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COBPEMEHHbIV B3rnan HA MEXAH3MbI
OOPMUPOBAHNA OCTPOW XXNPOBOW
ANCTPODOUIN MEYEHW MNP BEPEMEHHOCT W

Llenb nccnepoBaHNS — 13Y4NTb OCHOBHbIE MEXaHM3Mbl (OPMMPOBAHA OCTPOM XMPOBOM AUCTPOMUN NedeHn (OXTM) y be-
pPEeMEHHbIX Ha OCHOBaHWW aHanM3a COBpeMeHHbIX 6a3 AaHHbIX.

Matepuanbl 1 MeToAbl. [poBeAeHa OLieHKa MHOPMaLMoHHbIX 6a3 cuctemsl Cochrane, HINARY, PubMed. Key words (cno-
Ba [ noucka): «acute fatty liver disease of pregnancy» 1 «biochemical mechanism». Tny6uHa nouncka coctasmna 5 net (2014-
2018 rr.).

PesynbTathl nccnepoBanus. OOHapyxeHo 1139 nybnukaumi. CooTBeTCTBOBaNU KputepmsmM otoopa 37 nybnmkaumn. B oc-
HOBe naToreHesa oOLLENPU3HaHHO HaXOAATCA MUTOXOHAPWANBHBIE LUTONATUM M aHOMANTMM MUTOXOHLPUANBHOTO B-0oKMcne-
HUs. DepMeHT, ANnHHoLenoYeYHas 3-rugpokcnaumn-kodepmeHT A-gernaporeHasa (LCHAD), ABNSeTCH KIOYEBOW YacTbio MU-
TOXOHAPWaNbHOro TpUdyHKLMOHaNbHoro tenka. [lokasaHo, 4To okono 20 % HOBOPOXAEHHbIX, POAMBLUNXCA y MaTepei C AFLP,
nMeloT fedekThl B-OKUCIEHNs 1 UCMbITbIBAIOT HepocTaTok B LCHAD m3-3a MyTauum Ha OQHOM Uiy 0b6omnx annensx o-cyobe-
OVHULBI TPUDYHKLMOHaNbHOro 6enka. HeoKMcneHHble XMPHbIe KUCNOTbl aKTUBHO BKNIOHAIOTCA B CUHTE3 TPUALMAMMLEPULOB
(TAG) yepes doctaTaHyio kmucnoty. QocdaTmaHas KUCIoTa Takke SBASeTcs MeTabonmMTom ans cuHTe3a hochonmnnaos C
y4acTMeM NUMOTPOMHbBIX PaKTOPOB (CEPUH, XONNH, METUOHWH, By, N T.4.). OLHAKO, B YCIIOBMSAX aKTUBHOMO POCTa nnoga, Uaet
MX aKTMBHOE NCMOMb30BaHMe Ha NnacTu4eckmne peakumm, 1 neyeHb MaTepu UCNbITbIBAET UX AedUUUT. [pyron NpuinHoOn Ha-
konneHns TAG B neveHn GepemMeHHOM XeHLLMHbI MOXET ObITb HapyLLIEHWE CUHTE3a TPaHCMOPTHBIX (DOPM NIUMOMNPOTENHOB U,
COOTBETCTBEHHO, BNOKMPOBAHME MX BbIXOAA U3 renaToLmMTOoB.

3akntoyeHue. TakvM 00pa3oM, aHaNN3 COBPEMEHHbIX IMTEPATYPHbIX MCTOYHWMKOB CBULETENbCTBYET O B3aMMOLENCTBIN NI1o-
[la M MaTepu, BbI3blBAIOLLEM OCTPYIO XMPOBYIO AUCTPOMUIO NeYeHM Npn GepeMeHHOCTU. IPUMEPHO Y Kaxk4ov NATOM KeHLWM-
Hbl C 3TUM OCIIOXHEHWeM MOXeT ObITb Nnoa ¢ aedurumtom LCHAD. XeHwwmHa, neperectuas OX[IM, 1 ee HOBOPOXAEHHbIN [0S
>KHbI MPOWNTN CKPUHWHT Ha fepuumt LCHAD.

KJIKOYEBBIE CJIOBA: ocTpasi XupoBasi ANCTPOdUSA neveHy,; bepemeHHOCTb,
LepuunT AAMHHOLeno4YeqYHou 3-rmapoKcMaLmn-KophepmeHT A-AervaporeHassi.

Palicheva E.l., Artymuk D.A.
Kemerovo State Medical University, Kemerovo

MECHANISMS OF ACUTE FATTY LIVER PREGNANCY: AN UP-DATE

The aim of the study was to study the basic mechanisms of formation of acute fatty liver dystrophy in pregnant women ba-
sed on the analysis of modern databases.

Materials and methods. The information bases of the system Cochrane, HINARY, PubMed were estimated. Key words (words
for search): «acute fatty liver disease of pregnancy» and «biochemical mechanism». The depth of the search was 5 years (2014-
2018).

Results. 1139 publications were found. Meets the selection criteria: 37 publications. At the heart of pathogenesis, mitochon-
drial cytopathies and anomalies in mitochondrial B-oxidation are generally recognized. The enzyme, long chain 3-hydroxyacyl
coenzyme A-dehydrogenase (LCHAD), is a key part of the mitochondrial trifunctional protein. It is proved that about 20 % of
newborns born to mothers with AFLP have defects of B-oxidation and lack LCHAD because of a mutation on one or both al-
leles of the a-subunit of trifunctional protein. Unoxidized fatty acids are actively involved in the synthesis of triacylglycerides
(TAG) via phosphatidic acid. Phosphatidic acid is also a metabolite for the synthesis of phospholipids with lipotropic factors
(serine, choline, methionine, By, etc.). However, in conditions of active fetal growth, their active use for plastic reactions is
taking place, and the mother’s liver experiences their deficiency. Another reason for the accumulation of TAG in the liver of a
pregnant woman may be a disruption of the synthesis of the transport forms of lipoproteins and, accordingly, the blocking
of their exit from the hepatocytes.

Conclusions. Recent evidence suggests a fetal-maternal interaction causing acute fatty liver of pregnancy. Approximately one
in five women who develop AFLP may carry an LCHAD-deficient fetus. Screening the newborn at birth in pregnancies com-
plicated by AFLP for this fatty acid oxidation disorder can be lifesaving and may allow for genetic counseling in subsequent
pregnancies.

Key words: acute fatty liver; pregnancy, long chain 3-hydroxyacyl coenzyme A-dehydrogenase deficiency.

crpas xupoBas auctpodus medenn (GKHUpoBoi

TenaTos3, KUpoBass MHPUIbTPALUSA ITEYEHN) —

O/INH W3 BAPHWAHTOB TIOPAKEHWS TIeUeHW, TTPH
KOTOPOM B MEYEHOUHBIX KJETKAX MTPOUCXOAUT HAKOI-
JIEHUE JKUPA, YTO MOKET ObITh peaKilueil meyeHn Ha pas-
JIMYHBIE TOKCMYECKUE BO3/IEWCTBYSI, THOT/IA 3TOT TPOIIECC
CBsI3aH C HEKOTOPBIME 3a00JIEBAHUSIMU U TTATOJOTHIEC-
KUMW COCTOSTHUAMH opranusma [1, 2].
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Ocrpas xuposas guctpodus neuenn (OK/IIT) mpu
6epeMEHHOCTU SIBJISIETCST PEAKUM 3a60/I€BAaHUEM TIeve-
HU, YHUKAJbHBIM JIJIT GEPEMEHHOCTH, 1 MOXKET TIPUBEC-
TH K OCTpO¥ medeHouHoit Hegoctatounoctu [3]. IIpor-
HO3 YaCTO aCCOIMMPOBAH CO CMEPTEIbHBIM MCXOIOM JIJIsT
Marepu 1 peGeHKa, U 3HAUUTEJbHO YIIyUITaeTCst IPU CBO-
€BpEeMEHHOI1 IMarHoCTHKe U BepHO#l TakTuke. IIporpecc
B KJIMHIYECKOM M XUPYPriUYeCKOM JIEYeHUH GePeMEeHHbIX
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B IIOCJIEHUE TOADI IIPUBEJ] K PE3KOMYy CHIDKEHHIO Ma-
TEPUHCKON 3200J1€BAEMOCTH U CMePTHOCTH [4].

AFLP 6pu1 Buepsoie ommcan Ilnxanom B 1940 ro-
ny. Hazsarnme AFLP 3amennmo 6osiee paHHNe TepMUHBL:
«0CTpasd xesras arpodus 6epeMeHHBIX >, «OCTPBII aKy-
MepPCKuil XXKUPOBOi MeTaMopdo3 MedeHn». ITO peKoe
OCJIOXKHEHHe 6epeMEHHOCTH, 00BIYHO BCTPEYAIolieecs B
TPETbeM TPHMECTPE, er0 PaclpOCTPAHEHHOCTb COCTaB-
ager npumepHo 1 Ha 20000 6epemenHOCTEl.

Iles uccrexoBaHuss — M3YYNTh OCHOBHBIE MeXa-
HU3MBI (POPMUPOBAHUSA OCTPOI XKMUPOBOH IUCTPODUH
neyeHn y GepeMeHHBbIX HA OCHOBAHUM aHAJIN3a COBPe-
MeHHbBIX 0a3 JaHHbBIX.

MATEPUAJTbI N METOLbI

IIpoBeneHa orenka nHAPOPMAIUOHHBIX (a3 CUCTEMBI
Cochrane, HINARY, PubMed.Keywords (caoBa mis
noucka): «acute fatty liver disease of pregnancy» u
«biochemical mechanism». Try6una moncka cocraBuia

5 ner (2014-2018 rr.).

PE3YJIBTATblI WCCITELOBAHNA

O6napy:xero 1139 my6ankammii. CoOTBETCTBOBATN
KputepusiM 0t6opa 47 myOauKanuii.

Irnoaornst OJK/II 1o xoHia Hen3BecTHA, HE BbI-
SICHEHA U CBSI3b C Teorpad)MuecKuMU WU STHUIECKUMU
ocoGennoctsivu. OJK/IIT pa3BuBaercst MpenMyIecTBeH-
HO B cpoke 32-36 memenb [S5]. Hecmorps ma moctuke-
HUSI COBPEMEHHON MEIUIINHBI, COXPAHSIETCS BBICOKAS
neramsrocTd ipn OYKIAIT — mo 23 % [5].

OcHoBHBIMI (POPMAMU TIOPAKEHUST IEYEHH BO BPEMSI
6epeMEHHOCTH SIBJISTIOTCST: Ype3MepHasi pBoTa GepeMeH-
HBIX, BHYTPUIIEYEHOUHBII X0JIECTa3, OCTPast JKUPOBAs
mucrpodus nedenn, npeakaamicus 1 HELLP-cungpom
[6-11, 13-14]. U, ecau npu nepBbIX ABYX COCTOSHUSIX,
ype3MepHOil pBOTE GEPEMEHHO! M BHYTPHUIIEYEHOTHOM
X0JIeCTa3e, TMPOJIOHTHPOBaHe GEPEMEHHOCTH BO3MOKHO
npu addextuBaOM Jedernn, To OJK/II, mpeakmammncns
n HELLP-cungpoMm TpeOyioT CpOYHOTO poopa3pelie-
nust [16-17]. Ilpu aTOM CHIDKEHEe MATEPUHCKOM U Tiepu-
HATAJIBHOI CMEPTHOCTU UMEET MECTO TIPH POJ0Pa3pelire-
HUW MyTEM OIePAIi KecapeBa CEYeHUsT OTHOCUTENbHO
BarmHAJIbHBIX ponoB [18].

K daxropam pucka paszsutusg OJK/II oTHOCATCS
[12, 18]: BpokaenHbIl HeduiuT GepMenTa JITHHOIE-
MOYEYHON 3-THIPOKCHAII-KODEPMEHT A-IETUAPOTEHA3DI
(LCHAD), nepBast 6epeMeHHOCTb, MHOrOIIOAHAS Gepe-
merHocTb (y marmentok ¢ OJKIIT 1o 25 %), pesknam-
ncus (y nanuentox ¢ OKIIT no 50 %), GepeMeHHOCTD
mroaoM Myskckoro mosa (B 3 pasa wame), caxapHbIi
muater [17, 19]. TIpu OK/III npeobaamaer MyTaius B
rene HADHA, naxoantcs B sk3one 15, 1528G>C, uto
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IIPUBOJNT K HOTEPE MM PE3KOMY YMEHbIIEHHIO aKTUB-
noctu LCHAD mpu HOpMasbHOI aKTHBHOCTH SHOWJI-
CoA ruzparaser [20].

Uactora LCHAD mmpoko pacmpocTpaneHa B pas-
HBIX 3THHYecKnX rpynnax. CoobmmaeTcs, 4To pacrupoc-
tpanenHocTh Aeduimta LCHAD B crpanax BanTuiicko-
TO MOPSI BBICOKA TTO CPABHEHWIO C JAPYTHMH OIS
mu B Mupe. Henasno 6w onpeziesien Bapuant LCHAD
1528G>C, KOTOPBIit MHUPOKO PACIPOCTPAHEH CPEIN Ka-
my6ekoit nomystsiimu cepeproit [Tombum (oane HOCHTETD
y 57 oco6eii), wosxuas Hoabima (oxna uz 107), cesep-
nas ITomepannsa (ogna B 207 rofy) u OTAEIbHBIE paiio-
ubl [Topmm (ogun B 187 roay). Myranusa 1528G>C B
rene HADHA cooTBeTcTByeT aMUHOKUCJIOTHOI 3aMeHe
Glu na Gln B nonoxxennu 474 3pesioro jomena LCHAD,
KOTOPBITT HAXOUTCS B aKTUBHOM caiite pepMeHTa. JTA
MYTAI[Is BIMSAET W CHIDKAET aKTHBHOCTDh KaTaJINTHUEC-
xoro ¢epmerta LCHAD u cHmkaeT craGmiabHOCTD Get-
ka [20]. Myrarmss LCHAD Tak:ke ITIPOKO pacmpocTpa-
HeHa cpean Hacenenus Ounaaaun (ogna B 240), Hu-
nepaangos (oana B 680 rogy), [Isermn (oana B 540 ro-
ay) n dcronnn (oaua B 173 roay) [20, 21]. 13-3a BbI-
COKOIl pacTpOCTPaHEHHOCTH U PACIPOCTPAHEHHOCTU My-
taru LCHAD, miBe/icKoe TIpaBUTETBCTBO 0051370 TIPO-
BECTH CKPUHHUHT HOBOPOXAEHHBIX Ha MyTaimo LCHAD
B 2012 romy B KayecTBe OOBIYHOI ITPAKTUKH, YTOOBI CBEC-
TN K MUHHMyMy "actory AFLP [20-22].

Kmunnveckne npossaenns OK/IIT na panneM «o-
SKeITYITHOM» 9Tate Hecterudmyanb [12, 23]: crabocTb,
acTeHust, KOXKHBIN 3y/1, 60JIb B AIIMTACTPUN MJIH ITPABOM
no/pe6epbe, MepuouecKue TolHoTa u pora. CuM-
TOMbI mpeskaamicuu (aprepuajibHasi TUIEPTEH3UA U
nporennypusi) Berpedatores B 50 % ciydaes [24]. Bee
3TN 0COGEHHOCTH 3HAYNTEJbHO 3aTPYAHSIOT CBOEBpe-
MEHHYIO JMATHOCTHKY, 1 TAIMEHTKN C MOA0OHBIMH KJIU-
HUYECKUMHU MIPOSIBJEHUSIME TPEOYIOT AOTOJHUTENBHOTO
nccaepoanust pyHkimu nedenu. [Ipn nogo3penny nin
ycranoBiennu amarunoda OJK/III manuentka qomKHA
ObITH 9BAKyHPOBAHA B MHOTOIPO(MUIbHBIN CTAIIMOHAD
€ BO3MO>KHOCTBIO 9KCTPEHHOI KOHCYIbTAI[NH XUPYPra,
nHMEKINOHUCTA U TepaleBTa, Jnbo eil 10KHa ObITh
o6ecIieueHa CBOeBPEMEHHAsI KOHCYJIbTAINS YKa3aHHbBIX
CIeINnaancToB [6].

[Ipu HamMuuUu MOTHON KJAWHUYECKONW KAPTHUHBI OCT-
POii [eYeHOYHOI HEJOCTATOYHOCTH, TIPH HAGOPE CHMIITO-
MoB GoJiee 6 uMeetcst Bbicokast BepositHocte OJK/IIT o
KputepusiM «Swanseas [6, 13, 25-27]: TomHoTa 1 pBO-
Ta, 6OJIb B JKUBOTE, MOJUIUIICHS W TIOJUYPUs, sHIeda-
Jonarus, yBeauderue yposus tpancamunas (ACT, AJIT
vacto B 3-10 pa3 Bbllile HOPMbL), YBEIUYEHUE COAEPIKA-
Hust GumupyGuna, runorukemus (< 4,0 MMosb,/ 1), yBe-
JIMYeHKe YPOBHS MOYeBOH KucaoTbl (> 340 MxMOIib,/ 1),
noueunas qucdyuxuus (kpearurus > 150 MKMOJIb,/ 1)
B 72 %, a ocTtpas nmodednas Hegocrarounocts (OITH),
Tpe6yIolTas IPOoBeJeHNs TTOYeYHOH 3aMeCTUTeIbHOI Te-
parmin, coctaBisiet 32 %, yBeJINdeHne YPOBHS aMMUaKa
(> 47 mxmomb,/ 1), neiikormros (ymepennsiii 11 x 10°/;
nepeako 20-30 x 10°/m), xoarynaomatus (IporpoM6u-
Hosoe BpeMst 6osiee 20 % ot Hopmbl, AIITB Gosee 30 %
OT HOPMbI), aCIUT WK TUIIEPIXOreHHAsA CTPYKTYpa Iie-
yern 1pu Y 3V uccie1oBaHny, MUKPOBE3UKYJISIPHBIN CTe-
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aTo3 Tpu OMOICUU TEYEHU U THCTOJOTUIECKOM HCCIIe-
noBarnu (GMOTICHSA TIEYeHN BO3MOKHA HA PAHHUX CTa/IH-
SIX, TIPU Pa3BUTHU TSDKENTONW (OPMBI, 0COOEHHO € KOary-
JonaTueii, eé ciaemyer nsberats). Kpurepun «Swansea»
numerot gyBcTBuTenbroctb 100 % (95% AU: 77-100) u
cneruduranocts 57 % (95% JIN: 20-88), ¢ MOJTOKUTEND-
HOU WJIA OTPUIIATESBHON TIPOTHOCTHYECKON IIEHHOCTBIO,
cooTBeTcTBeHHO, 85 % u 100 % [25, 26].

Bo BpeMst hu3moIOTHYECKH TPOTEKAIOIIEH GepeMeH-
Hocti (BYyHKIIMOHATbHAS HATPY3Ka HA MeYe€Hb 3HAYNTEb-
HO BO3PACTaeT, YTO MPUBOAUT K M3MEHEHWIO Psia Jia-
60paTopHBIX TOKaszaTeseit [27-29]. Taxk, y 6epeMeHHDIX
OTMEYAETCST 3HAYNMOE CHIDKEHUE aTbOyMUHA, TarTOr/I0-
6uHa, mpoTenHa S ¥, HATIPOTUB, YBEJUYEHHUE TPUTJIHIE-
PHIOB, XoJsiectepuHa, (puGPUHOreHa, ol-, Oy-, B-rI06yN-
HOB, T[EPYJIOIIA3MIHA, TPaHCEPPUHA, JKETIHBIX KUCIOT
u miesiouHoit ¢ocdaraser [6].

TakuMm o6pa3oM, oreHKa (PYHKIUN MEYEHN BO BPEMST
6epeMeHHOCTH JJOJKHA CTPOUTHCSI, B MIEPBYIO OYEPED,
Ha OIleHKe YPOBHSI OMInpyOnHa, TaMMa-TJIy TaMHJITPaH-
cnernrrugassl (ITTII), ACT, AJIT [30, 31].

[uddepennnanpias auarsoctTuka 3a6oeBaHuil me-
yeHU pu GepeMEHHOCTU IPEACTaBIeHa B TabJIuIE.

[luddepenmmansuasa gnarnoctuka OYK/AII mpn ma-
smaun 60JIeBOTO a6OMUHAIBHOTO CHHAPOMA, MPEXK/IE
BCETO0, JIOJUKHA IIPOBOIUTHCS C OCTPBIME XUPYPrHIeCKU-
Mu 3a60/I€BaHUSIMI OPraHoB GPIONIHON TostocTH (OCTPhIH
XOJIEIIUCTUT, OCTPBIH TAHKPEATUT, epdoparusi moaoro
oprana, KuimeuyHast HenpoxoanMocts) [13]. Heo6xoan-
MBI KOHCYJIbTanms Xupypra n ¥ 31 opranoB 6ponHoii
MOJIOCTH ¢ BO3MOKHOCTBIO PACHTMPEHHS JHATHOCTUIEC-
kol mporpammbl (sngockommst, KT, MPT, ramapocko-
must). Knurnko-na6opatoproe o6ciemoBanme y Marnm-
entok ¢ nogosperneM Ha OJK/III 10/KHO BKJIIOYATDH!
Y 3U nevenn u xemrdeBpiBogAmux myteit, MPT i KT
nevenun, 6uoncuio nedenn (IIpu HATUYIUT BO3MOKHOC-
TH U OTCYTCTBUU KOATYJIOIIATUU U yTPO3BI KPOBOTEYUE-
Hust). JlOMOJTHATENHBIME TaGOPATOPHBIMA UCCIEA0BA-
HUSIMU SIBJISIIOTCSI OTIPe/ie/ieHne YPOBHS OuanpyOuHa u
ero pakumm; mapaMeTpos cucteMbr remocrasza (MHO,
AIITB, ¢ubpunoren, TpPOMOOIUTHI, IPN HATHYNH BO3-
MOKHOCTEeHl — TpoMGoanacTorpamma); obuuii GeJox u
ero dpakiyy — aTbOyMUH; YPOBHS TJIMKEMUN, aMUIA3bI;
aMMHUaKa B IJIa3Me W 9JIeKTPOJUTOB InasMbl (Kaiuii,
HaTPWii, XJIOP, KaJbIMii); CBOGOIHOTO TEMOTIOONHA T1a3-
mbr 1 Moun; AJIT, ACT, LD, JI/IT; ucciemoBamnue Ha
HOCHUTETbCTBO BUPYCOB remaruta [6].

Bce MeTopl BU3yasn3ainun He NMeIOT crenudmdec-
KUX TPU3HAKOB U MOTYT CJIYKUTb JHIh s qudde-
pentmanpHoit uaraoctuku OJK /I u apyrux maToso-
TUYEeCKUX cocTostHui [32].

Jlexkapcrernas tepanust OJK/II Bo Bpemst Gepe-
MeHHOCTH (BUTaAMUHBI, KOPTUKOCTEPOM/IBI, TEIaTONPO-
TEKTOPBI U T./1.) W TIpuMeHenne TrasMadepesa Headdex-
tuBHbl. Ha cragun gexomnencanuu OK/IIT mpossiser

CBepneHunsa 06 aBTopax:

cebs Kak TUTIepOCTpas Me4eHouHas HeJJOCTATOYHOCTD C
6bICTPBIM (POPMUPOBAHUEM TOTHOPTAHHON HEIOCTATOY-
Hoctu. K He6maronpugaTabiM (pakTopaM cjeayeT OTHeC-
TH KJINHUYECKYIO CUTYAIlNIO, KOT/[a OTPHUIlaTeTbHasT TU-
HAMHUKA CHMITTOMOB OCTPOIT IEY€HOTHOI HEOCTATOYHOCTH
HapacTaeT B CPOKU MeHee 24 4. MOXXHO OXUJATh TPOT-
PeCCUPOBaHUS KJIMHUKI TOPAKEHUS TIeYeHN HETIOCPE/IC-
TBEHHO TIOcJe pogopaspemenus [33-37].

B ocHoBe marorene3a OOMIENPU3HAHHO HAXOISATCS
MUTOXOH/[PUAIbHbIE IIUTOMATHU U AHOMAJUH MUTOXOH-
npuanbHoro B-okucienus [38].

JKup HakamiuBaercs: B T€YE€HU BCJEACTBUE U30bI-
TOYHOTO MOCTYTLJIEHUS B TI€YeHb CBOOOIHBIX JKUPHBIX
kucior (CHKK), camxenust ckopoctn B-okucnerns CyKK
B MUTOXOH/IPHUSX TEMATOIUTOB, N30BITOTHOTO 06Pa30Ba-
uust u BcachiBanust C/KK B Kuteuynmnke, CHIKEHWS CIH-
Te3a JIMTIOIPOTENHOB Pa3HON IJIOTHOCTH B CAMOH Tieve-
HU U PYHKITHOHATBHOW TTE€Y€HOTHO! HeJOCTaTOYHOCTH,
o6ycJoBIeHHON 3a6oeBanueM ievenu [12, 39-41]. Hop-
MaJIbHOE COJIEPKAHUE JKUPA B MEYEHH HE MPEBBIIIAET
5 %, a npn OJK/III yBemnuuBaercs a0 13-19 %. Boab-
1I0e 3HAYEHWE JIJIsI PA3BUTUSI CTEATOTENATO3a UMEET WH-
CyJTMHOPE3UCTEHTHOCTD [6].

DepMeHT IMHHOIETIOYEYHAsT 3-THAPOKCHAIIAI-KO-
depment A-nernaporenasa (LCHAD) siBstercs Kimove-
BOI1 4aCThi0 MUTOXOHIPUATBHOTO TPUDYHKIIMOHATHHO-
ro 6esika [19]. [lokaszano, 4to 0koJio 20 % HOBOPOK/IEH-
HBIX, poamBumxcs y Matepeit ¢ OJK/III, nmetor nedex-
TBI B-OKHCJIEHNS U UCTIBITBIBAIOT Hepoctatok B LCHAD
13-32 MyTAIUU HA OJJHOM U 000UX AJJIENSIX 0-CyObe-
JHALLI TPUQYHKITMOHATbHOTO 6Genka. Heoxuciennole
JKUPHbBIE KUCJIOTHI aKTUBHO BKJIOYAIOTCSI B CHHTE3 TPU-
anmrmnepuos (TAT) gepes docharnanyio KucmaoTy
[42, 43]. DocdartngHass KUCTOTa TaKKe SBISETCS Me-
Ta6OJUTOM [T cHHTe3a (POCHONNINIOB C YIACTHEM JIH-
norponHbix Gakropos (ceput, XOJIUH, METHOHUH, By
u 1.4.). OIHAKO B YCJIOBUAX aKTUBHOTO POCTa IO
UJIeT UX aKTUBHOE MCIOJIb30BAHNE HA TLJIACTHYECKUE Pe-
aKIUH, ¥ TleYeHb MaTepyu UCIBITbIBaeT UX gedutiut [34].
[pyroii npiunHoii nakoruienust TAT B nevern GepeMen-
HOIl JKEHIIUHBI MOKET ObITh HAPYIIEHNE CHHTE3a TPaH-
CIOPTHBIX (POPM JIMIIOTIPOTENHOB U, COOTBETCTBEHHO,
6JIOKMpOBaHNe UX BBIXOAA M3 TeTaTonuTOB [44].

Oxonuarenpnas guarnoctunkaOJK /I mpoucxoant
myTeM GUOTICHU TIEYEeHU, HO HMCIIOJb30BAHUE 3TOTO CIIOCO-
6a OrpaHIYEHO M3-32 BBICOKOTO PUCKA BHYTPHOPIOITHOTO
KpoBoTeueHns. OIHAKO THCTOJOTUIECKOE MCCTIETOBAHLE
6nonrtara evenn npu OJK/III BbIABIIO MIKpOBEpCaIb-
HBI cTeaTo3 MeveHn, Kak MoKa3aHo Ha pucynke 1 [4].

DuoneToBbIl = gapa renaTonuToB. OKPY KA
GestbIil BOKpPYT smep = Jjunuanble Kamau (cTeatos).
OJKAII = ocTpas sxupoBast AUCTpodus NedeHn pu Ge-
PEMEHHOCTH. DTOT PUCYHOK MCIOJIB30BAJICS C COTJIACHUS
The Lancet (on-line). 910 crarhst ¢ OTKPBITBIM A0CTY-
OM, pacIpoCTpaHsieMasi B COOTBETCTBUU C JIMIIEH3UEH

MANMYEBA EneHa VBaHOBHa, KaHA. MeA,. Hayk, [oOLeHT Kacdeapbl obLen, bronormyeckon n GroopraHudeckon xmmmmn, Gre0Y BO KemMMY MuH3-

npasa Poccum, r. Kemeposo, Poccus. E-mail: palichevaelena@rambler.ru

APTBIMYK [iMUTpWiA AHaTONbEBMY, CTYAEHT NeyebHoro chakynbTeta, DIEOY BO KeMIMY MuHzapasa Poccun, r. Kemeposo, Poccust. E-mail: martynych98@ma-

il.ru
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Tabnuua
OvddepeHumnanbHan guarHoctuka sabonesaHui neyeHn Bo Bpems 6epemeHHocTH [4, 6, 13]
Table
Differential diagnosis of liver disease during pregnancy [4, 6, 13]
bonesHb TpumecTp Yactota OCHOBHble CUMMTOMbI JNabopaTopHble pesynbTaTbl
Mpesknamncus v aknamncus — 2-1 unn 3-1 5-10 % TowHoTa, pBoTa, 6ok B 3nuUracTpmu, ANT <500 EA/n, npoTenHypus,
OTEKM, apTepunanbHas rmnepToHus, 3a- OBC-cunapom (7 %)

TOPMOXEHHOCTb, XenTyxa (Ha nocnes-
HUX CTagmax)

HELLP-cnHapom 3-1 0,1%(4-12 % Mpwv3Haky npesknamncnm (runepToHus, Femonus, AJIT <500 EO/n,
Y XKeHLLMH ronosHas 6osb, HapyLUeHWs 3peHus), TpomboumnTsl < 100 % 10°/7,
C npesknamncuent) 60nb B 3NMUracTpum, TOLWHOTa, ysenuyeHve JIAT,
pBOTa, reMaTypus, Xentyxa NBC-cuHapom (20-40 %)
(Ha nocnegHWx ctagunsx)
Octpas xuposas AucTpodus 3-n 0.01% Hepomoranue, 6onb B BepxHUx otae- AT < 500 E[/n, runepbunnpybrHemms,
neyeHn y 6epemeHHbIX Nlax XMBOTa, TOLHOTa, PBOTA, XeNTyxa  FMMOrNMKEMUS, YBENNYEHHbIA YPOBEHD
(o4eHb 4acTo), sHUedanonatna aMMuaka; nevkoumntos, [1BC-cMHapom
(Ha nocnegHWx cTaamax) (>75 %) - TpOMBOLMTONEHWS, NPOANEH-
MHTeHCMBHBIN 3y, xenTtyxa (o1 20 % Hoe MT, runocrbprHoreHemus
BHyTpune4eHo4HbIN 2-vnu 3-1 0.1-0.2 % 00 60 %, cnycta 1-4 Hegenn nocne 3y-  AJIT <500 E[l/n, BblpaxkeHHOe NoBbiLLe-
xonectas 6epemeHHbIX fia), creatoppes Hve LLL® v TTTM, yBeNnnyeHHbI ypoBeHb
KENYHbIX KMCNOT, OnnmnpyouH < 103
TolwHOTa, pBOTa, XeNnTyxa, IMxopagka MKMOJTb /11
BvipycHbI renatnt Niobon Kak B 0bLert nony- ANT > 500 Ef/n, peskoe ysenudeHne om-
naumMmn nnpyburHa > 100 MKMOAb /11, NONOXUTENb-
ToWHOTa, PBOTA, XeNTyxa Hble ceponornyecke TecTbl
Tokcn4eckn renatut TNiobon HewnssecTHa PaznunyHble

Mpumedanve: AT - anaHMHamuHoTpaHcdepasa, LLU® - wenoyHas TpaHcdepasa, MMM - ramma-rnyraMunTpaHcnenTtuaasa,

NAT - nakTatgernaporerasa, [1BC - ANCCEMMHUPOBAHHOE BHYTPUCOCYAMUCTOE CBepTbIBaHWe, MT - NpoTpOMOBUHOBOE Bpems.

Note: AJTT - alanineaminotransferase, LLI® - alkaline transferase, ITTM - gamma glutamyltranspeptidase, JIAT - lactatedehydrogenase,
[BC - disseminated intravascular coagulation, MT - prothrombin time.

. . . . PucyHok 1
reativ mmons Attribution Licen T -
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pelnaeT HeorpaHMYEHHOE MCTIOMb30BAaHNE, PACTIPOCTPA- Figure 1

HeHHUe 1 BOCIIPOU3Be/leHne Ha JI060M HOCUTEJEe TIPU yC- Liver disease in pregnancy

JIOBUM, 9TO OPUTHHAJ aBTOPa M MCTOYHUK COXPAHAOTCA The Lancet. [Mar; 2017; http://www.thelancet.com/ cms/at-

[4]. tachment/2019854554,/2039785456 /gr5_Irg.jpg]
Ha pucynke 2 npeacrasieHa HOpMaJbHas THCTOJIO-

T IIeYCeHU.

Iokaszano, 4TO [€TH, POKIEHHDIE JKEHIIIHAMMI, CTPa-
natorumu OZK/II1, nMeroT prick BHE3amHOI cMepTH, TH-
TOTJIMKEMUH, TOBbIIeHnsT (pepMenToB neveru [ Lee]. dtu
MUTQJIEHIIBI TIPU CTPECCE MOIBEPTAIOTCS PUCKY Pa3BUTHUS
darasbHOIT HEKETOTUYECKON TUTIOTJIMKEMIN, UMUTHPYIO-
meit cuaapoM Pefis, nedeKToB QYHKINN IIIKIa MOYEBH-
HbI, HEOHATATbHON KapAMOMUOTIATHHI U ITPOTPECCUPYIO-
mieit Heitpomuomnatui [ Lee]. [TokazaHo, 9To TeCTUpOBaHUE
n3BecTHbIX reHernyecknx BapuantoB LCHAD c¢ nan6o-
Jiee pacIpoCTpaHeHHOH 1 crerdudeckoil popMoit My-
tatmn G1528C (koTopast u3MeHsieT aMUHOKUCIOTY 474 OT
Iy TAMMHOBOM KUCJIOTBI JI0 IiyTaMuHa Ha Gesike E474Q)
cJIelyeT MPOBOJUTD y BCEX MOCTPAJABIINX JKEHIIUH C
OJK/II, ux Muazexies, a Takxe nx orios [ Lee, Dar-
rah, Ibdah]. Cmepts mpu atoM 3aGoseBanny HaCTyMa-
eT GBICTPO, €CJIN PACCTPOICTBO CBOEBPEMEHHO HE pac- ¥ yesoBeKa CymECTBYIOT TPU OCHOBHBIX THUIIA IYTH
nosHaercsa u He Jjgeunres [20]. OKHCJIEHUS JKUPHBIX KUCJIOT 15t nostyuernst ATD. Mu-
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COBPEMEHHbIV B3rNAA HA MEXAHW3Mbl ®OPMUPOBAHNA
OCTPOW XWMPOBOW AICTPO®UM MEYEHW MPY BEPEMEHHOCTU

PucyHok 2

HopmanbHas ructonorus nedenu [4]
Figure 2

Normal liver histology [4]
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TOXOH/IpHaJbHOE B-OKHCIeHNe, TTIePOKCHCOMaIbHOE [3-
OKHCJIeHHE M MUKPOCOMAJbHOE ()-OKUCJIEHHE SBJIAIOT-

CA TpeMA TUIIaMU OKHCJIEHUA OJIA JJINHHOMEIIOYEYHbBIX
kupHbIx Kucjaort [20, 21].

B-okucienne JKUPHBIX KUCJIOT SIBJISIETCS OCHOBHBIM
NCTOYHUKOM SHEPTrUu [JiA CKEJETHDBIX MBIIII] U Cep/Alla,
TOT/Ia KaK II€4eHb OKHUCJ/ISIET )KUPHbIE KUCJIOThI B OCHOB-
HOM B YCJIOBUSIX JIJIUTEJIBHOTO TOJIOJIAHNS, BO BpeMst 60-
JIE3HU U B TEPUO/IbI IOBBIIIIEHHONW MbIIIEYHON aKTUBHOC-
. OKHUCJIeHNE )KUPHBIX KUCJOT TAKKe UTPAET BAXKHYIO
POJIb B IPOMEXKYTOUHOM MeTabosm3Me B medenn. OKmuc-
JieHNE JKUPHBIX KUCJOT B MMEYEHU NMPUBOJUT K CUHTE3Y
KETOHOBBIX TeJl, 3-THIPOKCHOYyTHpaTa 1 aleToalerara,
KOTOPbIE HCTIOJb3YIOTCSI B KAUECTBE aJIbTEPHATUBHBIX HC-
TOYHUKOB S5HEPIrr BHEMICYECHOUYHBIMU OPpraHaMu, TaKUMN
KaK MO3T, KOT/Ia YPOBHH IJIIOKO3bI B KDOBH HU3KHe [45].

MUTOXOH/IPHAJIbHOE JJINHHOLETIOYEYHOE B-OKHUCIe-
HU€e SKUPHBIX KHUCJOT SIBJSIETCS] MPe00JIaIaloNIiM Kile-
TOYHBIM TIPOIECCOM OKUCJIEHHSI C 00PA30BAHUEM AllETHI-
kodepmenta A (CoA), KOTOPbIii MO/IEPKUBAETCS TUKIOM
tpukap6onoBoil kucaorel (TKK) s BbICOKODHEpPreTH-
yeckoro npoussojcTsa ATO uepe3 MUTOXOHPUAIBHYIO
TPAHCIIOPTHYIO 1ieMb. sKupHble KHCIOTHI allMINPYIOTCS
1 aKTHBHUpPYIOTCS JumugHoN anna-CoA-cuHTeTa3oil BO
BHellHel MeMOpane MuToxonpuil. Kapautun-anmnrpan-
cdepasa I mpesparraer am-CoA B IMIMIHBIH alii-Kap-
HUTHH, KOTOPbIil TPAHCJONUPYETCST Yepe3 BHYTPEHHION
MUTOXOH/IPHAIBHYIO MeMOPaHy KapHUTHH-TPAHCIOKA30M.
Kapuautnn-amitpancdepasa 11 Bo BHyTpeHHel MUTO-
XOHPUAJIbHON MeMOpaHe KaTajiusupyer oOpasoBaHUe
skupHOTo anua-CoA /i1 HHUTTMUPOBAHUS My TH B-OKHC-
nenud [20].

Kiaccnueckoe MUTOXOH/IPHAIBHOE OKUCIEHNE SKUP-
HBIX KHCJIOT BKJIIOYAET YeTbIPeXCTaAUNHBIH TIpoIiecc: Jie-
TUApUpoOBaHue, TUAPATAIIAIO, AETUAPUPOBAHNE N TUOJIN-
tueckoe pacmensenne (puc. 3). Amma-CoA-gernapore-
Ha3a MHUIMUPYET B-OKUCJIeHHe IyTeM KaTaan3alum mep-
BOW CTa/iNK J€TUIPUPOBaHNSsI, 00pa3yeT [(BOIHYIO CBSI3b
n mpeBpariaet XupHble arma-CoA B Tpanc-sHOHI-CoA.
Creayioniye Tpy CTAANH B-OKUCIEHUS JIUHHOTIEToYey-

E (/l(a'rb H%}I B%sGacce
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HBIX JKUPHBIX KUCJIOT KaTAJTU3UPYIOTCA MUTOXOH/IPUATDb-
HbIM TpuyHKIOHATbHBIM GesikoM (MTP). MTP npea-
cTaBJsieT co60il CJ0KHDIH GeIOK TeTepooKTaMepa, Mpu-
COEJIMHEHHBIN K BHYTPEHHEH MeMOpaHe MUTOXOH/PUII ¢
4o-cy6beuHIIAMA U 43-CyObeAMHATIAMHE, KOANPYEMbIMI
reramu HADHA uw HADHB, coorBercTBeHHO. 0-CyGbe-
JAUMHUIA COAEPKUT JIIMHHOIIETIOYEYHYIO aKTUBHOCTD 9HO-
ua-CoA-TupaTasbl B ee aMITHOKOHIIEBOI 00JIaCTH, TOT-
Jla KaK aKTHBHOCTD JUIMHHON memn ruapokcuanui-Co-
A-nerugporenassl (LCHAD) naxoaurcst B KapGOKCUII-
KOHIIEBOM JIOMeHe. B-CyGbeIMHUIIA COAEPIKHUT [THHHOIIE-
MOYEYHYIO aKTUBHOCTD 2-KeToarmi-CoA THOJA3bI, KO-
TOpas KaTalIn3npyeT YeTBEPTYIO CTANIO B IIHMKJIE [3-OKIIC-
gennsi. Tugparasa snoiti-CoA B o-cyObeiuHuUIlE KaTa-
JU3UpyeT npeBparienne sHoiI-CoA B 3-TUIPOKCHAIIII-
CoA. 3arem 3-runporcuanui-CoA oxucisercs ¢ o6pa-
3oBanneM 3-keroari-CoA ¢epmentom LCHAD. Koneu-
Has CTaAnA B-OKUCJEHNS KaTaIN3NpyeTcs THOMA30i, KO-
Topas rerepupyet aneTua-CoA u snmuaneni arma-CoA.

Ha pucynxke 3 mpeacraBien myTh B-OKUCTEHUS MU-
TOXOH/IPUAJIBHON JIUTIUTHON KUCJOTHI.

Krnaccudecknit myTh B-OKMCAEHUS BKIOYAET TETH/I-
poreHasy ¢ omombio anuia-KoA-gernaporenassl, a THI-
paTanus, AeTHAPHPOBaHNE U THOJNEBOE paclIelIeHne
KaTaJIN3UPYIOTCS MITOXOH/IPHATBHBIM TPU(DYHKIINOHATD-
M 6ekoM (TDB, BbIAENEH KPACHBIM LIBETOM Ha PHU-

PucyHok 3

NyTb B-oKNcNeHns MUTOXOHAPUaNbLHON
nunupHom kuanoTbl [20]

Figure 3

The pathway of B-oxidation

of mitochondrial lipidic acid [20]
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cyrke 3). T®B cocront us rmanarassr su0iA-CoA, Tr-
poxkcuari-CoA-gernaporeHassl 1 THOMA3bI. [IpsiMbie
CTPEJIKU TIPEACTABJISIOT COO0N MPOMAYKThI, & N30THYThIE
CTPEJIKM MPEJICTABJSIOT cOO0H yuacTre KohaKkTtopa B 31Ol
PEaKIni, KaTaau3upyeMoit (hepMeHTOM.

Y CcTaHOBIEHO, YTO COEPIKAHUe SKUPHBIX KHCJIOT C
JUTMHHOM TENBI0, TAKUX KaK MaJbMHUTHHOBAS U apaxXuzo-
HOBAsI KMCJIOTBI, 3HAYNTEIHHO YBEJUUEHO Y HAIIMEHTOK
¢ OKAII. Coo6mmanoch, 4To JUMOTOKCUYECKAST POJTb Ha-
CBINEHHBIX CBOOOHDIX JKUPHBIX KUCJIOT, TAKIX KAK MaTb-
MUTAT, WHAYIUPYET KAaCca3-3aBUCHMbBIN TEMATOIUT U XO-
JIAHTUOIIUTAPHBIH JnmoanonTo3 [45]. HexasHo Takxe
IPOJIEMOHCTPUPOBAHO, UTO CUTHAIHHBII MEXAHI3M UH/IY-
IIPOBAHHOTO TIAJIBMUTATOM XOJAHTHOIUTAPHOTO JIIOA-
MONTO3a CBSI3aH C AKTUBAIMENd MUTOT€H-aKTUBUPOBAH-
Hoil mporentkunasbl (MAPK) u kapkacHoro cemeiicrsa
TpanckpuiiuonHbix daxropos Kiacca O3 (FoxO3) u
€T0 HUCXOMAIMNX MUIIEHeH, TAaKUX Kak pd3-peryampy-
emoro peryasaropa anontoza (PUMA) 1 mpoanontorn-
yeckoro MukpoPHK 34a [20, 46].

Kpome Toro, MbI coOOTTHIIN, YTO BO3/IEHCTBIE apaxi-
JIOHOBOW KHCJIOTBI HA TEMATOIUT, CXOIHOE C KOHI[EHTPa-
1eit, HabmomaeMoit y marmentoB OJK /T, okasaso yse-
JIMYeHre HAKOILIEHUsI JINIIV/IHBIX KalleJjlb, aKTHBHOCTb MU-
TOXOH/IPUATBHBIX PEAKTHBHBIX BHUIOB KUCIOPOAA U AKTH-
BaIMIO KACTIA3bl 3, MPUBO/SAIILYIO K JIUIOANONTO3Y TeaTo-
IIUTOB. DTH PE3YJIbTATHI CBUIETEIBCTBYIOT O TOM, YTO Ha-
KOILIEHUE [IJIMTHHOIENOYETHBIX JKUPHBIX KHUCJIOT B KPOBO-
toke Matepu ¢ OJK/III MOXKeT BbI3BATD TeMATOIMTAPHDII
sunoanonto3 y naimentos ¢ OJK/II [20]. YBenmuenne
JUTHHHOIIETIOYEYHOH 3-THAPOKCIIMITH/IHON KUCJIOTBI Y Ta-
menToB ¢ JIYK/IIT Takske MOKeT BBI3BIBATH AUCHYHKITIIO
MUTOXOH/IPUI U JIATIOATIONTO3 TEMaTOIuTOB [46].

CxeMaTnuecKoe mpeCTaBIeHne MOCIeI0BaTeTbHOC-
T cobbITuii, KoTopbie mpoucxoaat mpu O /I, moka-
3aHO Ha PUCYHKE 4.

Hedumur 3-ruapoxkcuarnia-CoA-1ernaporeHasnl
(LCHAD) nyiofia mpuBOAUT K HAKOIUIEHUIO 3-THIPOK-
CIJINIH/IHBIX KHUCJIOT B TJIAIIEHTE, TTOCKOIbKY TJIO0BAS
YacTb IUIAIIEHTH! JICHTIYHA TeHeTHYeCKOMY COCTaBY ILIO-
Jla. YBeamdyeHne HaKOIUTEHNS TIAIleHTapHBIX CBOOO/THBIX
SKUPHBIX KUCJIOT U 3-THAPOKCUINIUIHBIX arfi-CoA BBI-
3BIBAET OKUCIUTEIBHBIH CTPECC, METOXOH/IPHAIBHYIO JITIC-
(pyHKIIMIO 1 TUTTOTOKCUYHOCTD ITAIleHThI. KpoMe Toro,
JINTIONIN3, WHIYIIIPOBAHHLIN B TpeThbeM TpuMecTpe be-
PEMEHHOCTH, TaK’Ke BBI3BIBaeT HAKOIJICHIE TIPOMEKY-
TOYHBIX ITPOAYKTOB JIMIUAHON KICJIOTBI, KOTOPBIE TITyH-
THPYIOTCS U3 TJIAIEHTEI B KPOBOoOoGpaleHne Matepu, T/e
OHH MOTYT CIIOCOOCTBOBATH OKUCIUTENBHOMY U HHUTPO-
3aTHBHOMY CTpeccy. DTH IIPOMEXYTOUHbIE SKUPHbIE KHIC-
JIOTBI JIOCTUTAIOT MaTePUHCKOH TI€YeHHN, YTO TIPUBOANT K
MUKPOBE3UKYIIPHOMY CTeaTo3y, NeYeHOYHOH MITOXOH-
JIPUATBHON IUC(YHKIN T TeNaTOIUTAPHOMY JINTIOATION -
to3y. [letn ¢ gepururom LCHAD nakanimBaioT IIWH-
HOI[eTIOYeYHbIe 3-THAPOKCIUINIIIHBIE KICIOTHI, KOTOPDIE
BBI3BIBAIOT MOBPESK/ICHNE TOJOBHOTO MO3Ta M aHOMAJIIH
r71a3, Kak MOKa3aHO Ha PUCYHKE J.

Hedurmur LCHAD y nereit mpuBoanuT K AeduIury
JTOKO3areKCEHOBO KUCJIOTHI M HAKOIJIEHUIO 3-TH/POKCH-
JINTIU/THBIX KUCJIOT, BBI3BIBAIOIINM HEHPOHHbIE MHTOXOH-
JIpUaIbHbIe W OKUCINTEIbHbIE TIOBPEK/IEHNS TOJOBHOTO
mogzra. Jedpurmr LCHAD Ttakske 6bII CBSI3aH C MOBPEX-
JIeHNeM TJ1a3 ¥ JINTIOATIONTO30M SMUTeNATbHBIX KIETOK
ceT4aTKH. B mopresyounoil xestese 3-THIPOKCHIIIIIN/I-
HbIe KICJIOTBI N3MEHSIIOT MITOXOH/IPHAJIbHYIO 6109HEep-
TeTUKY B B-KJIETKaX OCTPOBKOB [47].

Uepes HECKOJIBKO YacOB MM HECKOJIBKO MECAIEB MOC-
Jie POSK/IEHUA Y JieTell ¢ STUMHU pellecCHBHO yHACJIeI0-
BAHHBIMHU PAacCTPOICTBAMH BO3HMKAIOT HEKETOTHUECKAS
THIOTJIIKEMHS 1 TIe9eHOYHAs dHIle(aI0naTHs, KOTOPbIe
MOTYT IIPOTPECCHPOBATD 10 KOMBI I CMEPTH, €CJI UX He
neunth [4]. Takme cMepTH MOTYT OBITH CepTH(MUITHPO-

PucyHok 4

NocnepoBaTenbHOCTb COGLITUI NPU OCTPOI XXUPOBOW ANCTPOdUM NeyeHn [20]

Placenta

Figure 4
Sequence of events in acute fatty liver disease [20]

Defective Placental Fatty Acid Oxidation

| Pregnancy Induced Lipolysis |

2
4 [ Free Fatty Acid

Circulation

v \
Fatty acyl-CoA
v

Enoyl-CoA

YV Y Y

Oxidative stress
Mitochondrial dysfunction L3, # Free fatty acids
Lipid accumulation
Lipotoxicity

t 3-hydroxy fatty acids

4 Oxidative & Nitrosative stress
¥ Antioxidants

\ 4
1‘1 3-hydroxy acyl-CoA |

3-Hydroxy acyl CoA
dehydrogenase (LCHAD)

Defective enzyme

v
Acyl-CoA + Acetyl-CoA

{

Liver

» Microvesicular steatosis
» Mitochondrial dysfunction

» Hepatocyte lipoapoptosis

(/ﬂa'rb H%}I BJ636QCCC

Ne3(74) 2018



COBPEMEHHbIV B3rMA4 HA MEXAHV3Mbl ®OPMWPOBAHUSA
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PucyHok 5

OCNoXHEeHUs!, BbI3BaHHble HaKoMneHneM 3-rugpoKCUannuaHbIX kuaior [20]

Figure 5

Complications caused by the accumulation of 3-hydroxyl lipid acids [20]

LCHAD
Deficiency

Long chain

3-hydroxy fatty acids

BaHbI KaK CHH/POM BHE3aITHOW MJaJeHYeCKOH cMepTH,
€CcJTi He TI0JI03PEBAIOTCS Te(PEKThI OKUCTEHNS KUPHBIX
KucaorT [6].

Mertoas! acpdextruBroit npodpmmaktukn OJK/II Bo
BpeMs 6epeMEHHOCTH B HACTOSIIIIEE BPEMS OTCYTCTBYIOT.
IIpy HAMMYWK AUCTIENTHYECKUX CUMIITOMOB (TONIHOTA,
PBOTa, TSXKECTb B AMUTACTPAJIbHON 00JaCTH, B TPABOM
noapeGepre u Ap.) n/uiam c1a6oCTh, COHIUBOCTH BO 2
u 3 TpuMecTpax 6epeMeHHOCTH HeOOXOANM JAUMHAMUYEC-
KU KOHTPOJIb JTAO0PATOPHBIX MOKasareseil. /st mpodu-
gaktukn pazsutis OXK/IIT Bo Bpems crenyiormeii 6epe-
MenHocTH BeeM kentmaaM ¢ OJK/III, a Takske ux geTsamM,
PEKOMeHIyeTCsT olpe/ieJieHre [IUHHOIENOYHON 3-TH/1I-
pokcuarua-CoA-gernaporenassr [24].

EnmmcrBennoit fokazanno a¢dpdeKTUBHON HHTEPBEH-
1Mei, CHUsKAIoNel PUCK KaK MaTepPUHCKO, Tak U T1e-
punaranpuoii cMeptHoctu ipu OJK /I, asasgercs po-
Jlopa3pelienne, TTPH 9TOM KeCapeBO ceueHne nMeeT He-
COMHEHHbBIE TIPENMYTIECTBA TTEPE] POIOPA3PETIIEHNEM Te-
pes ecrectBeHHbIE poosble myTH [ 18]. Tak, Wang (2016)
7 COaBTOPBI OTMETUJIN, YTO POJIBI MyTEM KecapeBa cede-
nug y skeana ¢ OJK/IIT nMeioT mpenMyIiecTBa: ypo-
BeHb MAaTePUHCKON cMepTHOCTH ObLI Ha 44 % Hiske (o1-

Brain

—>

Pancreas

Defective DHA biosynthesis
Neuronal mitochondrial damage
Oxidative stress

Mental retardation

Eye =
Qcular abnormalities
é

Retinal pigment epithelial cell lipoapoptosis

Altered mitochondrial bioenergetics
Inhibition of mitochondrial respiration

nocuresnpupii puck [OP], 0,56 [0,41-0,76]) mo cpas-
HEHWIO C BarMHAJIbHBIMU pomamu. Kpome Toro, B 3TOi
IPYIIe KEHIIMH U TOKa3aTe b TePUHATATBHON CMep-
tHocTn 6b1t Huke (OP = 0,52 [0,38-0,71]) no cpas-
HEHUIO ¢ BaTMHAJbHBIME pomamu [18].

3AKITKOYEHNE

TakuM 06pa3oM, aHAIN3 COBPEMEHHDBIX JUTEPATYP-
HBIX UCTOYHUKOB CBU/IETEJbCTBYET O B3aMMOAENHCTBUU
TJIOJIa U MATePH, BBI3BIBAIOIIEM OCTPYIO JKUPOBYIO JIHC-
tpoduio nevern npu Gepementoctu. [IpuMepHo y Kax-
JIOI1 TISITOM JKEHIIUHBI C 9TUM OCJIO;KHEHIEM MOYKET ObITh
mwion ¢ aedpuiutom LCHAD. Kenmuna, nepeneciias
OJK/II, 1 ee HOBOPOKIEHHDBII TOKHBI TPOWTH CKPH-
uuHTr Ha pedpumut LCHAD.

Nudopmanus o ¢punancupoBanuu
4 KoH(}IMKTE HHTEPECOB

UccaenoBanme He MMeI0 CIOHCOPCKON MOMIEPIKKN.

ABTODBI JIEKTapUPYIOT OTCYTCTBUE SBHBIX U TIOTEH-
UATBHBIX KOH(MJINKTOB WHTEPECOB, CBI3AHHBIX C My6-
JIMKAaIel HacTosIel CTaTbhu.
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