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[enaTo3bl bepeMeHHbIX

3aboneBaHus, cneunduyHble ansa 6epeMeHHOCTH
HeykpoTnmas psoTa 6epeMeHHbIX (hyperemesis gravidarum)
BHyTprnneyeHo4YHbIN XonecTtas bepeMeHHbIX
[MopaxeHnsa neyveHun, cBsA3aHHbIE C apTepuanbHON MMNepTEH3NEN
[MpeaknamMmncus n aknamrcus
CuHapom HELLP '
NHdapKT 1 paspblB neyeHn
OcCTpbIN XMPOBOW renaTo3 bepeMeHHbIX
3aboneBaHus, He cBA3aHHblE C 6EpPEMEHHOCTBLIO
» [peawecTtBylowme 3aboneBaHus
BupycHble renatuTsl
Linppo3 n noptansHasa runepTeH3uns
CocTosiHMe nocrie TpaHcnnaHTauum neyYeHu y
AYTOMMMYHHbIE -
* BosHuKwne Ha doHe BepeMeHHOCTU BHE CBA3M C HEN “4
AyTOMMYHHbIE
BupycHble
Bbi3BaHHbIE renaTOTOKCUYHbIMU NEKapPCTBEHHBIMU CPEACTBAMMU
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e OcTpast ne4yeHo4YHast He4OCTaTOYHOCTb - peaKoe, HO
NnoTeHuManbHO CMepTenbHOE OCMNOXHEHNE
bepemeHHOCTN. OCHOBHbIE NPUYNHBI OCTPOW
ne4yeHO4YHOU HeOQOCTAaTOYHOCTU, CBA3aHHbIE C
bepeMeHHOCTbIO — npeaknamMmncus u HELLP-cuHapom,
ocTpas xupoas auctpodounsa neveHu (OXKAM1),
XonectaTn4eckum renato3 bepeMeHHbIX - NPUBOAAT K
BeCbMa TSKErNbIM OCNOXXHEHUAM DEPEMEHHOCTU U
BbICOKUM PENPOAYKTUBHLIM NOTEPAM (MaTepuHcKaa v
nepuHartanbHaa CMepPTHOCTb AocTturaet 20-30%)

« PacnpoctpaHeHHOCTb 1:7 TbiC — 1:15 TbIC Clly4aes.
 MartenHckasa cMepTHOCTb OT 8 40 30%
* [lepuHaTtanbHasa cMepTHOCTb 10-20%



daKkTopbl puUcKa

* - BpoxXgeHHbIN 4edPULnT ANMMHHOLENOYEeYHOW
3-rmapokcunaynn-KodH3nm A-germaporeHasnl
(LCHAD )

- [lepBasi bepeMEHHOCTb

* - MHoronnoaHasi 6epeMeHHOCTb (Y NauneHTOK
c OXKIOI oo 25%)

* - [Npeaknamncua (y naumeHntok ¢ OXKAI1 oo
50%)

* - bepeMeHHOCTb NNo4OM MYXCKOro nosna (B 3
pas3a 4valle)

- CaxapHbin anabet




MyTauwns reHoB G1528C
n E474Q y nnoga

v o

Hedonunt gnnHHOLENOYEYHON *
3-rmapoKkcmaLni-KoO3H3nm A-

aerngporeHasbl (LCHAD) -
BaXKHEWLLEWN YaCcTun
MWUTOXOHAPUAaNbHOIo
TPUdYHKUNOHaNbHoro benka*

[laToreHes

HNedekT B-okmncnenusa n gedpuumt LCHAD
3a cyeT MyTaumm ogHoro unm odomnx
anneneun a-cyébeamHULbI
TpUdyHKUMOHaNbHoro 6erka
obHapyxmBaeTca NnpubnuanTensHo y 20
% HOBOPOXAEHHbIX OT Matepen ¢ OXKI'b.

* Puck passutna OXXI'b nnu cuHgpoma
HELLP npn 6epeMeHHOCTU NNoaoM,
nverwmm gedonunt LCHAD, cocTtaBnsieT
79 %

-

HedekT B-okncneHns XK ‘

HakonneHnune nnogom 3-

rMOPOKCUMUPUCTMHOBOM, 3- \

rMapoKkcMnanbMmMTUHOBOM U
3-rngpokcmamkapboHOBOU

KMNCIOT, UX NPOXOXAEHWE
yepes nnaLeHTapHbIN

= Placenta

bapbep
*+MCAD&VLCAD

OTnoXeHne XUPHbIX KUCIOT B NeYeHN
MaTepu

+OTNOXEHME B NOoYKax
(MHOrogakTopHoe rnopaxeHue)




Acyl-CoA
CPTI l

Acylcarnitine
CPT Il

Mitochondria

LKAT
AcyI-COA _
SKAT

LCAD
MCAD
SCAD

2-enoyl-CoA

Medium chain
fatty acids and
metabolites

Maternal
circulation

4 Lipotoxic metabolic
intermediates

A Reactive oxygen species (@ )

4 Inflammatory pathways

4 Apoptosis

2,3-enoyl-CoA hydratase
ﬁ

3-ketoacyl-CoA

LCHAD
- SCHAD

3-hydroxyacyl-CoA

Long chain
fatty acids and
metabolites

Maternal liver

PaccTtponcrea
OKMUCNEHNS XKNPHbIX
KUCNOT UMELoT
ayTOCOMHO-
peLeccnBHoOE
HacnegoBaHue,
NO3TOMY, KOrga OHu
NPUCYTCTBYIOT Y
nnoga, MaTb
OObIYHO ABNAETCH
HOCUTENem
(reTepo3nroTon)
3abonesaHua u,
criegoBaTesibHoO,
oonee
BOCNpUMMYMBA K
OrpPOMHOMY
bpemeHu
TOKCUYHbIX
CBOOOOHbLIX XXNUPHbIX
KUCnoT



KnnHmnyeckme nposaBneHus

HaunHaeTtca mexay 30 1 38 Hegenamu

Ha paHHeM «O0XeNnTyLHOM» aTane:

« CnabocTb

* ACTeHuns

* KoXxHbIN 3yq

* bonb B anuracTpun nnmn npaBom nogpebepbe
* TOWHOTa 1 pBOTA

« CMMNOTOMbI NpeaknamMrncum (aptepmanbHas
r’MNepTeH3na N NPoTENHYpPUS) BCTpeYaroTCA B
50% cny4yaes



NTabopaTtopHble n
MHCTPYMEHTanbHbIE NCCNeaoBaHNS

- Y3W neveHn n xen4yeBbiBOOALWMX NYTEN.
- MPT vnu KT neyeHw.

- broncus neyeHu (Npyn HaNU4YNMKM BO3MOXHOCTU U OTCYTCTBUM Koarynonatum u
Yrpo3bl KPOBOTEYEHUS).

[ononHutenbHoe nabopaTopHoe nccnegoBaHue:
- bunnpyouH n ero dopakunm;

- napameTpbl cuctemMsbl remoctasa (MHO, AJ1TB, donbpurHoreH, TpomMoounThl,
Npu HaNM4YnMM BO3MOXKHOCTEN - TpoMbO3anacTorpamma);

- 00K BenokK n ero ppakuunm - anboymMuH;

- caxap KpoBu;

- aMunasa;

- aMMMaK B Nnasme;

- ANEKTPONNTbI Nf1a3Mbl (Kanun, HaTPUK, XI0pP, KanbLuin);
- cBOOOAHbIV reMornoduH nnasmbl 1 MOYU;

- AT, ACT, Wo, nar;

- UccnegoBaHMe Ha HOCUTENLCTBO BUPYCOB renaTturta



N3ameHeHus B nabopaTopHbIX aHanm3ax
npu pmnanonornvyeckon bepeMeHHoOCTH

* YpoBeHb Wweno4vHon pocdaTtasbl (LLUD) B Il TpumecTpe 6epeMeHHOCTH
BO3pacTaeT 3a CYET ee BbIpaboTkm NNaueHTon 1 pasBUTUS KOCTHOM TKaHN
nnopa.

* [lpoucxoauT noBbilLieHNE YPOBHS a-OeTonpoTeENHA, KOTOPbLIN
BblpabaTbiBaeTCA NeYeHbio nnoaa.

« [1ns 6epeMeHHOCTU XapakTepHO COCTOsIHME NPoKoarynsmMm — noBblLLUEHNEe
YPOBHS chakTopoB cBepTbiBaHus (1, 11, V, VII, X n XIl) n dombpurHoreHa.

H3menenusi 60HOXHMHYECKHX NapaMeTpoB NpH GH3HOJIOrHYECKOiH

OepeMeHHOCTH

buoxuMHYecKHii NoKa3aTe/lb KPOBH H3meHenne
Ans0OyMHH CHuxenue (B 1.6 pasa)
I"anrorno6uH, IMporenn S Cumwkenue Ha 20% u Gonee
Tpurmuuepuasi, YBenuuenue (B 3 paza)
XonecrepuH Yeenmuuenue (B 1.6 paza)
@ubpuHores, a;-, a;-, B-rnobGyHHEI, YBenuuenue (B 1.5 paza)
[lepynonna3mun, Tpancheppun
JKenyHple KHCIIOTEI Ysenuuenue (B 3 pasa)
® YBenudeHue (B 2-4 paza)
buwmupy6bun, I'TTII, AJIT, ACT Hopma




Kputepumn CyoHcu

1. TowHoTa 1 pBOTA. npu Habope cmmnToMOB bornee
2. bonb B xuBoTe. 6 MMEeEeTCH BbICOKas
3. Nonuauncma n nonnypus. BepoATHOCTL OXKI'b

4. QHuedanonaTus.
5. YBenunyeHue yposHa TpaHcammHas (ACT, AJIT yacTto B 3-10 pas BblLLe
HOPMBbI).

6. YBenuueHne cogepxxaHma ounmpyouHa.

7. T'nnornukemunsa (<4.0 mmonb/n).

8. YBenuyeHme ypoBHS MOYEBOW KNCNOTbI (> 340 MKMOSb/1).

9. NoyeyHasa gucyHKUmMA (KpeaTuHnH >150 Mkmonb/n) B 72%, a OlNH
TpebytoLas NnpoBeaeHNA NOYEYHON 3aMeCTUTENBHOM Tepannum COCTaBnNseT
32%.

10. YBenu4yeHne ypoBHsa ammmaka (> 47 MKMosb/n).
11. JlenkoumTos (ymepeHHbln 11x 109/151; Hepenko 20-30 x 109/1).

12. Koarynonatus (npoTpoMbunHoBoe Bpemsi boree 20% oT Hopmbl, AJTTB
6onee 30% OT HOPMbI)

13. ACumMT nnmn rmnepaxoreHHasa CTpykTypa nedeHn npu Y3U nccnegosaHum.

14. MMKpOBE3UKYNSIPHbIN CTeaTo3 Npu OMONCUKN NeYEHN U TMCTONOrMYECKOM
nccnenosaHum (6oncms neveHn Bo3MOXHa Ha paHHNX CTaausx, NpY pasBnuTum
TSKEnom opmMbl, 0COBEHHO C kKoarynonaTuen, eé cneayet nsberarb)



buonTtaTt neyeHu

» [ncronornyeckasa kapTuHa npm
remosinse, NoBbILLEHNN
NeYeHOUYHbIX PEPMEHTOB U
TpombouunToneHmn (1) —
nepunopTanbHoe
KpOBOU3NUAHNE N HEKPO3. [pn
OXI'b(2) -
MUKPOBE3UKYIAPHLIN CTeaTos.

» CunTaercs, YTO NOBPEXKEHME B
1 cnyyae aBnaeTcs UMMYHO-
onocpenoBaHHbIM.

Puc. 1. Nucrosornyeckas KapruHa 6Monrara ne4eHH GOJIBHOMH BO BTOPOM Cﬂyqae, an O>Kr5;
OKTB. bannonnas gereHepauus rena';[:umos C MHKpPO- H MaKpose- CBA3AaHO C pe aAKTUBHbIMWU
SHKYISIPDHBIMH JKHPOBbIMH KarmisiMu. Spa renaToyuTos n0THLIE,

pacnosaraiorest neHTpanbHo. [lepunopraibHble TPAKTbl 4acTo He CbOpMaMM KMC”Opoﬂ.a; 4TO
H3MeHeHbl. MUKPOBAKYOIH HAEHTHOHIHMPYIOTCS TONILKO NPH OKpa- anBOﬂ,MT K MMTOXOHﬂ'pmaﬂbHO-

CKe CBEKMX CPe30B XKHPoBbIM KpacHbiM 0. B Tszkenbix cayvasix o6Ha- ono Cp e ,D, OBaAHHOM y anonTo 3y.

PYKHBAETCsl HEKPO3 reNaToOUHTOB.



OcnoxHeHuna OXI'b

Acuut
[mapoTopakc

OcCTpbIn NaHKpeaTuT (B T.4. reMmopparm4ecknm u
HEKpPOTUYECKNU MaHKpeaTuT)

[bixaTenbHaga HegocTaToyHocTb, OPOC
[loyeyHas HegoCTaTOYMHOCTb

Koarynonatua =>BnaranuwHoe KpoBoTe4YeHue,
KpOBOTEYEHNE N3 paH Npu KecapeBOM CevYeHUn,
BHYTPUOPIOLLHOE KPOBOUSNMUAHME, KPOBOTEYEHNE U3 BEPXHUX
otaenosB XKKT

[NBC-cuHgpom
[leveHOYHaqa sHUeanonaTma, cygqoporu, koma

[emaToMa ne4veHu, ee paspbiB, MHAPKT NeYeHn, ocTpas
nopranbHaga rmnepTeH3ns

NHpekunm




JleyeHne

NHTepBan ot nosierieHna nepsbix npusHakos OXXIAI oo
pogopaspelleHna He OormKeH npeBbllwaTh OA4HY Heaernto
NO3TOMY paHHAA AMarHOCTUKa MMeET peLlaroLlee 3Ha4YeHme.

NHOyKUust poooB Yepes eCTeCTBEHHbIE POAOBLIE NYTU UMK
KecapeBo cevYeHune — eAUHCTBEHHbIN MeTop, fieyeHns !

[TauneHTKM AOMKHbI HAXOAUTLCA B OTAENEHUN
aHecTe3nosiorum n peaHnmaumm MHoOronpodPunbLHoOro
cTaunoHapa ¢ BO3MOXXHOCTbIO NpoBeAeHUA KOMMITEKCHOW
MHTEHCUBHOW Tepanuun 1 NnpoTe3npoBaHns yHKUUN psaa
OpraHoB (OblXaHue, NOYKKU, NeYeHb)

Ocoboe BHMMaHMe HY>XHO yOenuTb HarmMyuo KoarynonaTmu
(TpoMbouUUuTONEHNs MeHee 50x109/n, aedonunT pakTopos
cBepTbiBaHua kposu (MHO, AINTB 6ornee 1.5 BbilLle HOPMbI,
donbpuHoreH meHee 1.0 r/n) n ,EI,E"“W y —




JleyeHne

Ha ctagun nekomneHcaunn OXXII' nposasnaeT cedba kak
rmnepocTpas nevyeHoYHast He4OCTaTOYHOCTb C ObICTPbIM
dopmMmunpoBaHnem nonnopraHHon HegoctatodHocTu. K
HebnaronpuaTHbIM pakTopam crieqyeT OTHECTU KITMHUYECKYIO
CUTyauuio, Korga oTpuuaTenbHaa guHaMmmuka CUMNTOMOB OCTPOW
Nne4YeHOYHOW HEQOCTATOYHOCTN HapacTaeT B CPOKN MeHee 24 Y.
MOXXHO 0XXMaaTb NPOrpeCcCcnpoBaHUS KNUHUKN NOPaXKeHUSA NeYeHn
HenocpeacTBEHHO Mocrie poaopaspeLleHmns.

PeTpocnekTnBHbIN 0630p AaHHbIX 54 6OMbHLIX, MOCTYNUBLUUX B LEHTP
TI1 no nosoay cnHgpoma HELLP n/nnun OXI b, nokasan, 4to
eOWHCTBEHHbLIMWN NPOrHOCTUYECKMMIN NOoKa3aTenamMm yrpo3bl CMEPTU
nnmn HeobxoammocTun Tl 9BNAOTCA BbICOKUNA ypOBeHb nakrarau
nevyeHc |




icxon v npodunakTuka

« XXuposas nHdunsTpaumna neyeHn NonHOCTbLIO
perpeccupyeT B Te4eHne 5-6 Hegenb nocne
poaopaspeLLeHus.

o Ona npodounnaktnkm passutuga OXXII Bo Bpems
criegytoulen 6epeMeHHOCTU BCeM xeHLmHam ¢ OXXIT
N NX OETAM NO BO3MOXXHOCTN PEKOMEHOYETCS NMPONTU

reHeTn4eckoe TeCtnpoBaHune ,I:I,J'II/IHHOLI,erIOLIHOPI 3-
rmapoyriaana n-CNnAnarunnnrauaawr (1 CHAD)

DELIVERY

\ 4 Post-delivery
Complications

Liver injury
Coagulopathy
Thrombocytopenia
Kidney injury
Leukocytosis
Hemolysis

lliness severity

e [Ime

1st 2nd 3rd Delivery 1w 1m 1y
trimester trimester trimester postpartum postpartum postpartum



Ta6amua 3. TunuuHbIA npoduab GHOXMMHYECKHX noKasaTeei QyHkuuu nevenu (BIIPI) u HEKOTOPLIX APYrUX NOKa3aTeei npu 3a-

GONIeBAHHSAX NEYECHH Yy GepeMeHHbIX

NpubnuaurensHan qons

C AaHHbIM 3ab0nesaHnem

cpeaun 6GepemMeHHbIX C aHOo-

ManNbHLIMKM NOKaszarensmu  PexomeHayembie A0ONONHUTENbHBIE UC-
Npoduns namernexnunin 6NON BepoaTHbin AnarHo3 Bnon: cnenosaHun
1 AnAT (8 1,5-8 pa3s) BHyTpuneueHouHbiit xonecrasz 6e- 17 % Uccnenosasms CoiBOPOTKM HA BUPYCHbIE
1 O6UWMe XEeNnyHbIe KUCNOTbI PEMEHHbBIX (CUH.: XONeCTaTuiecKuin renaruTol
(8 1,5-15 pa3) renaro3 6epemMeHHbix) OnpeaeneHmne aHTMMUTOXOHAPUANBHLIX U
O6wmin GunupybuH 06bIMHO B AHTUrNAAKOMBILLEYHbIX aHTUTEN
npeaenax Hopmbl Y3U GprowHoit nonocTm
1 AnAT (8 2-5 pa3) Mpeaknamncua ¢ NopaxeHuem 49 % 1 Al 8 GonblumMHCTBE Cnyvaes
O6wme XenyHble KUCNOTbl OOLIMHO  NeYeHn AHANN3 MOYM NN BLIABNEHUA NPOTENHYPUN
B npeaenax HopMbl Onpeaenexue a3ora MOMEBMHbLI KPOBM U
O6wwmin GunmpybuH 06LIMHO B KNMPEeHCa KpeaTuHmHa
npeaenax HopMb! | TpombGoumTel
1 AnAT (8 2-30 pas) Cunapom HELLP (remonus, nosuli- 22 % 1 ALl 8 GonblMHCTBE CNyvaes
O6Wwme XenyHble KUCNOTb OOLIMHO  LWeHWE YPOBHA NEeYEHOMHbLIX dep- MNporenHypus 8 GONLLIKHCTBE Chyvaes
B npeaenax Hopmol MEHTOB ¥ TPOMBOUMTONEHUNA) 1 Kpearuuun
1 O6uwwmia GunmnpyGuH (8 1,5~ | TpomGoumTel BCEraa
10 pa3s) 1 Nakrarpernaporexasa
1 AnAT (8 3-15 pas) Ocrpuii xmuposoi renaros Gepe- 4% 1 ALl 8 GonbwMHCTBE Cnyyaes
O6wme XenyHbie KNCNOTLI OOBIMHO  MEHHBIX NporenHypus 8 GONLLWIMHCTBE CNyvaes
8 npeaenax HopMbl 1 KpearuHuu
1 O6wmin GunmpybuH (8 4-15 pas) | TpomGoumTel

1 Nenkoumnrol
| Fmoxo3a CuIBOPOTKM

1 AnAT (8 2-5 pas) Heyxporumas psora 6epemerHbix 8% 1 Tupokcun, || TTI
O6uwme xenyHsbie e KUCNoTbl 00bI- Funoxarpuemus
HO B Npeaenax Hopmb! Mnokanuemus
O6wwmin Gunnpy6uH O6LINHO B

npeaenax HopMb!




