONOHTUTYIT>




dakTopbl pUcKa

dakTopbl pucka HELLP BkntovatoT B cebst uctoputo npeaknamncum nnm HELLP Bo Bpemsa
npeablaywmx bepemeHHocTen; ceMmenHbln aHamHe3 HELLP nnn npesknamncun: puck
pa3suTus nostopHoro HELLP cuHgpoma npu nocnegytowmx 6epeMeHHOCTSX COCTaBnseT
oT 19% 0o 27%

AyTOMMMYHHbIEe 3aboneBaHns;

MHoronnogHocTb, KoTopas coctaBsnsaet bonee 50% cnyvaes HELLP;
[eHeTn4eckne pakTopbl PUCKa;

[nabert;

OXxunpenue;

NHdekuns SARS-CoV-2 Bo Bpemsi 6epeMeHHOCTN.

<para/Bpems> <HWXHUN KONOHTUTYN> 17



[ eHeTn4Yeckme pakTopbl pUcka

«  Yro kacaertca cuHgpoma HELLP, 66110 npoBeaeHO HECKONbKO rEHETUYECKMX UCCregoBaHWmI, U B LIeNoM 6bIno Npu3HaHo, Y4To U3-3a 00Lmx
MONEKYNAPHbIX NyTen 6ONbLUIMHCTBO rEeHOB, CBA3aHHbIX ¢ PE, Takke MOryT BHOCUTb Bknag B aTuonorunto HELLP.

«  CnoXHOCTb UCCneaoBaHWi, Tak Kak opMarbHast YHKUNS NaLeHTbl U perynauusa KpoOBAHOMO AABMEHUSA BKITHOYAKOT TOHKYO Perynsiumio CoTeH
reHOB.

«  KpynHble pogocnoBHble, cogepxaiwume PE / HELLP, BcTpeyatoTcs peako, YTo B LiENoM 3aTpyaHSeT KapTMpoBaHue obnacren reHoma ¢
NMOMOLLIbIO KITAaCCUYECKNX FreHETUYECKUX NOAXOO0B.

« [lonHoak3oMHoe cekBeHnpoBaHue (WES) GbIrio npoBegeHo B CEMENHbIX U eOMHUYHbBIX cny4dasax 13, YTo No3BonNunno nNpeanoXunTtb HEKOTOpbIEe
BO3MOXHble HOBblE reHbl 1 BapMaHTbl NocneaoBaTenbHOCTEN, CBA3aHHbIE C (PEHOTUMNOM

e Mbl ngeHtuduumposanu 110 BapmaHToB (87 pasnnyHbix) B 67 reHax, CBA3aHHbIX C HECKOSIbKUMKU BMONOrMyeckMmim npoueccamm, TakumMmm Kak
aHrnoreHes / cBepTbiBaHWE KPOBM / perynsauus KpoBSHOMO AaBrieHus, KnetoyHasa anddepeHumpoBka / KOMMYHUKaLUMS / aare3uns, KNneToYHbIN
LMK 1 perynsaums TpaHCKpUnuMn reHoB, B1Monornst BHEKNETOYHOrO MaTpukca, NUNuaHbIM 0OMeH n UMMyHonormdeckuii oteert. MNaTb
BapuaHTOB nocriegoBaTtenbHocTen 6binn 0CoOBeHHO paamKarbHbIMU, MOCKONbKY OHU FeHepMpoBanu NpexaeBpeMeHHble CTON-KOAOHbI B reHax,
UrparoLwmx BaXKHyto porb B hmuamonorumn nnaveHTsl (Hanpumep, STOX1, PDGFD, IGF2, MMP1 w DNAH11). LLlectb BapnaHToB (ERAP1-
p.l1e915Thr, ERAP2-p.Leu837Ser, COMT-p.His192GIn, CSAD-p.Pro418Ser, CDH1-p.Ala298Thr n CCR2-p.Met249Lys) npusenu kK
noTeHunanbHoOM gectabunmaauynmn cTpykTypbl 6enka, NoCKONbKy OHU MMENN 3HaYUTENbHbIE N3MEHEHWS, CBA3aHHbIE C AHEpPrnen u
B3aMmMopgemncTenem octatkoB. Mbl BbISBUNN NO KpanHen Mepe ABe MmyTaumm y 57% naumeHToB, YTO CBMAETENLCTBYET B NOMb3y NOMMIEHHOro
npoucxoxaeHusa cuHapoma HELLP.

«  https://www.sciencedirect.com/science/article/abs/pii/S2210778920301197
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Pa3Butne cnHgpoma

* CcuMTaeTcs, YTO 3TO CUMCTEMHOE BOcnanuTenbHoe 3abonesaHne, onocpeayemMoe KackagoM KoMmrremMeHTa u
YCUNEeHMo BocnaneHnsa nevdeHun y nauneHTok ¢ cuHgpomom HELLP.

*  Nwemunyeckn-penepdysnoHHoe noBpexaeHne 3anyckaeT CUCTEMHbIN BOCNAaNUTENbHbIA NpoLecc nNpu
cuHgpome HELLP.

* CnupanbHble apTepun, KOTOpble He NoAAalnTCs PeMOLENMPOBaHNIO U3-3a HeadeKBaTHOM MHBa3nUn
TpodpobnacTta nnum agedekTHOro 3HAOTENNANbHOIo anonTo3a, NPMBOAAT K UWEMUM NNALEHTbl. OTO Bbl3blBaeT
aKTMBaLUIO 3HOOTENMUS, KOTopasi COMPOBOXAAETCS MOBbILLEHHbIM BbICBODOXAEHNEM aHTUAHTMOrEHHbIX
dbakTopOoB, YTO MPUBOANUT K MYSITUOPraHHOMY MOBPEXOEHNIO MUKPOCOCY0B.

* BocnanutesnbHbIn KOMMOHEHT BKITHOYAET MOBbILLEHHOE KONMMYECTBO JIEMKOLMTOB N NPOoBOCNannTeNnbHbIX
LMTOKWMHOB NPU CHMXKEHUN YPOBHS NPOTMBOBOCHANNTENBbHbBIX LMTOKUHOB.

*  AKTMBMpYeTCS Kackaj CBepTbiBaHMS KPOBU, CNa3M COCya0B, arperaumio TpoMboumMTOB 1 AanbHenwee
noBpexgeHue aHOoTenuA.

*  3OTO NpPUBOAUT K HAKOMMNEHMIO TPOMOOLUMUTOB 1, cnegoBaTenbHO, K TPOMOOLMTONEHNN.

*  JpuUTpouUUTLI paspyLLaoTcs NPy NPOXOXKAEHUM No 3TuM 6oratbiM TpoMbounTaMmmn n NBPMHOM Kanunnsipam,
BbI3blBasi MUKPOAHITMOMNAaTUYECKYH reMOSNMUTUYECKYIO aHEMUIO.

* MHoroopraHHoe noBpexgeHne MMKPOCOCYOOB U HEKPO3 NeYeHn NpUBOAAT K pas3sutuo cuHgpoma HELLP.

<para/Bpems> <HWXHUN KONOHTUTYN> 19



CnMmnTOoMBI

° bonunB NpPaBOM BEPXHEM KBagpaHTE XXUBOTa UITA bonu B ANMUracTpumn,
BO3HUKAKOLWLMNE B pe3yribTaTe pacTAaAXXeHUA nevyeHu

* TOLHOTA, pBOTA

* reHepanuni3oBaHHbIE OTEKU

°* HeagomMoraHme, ronoBHasi 0onb
* N3MEHEHUSA 3peHUS

* XKenTtyxa

<para/Bpems> <HWXHUN KONOHTUTYN> 20



AHanunsabl

. Ob6wwun aHanns KPoBK

. Masok kpoBu

«  OyHKUMOHAnbHbIE TECTLI NEYEHN: acnapTataMmnHoTpaHcdepasa (AST),
anaHnHamuHoTpaHcdepasa (ALT), bunmpybuH

« KpeaTnHuH

Ecnn nokasaTtenun oyHKUMOHaNbHbIX TECTOB NEYEHU NOBbILWEHLI, NPOBEANTE aHann3bl Ha

. [anTornobuH

. nNaktatgerngporeHasy (LDH)

«  CBEpPTbIBAEMOCTb KpPOBU, BKNtoYasa dmbpuHoreH, npotpomMmbuH (PT) u
aKTMBMpPOBaHHOE YacTu4Hoe TpombonnactuHoBoe Bpems (PTT)
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-
Tprnapa nabopatopHbIX

n0|<a3aTene|/|

OKCNepTbl PasnuyatoTCst AUarHoCTUHECKUMU KPUTEPUAMU; OfHaKO AMEPUKaHCKUIA kKonmnemx akywepcTea v ruHekonorum (ACOG) yTeepxkaaer, YTo Ans
NOCTaHOBKM AnarHosa HeobxoanmMo Hannume AByX U3 Tpex U3 creayoLLmMx nokasarenein: yposeHb naktatgerngporeHassl (J14I0), npeBbiwatoLwmnin nnm
paBHbIn 600 ME/n; coepmenTbl neveHn ACT u ANT 6onee yem B ABa pa3a NPEBLILLIAIT BEPXHIOK rpaHuLy HOpMbI; U KonnyecTso TpomboumToB meHee 100
000 kneTok/MKr.

. lemonun3a Takke MOXeET ObITb MOATBEPXKAEH HanmMuMeM cparMeHTMPOBaHHbLIX IPUTPOLMUTOB (T.€. LUMCTOLUTOB) B Ma3ke nepudepuyeckorn KpoBu u
BbISIBIIEHMEM MOBbILLEHHOIO YPOBHS GunupybrHa nnm HU3KOro YpoBHS ranTornobvHa B aHanmae KpoBW.
. Mepudepnyecknin masok ¢ LUIMCTOLUTaMU
. CbIBOPOTOUHbIN GUNMPYBUH > 1,2 Mr/ an
. Huskun ypoBeHb CbIBOPOTOYHOrO rantornobuna (<25 mr/ an) unu J1I4M> B ABa pa3sa BbllLe HOPMbI.
. Tspkenas aHemus ¢ ypoBHeM remornobuHa <8-10 r/ gn B 3aBMCMMOCTM OT CTaguun 6epeMeHHOCTU, He CBA3aHHasA C KpOBOMOTEPEN.
. HELLP moxHo knaccuduumpoBaTb B 3aBUCMMOCTU OT TSXKECTU HU3KOrO Konuvectsa Tpombountos. CuHapom HELLP knacca | (T. e. konmyecTBo

TpomboumToB Hke 50 000/MKkn) sBNsieTca Hambonee TshKenbiM, ¢ boriee BbICOKMM YPOBHEM 3ab0neBaemMoCcTn 1 CMePTHOCTH, Yem cuHapoM |l knacca (7. e.
KonnyecTtBo TpomboumuToB oT 50 000 go 100 000/mkn) u knacca lll (T. e. konmyecTBo TpombBouuToB B oT 100 000 go 150 000/mkn) HELLP-cuHapomei.
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Bce ocnoxHeHns

OcnoxHeHuUA y nroaa BKNOYaoT:

* [lepuHaTanbHas cmepTb

* OrpaHu4eHne BHYTPUYTPOBHOro pasBmTus
(IUGR)

* [NpexgeBpeMeHHble poabl

* HeoHaTanbHas TpoMbounTOnNeHus,
NenKoneHns, HeUTpPoneHus

* PecnuvpaTtopHbI ANCTpecc-CUHAPOM

OcCnoXxHeHUs y maTepu BKNOYaoT:

* Oknamncus

* OTcrnonka nnaueHTbl

* KecapeBo ceveHune

* OBC-cuHgpom

* Peuunansunpyrowmii Tpomo0o3

* Pa3pbIB neyeHn / rematoma

* MonHueHocHas Nne4eHoYHasa Hea4OCTaTOYHOCTb
* VIHdhapKT ronoBHOro moara

* KpoBousnusiHne B MO3r

* OrTeK nerkux / ronoBHOro Moara

* Ceppe4Ho-cocyanctasi HecTabunbHOCTb
* OcTpoe nospexaeHne rnoyek

* WNHdekuus / cencuc

* OTCroMKa ceTyaTKku

* TshKenoe nepunapranbHOe KpOBOTEYEHME
* MaTepuHcKkass CMEPTHOCTb

<para/Bpems> <HWXHUN KONOHTUTYN> 23



LHndopepeHumanbHbi AnarHo3

« [peaknamncus ¢ ABC-cungpomom: OBbIYHO Yy NaumMeHToK B 3 TpuMecTpe Habntogaetcs cuHapoMm, cxogHbii ¢ HELLP. MNMpeaknamncuna ¢ BC-
cnHgpomom BkniovaeT hakTopbl CBEPThIBaHMS KpOBU 1 BbidbiBaeT noBbiweHne MTI n PTT, B otnnyne ot cnngpoma HELLP. Y nauneHnToB
OyayT rMnNepTeH3ns 1 NPOTEMHYPUS, aHanorMyHble nauneHTam ¢ cuHgpomom HELLP.

«  TpomboTunyeckas TpombouuToneHundeckasa nypnypa (TTI1): y nauneHToB B OCHOBHOM HabniogaeTcs B nepBoM TpumecTpe 6epemMeHHoCTH, B
oTnnyme ot naumeHToB ¢ cuHgpomom HELLP. Y Hux xapaktepHasa neHTaga: nuxopagka, UsMeHeHHbIN NCUXUYECKUA cTaTyc, OCTpoe
noBpexgeHne novek / rematypusi, remonutnyeckas aHemms n TpomoéountToneHns. akTopbl CBEPTbIBAHNUS KPOBU He 3aTpoHyThl (PT/ PTT B
Hopme). MauuneHTbl 06bIYHO HOPMOTEH3MBHLI 6e3 NpoTenHypun. YpoBeHb ADAMTS-13 HM3KkuIM Npu NoBbIWEHHbIX MynsTUMepax VWEF.

«  [eMonnTNKO-ypeMUYECKUIN CUHOPOM, CBA3aHHbIN ¢ 6epemeHHOCTLo0 (MY C), Bbi3biBAETCSA BTOPUYHO MO OTHOLUEHWUIO K BPOXOAEHHOMY CUHAPOMY,
NPUBOASLLEMY K aKTUBALMM KOMMNIIEMEHTA, B OTnM4Kne ot TpaguumoHHoro 'YC, cesasaHHoro ¢ E.coli 0157: H7. Y Hux kapTuHa, nogobHas TTP,
Ho 6e3 nuxopagkn nnn AMS. YposeHbs ADAMTS 13 He CHWXeH. Y HuX noBblweHbl Mynstumepbl WVF.

« Ob6ocTpeHne CUCTEMHOM KpaCcHOW BOMYAHKKU: Y HUX MOTYT OblTb TPOMOOLMTONEHUS U reMonuTuyeckas aHeMns. PyHKLUMOHaNbHbIE TECThI
neyeHu B HOPMe, XenTyxa npu BofYaHke OTCYTCTBYeT. ApTepuarbHas runepTeH3ns 1 npoTemHypus MoryT npucyTcTeoBaTb Nogo6HO
cvHgpomMy HELLP. Y Hux ecTb Apyrve TUnn4yHble Npu3Haky BOfMMaHOYHOMO4OOHON CKYNOBOW CbinNuW, NNEBPUTA, apTpuTa U NnepukapananbHoro
BbINoTa.

«  AHTMdochonunuaHbin cuHapoM (APS): Y HUX MOXeET BbITb remonus n TpoméoumToneHms. PyHKUMOHArbHbIE TECTbI NeYEHN B HOPME. Y HUX
MOryT ObITb TMNEPTOHNA U NPOTEMHYPUS, KaK Y naumeHToB ¢ cuHapomom HELLP. JomuHupytowmmm npusHakamm APS sBnsatoTcs
peunanBmpyoLLMn apTepuasnbHbii / BEHO3HbI TPOMGO3 1 MOBTOPHbIE CAMOMNPOM3BOSbHbIE abopTbl Ha Cpoke GepemeHHOCTN meHee 10
Hegenb unu rmbens nnoaa. [Ana anarHoCTUKU HEOBXOAMMbI NOBLILIEHHbIN YPOBEHb BONYAHOYHOIO aHTUKOArynsaHTa, aHTUKapauonmnnmMHOBbBIX
aHTUTEN N 6eTa2-rMMKONPOTENHOBLIX aHTUTEN.

NABOPATOPHASA g
AWATHOCTUKA A®C
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LHndopepeHumanbHbi AnarHo3

OcTpoe oxunpeHue neveHn npu 6epemeHHocTn (AFL): OHO NpucyTCTBYeT B TPETbEM TPUMECTPE, aHanorMyHo nauueHTam ¢ cuHgpomom HELLP. Y aTux naumeHToB B OCHOBHOM OBCTPYKTUBHbIV XapakTep NopaxeHus
nevyeHun. YposeHb NpsiMoro 6unvpybuHa noBbIlLEH, B OTNNYKE OT NaumneHToB ¢ cuHapomoM HELLP. Y aTux naumeHToB NoBbilLEH ypOBEHb aMMuaka. MMnornmkemMms npucyTcTByeT, B OTnMuune ot cuHapoma HELLP.
Lpyroe: Mpu npoBeaeHun anddepeHLmManbHON ANarHoCTUKM CreayeT YYUTbiBaTb MOMHUEHOCHBIV BUPYCHBIN renaTtut. COOTBETCTBYOLLEE TECTUPOBaHWE 1 C60p aHaMHe3a No3BONSAT YCTAHOBUTb AUArHo3.
UpeamepHasi ppoTa 6epemeHHbix (hyperemesis gravidarum) - onpegensieTcsi Kak nocTosiHHasi u obunbHas pBoTa, HauYMHarLWasncs 4o KoHua 22-1 Hegenu 6epeMeHHOCTH, 1 NpU OTCYTCTBUM peakuun Ha AueTnyeckue
M3MEHEHUs! NN NPOTUBOPBOTHbLIE CPEACTBA OMNpefernsieTcs kak YypeamepHast.
XonecTta3 6epeMeHHbIX - 3y 06bIYHO BO3HMKAET Ha cpoke oT 32 Ao 34 Heaernb 6epeMeHHOCTH, HO 3TO COCTOSIHWME MOXET NPOSIBUTLCS 1 B NEPBOM TpuMecTpe. [uarHo3 noATBepKAaeTcst aHann3oM KpoBU, 4EMOHCTPUPYIOLLIMM
ao?*t;lu.leHHy»o KOHLIEHTPALMIO XXENYHbIX KNCIOT B CbIBOPOTKE. Y BOMbLUMHCTBA XEHLLVH TakKe MOBbILLEH YPOBEHb CbIBOPOTOYHOM aMUHOTpaHcdepasbl n nprmepHo y 10% noBbilleHa KOHLUEHTpaLums bunmpyomHa.
HpapKT 1 pa3pbiB NeYeHn

3aboneBaHUs NeYeHu, XxapakTepHble TONbKO ANsi GepeMeHHOCTU, HEOGXOAUMO OTNMYaTh OT NepPBbIX MPOSIBIIEHUIA XPOHUYECKOTO 3a60rneBaHns NeYeHun (Hanprumep, NePBUYHOTO GUNNAPHOTO XONaHrMTa) U OCTpbIX 3aGONeBaHN NeYeHu,
COMyTCTBYIOLLMX GEPEMEHHOCTU, HO He crneundUYHbIX ANs Hee (Hanpumep, ocTporo renatuta C).5

Kpome Toro, 6epeMeHHOCTb CBA3aHa ¢ (hM3NONOrMYECKUMU U3MEHEHUSIMU, UMUTUPYIOLLMMI 3ab0neBaHne neveHn. MMnepacTporeHHoe COCTOsSIHME MOXKET MPUBECTU K NayTUHHOW aHrMome 1 NafloHHOW 3pUTEME, KOTOPbIE OBbIYHO
accouumnpytoTcsi ¢ Lppo3oM. MemoamHaMuyeckne N3MeHeHust, CBA3aHHble ¢ 6epeMeHHOCTbIO (yBennyeHne obbema nnasmbl U cepaeyHoro Belibpoca, CHYPKEHE CUCTEMHOTO U MEXMO3BOHOYHOTO COCYAUCTOrO CONPOTUBIEHUS U
aKTUBaLIMS PEHWH-aHTVOTEH3VH-anbA0CTEPOHOBOIN CUCTEMBI), MOTYT NPEACTaBNATb UNW yCyrybnaTe NPOsiBNIeHUst NOPTanbHON r1MnepTeH3nu.

Mpn HopmanbHoW 6epeMeHHOCTH YPOBeHb anbbymMyHa NOCTENEHHO CHUXAETCS C KaXablM TPUMECTPOM M3-3a reMOAMITIoLMM 1 MOBbILLEHUS LLENoYHo hocdaTtasbl, NPeMMyLLEeCTBEHHO B TPETbEM TPUMECTPE U3-3a BKNaaa nnaueHTbl.
YpoBeHb CbIBOPOTOYHON anaHuHaMmuHoTpaHcdepasbl (AN1T) CHkaeTcs B TPeTbeM TPUMECTPE, HO YPOBEHb acnapTatammHoTpaHcdepasbl (ACT) ocTaeTcst HEM3MEHHbIML

YPOBEHb raMma-rnyTaMmunTpaHcnenTuaasbl cHmkaetcs Ha 25%.

O6Luast KOHLEHTPALMS XeMYHbIX KUCNOT B CbIBOPOTKE KPOBYW MOBLILLIAETCS MOCHe npuema nuLim.

HakoHeL, x0T 6epeMeHHOCTb SIBNSETCS MPOKOarynsiHTHbIM COCTOSIHMEM W MOBbILLIAKOTCS cneuvduyeckne hakTopbl CBEPTbIBaHUSI KPOBU U DBPUHOreH, NPOTPOMGVHOBOE BpEMS 1 YaCTUYHOE TPOMGONNacTMHOBOE BpeEMS OCTaloTCs
B HOpMe. Takvum 0bpa3om, noBbieHHble ypoBHU ACT, AT, obLiero 6unvpy6uHa 1 MexayHapoLHOro HopMarim3oBaHHOMO COOTHOLLEHUSI BO BpeMsi 6epemeHHOCTU TpebytoT obcneaoBaHns Ha Hannuue de novo nnu paHee
Hepacrno3HaHHoro 3aboneBaHus neyYeHu.
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OcCTpbIN >KNMPOBOWU renaTtos

« o7 1Ha 1000 go 1 Ha 35 000 6epemeHHOCTEN.

«  MarepuHckme xapakTepucTukmn, Hanbonee yacto accoummpyemble ¢ ADJIT, BknoyatoT nepByto 6epeMeHHOCTb, MHOFOMNSIOAHYHO
GepeMeHHOCTb, N0 MY>KCKOrO Mosia U HU3KMI MHOEKC Macchbl Tena

. Accounaumsa AFLP c npeaknamncuen n HELLP moxeT oTpaxaTb pUCK, CBA3aHHbIA ¢ 4eddUUMTOM OMMHHOLENOYEYHbIX XUPHBIX KACTTOT
(LCHAD) y reteposurotHbix matepen ¢ LCHAD romo3uroTHbIX Nnogos, rae Taxkenas npeaknamncua n HELLP moryT nosbiwatb cy6cTpatsl
OKUCIEHUS XUPHbIX KNCMOT BbiLE YK€ NOBbILLIEHHbIX YPOBHEN Y 6epeMeHHbIX XeHLWnH 6e3 npeaknamncun n HELLP.

«  Knunnyeckun cnektp A®JIT BapbupyeTcs OT nerkoro 3aboneBaHnsa ¢ MUHUMAabHbIMU BUOXMMNYECKUMU OTKIOHEHMAMMN Be3 KINMHNYECKU
BblpaXkeHHOro 3abonesaHnsi172 ansa Hanbonee Tsaxenon opmbl XapakTepHa bbICTPO Nporpeccupytowasi ne4yeHo4YHas He4oCTaTOMHOCTb,
COMpOoBOXAatoLLasacs NONMOPraHHON HE4OCTAaTOMHOCTLIO. Yalle BCcero BO3HMKaOT B TpeTbeM Tpumectpe, Ho ADJIT anarHoctTupyetcs yxe Ha
23 Hegene 6epemeHHoCTU, N oT 5% [0 25% cnydyaesB AnarHOCTUPYETCs NOCNepPoaoBo.

« AT 2-15X

o [unepbunupybnHemus

. JlenkounTtos

« [unornukemnsg

«  BblpaxeHHas runepypukemns

«  [oBbiweHHbIN MHO

« OBC-cungpom

«  OcTpoe noBpexgeHue novek
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VMIHapKT nevyeHn

Uenb: NHapkT nevyeHn — peakoe ocnoxHeHne 6epeMEHHOCTM, Yallle BCEro CBA3aHHOE C reMOJIM30M, NMOBbILLEHUEM aKTUBHOCTU NEYEHOUHbIX (DEPMEHTOB Y CUHAPOMOM HU3KOTO YPOBHSI
TpomBouuToB. Llenbto aToro o63opa siBNsieTcs BhisiBNieHNe (hakTopoB pucka, NpeacTaBrieHne Npru3HakoB M CUMNTOMOB, ONpPeAerieHne METOAO0B AMArHOCTMKU U onpedeneHne nyynx npakTuk
BEAEHWSI Ha OCHOBE OnybnMKoBaHHbLIX 0630pOB Cryyaes.

WcTouHnkn aaHHbix: B 6a3ax aaHHbix PubMed n MEDLINE (Ovid) npoBogwmmncs novck ynoMmHaHuin o6 nHdpapkTte neyeHn Bo BpeMs 6epeMeHHOCTV Unn B NocrnepoaoBOM NepUofe C MOMeHTa
co3faHusa 6asbl AaHHbIX A0 AaThbl nccrnepoBaHus 18 gekabpsa 2023 roga. KnioyeBble crnoBa BKOYany «MHGapKT NeYeHU» Unu «MHAapKT NeYeHn» U « 6EPEMEHHOCTbY UMK «aKyLLIEePCTBOY.

PesynbraThl: Becero 6bino BknoveHo 38 umtart, AokymeHTupytowmx 50 6epemMeHHocTel, onybnukoBaHHbIX B nepuof ¢ 1979 no 2023 rog. U3 Hux y 34% B aHamHe3e Gbina runepToHnyeckas
6onesHb, y 26% - aHTMdoconMnNUaHbIi CUHAPOM U 'y 22% - TPOMObI B aHaMHese. V3 Tex, y Koro paHee He Obino AnarHosa aHTudoconmMnuaHoro cuHapoma, 24% nanv nonoXuTenbHbIN
pe3ynbraT BO BpeMs rocnutanmaauuy. Y 6onblUMHCTBa NauMeHToB Habnoganvck 6onu B anuractpuv unu npasoM nogpebepbe (78%), a 'y 32% n 16% oTmevanocb CUrbHOE U yMepeHHoe
apTepuanbHoe AaBneHne COOTBETCTBEHHO. Y LIECTUAECATN YeTbipex NPOLIEHTOB NaLMeHTOB Habnoaancs TpaHcaMnHNUT. COpOK LIeCTb NPOLEHTOB NaLMEHTOK POANNY NpexaeBpeMeHHo, a
32% BepemeHHOCTel 3aKOHUYMNNCh BHYTPMYTPOGHOM rnbenblo nnoda, abopTom unv paHHWM npepbiBaHMem 6epeMeHHOCTU paau 6rnara matepu. KomnbloTepHasi Tomorpadums 6bina
ncnonb3oBaHa Ansa NoATBEPXAEHUS AnarHosa nHdapkTa nedeHn B 58% crnyvaes, MarHUTHO-pe3oHaHcHas Tomorpadus - B 14% n Y3U - B 6%. B cnyyasix, onucbiBaloLMX neveHre, nevyeHvne
Bcerga 6bino MynsTMmoaanbHbIM, BKIOYas aHTUrMnepTeHamBHble npenapathl (18%), TepaneBTUYeckne aHTMkoarynsHTbl (45%), nepenveaHue nNpodykToB kposu (36%), NnasmoobmeH nnm
BHYTpVBEHHOE BBeAeHWe nMmyHornobynuHa (20%) u ctepouabl (39%). MNepesop, B oTAeneHve peaHnmaumnu notpebosancs B 20% cnyyaes.

BakntoyeHue: HdapkT neveHn cneayet npeanonarats BO BCEX Cryyasix reMonu3a, NoBbILUEHHOTO YPOBHS NMeYEHOUHbIX (DEPMEHTOB 1 CUHAPOMA HU3KOMO YPOBHSI TPOMGOLIMTOB, HO OCOGEHHO
y NaumneHToB ¢ aHTUHOCHONUNUAHLIM CUHOPOMOM B @aHaMHE3e, y KOTOpbIX HabnoaaTcs 6onu B anUractTpum unv npasom noapedepbe. AnarHos 06bI4HO MOXHO NOATBEPANTL TOMBKO C
NMOMOLLIO KOMMBIOTEPHOW TOMOrpaduu, ¥ NeYeHne AOIHKHO BbITb He3aMeaAnMTENbHBIM C MOMOLLbIO MOAAEPXKMBAIOLLEN Tepanun, TepaneBTUYECKON aHTUKOArynsiHTHOM Tepanumn u CTepouaos.

https://pubmed.ncbi.nim.nih.gov/38621440/
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https://ashpublications.org/blood/article/136/19/2103/463}

Measure serum creatinine and troponin levels .

1
French and PLASMIC scores that help predict ADAMTS13 deficiency
BP > 140/90 mmHg Blood pressure (not evaluated in pregnant women)
Proteinuria > 0.3 g/day Proteinuria 2
ASAT and/or ALAT > 3 ULN Liver enzymes
sFit-1/PIGF ratio > 85 (< 34 WG) sFIt1/PIGF ratio ADAMTS13 <20%**
PE/E Pl >110 (> 34WG) +Anti-ADAMTS13 antibodies B Congenital TTP
HELLP :
> TP Anti-ADAMTS13
- antibodies test
sFlt-1/PIGF ratio < 85 + =3 Acquired TTP
3 Postpartum hemorrhage
Consider alternative | >
diagnoses 4 Sepsis
Prothrombin time, factor
V, fibrinogen, D-dimers
plasma levels 5
Disseminated intravascular _
coagulation is not suggestive of TMA Positive antinuclear and/or anti-native DNA
and/or anti-cardiolipin and/or anti-B2GPI
* antibodies and/or lupus anticoagulant
Consider alternative > . TMA associated to auto-immune
diagnoses (e T 6 4 disorders (lupus, CAPS)
Serum vitamin B9, 7}
Vitamin B9 and/or B12 deficiency may mimick TMA, B12 levels, iron
including during pregnancy™* Plasma h ine level
oo L o B2y e Levels of m:(sf’s'lamsgoisy:c‘izlr;: u‘:;lneesor plasma
= Gl + MMACHC gene sequencing
5 »  Cobalamin C deficiency -HUS
PCR for Stx genes in stool .
+ immunologic test for free Stx or 0157 antigen 9+ TMAnot directly related to pregnancy
+ LPS serology against STEC serogroups BN (drugs, infections, malignancy)
STECHUS <
10
If all diagnoses (1-9) are excluded
Serum levels of C3, C4, Factor H, Factor | and Factor B. Test for anti-Factor H antibodies.
Sequencing of Factor H, Factor |, Membrane-Cofactor Protein, C3 and Factor B genes

aHUS

322/Management-of-thrombotic-microangiopathy-in

\

Results are not required for aHUS diagnosis.
May be helpful to confirm retrospectively aHUS diagnosis
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Cnacnbo 3a BHUMMaHue!
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