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OCTPAA XKUPOBAA ANCTPODUA
MEYEHU

KAMHWUYECKMI opamgop KAGE/IPbI GAKY/ILTETCE

~ BOJAOHIMY M3 P® B
o _ “ DE/IP

OBOVHMKOBA E.tO




OMNPEAENEHWNE

OCTPAS KUPOBASA AUCTPODUA MEYEHW (O¥AMN) BEPEMEHHBIX —
SKU3HEYTPOMAIOLLEE A1 MATEPU W NIOOA OC/TIOMHEHWE,
BO3HMKAIOLLEE BO BTOPOW MO/IOBUHE GEPEMEHHOCTU (YALLE B
TPETBEM TPUMECTPE), UHOTOA - B MOC/IEPOZIOBOM MEPUOLE,
XAPAKTEPU3YIOLLEEECA MUKPOBE3UKY/IAPHOW WPOBOM
UHOUNBTPALMEN U AUCTPODGUEN TEMATOLUTOB C ®OPMUPOBAHUEM
OCTPOW NEYEHOYHOW HEQOCTATOYHOCTU, ABC-CUHAPOMA, A TAK XKE
BbICOKMM PUCKOM PA3BUTWA NETA/IBHOTO UCXOA KAK MATEPY,

TAR U NJIOOA.
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PACIMPOCTPAHEHHOCTb

HYACTOTA PA3SBUTUA O AN Y BEPEMEHHbIX KONEBJNETCA B MPEAE/AX
1 C/TYYAA HA 7270-13000 GEPEMEHHOCTEW. 3ABOJIEBAHWUE UMEET
TEHOAEHUWIO K NOBTOPEHNIO MPU NOCNEAYIOWNX BEPEMEHHOCTAX
MPUMEPHO B 20 % C/TYHAEB.




GAKTOPbI PUCKA

[MEPBAA BEPEMEHHOCTDb;

MPE3KNAMIICUA;

MHOEKC MACCbHI TENA (MMT) MEHEE 20 KI/M?;

104 MYXKCKOIO MNMOJIA;

MHOIOMNAOAHAA BEPEMEHHOCTDb;

AHAMHE3 OXANB NPWY NPEALUECTBYIOLLEN BEPEMEHHOCTU;

AHAMHE3 HAPYLLEHMA OKUCNEHUA KK U CUHOPOMA PEUE Y
NETEW;

CTAPLUMW BO3PACT;

MPUEM HIMBII.

asconcelos, A.G. Acute fatty liver of pregnancy: Rare, but potentially fatal / A.G. de Vasconcelos, T.C.Ascenséo, |.S.Santos // American J. of Case Reports. — 2020. — Vol. 21. - P. €921122. doi: 10.12659/AJCR.921122



[MATOIEHES

B OCHOBE MNMATOIEHE3A NEXRUT MYTALUA B TEHE,
ROAUPYHOLWEM HACTb MUTOXOHAPWUAJIBHOIO
TPEX®YHKUMOHA/IbHOIO BEJIKA (MTR) — ®EPMEHT
OTMHHOUEMNOYEYHAA 3-TMAPORCUALUN-KOA-AETMOPOINEHA3A
(LCHAD), 4TO BEAET K HAPYLWWEHUKO METABOJ/TIUSMA HKNPHbIX
KUCNOT.

o

B
R—C P — ’ 12 — Ko + @A!l -
CH2 > A Aunn-KoA-permaporeHasa
Aunn-KoA
B o
R—CH,—CH CH—CO—S—-kKoA + PAIIH,
Enoun-KoA

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/.tiv.2016.06.007



[MATOIEHES

HA NOC/IEAHNX MECAUAX BEPEMEHHOCTWN OCHOBHbIM
NCTOYHNKOM 3HEPTUU AJ1A MATEPU CTAHOBATCA *KWPbI, B TO
BPEMA KAK TMTIOKO3A ABNAETCA OCHOBHbIM 3HEPTETUYECKNM
CYBCTPATOM 414 NNOAA. B CBA3N C 3TUM B OPTAHN3SME
MATEPWN YCUNNBAKOTCA MPOUECCHI JIUTTONTN3A U B-OKUCTEHUA
MUPHBIX KUC/TOT (*KK), HTO CIMOCOBCTBYET MEPEXOAY
OESULINTA LCHAD U3 JIATEHTHOW ®OPMbI B AKTUBHYIO.

shortened acyl-CoA

acetyl-CoA haniti, EAD
nTnu
acyl-CoA
3—ki;?slca}2-eC0A dehydrogenase
CoA FADH2
3-ketoacyl-CoA LCHAD deficiency 2,3-enoyl-CoA

NADH ’/
3-hydroxyacyl-CoA 2,3-enoyl-CoA
dehydrogenase hydrase

N 3-hydroxyacyl-CoA

tri-functional mitochondial protein



MATOIEHES

OAHHOE HAPYWEHWE B-OKUCNEHUA OJTIMHHOLUETNOYEYHbIX KK
NMPUBOAOUT K HAKOMJIEHUKO LMTOTOKCUYECKHUX
OJTIMHHOUEMOYEYHBIX 3-TMAPOKCUNARNPHBIX KUC/TOT B
MWUTOXOHAPUAX, KOTOPOE BbI3bIBAET MUKPOBE3UNKYNAPHbLIW
CTEATO3 MNEYEHU N OANBHENLIEE HAPYLLEHWE NPOLIECCOB B-
OKHUCNEHUA U OKUCJTIUTEJZIbBHOTO ®@OCPOPU/INPOBAHUA
MPOUCXOANT YBENNHEHUE KOHUEHTPALWUU AKTUBHbBIX ®OPM
KUCNOPOAA, HTO TAKXKE NMPUBOAUT K NMOBPEXKAEHWIO
MWUTOXOHAPUN — ®OPMMUPYETCA NOPOYHbIN KPYT.




[MATOIEHES

B CBA3WM C TEM, YTO M/IO, TAK KE UMEET
NEPULMT LCHAD, TO B ETO OPFTAHU3ME
MPOUCXOAAT AHANOTUYHBIE USMEHEHMUSA, A
TOKCMYHbIE METAEO/IUTbI MOCTYMAIOT B
KPOBOTOK MATEPW, YTO YCYTYBNAET

TEHEHUE O AI.




RIANHUNYECKAA KAPTUHA

> CUMNTOMbI PA3BUBALIOTCA B TEYEHUE HECKOJTIbKUX
OHEW U HEOEND.

» "KANOBbI:
« NMNOCTOAHHAS TOLLUHOTA W1 PBOTA (80 %);

< BANIOCTh;

5O B MPABOM BEPXHEM KBAZIPAHTE W SMUMACTPUM (50-80%);
«* KOXHbBIN 3V, U MENTYXA; !
< NOANYPUSA N NONNAUNCUS;

< MPWU CYLLECTBYIOLLIMX '
3ABOJIEBAHMSAX NMEYEHW U |
}KKT BO3MOMHA ATUMUYHASA
CUMMNTOMATUKA.




RIANHUNYECKAA KAPTUHA

OAHHbBIE OBbEKTUBHOIO OCMOTPA:

s APTEPUANBHAA TMNEPTEH3NA, OTEKW (A TAK XKE
NMPOTENHYPUA — NMPOABNEHUA NMPESKNAMICUN);

S ACLUT;
S KENTYXA;
**KPOBOTEYEHWNA U3 BEPXHUX OTAENNOB XKT;

< ®Y/IbBMUHAHTHASA MEYEHOYHASA HELOCTATOYHOCTb C
MEYEHOYHOW SHLEDASIOMNATUEN (60%);

**OCTPOE NOBPEXAEHWNE NOYEK (50%);
s MHPEKLNU;

**MAHKPEATUT.



JNNABOPATOPHAA ANATHOCTUKA:

» 1 ACT U ANT (OBbI4YHO B 5-10 PA3)

> 1 BUIVPYBUHA (OBbIYHO < 85 MKMOJ/1b//1, 3A CYET MPSMOM
OPAKLNN);

» TMNOMMUKEMUA (CHUKEHWE TNMIOKOHEOTEHE3A HA ®OHE
NOPAREHWNA MNMEYEHU);

» 1 AMMWAKA (HAPYLLUEHWE MPOLECCOB AETOKCUKALWMW B MEYEHW);

» KOATYTIONATUA (MPU3HAKW ABC, B OCHOBHOM, 3A CHET | CMHTE3A
®AKTOPOB CBEPTbIBAHWA):T NB,] PUBPUHOTEHA,| AHTUTPOMBUHA;

» 1 AMUNA3bI (MAHKPEATUT);

> 1 KPEATUHWUHA, MOYEBWHbI, METABOJTMYECKUI ALLMAO3 (OMNMN);
> NEMKOUWUTO3, HEUTPODUINA, TPOMBOLIMTONEHUA;

» MPOTENHYPUA.



MHCTPYMEHTAJIBHAA ONATHOCTUKA

Y3W OB - 1 9XOFEHHOCTU NEYEHU (ANATHOCTUYECKAS
3HAYUMOCTb HU3KASA 13-3A MUKPOBE3UKYNIAPHOIO
CTEATO3A), UHOTA ACLIAT;

KT OBN - AN®OY3HOE | NIOTHOCTW MEYEHW, UHOTAA ACUMT;
MPT OBM - | UHTEHCMBHOCTU CUTHAA NEYEHW, MHOTOA
ACLLAT;

BMOMNCKA MEYEHU - BbINOMHAETCA PEAKO M3-3A
KOATY/IONATUN - KAPTUHA MUKPOBE3WKY/IAPHOIO CTEATO3A C
LLEHTPA/IbHO PACMOMIOMEHHBIMWY APAMM TEMATOLMTOB.



RPUTEPUN SWANSEA

1. BOJ1b B }XNUBOTE
2. nonngmnncua n noinypuA

3. TOWHOTA 1 PBOTA

N

. SHLUEPATONATHUA

. TMNOIMMUKEMWA

. TMNEPBUNNPYBUHEMWA

. MOBbILWEHHbLIN YPOBEHb MOYEBOW KUC/1OTbI

. ACUNT

OO © N O O

. YBEJINYEHUE YPOBHA TPAHCAMWHAS (B 3-10 PA3)

10. IENKOUMTO3 (YALLE YMEPEHHbIW — 11 T/N)

11. YBEJINYEHUE YPOBHA AMMMWMAKRA

12. MOYEYHOE NOBPEXAEHUE; YPOBEHb KPEATUHUHA (KPEATUHUH >150 MKMO/1b/N)
13. KOATY/I0ONATUA (MPOTPOMBUHOBOE BPEMA BOJIEE 20 % OT HOPMbl)

14. TMMEP3XONEHHOCTb NEYEHN HA Y31

15. MUKPOBE3UKY/IAPHbIA CTEATO3 MPU BUOMCUM NEYEHW.

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: 10.1038/0jg.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.



KPUTEPNIN SWANSEA

ONATHOCTUYECKU 3HAYHNMbIM ABNAETCA HAJTUHMUE 6 U
BOJIEE U3 15 KPUTEPUEB. KPUTEPUN CYOHCU

NMPEOAHASHAYEHBI /14 NCTTOJ1IbSOBAHUA, KOTOA OPYIUE
ONATHO3bI bblJIU NCKNKOYEHBI UWJIU MEHEE BEPOATHDI.

- -




JIEHEHUE

> CBOEBPEMEHHOE POZIOPA3PELLEHUE ABNAETCA OCHOBHbLIM METOAOM
NEYEHWMA OXKAN Y BEPEMEHHbBIX MPU HAJIMYUU OC/IOMKHEHUIA NMONHOE
BbI3ZJOPOB/IEHUE MOMKET 3AHATb OT HECKO/IbKUX OHEN A0
HECKONbKUX HEAENb. YIYYLUEHWUE NPOTPOMBMHOBOMO BPEMEHMU
ABJIAETCA NMEPBbIM MPU3HAKOM BbI30OPOBMEHMA MEYEHW. KAK
MPABW/IO, MOC/IE BbI3LOPOBJIEHUA OCOXHEHWUIM CO CTOPOHDI
MEYEHW HE HABTFOOAETCA.

> TAK ¥KE, BO3MOHO MPOBEAEHUE C/IEQYIOLLMX MEPOMPUATUN:
- TEPAMWSA OC/TIOXKHEHWI (0NN, TYBY/IAPHOIO HEKPO3A, TPC, Z1BC,
MY/IETUOPTAHHOW HEZLOCTATOMHOCTW U P.);
- BBEAEHWE KOMMOHEHTOB KPOBMU
(MO MOKA3AHUAM);
- KOPPEKLMA BOAHO-3NEKTPO/IUTHOIO
LNCEAJIAHCA;
- KOPPEKLMA TMMNOMUKEMUU;
- MA3MOOBMEH, FTEMOANADUBTPALMA,
NNASMA®EPE3, A/lbBYMWUHOBbBIN AMANN3
(TPEBYET AANIBHENLLETO M3YYEHUSA).

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 l. 2013 November 21; 19(43): 7639-7646. ISSN 1007-9327 (print). ISSN
2219-2840



BbIBO/bl

O /M BEPEMEHHbIX — PEAKOE, HO OMACHOE OC/IOMHEHUE
BEPEMEHHOCTW C CEPbE3HbIMUW NOCAEACTBUAMM 18 NAOOA
M MATEPW. MATOTEHE3 OXAM CBA3AH C HAKOMAEHUEM U
TOKCUYECKUM AEVCTBUEM ¥K U PA3BUTUEM
MUTOXOHAPUA/IbHOM ANCDYHKLMW, BbISBAHHOM
NEOULNTOM GEPMEHTA LCHAD Y MATEPU U MI0OA. PAHHSASA
NUATHOCTUKA C MOMOLLbIO KPUTEPUEB CYOHCU U
CBOEBPEMEHHOE POJOPA3PELLEHUE ABNAOTCA OCHOBHbIMM
BEKTOPAMMW PELLEHMA MPOBAEMbl MATEPUHCKOW U
NEPUHATA/IbHOM CMEPTHOCTMW BC/IEACTBUE OXANM.



CNACHNBO 3A BHUMAHWE
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