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ONPEAENERWE

OcTpas xunposasa auctpodpuma nevenn (OXKAMN) 6epeMeHHbIX -
¥XU3HEeyrpoxarllee Ana Matepu 1 Naoaa OC/NIOXKHEHMe,
BO3HMKaIOLLEE BO BTOPOWU NOJIOBMHE BEPEMEHHOCTM (Yalle B
TpeTbeM TPMMECTPE), MHOrJa - B NOC/1IePOA0BOM Nepuoje,
XapaKTepu3yolleecsi MUKPOBE3UKYISIPHOM *KMPOBOM
MHDUIbTPaAUMEN U ANCTPOdMEN renaToLMTOB C
bopMMpoBaHMEM OCTPOM NEYEHOYHOM HEAOCTATOYHOCTH,
ABC-cHapoMa, a TaK e BbICOKMM PUCKOM pa3BUTHUA
NleTa/IbHOro UCXo4a Kak Matepu,

Tak M nsoja.




PACITPOCTPAHERROCTDb

YacToTta pa3smtna ORI y 6epeMeHHbIX
Konebnetca B npegenax 1 cnyvada Ha 7270-
13000 6epemeHHOCTEUN. 3a60/1€BAaHME UMEET
TeHZAEHUMUIO K NOBTOPEHMIO NPU NOC/IEeAYIOLWNX
bepeMeHHoCTAX npMepHo B 20 % cny4aes.




OARTOPbI PUCKA

® NepBas 6epeMeHHOCTb;

® Npe3KNaMNCcUs;

® uHaekc maccbl Tena (MMT) meHee 20 Kr/m?;
® N0 MYXCKOIro rnona;

® MHOronsiogHaa 6epeMeHHOCTb;

® aHamHe3 OXK/Mb npu npealecTByoLWweN
6epeMeHHOCTU;

® aHaMHe3 HapylleHMAa okncneHma KK um
cMHapoma Pene y peten;

® CTapLLUMK BO3pPacCT,;
® npuem HIBI.

ver of pregnancy: Rare, but potentially fatal / A.G. de Vasconcelos, T.C.Ascensao, |.S.Santos // American J. of Case Reports. - 2020. - Vol. 21. - P. €921122. doi



MATOINEHES

B ocHOBe natoreHesa /IeXXUT MyTauma B reHe,
KOoAUPYOLWEM YaCcTb MUTOXOHAPHAJIbHOIro
TpexdyHKUMoHanbHOro 6eska (MTR) - dpepMeHT
A/IMHHoUenoYeYyHasa 3-ruapokcmaumn-KoA-
nernpporeHasa (LCHAD), 4to BegeTt K
HapyLeHUI0 MeTabo/IM3Ma KUPHbIX KUCOT.
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Hammoud, G.M. Preeclampsia-induced liver dysfunction, HELLP syndrome, and acute fatty liver of pregnancy / G.M. Hammoud, J.A. Ibdah // Clinical Liver Disease. - 2014. - Vol. 4 (3). - P. 69-73. doi:

10.1002/cld.409
Disturbance of mitochondrial functions provoked by the major long-chain 3-hydroxylated fatty acids accumulating in MTP and LCHAD deficiencies in skeletal muscle / C.Cecatto [et al.] // Toxicology In Vitro. -

2016. - Vol. 36. - P. 1-9. doi: 10.1016/j.tiv.2016.06.007




MATOIEHES

Ha nocneaHux mecsuax 6epeMeHHOCTM OCHOBHbIM
MCTOYHUKOM SHEPIrMM AJ19 MaTEPM CTAHOBATCA XKMPbI, B TO
BPEMS KaK IJIl0KO3a SIBNSETCA OCHOBHbIM SHEPreTMYECKMM
cybcTpaTtom A8 nioja. B cBA3M ¢ 3TMM B opraHM3me MaTepum
YCUJIMBAIOTCA MPOLLECCHI JIMMO0JIM3a U B-OKUC/IEHMSA KMPHbIX

Kncnot (XKK), yto cnocobctByeT nepexoay aedpumumta LCHAD
M3 NATEHTHOM (POPMbI B aKTMBHYIO.
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IHATOIEHES

/laHHOE HapylleHue B-OKMCNEeHUA AJIMHHOLENOYEYHbIX
KK npMBOAMT K HAKOMNNEHMIO LIUTOTOKCUYECKMUX
JAJIMHHOLLEMOYEYHbIX 3-TMIPOKCHMMKUPHbBIX KMCNOT B
MMTOXOHZPMUSIX, KOTOPOE BbI3bIBAET
MMKPOBE3UKYISAPHbIM CTEATO3 NEeYEHM U Aa/IbHEULLEE
HapyLUEeHWE NpoLeccoB B-OKUCIEHMS U OKUCIUTENIBHOIO
dochopunmpoaHusa lNMponcxoamT yBenmveHue
KOHLEHTPALMKM aKTUBHBIX POpM KMC/IOpOAa, YTO TaKxKe
NPUBOAMT K NOBPEKAEHUIO MUTOXOHAPUM -
bopMUpPYyeETCA MOPOYHbIN KpYr.
v

Effect of plasma exchange on hepatocyte oxidative stress, mitochondria function, and apoptosis in patients with acute fatty liver of pregnancy / W. Tang [et al.] // Artificial Organs. - 2012. - Vol.
36 (3). - P. E39-E47. doi: 10.1111/j.1525-1594.2011.01417.




MATOINEHES

B cBA3U C TEM, YTO MJ1I0 TaK e UmMeet
necomnumt LCHAD, 1o B ero opraHusme
NPOUCXOAAT aHa/IOrMYHblE U3MEHEHMUS, a
TOKCUYHbIE METABOIMTBI MOCTYMNAOT B

KPOBOTOK MaTEpPU, UYTO YCyrybasaet TeyeHme
O A,




RAVMANYHECKAA KAPTUHA

>

3a60/1€BaHMAX MNEYEHM U
'KKT Bo3MOXHa aTMNMYHaA 3
CUMNTOMATUKA.

CMMMTOMbI pa3BMBAlOTCS B TEYEHME
HECKOJIbKUX AHEU UIU HEeAEb.

yKanoobel:
NOCTOAHHAA TowHoTa U paoTa (80 %);

BANOCTb;

60,11 B NpaBOM BepxXHeM KBaapaHTe u anuractpmm (50-80%);
KOXHbIMN 3Y/1 U KENTYXA; .
NoJIYpPUA U NONUAUINCHUA;
NpU CYLLECTBYIOLLMX




RAMANHECRAA RAPTUHA

/laHHble 06 BEKTUBHOINO OCMOTPA:

% apTepuasibHasA rMnNepTeH3ma, OTEKM (a TaK Ke
NPOTENHYPUSA - MPOABNAEHMS NPESKNAMIMCUM);

< aCLMT;
« enTyxa;
< KpOBOTEeYEeHMA 13 BEPXHMX oTaenoB KKT;

< MY/IbMMHAHTHaA nNevYeHoYHas
He0CTaTOYHOCTb C NeYeHOYHOM
3HUedanonatmen (60%);

< OCTpoe nospexaeHue novek (50%);
% MHPEKUMU;
< MaHKpeaTuT.




JIABOPATOPHASA AUATHOCTUKA:

> 1 ACT vt A/IT (06b14HO B 5-10 pa3)

> 1 6UIMPYOMHaA (06bIYHO < 85 MKMOJIb/ /1, 3a CYET
npsAMoun ppakummn);

> TUMNOTJIMKEMMUA (CHUXKEHME T/IIOKOHEOoreHes3a Ha
(oHe nopaxKeHUs rneyeHn);

» 1 aMMMaKa (HapyLleHne nNpoueccos
AEeTOKCUKaUMM B NeYeHN);

» Koarysonatua (npusHaku ABC, B 0CHOBHOM, 3a
cYeT | CMHTe3a (pakTopoB cBepTbiBaHUA): T 1B, |
(pubpuHoreHa, | aHTUTPOMOUHA;

> 1 aMunasbl (NaHKpeaTuT);

> 1 KpeaTMHUHA, MOYEBMHbI, METABOIMYECKMMU
aumpaos (Orn);

> JIEUKOLUTO3, HEUTPODUANA, TPOMOBOLMTONEHUS;

> MPOTEUHYPUA.




UHCTPYMEHTAJIbHAA
AUATHOCTUKA

Y31 OBI1 - T 3XOreHHOCT! nevyeHu
(AMarHocTMyeckasa 3Ha4YMMOCTb HM3KaA M3-3a
MMKPOBE3UKYIAPHOIro cTeaTosa), MHoraa
acumr;

KT OBl - gnddy3Hoe | NJIOTHOCTU NEYEHM,
MHOr4a acumT;

MPT OBIl - | MUHTEHCUBHOCTU CUTHaNA NEYEHMU,
MHOrAa acuumrT,;

O6MOMNCMA NeYeHn - BbIMOJIHAETCA peaKo U3-3a
KoarysionaTtmm - KapTMHa MMKPOBE3UKYJIAPHOIO
CcTeaTo3a C UeHTpaJ/IbHO pacro/ioXKeHHbIMMU
ApaMn renaTouMToB.




RPUTEPUN SWANSEA

0O NN O U1 AN WIN -

. bosib B MBOTE

. Nonnanncua u nonnypuma

. TOWHOTa U pBOTa

. JHUedasnonaTma

. F'unornnkemmna

. MTMnep6bmnnpyomHemus

. [OBbILLEHHbIM YPOBEHb MOYEBOM KMC/IOTbI
. Acumt

9.

YBennyeHue ypoBHA TpaHcaMmHas (B 3-10 pa3s)

10. J/leMKoumTOo3 (4YaLle yMepeHHbin - 11 T/ n)
11. YBenn4yeHue ypoBHA aMMMaKa
12. llovYeyHoe noBpeXxaeHue; YpoBeHb KpeaTUHMHA (KpeaTUHUH

>150 MKMOb/ Nn)

13. KoarynonaTtua (npotpoMbuHoBoe BpemMs 6osiee 20 % OT HOpMbl)
14. 'MnepaxoreHHoOCTb NeyeHu Ha Y3
15. MMKpPOBE3MKYIAPHbIM CTEATO3 NPM BUOMNCUU NEYEHM.

Tran, T. ACG Clinical Guideline: Liver Disease and Pregnancy / T. Tran, J. Ahn, N. Reau // American Journal of Gastroenterology. - 2016. - Vol. 111 (2). - P. 176-194. doi: 10.1038/ajg.2015.430
Noninvasive Swansea criteria are valuable alternatives for diagnosing acute fatty liver of pregnancy in a Chinese population / S.Wang [et al.] // The J. of Maternal-Fetal and Neonatal Med. - 2017. - Vol. 30.
- P. 2951-2955. doi: 10.1080/14767058.2016.1269316.




KPUTEPUW SWANSEA

ANarHOCTUYECKM 3HAUYUMbIM ABJIAETCA Han4ume 6 u
6onee n3 15 kputepmes. Kpmutepumn CyoHcH
npegHa3HadeHbl 419 UICNO0/Ib30BaHUA, Korga Apyrue
ANArHo3bl 66171 UCKAKOYEHDBI MM MEHEE BEPOATHDI.
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T. ACG Clinical Guidelin ver Diseas andPre
Nom’nvaswe Swansea criteria l able alte

y/T. ran, J. Ahn, N. Reau // American l fG . - P. 176-194. doi: 10.1038/ajg.2015.430
f or diagnosing acute fatty liver of pregnancy in Ch e po p l / S.Wang [et l 1// The J. of Maternal-Fetal and Neonatal Med. - 2017. - Vol. 30. - P. 2951-2955. doi:
10.1080/14767058.2016. 26936

lgy 2016. - Vol. 111 (2)




JIEHERME

» (CBoeBpeMeHHOe poAopaspelleHne ABNAeTCA OCHOBHbIM METOL0M
nevyenmsa OXKAMN y 6epemenHbix MNpy HaIMUYUM OCNOXKHEHWUMU MOSTHOE
BbI3/J0POBJIEHWE MOXKET 3aHATb OT HECKOJIbKMX IHEM A0 HECKONbKUX
HeJeNb. YnydlweHue npoTpoMOMHOBOIro BPEMEHU ABNAETCA NEpPBbIM
NPM3HAKOM BbI3JOPOBAEHMNA NeYyeHU. KaK npasuio, nocae
BbI3/J0POBJIEHUA OC/IO}KHEHMM CO CTOPOHbI MEYEHM HE HabloaaeTcs.

> TaK e, BO3MOXHO NpoBeAEHMNE CeyoLWMX MEPONPUATUM:
- Tepanua ocnoxHenumn (OMM, TyéynspHoro Hekposa, PC, /BC,
MY/IbTMOPraHHOW HEeA0CTATOYHOCTU U Ap.);
- BBeJeHMe KOMMOHEHTOB KPOBM

(N0 NoKaszaHMAM); ' ‘,
- KOPpEeKUMA BOAHO-3/IEKTPO/IMTHOTO 5 &
ancobanaHca; e

- KOPpPEKLUMA rMNOorIMKeMmu; |
- NJ1a3MOOOGMEH, remoanaduabTpaums,
nnasmadepes, aibbyMMHOBLIM AMASIN3
(TpebyeT Aa/ibHEMLIErO U3YYEHUSA).

American College of Obstetricians and Gynecologists. Clinical Updates in Women’s Health Care Summary: Liver Disease: Reproductive Considerations / American College of Obstetricians and Gynecologists // Obstetrics &
Gynecology. - 2017. - Vol. 129 (1). - P. 236. doi: 10.1097/A0G.0000000000001858.

Khulood T.Ahmed, Ashraf A.Almashhrawi, Rubayat N.Rahman, Ghassan M. Hammoud, Jamal A. Ibdah. Liver diseases in pregnancy: Diseases unique to pregnancy. World J Gastroenterol. 2013 November 21; 19(43): 7639-7646. 1SS
1007-9327 (print). ISSN 2219-2840




BbIBObl

OXAI1 6epeMeHHbIX - peZlkoe, HO onacHoe
OCJIOXKHEHME 6epeMEHHOCTU C CEPbE3HbIMM
nocsieACTBUAMU ANA NJoJa U MaTepu.
[TatoreHe3 OXAIl cBA3aH C HAKOMNJIEHUEM U
TOKcHMYeckum genctemem XK 1 pasButmem
MMTOXOHAPUANbHOWN ANCAHDYHKLMU, BbiI3BAHHOM
aAepmuntomM dpepmenta LCHAD y matepu 1
nnoAa. PaHHAS AMAarHOCTUKA C MOMOLLIbIO
KputepmueB CYOHCH U CBOEBPEMEHHOE
poAopa3pelleHne ABAAKTCA OCHOBHbIMM
BEKTOPAMM peLlEeHUs Npo61eEMbl MAaTEPUHCKOM

M NepuHaTa/ibHOM CMEPTHOCTU BCAEACTBME
O,




CIHIACUBOU 3A BRHMMARWE




