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Cnucok cokpameHnu

LCHAD long-chain 3-hydroxyacyl-coenzyme A dehydrogenase
AJIT allaHMHAMUHOTpaHcepas3a

ACT acmaparaTaMUHOTpaHcdepasa

ADC aHTU(HOCHOTUITUAHBIN CHHIIPOM;

BY/{ BHYTPHUUYEPEIIHOE JaBJICHUE

I'TTII raMmma-riryrammirpascdepasa

Irvc TEMOJINTUKO-YPEMUYECKUN CUHAPOM;

JABC JUCCEMMHUPOBAHHOE BHYTPUCOCYAUCTOE CBEPTHIBAHUE KPOBU
NBJI HWCKYCCTBEHHAs] BEHTUJIALMSA JIETKAX

KT KOMIBIOTEpPHAst TOMOT padus

MPT MarHUTHO-PE30HAaHCHAas TOMOrpadus

OXII oCTpast ’KUPOBast AUCTPOPUS IEUCHU

OIIH OCTpasi MOYEYHasi HEJOCTATOYHOCTD

OPJC OCTpBIN peCIUpPaTOPHBIN AUCTPECC-CUHIPOM

C3I1 CBEXE3aMOPOKEHHas I1a3mMa

CKB CUCTEMHas KpacHas BOJIYaHKa

TTII TpoMOOTHYECKast TPOMOOLIUTONIEHUYECKAS Iy pIypa
LI nepedpasibHoe nepdy3nOHHOE TaBIICHUE

P mienovHas ocdarasza



TepmuHBI U onpexeieHus

OcTtpas s;kupoBasi TMCTPOPUA NMedeHH (KUPOBOH renaros, ;KUPoBasi HHPUIbTPaALKS
MeYeHu) — OAMH M3 BAapUAHTOB IOPAXKEHMsI IEUEHHU, IPU KOTOPOM B MNEYEHOUHBIX KIIETKaX
IIPOUCXOJUT HAKOIJIEHUE 5KUPA, UTO MOXKET ObITh pEaKIIMEN NI€YEHH Ha pa3IU4HbIE TOKCUUECKHE
BO3/CHUCTBUS, HHOTJIA ATOT MPOIIECC CBS3aH C HEKOTOPHIMU 3a00JI€BAaHUSIMU U MATOJIOTMYECKUMHU
COCTOSIHUSIMU opranusma [ 18, 22-24].

1. Kparkas nnpopmanus
1.1 Onmnpenenenne Octpas xupoBas IUCTpo(dus TNeUYeHH (KUPOBOW TeEMaTo3, KHUPOBAS
MHOQWIBTPALUS eUYeHH) — OJMH U3 BAPUAHTOB NOPAKEHHS MIEYCHU, IPU KOTOPOM B MEUEHOUHBIX
KJIETKaxX MPOUCXOJIUT HAKOIUIEHWE JKHMpa, YTO MOXKET OBITh peakiyei NMeYeHW Ha Pa3IndHbIe
TOKCUYECKHE BO3JEHCTBUS, MHOTAA 3TOT IPOLECC CBSA3aH C HEKOTOPBIMU 3a00JIEBAHUAMU U
[IaTOJIOTUYECKUMU COCTOSIHUSIMU OpraHu3Ma

1.2 Dtnonorusa m marorenes OcTpas INEYEHOYHAs HEJOCTATOUYHOCTh — PEJIKOE, HO
MOTEHIMAJIBHO CMEpPTENbHOE OClIOoXHEeHHe OepeMeHHOCTH. (OCHOBHBIE TPHYUHBI OCTPOM
MIEYEHOYHON HEJOCTaTOYHOCTH, CBSI3aHHbIE C OepeMeHHOCTb0 — mpesknamrncus U HELLP-
CHUHIpOM, ocTpas >xupoBas auctpodus mneuenn (OX/II) um xonecratmueckuii remaro3
OepeMeHHBIX [2-0] — MPUBOMAT K BEChMa TSDKEIBIM OCIOXHEHHSIM OEPEMEHHOCTH U BBICOKUM
PENpOAYKTUBHBIM TOTEpsIM (MaTEpUHCKas U NEepUHaTajabHas cMepTHOCTh aocturaer 20-30%).
MeaunuHCcKas MOMOIIb MAIMEHTKaM C OCTPOW MEYEHOYHOH MUCHYHKIUEH/HET0CTATOYHOCTRIO
JIOJDKHA OKa3bIBaTbCS B MHOTONMPOQMIBHBIX JICYEOHBIX YUPEKACHUSAX BBICOKOTO YPOBHS H
TpeOyeT MyJIbTUAUCIUIITMHAPHOTO TIoaxoaa [7-13].

Kup HakamnmBaeTrcs B TEYEHH BCJIEJICTBHE H3OBITOYHOTO MOCTYIJICHHS B IE€YEHb
cBoOoHBIX KUPHBIX KUCHOT (CXKK), cHmkenus ckopoctu f—oxucnerns CKK B MUTOXOHAPHIX
rernaTounuToB, M30bITOUHOrO0 OOpazoBaHuss M BcackiBaHus CIKK B KuIIeuHUKE, CHIDKCHHS
CHHTE32 JIMTIOTIPOTEMHOB Pa3HOM IUIOTHOCTH B CaMOM MEYEHHU U (PYHKIMOHAIBHOM MEYeHOYHOU
HEJ0CTAaTOYHOCTH, O0YCIIOBICHHOHN 3a0oneBanueM neudeHu [17-19]. HopmanbpHOe conmepikaHue
xupa B rnedeHu He npesblmiaet 5%, a npu OXI'B ysennuwmaercs no 13-19%. Bosabmoe
3HAYEHUE JJI Pa3BUTHs CTEATOreNaTo3a UMEET MHCYJIMHOPE3UCTEHTHOCTh. Ha mpakTuke vaiue
BCEr0 CTEaTo3 TUCTOJOTMYECKH OIICHWBAIOT C MCIOJIB30BaHUEM KiaccH(UKanuu, KoTopas Obuia
MEPBOHAYAIBHO MPEUIOKEHA IS KIIaCCU(PHUKAIIMK HeaTKOT0JIbHOU )KUPOBOH 1ucTpodun neueHu
(NAFLD) [20]: xmacc 0: menee 5% rematouutoB; 1 knacc: 5-33% remarouutos; kiacc 2: 33-
66% renaToLMTOB; KIacc 3: 0oiee 66% remaTonuToB.

Maxkpockonnuecku nedeHb npu  OXJII umeer spko-kenTyro OKpacKy, IIpH

MHUKPOCKOIIMYCCKOM HCCICAOBAHUUN TI'CHATOUUTBI BBITJTIAOAT Ha6YXH_II/IMI/I, C MCIKHMMH H



KPYIHBIMH KaIUIIMH JKApa B ULUTOIUIa3ME€ M IIEHTPAJbHO PACHOJIOKEHHBIMU SAPAMH.
[leyenouHast apXMTEKTOHHUKA HE HapymeHa. Mop¢hororuueckoil 0COOEHHOCTBIO 3TOM MaTOIOTHH
SBIISICTCS OTCYTCTBHE HEKPO3a TeMaTOLWTOB M BOCHAIUTEIHHONH MHPHIBTPALIMH CTPOMBI, YTO
no3Bouisier puddepenmupoats OX/III ot apyrux 3a0oneBaHUil IEYSHU U MPEXK/E BCErO — OT
OCTpPOr0 BUPYCHOTO remnarura [2, 21].

Octpast xupoBasg jaucTpodus TeuyeHH Yy OepeMeHHBIX He SBISIeTCS aOCOIIOTHO
cnieun(puIecKoil, a mpeacTaBisieT coooi oaHy u3 Gopm xupoBoit auctpodun neyenu [ 18, 23], B

STHOJIOTUU KOTOPOM MOTYT OBITH Clieaytome (hakTophl:

1. Tokcnueckue pakTopbl:

- AJKOrois.

— JlexapcTBa (KOPTHUKOCTEPOUIBI, METOTPEKCAT, S-(PTOPYpaLnII, BAIbIIPOEBasi KUCIIOTA,
aMHOAapOH, HU(EUIHH, TETPALUKINH, SCTPOr€Hbl, BUTAMUH A).

— Toxcuueckue BemecTBa (XJIOPHUPOBAHHBIE YTIIEBOAOPObI, (hocdop, KOKarH, aMaHTHH).

2. ITumeBblie paKkTOpbI:

- Oxupenue.

- Hapymenus nuranue (130bITOYHOE TUTaHUE, AeUUUT Oenka, AucTpodust Ha poHe
QIMMEHTapHOTO epuimTa 6eKa, JueTa ¢ HeaJAeKBaTHOM MPONopIHen X0JIMHAa aMUHOKHCIIOT U
METHOHHWHA).

— 3aboseBaHus MOIKEITYA0UHOM Kele3bl.

— Ilonnoe napentepanbHoe nutanue (TPN).

— EroHo-nneansHbI aHACTOMO3.

3. JHIOKPHHHBIE (PaKTOPHI M HApYLIEeHUs1 00MeHAa BellecTB:

- CaxapHsblil tuaber.

— IlepBuuHas u BTOpUYHASI TUIIEPIUITUIEMUS.

— Ocmpas sncuposas oucmpogpus OepemenHbIX

— Pannue cragum remoxpomarosa u 0osie3Hu Bunbcona-KoHnoBanosa (Bpoxi€HHOE
HapyIeHne MeTaboau3Ma MeI, MPUBOASIIEE K TSHKEIEHIINM HACIEICTBEHHBIM O0JIE3HIM
LIEHTPAJIbHOW HEPBHOW CUCTEMBI U BHYTPEHHUX OPIaHOB).

- AleranunonpoTeuHeMHUs], TIIMKOT'€HO3bI, TAIAKTO3EMUsI, TeHETHUECKUE NEPEKTHI
MUTOXOH/IPHAJIBHOTO OKHCIIEHUS )KUPHBIX KUCIIOT.

4. Jlpyrue peakue npuYMHbI:
— XpoHudeckasi BOCHAJIUTENbHAs 00JI€3Hb KUIIEUHUKA.

— OKccyJaTHBHAasi SHTEPOIATHSI.



Cunngpom Pés (octpasi me4éHOYHAsE HEJOCTATOYHOCTh W SHIE(DANONATHs — PEIKOE, HO OYCHb
OMacHOE, YacTO YIpPOJKalollee >KU3HU OCTPOE COCTOSIHME, BO3HHKAioliee Ha (poHe sedeHus
JIMXOPAJKH BHPYCHOIO NPOMCXOXKJIEHHUS IIpernapaTamMH, COAEPKALIMMU alleTUIICAIULINAIOBYIO
KHUCJIOTY M XapaKTepHu3yroleecst ObICTPO Mporpeccupyromeil sHiedanonatiei (0T€K roJoBHOTO
MO3Ta) U Pa3BUTHEM >KHPOBOM MHPMIBTPALUH TIEYCHH).

K ¢akropam pucka pazsutust OXKII otHocsTes [22, 36]:

— Bpoxnenssiii nepunur LCHAD.

— IlepBas OepeMeHHOCTb.

- Mmuoromnonnas 6epemenHocTh (y maruerTok ¢ OXJIIT no 25%).

— IIpesxnamncus (y naguentok ¢ OXIII no 50%).

— bepemennocTh miog0M My»XCKOro nojia (B 3 pa3a yaiie).

— CaxapHsblil tuaber.

1.3 Dmuaemuosorust  Octpas xupoBas muctpoduss neuenu [14, 15] — peaxoe u
MOTEHIMAJILHO CMEPTEIbHOE MOpPAKEHHWE IEYEHW BO BpeMs OEpPEeMEHHOCTH, STHOJIOTHUS H
MaTOTe€HE3 KOTOpPOro J0 KoHIa He m3ydeHbl. OmHako, cBsi3b OXKII ¢ OGepeMEHHOCTHIO HE
BBI3BIBAET COMHEHHH M €IMHCTBEHHBIM (PAKTOpPOM, pealbHO BIIMSIOUIMM Ha JIETaJbHOCTD,
SBJIAETCS CBOEBPEMEHHOE pojopaspenieHue. [oTeHnanbHO CMEPTEIbHOE MOPAKEHUE MEUEHU
Bo BpeMms 6epemenHoctr — OXX/IIT Berpeuaercs ¢ wacrotoit 1:7000 — 1:16000 GepeMeHHOCTEIH.
Otnonorus OX/II no koHIa HeW3BeCTHa, HE BBIICHEHA M CBA3b C TeorpapuyecKuMH WU
stHHYeckuMu ocooeHHocTsiMu. OXXI'b pa3BuBaercs nmpenMyIiecTBEHHO B cpoke 32-36 Henelnb.
HecMmoTtpst Ha AOCTHMKEHHS COBPEMEHHOM MEAMIIMHBI, COXPAHSETCS BBICOKAsl JIETAJbHOCTh MU
OXIII — o 23% [16] .

1.4 KogupoBanue no MKbB 10

Jlnarno3/rpynmna 1MarHo30B B COOTBETCTBUH ¢ MeXTyHapoIHOM Kinaccudukarueit 6oie3Hei
necsitoro nepecmotpa (MKbB-10):

026.6 Ilopa:xxeHnune neyeHn Bo BpeMsi 0epeMEeHHOCTH, POJIOB U B MOCJI€POI0BOM NepHoje
K71 Tokcu4yeckoe nopaxxeHnue ne4eHu

K72 IleyueHo4Has1 HEIOCTATOYHOCTD, He KJIaccupUUMPOBAHHAA B APYIHUX pyOpuKax

Bxitoueno:
reraTuT:
- 3JI0KaYE€CTBCHHBIN
HE KJIACCU(HUIIMPOBAHHBIN B IPYTUX PyOpUKax,
- OCTpBIH
C MEYCHOYHOW HEI0CTaTOYHOCTHIO
- (hyTEMUHAHTHBIN

xKenTasi arpoust Wi TUCTpoPus eYeHU



HEKpO3 MeYeH! (KIJIETOK) C MeUeHOYHOM HEIOCTATOUHOCTHIO
NIEYECHOYHAs:
- koma B1Y
- sHnedanonatust Y
K72.0 Octpas m nogocTpasi ne4eHOYHasi HEJOCTATOYHOCTH
K72.9 IleyenouHasi HeAOCTATOYHOCTH HEYTOYHEHHAasI

K76.0 ’KupoBas nerenepanus neueHu, He KjiaccupuuupoBanHas B APyrux pyopukax

1.5 Knaccuduxauus
OcHoBHBIE (POPMBI TTOPAKEHHS TEYSHH BO BpeMsi OEPEeMEHHOCTH NpECTaBIeHbI B Tabm. 1
Knaccudukanms neuenounoit sunedanonarun (Parsons-Smith) npeacrasnena B tabm. 3. 3,16,

25-28].

Tao6auna 1
DopMbI MOpaKeHHs MeYeHH, CBSI3aAHHbIE C 0€PeMEHHOCTHI0
ITaTosorus TakTuKa jJe4yeHus
1. UpesmepHas ppoTa OEpeMEHHBIX [Tpu > deKTHBHOM KOHCEPBATHBHOM
= TIeYeHUN OEpEMEHHOCTh
2. BHyTpuriedeHOUHBIN X0ecTas p
MIPOJIOHTUPYETCS
3. OcTtpas xupoBast AUCTPOPusI IEUSHU Crenn(huyeckoro JIe4eHUs HET.
4. ITpesknamncus 1 HELLP-cunapom Tpebyercst cpourOE (4ach)
pollopa3penieHue

B cayuae paszsurua OXXIII kak BapuaHTta OCTpO IEYEHOYHOM HEIOCTATOYHOCTH
CJIETyeT MOJIb30BAThCS CIEIYIOICH KIMHUYECKON Kiaccudukanuei (tadm. 2).
Taoauma 2

Kaaccnpuxanus neyenounoi Hegocrarounoctu (O'Grady et al., 1993)

IIpusnaku I'mnepocrpas Ocrtpasn IHoxocTpas
[Iporno3s YMepeHHbIN Crna0brii Crna0piit
DHuedanonatus Ectp — Ectp

JUTEIBHOCTD KENTYXH,

A y 0-7 8-28 29-72

TTHU

Otek mo3ra Ectp Ectb YMepeHHbIi
YMmepeHHo

IIporpoMOuHOBOE Bpems Y 1uHeHo Y MHEHo P
YAJIMHEHO

bunnpy6un YMEpEeHHO NOBBIIIEH IToBbiIeH IToBbiIeH




Taoauua 3

Cragun nevyeHo4yHoii yHedanonatun (Parsons-Smith)

Cranmns Ilcuxuyecknii craryc ITo mkaJie PesyabTatr
I'nasro BbIKHBaHUs,
Y%
0 Hopwma 15 70-90
Jlerkast HeCOOpaHHOCTb, amaTus, BO30YKICHHE,
I 0ecroKOUCTBO, 1 opusi, yTOMISIEMOCTbD, 15 70

HapylLIeHHE CHa

CoHMBOCTb, JIETaprus, 1e30pUeHTalu,

II 11-15 60
HEAaJICKBATHOE IOBEJICHHUE
Comnop, Belpak€HHas J€30pUEHTALMS, HEUETKas
I P, BAIP AACSOPHEHTALIT, 8-11 40
peub
v Koma <8 20
2. /lmarHocTuka
2.1 ’Kay100b1 1 aHAMHe3
Kiannuveckue mnposiinenuss  OXK/III Ha pPaHHEM <«JIOXKEITYLUIHOM»  DTale

HecrieunuuHbl [22]: cnabocTh, acTeHHs, KOXHBIA 3ya, OOJIb B JMUTacTpUM WIM TPABOM
nozapedepre, MEPUOAUMUECKHE TOLUIHOTA M pBOTa. CHMNTOMBI NPE3KIAMICUM (apTephaibHas
THIIEPTEH3UsI U TMPOTeHHypusi) BcTpewarorcss B 50% ciyuaeB [37]. Bee st ocoGeHHOCTH
3HAYUTENBHO 3aTPYIHSIOT CBOCBPEMEHHYIO JHArHOCTHKY, M NAIMEHTKH C TOAOOHBIMH
KIMHUYECKUMH TIPOSIBICHUSIMU TPEOYIOT JOTOJIHUTEIBHOTO HCCIeIOBaHUs (DYHKIUHM TEUCHH.
[Ipu mnopo3pennn wnu auarHoctuke OXXIII manueHntka pomkHa OBITH 3BakyMpoBaHa B
MHOTONPO(QWIBHBIA  CTallMOHAP C BO3MOXXHOCTBIO OSKCTPEHHOW KOHCYJIBTALMM XHUpPYypra,
MHPEKIIMOHUCTa U TepareBTa, JUO0 olecreyeHa CBOEBpPEMEHHAs KOHCYJIbTAllUsl YKa3aHHBIX
CIIELUAJIUCTOB.

IIpy HanMuMM MOJHOM KIMHUYECKOM KAPTHUHBI OCTPOM IEYEHOYHOM HENOCTATOYHOCTH,
npu Habope cuMnToMoB Oosee 6 mmeercs Bbicokash BeposiTHOCTh OXK/II mo kpurepusim

«Swanseay [4, 21, 22, 36, 38] MOKHO 0XUIaTh IPH HAOOPE CUMIITOMOB OoJiee 6:

TowmHoOTa M pBOTA.
Bboin B xxuBOTE.
[Monuauricus u nonuypus.

DHuedanonarus.

A e

VBenuuenue ypoBHs Tpancamunas (ACT, AJIT wgacto B 3-10 pa3 BbIllie HOPMBI).




6 YBenudeHue coaepikanusi OnnupyOounHa.

7. I'unornmukemust (<4.0 MMOJIB/1).

8 YBenudeHue ypoBHS MOYEBOM KUCIOTHI (> 340 MKMOJIB/I).

9. [Moueunas nguchynknms (kpeatuHuH > 150 Mxmonb/i) B 72%, a OITH tpebyromas
IIPOBEJICHUS TIOYEUHON 3aMECTUTENBbHON Tepanuu cocTasisieT 32%.

10. YBenudyeHue ypoBHsi aMMuaka (> 47 MKMOJIB/T).

11. JleitkormuTo3 (ymepennsiii 11 x 10°/m; mepemxo 20-30 x 10°/1).

12. Koarynonatust (mporpomOuHoBoe Bpemsi 6onee 20% ot HOpMbl, AIITB Gonee
30% ot HopmbI) [22].

13. AcuuT WM TUIIEPIXOTreHHas CTPYKTypa nedeHu npu Y3 uccnenoBanuy.

14. MUKpPOBE3UKYJISPHBII cTE€aTo3 Npy OUOTICUU TIEYSCHH U TUCTOIOTMYECKOM

uccieoBaHuy (OUOTICHs IeUeHH BO3MOYKHA HAa PAHHUX CTAIUX, IPU PA3BUTHH TSKEION

(hopMBI, 0COOEHHO C KoaryJonaTuei, e€ cieayer u3oerars).

Kpurepun «Swansea» wumeror uysctBuTenbHOCTh 100% (95% JAW: 77-100) u
cneupuaHocts  57% (95% JAW: 20-88), ¢ MONOXKHUTENBHOW WJIH OTPHUIATEIHHON

MIPOTHOCTUYECKOM IIEHHOCTHIO cOOTBETCTBEHHO 85 1 100% [39,40].

JlaGopaTopHble moka3aTe/u
Bo Bpemsi ¢usnonornuecku mpoTekaromeil 6epeMeHHOCTH (YHKIMOHAJIbHAS Harpyska
Ha TMEYEHb 3HAYMTEIBHO BO3PACTACT M OTPAXKACTCA B M3MEHEHMHU psia JTaOOpaTOPHBIX TECTOB,
YTO, TEM HE MEHEe, SIBJIAETCS BApUAHTOM HOPMBI (Tabu. 4) [41-43].
Taoauna 4

N3meHennst OMOXMMHYECKHX IapaMeTPOB NPU GU3N0T0TrHYecKOol OepeMeHHOCTH

buoxummnyeckni nokasaresjib KpOBH N3meHenue
AnpOymMuH Cumxenue (B 1.6 paza)
I'anrorno6us, [Iporenn S Cumxenue Ha 20% u Gonee
Tpurnuuepunsi, VYBenuuenue (B 3 pasa)
Xonectepun VBenuuenue (B 1.6 pa3za)
dubpuHoreH, o;-, 0p-, B-TII00YIHHBI, Veenmuuenue (B 1.5 paza)
Hepynomna3zmun, Tpancdeppun
JKemuHbple KUCTIOTHI Yenuuenue (B 3 paza)
D YBenuuenue (B 2-4 pasza)
bunmupyoun, ['TTII, AJIT, ACT Hopma




Onenka (yHKIMM TI€YEHH BO BpeMs OEpPEeMEHHOCTH JOJDKHA CTPOUTHCS B IEPBYIO
ouepenb Ha OLEHKE ypoBHA OwnmpyOuHa, ramma-riayramuntpancnentuaassl (I'T'TIT), ACT,

AJIT [35, 44,45].

JAudpepennuaibHas IMarHOCTHKA
Huddepennmansuas quarnoctuka OXIII npu Hamuumm Oosield B KMBOTE JOJDKHA
MPOBOAMUTHCS C OCTPOH XUPYPTUYECKOW MATOJOTHUEH OpraHoB OpIOIIHON MOJIOCTH (OCTPBIN
XOJICLMCTHUT, OCTPBIA MaHKpeaTUT, nepdoparys Mmojoro opraHa, KUIIEYHas HEMPOXOIUMOCTb)
[5, 38, 40]. HeoObxomuma koHCynbTamus xupypra u Y3U opraHoB OpIOIIHON MOJOCTH C
BO3MOKHOCTBIO  PacCIIMpPEHUs JUAarHOCTUYeCKOM mnporpammbl  (dHpockonusi, KT, MPT,
namapockonust). Kimuuko-naboparopHoe oOcieOoBaHME y MAUEHTOK C MOJO3pEHHEM Ha
OXJIIT nomxHO BKIIIOYATH:
— Y3/ nedeHu U KeT4YEBBIBOASIINX ITyTEH.
— MPT unu KT neuenu.
— buoncusa nedenu (mpu HaIM4YUKM BO3MOKHOCTH M OTCYTCTBHUHU KOAryJIomaTHMM U yIpO3bl
KpOBOTEUEHMUS).
JlononHuTenbHOE 1a00paTOPHOE MCCIIEIOBAHNUE!
— OunmupyOuH U ero ppakiumy;
— mapamerpsl cuctembl remocraza (MHO, AIITB, ¢ubpuHOreH, TpoMOOIMTHI, NpU

HAJTMYUU BO3MOKHOCTEH — TPOMO03IaCTOrpaMMma);

o0mmii 6e710K 1 ero paxuu — aab0yMHH;
— caxap KpoBH;
- amuiasa;
— aMMHUaK B IUIa3Me;
—  DJIEKTPOJINTHI IJ1a3Mbl (KaJauil, HATPUi, XJI0p, KaIbIHi);
—  CBOOOJHBIN reMorIO0ONH IJ1a3Mbl U MOYH;
- AJIT, ACT, 11D, JIAT;
— HCCIJIEJOBaHHE Ha HOCUTEILCTBO BUPYCOB I'€MATUTA.

Bce meTonpl Bu3yanuzalyu HE UMEIOT CIEHU(PUUECKUX MPHU3HAKOB U MOTYT CIYXKHTh
mumb s auddepentmansaoit quarnoctuku OXK/IT u apyrux maTOIOTHYECKUX COCTOSIHHIMA
(Tabmn. 5) [46].

Heob6xomuma nud¢epeHnuansHas IUarHOCTUKAa C  MOPAXKECHHWEM I€YeHH NpHU

MUKpoaHruonatusix (tabm. 6.) [23, 35, 37, 47, 48]. Ilpu pa3BUTUN Pa3BEPHYTOH KapTHHBI
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OCTpOfI IICYCHOYHOM HCAOCTATOYHOCTHU AJId IIOCTAHOBKH JUWarHo3a HCO6XOI[I/IMO YUUTBIBATH

KJIMHUKO-JIA0OpAaTOpHBIE ~ JIaHHBIE, KOTOphle ObUIM (UKCUPOBAHBI HAKaHyHE Pa3BUTHA
CHUMIITOMOB, CBHJETEIbCTBYIOMIMX O JekommeHcaruu. OcobenHo BaxHa auddepeHunanbHas
muarHoctuka OXKIII ¢ nmopakenumem nedenu npu npeskinamncuu u ¢ HELLP-cunapomom
BCIIE/ICTBHE BBICOKOW 9acTOTHI BcTpeuaeMoctu (Tabm. 6,7)[37, 49, 50].

Tabaunna S

XapakTepHCTHKA OCHOBHBIX BADHAHTOB NOPasKeHUs NleYeH! BO BpeMsi OepemMeHHocTH [38]

OcHoBHBIE JlaGopaTopHble
bonesnn Tpumecrp | Yacrora
CHMIITOMBI Pe3yIbTaThl
TomHoTa, pBOTA,
00JIb B AIIUTaCTPHH,
OTEKH,
Tpesitavnenst | 2-i wm 3- ) apTepuajbHas AJIT <500 E[l/n,
KIAMIICHSE i 5-10% TUIIEPTOHHS, nporeunypus, JABC-
3aTOPMOXKEHHOCTb, | cCUHAPOM (7%)
xKenryxa (Ha
MOCJIETHUX
CTaAMSIX)
[IpusHaku
MIPE3KIIAMIICUN
(runepToHus,
0.1 % FONOBHAA O0ME, | 1oy s, AJIT <500
4-12%y HapyHIeHIT EJl/n1, TpoMOOIHUTEI
HELLP- . 3peHusi), 00k B 9
P—— 3-i JKEHIIUH C — <100x10°/n, yBenn4yenue
Mpe3KIaM- JIAT, ABC-cungpowm (20
neweit) TOILIHOTA, PBOTA, %-40 %)
remarypus,
xKentyxa (Ha
MOCJIETHUX
CTaAMSIX)
Henomoranmwe, AJIT <500 EJl/n,
00JIb B BEPXHHX runepOnIMpyonHeMus,
Ocrpas OTJIeNax )KUBOTA, TUIOIINKEMUS,
JKHPOBast TOILIHOTA, PBOTA, YBEJIMUEHHBIA YPOBEHD
aucTpodust 3-i 0.01 % KeyTyxa (OYeHb aMMHAaKa; JICMKOLUTO3,
NeYyeHu y 4acTo), JABC-cunapom (> 75%) -
OepeMeHHBbIX sHIIeaTonaTHs TPOMOOLIUTONIEHMS],
(Ha mocyegHUX npoanenHoe 11T,
CTa/IusX) runoGpuOpPHHOT eHEMHUSI
AJIT<S00E/n,
HHTEHCHUBHBIN 3y11; | BBIPA)KEHHOE
BHyTUpI/me'{eHO w3~ 1 01-02 )KeJIT}(/)XEl; (o1 20% | noBeimienue LD u }
YHBIH XoJ1ecTas | . o, 10 60%, cnycra 1 - | I'TTII, yBenuueHHsbIN
OepeMeHHBbIX 4 Henenu nocie YPOBEHb JKEITYHBIX
3yja); creaToppesi | KHCJIOT, OMInpyouH
<103 MKMOJIB/T
BupycHbiii Tio6oit Kak B TomHoTa, pBOTA, AJIT >500 EJl/7, pe3koe
renaTur o0mieit KENTyXa, yBeNIMYeHUE Onnnpyonna
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MOMYJSAUM | JINXOPaJKa >100 MKMOJIB/1,
Hu IIOJIOXKUTCILHBIC
CEPOJIOTUYECKHE TECThI
Toxcuueckuid . Hewussect | TomHora, pBoTa,
JTro0oii Paznuunnie
renaTur Ha KENTyxa

[Tpumeuanue: AJIT- ananunamunTpancdepasa, ACT-acnaparamuHoTpancgepasa, [LD-
menoyHas tpancgepasa, I'T TII- ramma-roytamuntpancnentyaasa, JIJII —1akrataeruaporenasa,
LCHAD - long-chain 3-hydroxyacyl-CoA dehydrogenase, /IBC-nuccemuaupoBanHoe
BHYTPHCOCYIHCTOE CBepThiBaHue, [1T — mpoTpoMOMHOBOE BpeMs

Taoauua 6

JuddepenunanbHas IJMATHOCTHKA MUKPOAHTHONIATHI, CBA3AHHBIX ¢ 0epeMeHHOCTHIO [49]

Kannnueckue IIpeskaa
p HELLP | TYC TTI CKB ADC | OXKAI
NpOsiBJICHUS MIICHSA
MukpoaHruonaruue
+
ckai + ++ ++ 4+ ot -+ +
reMOJIMTUYECKas a0 +++
aHEMUS
TpomboruTonenus + +++ ++ +++ + + +
Koarynonarus + + + + + + 4+
AptepuanbHas St N L N L N N
TUTIEPTEH3US
Hoaeqnas + + F+ + ++ + +
HEJI0CTATOYHOCTh
LepeGpansnas + + + - + + +
HEJI0CTATOYHOCTh
ITocne

Bpewms pasButus 3 TpuM. 2 TpUM. POJIOB 2TpuM. | moboe | moboe | 3 Tpum.

I'VC — remonutuko-ypemuueckuii cuaapom; TTII — TpomboTHyeckast TpOMOOIIUTONICHUYECKAsT
nypnypa; CKB — cucremnas kpacHast Bonmyanka; ADC — aHTr(oCchOTUImuIHbIN CUHAPOM;
OXXIT — octpast sxupoBast AUCTpodus nedeHn OepeMEHHBIX.

Taoauua 7

JAuddepenunanbHas IMarHOCTHKA Tske0i npeskiaamncuu, HELLP-cunapoma u OZKIIIL

IIpusnak Tsaxénasn HELLP-cunapom OcTtpas ;xupoBasi
Npe3KIAMIICHA U aucTpodus neyeHu
IKJIAMIICHSA
Bpems [Tocne 22 nenenp Konen 3-ro 3-uii TpuMecTp
recraluu TpUMecCTpa OEepeMEHHOCTH HITU
pPaHHUN [TOCJIEPOAOBIN
IEPUOJ
Pacnpo- Bospacraer npu 0.10% Bo3spacraet npu Myx’ckom
CTPAHEHHOCTh MHOTOIUIOAHOM 1oJie Iiozaa, y
bepemennoctu (5-7%) 1epBoOEPEMEHHBIX
(0.01%)
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CuMnToMbI Bricokoe A/, bonu B xxuBoTE, bonu B xxuBoTE,
NPOTEUHYPHS, OTEKH, | TOIIHOTA/ PBOTA, TOILITHOTA/PBOTA, JKEITyXa,
CyIOpOTH, Io4eyHast | cxojaHsl ¢ [1D THITOTIIMKEMHS,
HE/I0CTaTOYHOCTh, ne4eHOYHas
OTEK JIETKUX HE/I0CTaTOYHOCTh
JlabopaTopHble TpomboruTet >70000, | TpoMOOIUTEI CHMXEHBI TPOMOOIIUTHI,
nokasartejn 0coK MoUn>5r/241, <100000, noBeimeane AJIT u ACT
MOBBINICHHUE IIEYCHOY- | T€MOJIN3, 300-1000E1/n, Hu3KHiA
HBIX (PEpPMEHTOB MOBBILLICHUE antutpomo6uH III, BeIcOKOE
(10%) NIEYEHOYHBIX POTPOMOMHOBOE BpeEMS,
(bepMeHTOB, HU3KUN (PUOPHHOTEH,
POTPOMOMHOBOE | BHICOKHMIA OMITHPYOUH,
BpEMsI MOKET KOaryJiomnarus
OCTaBaThCA
HOpPMaJIbHBIM,
¢ubpuHOoTreH
HOpMa
TakTuka Kontpons A/, bricTpoe bricTpoe
MPOTHBOCYJIOPOXKHASL | POJOPA3pEelICHUE. | poIOpa3pelIeHHe.
u TpancnnanTanus nedeHu
aHTUTHIIEPTEH3UBHAS
Tepanus, yCKOPUTh
poJiopa3penieHue
Hcxon Marepunckas Marepunckas Cwmepts moaa 10 45%
cMepTHOCTH 1% CMEpPTHOCTb — 5%,
pa3pbIB MEYECHU —
1%
Cwmeptb mona 1-
30%

* UurepBan ot nosiBneHus: nepsbix npuszHakoB OXK/III no pomopaspeiieHuss HE TOJKEH

IpeBbllIaTh OJHY Heneno ( ypoBeHb B-Ila), mosToMy paHHSs JMAarHOCTUKA UMEET

pemaronee 3Ha4YCHUC.

* Jleuenne OepemenHbIx W poawiabHHLl ¢ OXXKIII 10MKHO TPOBOIUTHCS B YCIOBUAX

OTJeNICHUs] MHTEHCUBHOM Tepanuu ( ypoBeHb B-IIa) MHOrompoQmIbHBIX CTAallMOHAPOB

[80].

* Ecnu Her ycnoBuil ans ObICTpOro poaopaspemieHust per vias naturales, HeoOXoaMMO

3. Jleuenmue

MIPOBECTH KecapeBo ceueHue (ypoBenb B- Ila,) [37].

Enuncteennsiii agpdexruBnblii merox nedenuss OXKIAII — ponopaspemenue [4, 5, 21, 22,

36, 38, 40].

pOJIOpa3pelIeHNH IIyTEM OllepalMi KecapeBa CEYEHMsI 110 CPABHEHHIO ¢ BarMHAJIbHBIMU POAAMHU
[46]. IlepuHaTanbHBIE HCXOABI 3aBUCAT TaKKe OT CpOKa OEpPEeMEHHOCTH: YeM MEHbIIE

FeCTaHI/IOHHLIﬁ CpPOK, TCM OHH XYIKC.

OTMeueHo,

4TO TNCpUHATAIIBHBIC PE3YJIbTAThI
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MUHUMaJIbHbIE Tpu3Haku pa3BuTus OXKJ/Ib, mMockojibKy MpH pa3BEpHYTOM KapTHUHE OCTPOi
MEYCHOYHON HEJTOCTATOYHOCTH MCXOJI MOKET ObITh HEOIAronpusaTHeIM [22].

CTpyKkTypa OCJOXHEHUH oOmpenenser KpailHe CIOXHYI0 3aaady (OpMHUPOBaHUS
IporpaMMbl MHTEHCUBHOM TEparuy, BO MHOTOM 33aBHCSIIYIO OT Mpeo0IaJaromero cuuapoma (-
oB). llanmueHTKH MOKHBI HAXOOUThCA B OTJEJICHUH AaHECTE3WOJOTMM W peaHuMaluu
MHOTOIPO(QUIBHOTO CTAIllMOHApa C BO3MOXKHOCTBIO IPOBEIEHUS KOMIUIEKCHON HMHTEHCHBHOM
Tepanuy U MPOTE3UpOBaHMsA (YHKIMM psiia OPraHOB (IbIXaHWE, MOYKH, TeueHb). JKuposas
MHOWIBTPALUs TEYEHW TIOJIHOCTBIO pEerpeccupyer B TeueHHe S5-6 Hexenb mocie
poJlopa3peLIeHHUs.

[Tpu moOATrOTOBKE K POAOPA3PEUICHUIO 0CO00€ BHUMAHUE CIEAYeT OOpaTUTh HA HATUYHE
Koaryonatay (TpomGonuroneHus Menee 50x10°/1, neduuHT (HAKTOPOB CBEPTHIBAHMS KPOBH
(MHO, AIITB 6onee 1.5 Bbimie HOpMBI, (pubpuHOreH menee 1.0 1/11) MOCKOIBKY MMEHHO 3TH
HapyIIEeHUs P MHBA3MBHBIX Mpoleaypax (poaopasperieHue) ObICTpO MPUBOIAT K MacCCUBHOM
KpPOBOIIOTEpE U pPa3BUTHIO remopparmdeckoro moka [60]. HeoOxoauMo mTpOBECTH OICHKY
crenean Tsokectn JIBC-cunmpoma (tabn. 9) [81], kak OXHOTO W3 KPUTEpUEB Hadala
3aMeCTHTENbHON Tepamuu. ONTUMaNbHBIE MApaMeTphl TeMOcCTa3a, KOTOpble HE00X0IUMO
MOJIYYHTh IO Havajla MHBA3UBHBIX MPOIEyp U MpenapaTsl A UX JOCTHXKEHHS MPE/ICTaBICHBI B
tabmmuel0.

Tadauuna 9

MoaudpuunpoBaHHas 1Ji5l AKYIIEPCTBA MIKAJA ABHOTO (¢ KpoBoTeuenuem) IBC-cunapoma
International Society on Thrombosis and Hemostasis nmo Clark S.L. et al.

Mapamer Ilxana ISTH, IIkana Clark S.L.
pamerp (2001) (2016)
bana
IHoka3zaTenn banbl IMoka3aresnu o
KonuecTso >100%10° 0 Bonee 100x10° | 0
TPOMGOIHTOR 50-100x10° 1 50-100x10° | 1
<50x10’ 2 Menee 50x10° | 2
PacTrBopuMBIe Her yBennuenus 0
MOHOMepBbI YmepenHoe 2
(pudpuHa/mpoayKTHI YBEIIMYCHUE 3
Aerpajganuu 3Ha4YnTeNbHOE
¢pudpuna YBEIIMYCHUE
YBeauueHune Menee, uem Ha 3 ¢ 0 VBenuuenue Ha 25% 0
NPOTPOMOMHOBOIO Or3m06¢ 1 YBenuuenue 25-50% 1
BpeMeHH bonee, uem Ha 6 ¢ 2 YBenmuuenue 6onee 50% 2
®udpuHOreH bonee 1 r/n 0 Menee 2.0 1
Menee | r/n 1 bonee 2.0 0
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Bouiee 3 — saBHbIi JIBC-cunapom

Basabl 6ogee 5 — siBubiii IBC-cunapom
B aKylIEepCTBe

Taoauua 10
OnTtumanbHbIe NapaMeTPbl FeMOCTa3a nepej poopa3penieHueM (M1 B Mpolecce poaoB

WIH Ollepalyu) U npenaparsl A1 Koppekuuu [21]

IeneBoii nokasareinb CrapToBblii MeTOJ KOPPEKIUH

Kpuonpenunurar 1103a Ha 10 kr M.T. C3IT 10-

dubpuHoren 6onee 2.0 /. 1 5MIT/KT

TpomBowTst Gosee 50x10° Tpombomacca 1 no3a Ha 10 xr m.T. TpoMOOKOHIIEHTpAT

1-2 no3sbI
MHO wmenee 1.5 C3IT 15-20 mu/kr,
AIITB — Hopma Konuentpar npoTpoMOMHOBOTO KOMILIEKCA

WuTerpanbHblil pe3ynpTaT MoXKeT ObITh momyueH: C3I1
15-20 mu/kr, kpuonpernunurat, ¢axtop VII,
TPOMOOLIUTHI

Tpomboanacrorpamma — HOpMO-
WJIM TUTICPKOAryJsnusa

AHecTe3H0JI0TnYecKoe mocoone

HelipoakcuanbHble METOABI aHECTE3UU NpU pojopaspeuieHuH y nanueHtok ¢ OXXKII
MOTYT OBITh a0COJIOTHO POTUBOIIOKA3aHbI B CBSI3U C TUIIOKOATYJISAIIUEH, HapyIIeHHeM (pyHKITHH
IIEYEHH U BBICOKMM PHCKOM pa3BUTUS MAacCHBHOM KpoBomorepu. OOmias aHecte3us mpu
pollopa3pelnieHn POBOJAUTCS Ha OCHOBE KeTamuHa, (heHTaHWia, ceBodmopana. Heobxomumo
IIPOTHO3UPOBATh BO3MOXKHOCTh NposuieHHoN MBJI B mocneonepaninoHHOM IEPUOAE B CBS3H C
pa3BUTHEM U NPOrPECCUPOBAHUEM IIOJUOPIaHHON HENOCTATOYHOCTH (I1€YEHOYHO-IIOUYEHHAs,
uepebpanbnas, OPJIC, mok, JIBC-cunnpom) [41, 42, 82-84].

WHTeHcuBHAs Tepanus OCHOBaHA HA MOCUAPOMHOM mozaxoze (tabu. 11) u HanpaBieHa Ha
KOPPEKUHMIO Pa3BUBAIOLIUXCA OCJIOKHEHUH OCTPOM IEYEHOYHOW HENOCTATOYHOCTH. JlaHHas
[IATOJIOTUSI MOYKET ONPENENATh IOKa3aHUs JJIs MCIOJIb30BaHUS METOJIOB NPOTE3UPOBAHUS
(GYHKIMY TIeYeHH W TpaHCIUIaHTaluK rnevyenu [12, 29-35, 52].

Taoauma 11
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OcHOBHbBIE NPUHIUIIBI HOCHHHPOMHOﬁ HHTEHCHBHOM Tepanuu OCTpOi/i ne4YeHOYHOH

HegocTaTouHocTH [3, 7,9, 10, 12, 35, 36]

Cunapom

OcHoBHOI NMPUHIHAII JICYCHU S

LepebpanbHO HEOCTATOYHOCTH UITU
NEYEHOYHOH 3HIe(PATONaTUH

Mounurtopunr BU/I u noanepxanne BU/] < 20
MM PT.CT. B LepeOpaibHOro neppy3noHHOTO
nasnenus (LI1/1) > 60 mMm pt.). CHIDKEHHE
MPOAYKIMH U y/IaJI€HUEe aMMUaKa, KOPPEKLIUs
TUIIOHATPUEMHUH U TUIIOTIIMKeMuUU. JakTyno3a
SHTEPAJIBHO.

Hapymenust remoctasa (qeuuT mia3MeHHbIX
(akTOpOB CBEPTHIBAHUS KPOBH,
tpombonuronenusi, JIBC-cunapom)

3amecTUTENbHAS TEpAKsl KOMIIOHEHTAMU
KpPOBH U (paKTOPaMHU CBEPTHIBAHUS KPOBH.

I'enaropenanbhblii cunapom, OITH

[IpoBeneHune MOYEYHOM 3aMECTUTEIBHON
Tepanuu (reMoQUIbTPAIHs, TeMOANATH3).

I'enaronynsMoHanbeHeI cunapom, OPJIC

Pecniuparopnas tepanus, UBJI.

HenmoctaTouHOCTB CEpIeYHO-COCYAUCTOU
CUCTCMbI apTCpHraJIbHad TMIIOTOHHUA

Wudy3noHHas Tepanusi KpUCTaJUION1aMu B
COUYETaHMHU C Ba3ompeccopamu (HOpaJgpeHaIiH)
JOJDKHA TTOIepKuBatTh cpennee AJl 6onee 75
MM PT.CT.

MetabonnuecKue, BOJAHO-JIEKTPOIUTHBIC
HapyLIEHUS

Koppekuust runoans0yMuHeMuH,
THIIOTTIMKCMUH, HYTPUTHBHAA IOAACPIKKA.
[Tpumenenue anbO0yMuHa, pacTBOPOB
TJIFOKO3BI.

NmmyHOIEDUIIUTHOE COCTOSIHUE U
CEeNTUYECKHUE OCIOKHEHUS (OaKTepraabHbIe
uHbpexmn — 80%, rpudkoBbie — 32%).

Heo6xoauMocTs mpuMeHEeHUs
AQHTUOAKTEPUATIBHBIX W aHUTPHOKOBBIX
NpenaparoB ¢ Y4eTOM MX relaTOTOKCUYHOCTH.

NHTecTHANBHAS HEAOCTATOYHOCTS (Tapes,
KEITyJ0YHO-KUIIEYHOE KPOBOTEUEHUE,
MIAHKPEATUT).

WHrubutopsl MpOTOHHOW OMITBI,
HYTPUTHUBHAS NIOAJIEPXKKA.

NB! JlekapcTBeHHas

tepanust  OXXIII  Bo

BpeMs OepeMEHHOCTH (BUTaMUHBI,

KOPTUKOCTEPOUIbI, TENaTONPOTEKTOPbl U T.JI.) M NpUMeHeHue ria3madepesa HedheKTUBHBI

[85].

Ha cramum nexommnencauun OXXIIT mposiBisier cebs Kak TUNepocTpas MEYSHOUHas

HEAOCTATOYHOCTh C

ObICTpBIM  (DOPMHUPOBAHMEM TOJIMOPraHHOM HexoctatouHoctu. K

HeOar OIIPUATHBIM (baKTOpaM CJICAYCT OTHCCTU KIIMHUYCCKYIO CUTyallllO, KOraa OTpuuaTeJIbHasA

JUHAMUKA CUMIITOMOB OCTPOW MEUYEHOYHOM HEJIOCTAaTOYHOCTH HApacTaeT B CPOKU MeHee 24 .
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MoxHo OXKHJaTh HOPOTPCCCUPOBAHUA KIMHUKU HOPAXKCHUA IMCUCHU HETOCPCACTBCHHO IIOCIIC

poaopaszpernieHus [86].

4 PeaOuauranus
Ilocne nepenecennoit OXXIII namueHTka AOKHA MNPOWTH Kype peaOMIMTaluU I0]

HaOJII0ICHNEM TaTPOIHTEPOIIOTa U TeTaTosora.
5. IIpoduiakruka

B mnacrosmee Bpemss HeT MeTonoB 3 dexkruBHoi mnpodumaktukun OX/II Bo Bpems
o6epemenHoctu. HeoOxomum 1abopaTOpHBI KOHTPOJIb (YHKIMM TEYEHH B JUHAMUKE MpU
HAIMYMU JUCTIENTHYECKUX CUMIITOMOB (TOIIHOTA, PBOTA, TSHKECTh B AMUTACTPAIIbHON 00JIaCTH, B
paBoM mnozpedepbe U Jp.) W/WIK ClIadOCTH, COHIMBOCTH BO 2 U 3 TpuMecTpax O€peMEeHHOCTH.
Hnst npodumnakruku pazsutust OXII Bo Bpems crienyromieil 6epeMEHHOCTH BCEM KEHIMHAM C
OXIII u ux gersM 1Mo BO3MOXXKHOCTH PEKOMEH/YETCSl NMPOWTH I'€HETUYECKOE TECTUPOBAHUE
JUTMHHOLIETIOYHOM 3-runpokcuanui-CoA-aeruporenassl (YMEpEeHHbIH YPOBEHb JOKA3aTEIbCTB)
[37].

6. JlonmoiHuTEIbHAA HH(POPMALMSH, BIUAIOIIAA HA TEYEHUE U UCXOX

3a0o0/1eBaHUsA/CHHAPOMA
Ouenka (GpakTopoB pucKa He0JIArONPUSITHBIX MCXO0B, ONPeeITIOIHNX TAKTHKY

BeJeHHs DOJIbHBIX:

IIpu pa3BUTUHM MOJIHOM KapTHHBI OCTPOM NMEUYEHOYHON HEAOCTATOYHOCTH HEOOX0AMMa
TOTOBHOCTb K KOPPEKILIHHU CIEIYIOIINX CUHIPOMOB [51, 52], kak:

- [lepeOpasibHO# HETOCTATOYHOCTH MITU TIEUYEHOYHOM dHIedanonaTuu (Tadi.8) [53-
57].

- Hapymenust remocrasa (IeUIMT MUIa3MEHHBIX (AaKTOPOB CBEPTHIBAHUS KPOBH,
tpombonuronenusi, JIBC-cunnpom) [58-62].

- I'enatopenanwusbiil cunapom, OITH (50-80%) [63-66] .

- I'enato-nmynsmonanbubiit cungpom, OPJIC [67-69] .

- HenocraTouHOCTh CEpAEUYHO-COCYAUCTON CUCTEMBI — apTepuabHasi TMIOTOHUS

- MeTtabonnueckue, BOJHO-3JICKTPOIUTHEIE HapymeHus [S51].

- NMMyHOIEUITUTHOE COCTOSIHME W CENTHYECKUE OCIOXKHEHHS (OakTepuaibHBIE
unpexmun — 80%, rpubdkoBeie — 32%) [72-75].

- WNurtecTunanbHass HEAOCTATOYHOCTh (Mape3 KUIICYHUKA, KETYJIOYHO-KHUIIEYHOE

KpOBOTEUECHHE, MAHKpeaTuT) [76-79].
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Kpurepuu oueHku kayecTBa MeAUILMHCKOM MOMOLIH

Ne Kpurepun xauecrBa Yposennb Yposenn
JAOCTOBEPHOCTH | yOenuTeJbHOCTH
JA0Ka3aTeJlbCTB peKOMeHAalui
1 | IlocTaHOBKA KJIMHHMYECKOTO JMAarHo3a OCTPOM A I
NIEYEHOYHON HEIOCTATOYHOCTH B TeueHHE 24 4
1oCJie TNOCTYIUIEHUS NALMEHTKH B CTallMOHap
(ma/uer)
2 | Ponopaspenienue npu NOSIBIEHUU HPU3HAKOB B ITa
OXXIT (na/uer)
3 | IlpoBenena  moOCHHIpPOMHAas WHTCHCHUBHAs A I
TepaIusi OCTPOU MEYEHOYHOW HETOCTATOYHOCTH
4 | [IpoBengenue MOYEYHOMN 3aMECTUTENILHOMN A I
TEpaluu IPU Pa3BUTUU OCTPOM IOYEHHOU
HEJIOCTATOYHOCTH (J1a/HET)
5 | Perpecc mpu3HakoB  OCTpOM  MEYEHOUHOMU A I

HEJ0CTATOYHOCTH (J1a/HeT).
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IIpuioxkenue Al. CocraB PaGoueii rpynmnsl
ApteiMyk Hatanbsa BaagumupoBHa — 3aBenyromas kadeapoil akyepcTBa U THHEKOIOTHN Ne
2 IT'BOY BIIO «KemepoBckas rocygapcTBeHHass MEIULMHCKas axkaaeMus» MuHucCTepcTBa
3npaBooxpanenus Poccuiickoit @enepanun, a.M.H., npodeccop Unen POAI u Accoumanuu
aKyIIEPCKUX aHECTE3HOJIOTOB-peaHNMaTO0r0B. KOH(IMKT HHTEpEeCOB OTCYTCTBYET.
Bapunos Cepreii BaagumupoBuy — 3aBeayommii kadeapoil akymepcTsa U ruHeKogoruu N2
®I'bOY BO OMI'MY MunsapaBa Poccun, n.m.H., npodeccop Unen POAI u Accoumanuu
aKyIIEPCKUX aHECTE3HOJIOTOB-peaHNMaTOI0r0B. KOH(IMKT HHTEpEecoB OTCYTCTBYET.
Besokpunnukas Tarbsina EBrenbeBHa — 3aBeaytomas kadeapoil akymepcTBa U THHEKOJIOTHH
OIIK u IHIC TBOY BIIO «YuTuHCKass TroCyJapCTBEHHAss MEAMIIMHCKAs —aKaJIeMHs»
MunuctepcTBa 3apaBooxpanenus Poccuiickoit @eneparuu, 1.M.H., podeccop Unen POAT u
Acconmpanuy  aKymlepcKMX — aHEeCTE3MOJIOrOB-peaHuMarosioroB.  KoH(IUKT  umHTEepecoB
OTCYTCTBYET.
Kuaun Anapeii BaagumupoBuuy — pykoBogutenb OOJIACTHOTO MEPHHATAIBHOTO IEHTpA,
3aMeCTUTENb IVIAaBHOIO Bpada 1o axkymepctBy u rusHekosnoruun OJIKB Ne 1 r. ExarepunOypr,
K.MH. UYnen AccounuanmuMy —axKymepcKuX aHEeCTe3HMOJIOTOB-peaHnMaTosnoroB. KoHdmukr
HMHTEPECOB OTCYTCTBYET.
3a6os0rckux Urops BopucoBuy — 3aBeayronmii kadeapoil aHeCTe3U0JIOTUH, PEAaHUMATOIOT U
u tpancdysuonorun OIIK u IIIC ®I'BOY BO Ky6I'MY MunucrepctBa 31paBOOXpaHEHHS
Poccuiickoit ®enepanuu (1. KpacHoaap), pykoBOAUTENb LIEHTPA aHECTE3UOJIOTUN U PEaHUMALIUU
I'bY3 KKBb Ne2 M3 KK, nm.H., mnpodeccop Unen Deaepanmu aHECTE3UOJIOTOB H
PEaHNMaTONOrOB M ACCOIMALMU aKYIIEPCKHX aHECTEe3HOJIOrOB-peaHuMaTonoroB. KoH(aukT
HMHTEPECOB OTCYTCTBYET.
KymukoB Ausiekcanap BenumammHoBHY — mpodeccop Kadenpsl  aHECTE3UOJIOTHH,
peanumaronoruu U TpaHchysuonoruu DPI'BOY BO  «Ypanbckuii  rocyaapCTBEHHBIM
MEIMLMHCKUN yHuBepcuTeT» MuHucrepcTBa 3apaBooxpaHeHus Poccuiickoin Pepepanuu,
I.M.H., ipodeccop Unen Denepanuu aHECTE3UOJOTOB M PEAHUMATOJIOTOB W AccolManuu
aKyIIEPCKUX aHECTE3HOJIOTOB-pEaHNMaTOI0r0B. KOH(IMKT HHTEpEeCcOB OTCYTCTBYET.
MapmajgoB /[murpuii BacuibeBHY — pPYKOBOAMTENIb TIOPOACKOIO ILEHTPAa KIMHUYECKOU
reMOCTa3HOoJIOTUU U TpaHcdy3uonoruu r. CapaTos, K.M.H. Unen Penepanun aHECTE3HOIOTOB U
PEaHMMaTONOrOB M ACCOIMALMU aKYIIEPCKHX aHECTEe3HOJIOroB-peaHuMaTonoroB. KoH(aukT
HMHTEPECOB OTCYTCTBYET.
IIpounenxo /{lennc Hukonaesnu — rnasubiii Bpau ['BY3 «I'Kb um. C.C. IOauna Jlenapramenra
3/IpaBOOXpaHEHHUsT ropoja MOCKBBI», JNOLEHT Kadeaphl aHECTE3HOJIOTUH M PEaHMMAaTOJOTHH

®JIIIO TI'BOY BIIO «Poccuiickuli HaIMOHAIBHBI HCCICAOBATCABCKUN MCOUIMHCKUN
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yHusepcurer wumenu H.M. IluporoBa» MunucrepcrBa 3apaBooxpaHeHus Pocculickoin
@enepany,  IJaBHbIM  (BHEWITAaTHBIM)  aHecTe3HoJor-peaHumaronor  JlemaprameHra
3paBOOXpaHEHUsI Topoga MOCKBBI, K.M.H., JnoueHT Ynen ®enepanuu aHECTE3UOJOTOB U
pPEaHMMaTONOrOB M ACCOIMALMU aKyIIEPCKUX aHECTEe3HOJIOrOB-peaHuMaTonoroB. KoH(aukT
UHTEPECOB OTCYTCTBYET.

Mudman Epum MyHeBuu — npodeccop kadeapsl aHECTE3HOJIOTUN U PEaHUMAaTOJIOTHH
®YB I'bY3 MO MOHHUKU um. M.®. Bragumupckoro, 3KCIEpT IO AHECTE3UOJOTHU U
peanumatonorun denepanbHoil ciy:kObl 1O Haa3opy B cdepe 3ApaBOOXpaHEHHA, .M.H.,
npodeccop Unen Deaepanny aHECTE3NOIOTOB U PEAHUMATOJIOTOB U ACCOIMAIINN aKyIIEPCKUX
aHEeCTEe3MO0JIOTOB-PeaHnMaTooroB. KoH(GIMKT HHTEPECOB OTCYTCTBYET.

IIpn yyacTuu 4j1eHOB KOMHUTeTa MO aKyuiepckoii aHecre3mojornu ®AP: AGazosa
Nuna CanagunoBHa k.M.H. (Hanbuuk), bnayman Cepreit UBanoBuu k.mM.H. (Omck), bpartuies
Uropes BukropoBuu (MockBa), byxtun Anekcanap AmnaTonseBud K.M.H. (Boarorpan),
I'opoxoBckuit Bagum CemenoBud k.M.H. (XabapoBck), J[poOuHckas Anna HukonaeBHA K.M.H.
(HoBocubupck), Kurnamsumm Hpaknuit 3ypabouu mpodeccop (Actpaxansp), MaTKOBCKHI
Awnppeit AnaronseBuu kK.M.H. (ExatepunOypr), Pacnonun FOpuii CesrocnaBosuu (KpacHospck),
PszanoBa Oxcana BrmamumupoBna k.M.H. (CII6), Cutkun Cepreii MBanoBuu mpodeccop
(TBepp), llIBeuxkoBa Mapuna BnagumupoBHa k.M.H. (TiomeHp), , Bce coaBTOpbl useHBI
®denepalliy aHECTE3MOJIONOB U PEAHUMATOJIOr0OB U AccolUaliy aKylepCKUX aHEeCTE3H0JIOrOB-

peannMaTonoroB. KoH(pIMKT HHTEPECOB OTCYTCTBYET.
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IIpuioxkenue A2. MeronoJiorusi paspadoTKu KIMHUYECKHX

PeKOMeH A

]_Ie.]'leBaﬂ AyaIuTopud JaHHBIX KIIMHUYECCKUX peKOMeH}la].[]/Iﬁ:

— Bpauu aHecTe3noa0ru-peaHuMaToNIOrH.

— Bpauu akymepbI-ruHEKOJIOTH.

Taoéauna I11

YPOBHI/I AOCTOBEPHOCTH AO0KA3ATEC/ILCTB C YKA3aHUEM HCI0JIb30BAHHOM
K.]IZICCI/I(l)I/IKaIII/II/I ypOBHeﬁ AOCTOBEPHOCTH J0KaA3aTEC/ILCTB

YPpoBHH 10CTOBEPHOCTH

Omnpenenenne

JlokazaTelbHO W/WIIM UMEeTCsl 00111ee MHEHHE, YTO TPOBOAUMOE

Kiace 1
JIeUeHHNe WIH MPOoIielypa BHITOAHBI, y100HBI U 3(pPEeKTUBHEI
Knace 1I PazHouTeHMS B JOKA3aTEIBHOCTU H/MIIN PACXOKACHNE MHEHUH O
10J1e3HOCTH/>PPEKTUBHOCTH JICUYCHHS WIIH TIPOIIETyPhI
Cua noKa3arenbCTB W/MITM MHEHUH YKa3bIBaIOT Ha
Kiace Ila
M0JIE3HOCT/3PPEKTUBHOCTD
Knace IIb [Tone3HocTh/2((HEeKTUBHOCTH B MEHBIIICH CTETICHH YCTAHOBIICHBI
JI0Ka3aTeIbCTBAMU/MHEHUSMU
JlokazaTelbHO W/WIIM UMEeTCsl 00111ee MHEHHE, YTO TIPOBOMMOE
Kiacc 111 JIeUueHHe WIK NpoIielypa He BBITOJHBI/3((EKTUBHBI, U B HEKOTOPBIX

CJIy4asix MOT'yT IIPUHECTH BPE

Tao6aunna 112

YpoBHH y0equTeJbHOCTH PeKOMEHIAIMI ¢ yKa3aHHeM HCI0JIb30BaHHOMI
KJIaccupuKanuu ypoBHeil yOeAuTeIbHOCTH PeKOMeHAalui

VYpoBeHb J0Ka3aTeNbHOCTH A

I[aHHBIG MOJIYUCHBI HA OCHOBC MHOT'OLICHTPOBLIX
PAaHAOMU3UPOBAHHBIX I/ICCJICHOBaHI/Iﬁ nin METa-aHaJIn30B

I[aHHBIG MOJIYUYCHBI HA OCHOBC OJMHOYHBIX

Y poBeHb 10Ka3aTeIBHOCTH B | paHIOMHM3MPOBAHHBIX HCCIETOBAHUN MU OOJBIINX

HEPaHJIOMHU3UPOBAHHBIX UCCIIEIOBAHUN

VYposens aokazarenbHocta C

KoHceHncyc MHEHHH KCTIEPTOB W/HITH HEOOIIBIINX
HCCIIEN0BaHUM, PETPOCIIEKTUBHBIX UCCIIEI0BAHUN, PETUCTPOB

OOHoOBJIEHNE JAHHBIX KJIMHHYECKHUX peKoMeHaanmii Oyaer npoBoauthbes 1 pas B 3 roga —

B 2018 r.
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Ipuioxkenue A3. CBsi3aHHBIC JOKYMEHThI

- [Topsimok oKkazaHUS MEAMLUMHCKOW TOMOIIM B3pOCIOMY HACEIEHHIO 10 TPOQHITIO
«AaHECTE3MOJIOTHSI M PEaHMMATOJIOTHS»,  YTBEPXKIACHHOMY  IpukazoM  MuHHCTEpCTBa
3npaBooxpaneHus Poccuiickoit @enepauuu ot 15 Hosi0ps 2012 1. N 9194.

- [Topsimok okazaHUsI MEIUIIMHCKON MOMOIIU MO MPO(UIIO «aKyIIEPCTBO U TMHEKOJIOTHUS
(32 HCKIIOUYEHUEM HCIOJb30BAaHUS BCIOMOIATEIbHBIX PEMPOAYKTUBHBIX TEXHOJOTHUMN)»,
YTBEPKACHHOMY MpUKa3oM MuHucTepcTBa 3apaBooxpaneHus Poccuiickoit @enepanuu ot «01»
HOs10pst 2012 1. Ne 572H.

- HanuonanbHbie KIIMHUYECKHE pEKOMEHIallnu: TpaHcnnanTanus MIEYECHHU.
[Mpodeccronanbuas accoruanus: Oo6mmepoccuiickas oOIIeCTBCHHAS OpraHu3aIus
TpaHCIUIaHTOIOTOB «Poccuiickoe TpaHCcIuIaHTOI0rHYecKoe oomecTBo», 2016. — 64 c.

- KiimHnueckue pekoMeHJaluu MO0 JUAarHOCTHKE U JICYCHHIO HEAJIKOTOJIBHOW >KHPOBOM
O6ome3nn medeHu Poccuiickoro oOmecTtBa 1O UM3ydyeHHIO TedeHH U Poccuiickoit

ractposHTeposiorudeckoit acconuanuu / B.T. MBamkun, M.B. Maesckas, U.C. [1aBioB u coaBT.

// Tenmatonorus. 2016; 2: 24-42.

Ipuioxkenue I'l

Jns OUEHKHM TSHKECTH OCTPOM II€YEHOYHOW HEAOCTAaTOYHOCTH U IOKa3aHWuM IS
TPAHCIUIAHTALMU [IEYEHU UCITOJIb3YIOTCS CIEIYIOIINE IIKAJIbI.
HIxa/jabl OLEHKH THAKECTH OCTPOM NMEYCHOYHON HeI0OCTATOYHOCTH U TPAHCIVIAHTALMH

neuyenu [7, 12, 24, 29, 30-35]

HIxansl JTHoN0THSA Kpurepun

Aptepuansubiii pH < 7.25 (He3aBUCHMO OT
CTa UM MEYCHOYHO! dHIIe(DATONaThN)

WNJIN nBa u3 Tpex U3 CIEeayIOIUX KPUTEPUEB
AnetoMuHO(pEH | KIMHUYECKOTO YXYALLICHHS:

-MHO > 6.5

- Kpeatunun > 300 MKkMOIB/1T

- [leuenounas >nnedanomnarus 3-4 craguu

., MHO > 6.5 (He3aBUCHUMO OT CTaJIUN
Kings’ College kputepuu .
nedyeHoyHoH sHuedanonatun) NN tpu u3
IITU U3 CIEAYIOIINUX KPUTEPUEB (HE3aBUCUMO
OT CTaJ UM MEYCHOYHO! dHIIe(DaTonaTun):
Hpyrue cinygan | - Bo3pact < 10 unu > 40 ser

- OTHOJIOT U HESICHAsL, JIEKapCTBEHHAs
TOKCUYHOCTb

- Bpewms ot xentyxu 110 sH1edanonatiu > 7

THeH
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-MHO>3.5
- bunmpyOun > 300 MKMOIIB/T

Clichy xpurepun

[Teuenounas sunedanonarus 3-4 craguu

- @akrop V < 20%-it npu Bozpacte <30 jeT)
WA

- ®akrop V < 30% (Bo3pact > 30 ser)

[IIxana MELD (model of
end-stage liver disease)

10 x (0.957 x kpeatunus + 0.378 x
ounnpyOun + 1.12 x MHO + 0.643)

IIkama CK-
18/MonudumnmpoBaHHas
MELD

10 x (0.957 x kpearunux + 0.378 x
uTokepatuH-18/M65 + 1.12 x MHO + 0.643)

[kana BiLE (bilirubin-
lactate-etiology score)

bumpy6un (Mmxmons/i)/100 + nakrar
(MMOB/IT)

+ 4 (nns kpunrorenHo OlleuH, cunapoma
Budd-Chiari, iy TOKCHYHOCTb
(beHnpoKyMoHa)

- 2 (11 TOKCUYHOCTH alleTaMHHO(EHA)

+ 0 (st gpyrux satronoruit OlleuH)
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