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long-chain 3-hydroxyacyl-coenzyme A dehydrogenase

AnanuHamMuHOTpaHchepasa
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AHTHGOCHOTUTIUIHBIA CHHIPOM;
BuyTtpuuepennoe naBieHue
[Mamma-royramuntpancdepasa
['eMOIUTHKO -ypEMUYECKUN CUHIPOM;

JlncceMMHMPOBAaHHOE BHYTPUCOCYIUCTOE CBEPTHIBAHUE
KPOBU

HckyccTBeHHas: BEHTWIISIIUS JIETKUX
Kommnbrorepnas Tomorpadus
MarauTtHo-pe3oHaHCcHas: Tomorpadus

OcTtpas xxupoBas quctpodus neueHu

OcTpas noueyHasi HeIOCTATOYHOCTh

OcTtpblil pecnupaTOPHBINA JUCTPECC-CUHIIPOM
CBexe3aMopoxKeHHas Mi1azMa

CucremHas KpacHasi BOJTYaHKa

TpOMOOTHYECKasE TPOMOOIUTOTICHIYECKas IypITypa
[epebOpansHoe nepdy3MOHHOE 1aBICHUE

[lenounas pocdaraza



ba3a 15 pa3padoTKy KIMHUYECKHX PeKOMEeH 1Al

- [Topsimok oOkazaHusT MEIUIMHCKOW TIOMOIIM B3POCIOMY HACEICHUIO II0
npoduiito "aHECTe3WOJIOTUsl W PEaHUMATONIOTHUs", YTBEPKICHHOMY MPHUKA30M
MunucrepcTBa 3npaBooxpanenusi Poccuiickori @enepamuu ot 15 HosiOpst 2012 1.
N 919

- [Topsimok okazaHusi MEAMIIMHCKOW MOMOIIM MO MNPOQUIII0 «aKylUIEpCTBO U
TUHEKOJIOT S (3a UCKJIIOYEHUEM HCIIOJB30BaHUS BCIIOMOTaTEIbHbBIX
PENpPONYKTUBHBIX TEXHOJIOTHI)», YTBEPKICHHOMY MpUKa3oM MMHUHUCTEPCTBA
31paBOOXPAHEHUS Poccuiickoit @enepanuu ot «01» HOs10pst 2012 1. Ne 572H.

IIpu pa3padoTke KIMHAYECKHX PEKOMEHIANUN MCIOJIb30BAJIMCH MATEPHAJIbI
BEAYIIUX MUPOBBLIX opranmaum‘fl
World Health Organization, American Academy of Family Physicians, Royal
College of Obstetricians and Gynaecologists (RCOG), International Federation of
Obstetrics and Gynecology (FIGO), College National des Gynécologues et
Obstétriciens Francais, American College of Obstetricians and Gynecologists
(ACOG), Cochrane Reviews, pekomenmaruun World Federation of Societies of
Anaesthesiologists, American Society of Anesthesiologists, American Society of
Regional Anesthesia and Pain Medicine, Association of Women's Health, Obstetric
and Neonatal Nurses, Société francaise d’anesthésie et de reanimation, Association
of Anaesthetists of Great Britain and Ireland, European Society of
Anaesthesiology, European Society for Regional Anaesthesia, Society for
Obstetric Anesthesia and Perinatology, Obstetric Anaesthetists’ Association
(OAA), European Resuscitation Council, marepuans popymoB «Martb U IUTS»,
«PenponykTuBHbIM TOTeHIMan Poccuu», crangaprel OKa3aHUs MEIUIMHCKOU
MIOMOIIY 10 JaHHOU mpobieme, yTBepxkaeHHsie M3 PO,
MeTtoasbl 1J151 cOopa/cesieKuuM J0KA3aTeJIbCTB
JlokazarenbHOM 0a30il i1 peKOMEHJAlUM SIBJISIOTCS MyOIMKaIMK, BOIICIIINE
B Cochrane Reviews,6a3s! nanasix EMBASE u MEDLINE.

MeTOI[bl, HCIIOJIB30BAHHBIC J1J11 OIICHKHN Ka4YeCTBa U CUJIbI 10Ka3aTEJIbCTB



— KoHceHcyc akenepToB

- OHGHKa 3HAYMMOCTH B COOTBCTCTBUHU C peﬁTHHFOBOﬁ CXeMOoM

PeiiTuHroBas cxema JJisl OCHKH YPOBHA 10KA3aTeJbCTB

YpoBHH
J0KA3aTeJIbCTB

Onucanue

1++

Mera-aHanu3bl BBICOKOTO KaueCTBa, CUCTEMaTHYECKHE 0030pbI
pPaHAOMHU3UPOBAHHBIX KOHTpOIUpyeMbIx uccieaoanuii (PKN),
uin PKU ¢ oueHb HU3KUM PUCKOM CHCTEMATHYECKUX OIIMOOK

1+

KauecTBEHHO ITPOBEICHHBIE META-aHAIN3bI, CACTEMAaTUYECKHUE,
wi PKU ¢ HU3KUM pUCKOM CHCTEMAaTUYECKUX OMIMOOK

Mera-ananussel, cucremarnueckue, ui PKU ¢ BeiIcokuM puckom
CUCTEMATHYECKUX OLIMOOK

2++

BricokokauecTBeHHbIE CUCTEMAaTHUYECKUE 0030pbI HCCIIEJOBAaHUMN
CIIy4an-KOHTPOJIb WJIM KOTOPTHBIX UCCIEAOBAHUMN.
BricokokauecTBeHHbBIE 0030PhI HCCIIEOBAHUH CIIydail-KOHTPOJIb
WJIA KOTOPTHBIX UCCIIEOBAHUM C OU€Hb HU3KUM PUCKOM

3¢ (HEKTOB CMEMMBAHUS WIH CUCTEMATHYECKUX OIMTHOOK H
CpPEIHEN BEPOATHOCTHIO MPUUUHHOW B3aUMOCBSI3U

2+

XOpo1Io NPOBECHHBIE UCCIIEIOBAHUS CIIy4aii-KOHTPOJIb WU
KOT'OPTHBIE UCCIIEOBAHUS CO CPEIHUM PUCKOM 3PHEKTOB
CMEIINBAHUSA WU CUCTEMAaTHYECKUX OITUOOK U CpeHe
BEPOSTHOCTHIO MPUUMHHOMN B3aUMOCBSI3U

HccenmenoBanus Ciy4ai-KOHTPOJIb UM KOTOPTHBIE HCCIIETOBAHUS C
BBICOKMM PUCKOM 3(P(HEKTOB CMEIINBAHUS WIIM CUCTEMATUYECKHUX
OLIMOOK U CpeHEN BEPOSTHOCTHIO IPUUNHHOMN B3aUMOCBSI3U

He ananutudeckue uccienoBanus (HapuMep: ONMUCaHUs
CJIy4aeB, CEpUil CIIy4aeB)

MHeHue 3KCIepToB

Onucanue METOAO0B, HCITOJIBb30BAHHBIX AJI AaHAJHU3a J0KAa3aTC/JIbCTB:

HpI/I OT60p€ HY6JII/IK3HPII>JI, KaK IIOTCHIHAJBbHBIX HMCTOYHHKOB J0Ka3aTrCIbCTB,

HCITIOJIb30BAHHAA B KaXIAOM HCCICIOBAHUN MCETOMAOJIOTHUA H3Yy4daCTCA JIA TOIO,

9TOOBI YyOenuThbcsi B €€ BaJMIHOCTU. Pe3ynmbTar m3ydeHus BIMSIET Ha YpPOBEHb

JO0Ka3aTc€iIbCTB, HpHCBaHBaGMBIﬁ HY6J'II/IKaI_II/II/I, 4YTO B CBOIO OUYCPCAb BJIMACT Ha

CUJIy, BBITEKAIOIIMX M3 HEE pEeKoOMeHAauuid. MeTomoIornieckoe u3ydeHue




0a3upyeTcs Ha HECKOJIBKUX KITFOUYEBBIX BOTIPOCAX, KOTOPHIE CHOKYCUPOBAHBI Ha TEX
0COOCHHOCTSIX JW3aiiHa WCCIICIOBAaHUSA, KOTOPBIC OKAa3bIBAIOT CYIICCTBEHHOE
BJIIMSHUE HA BAJIMTHOCTH PE3YJIETATOB U BHIBOJOB. DTH KIIFOUEBBIE BOIPOCHI MOTYT
BappUpOBaTh B 3aBUCUMOCTH OT THIIOB HCCICIOBAaHUM, W TPHUMEHSIEMBIX
BOIIPOCHHMKOB,  HUCIIOJIb3YEMbIX  JUIS  CTaHJApPTU3AllMM  IPOIecca  OICHKH
nyOnmukanuii. Ha mporecce ONEHKM HECOMHEHHO MOXKET CKa3bIBaThCS U
cyObeKkTHBHBIN (akTop. [ MHUHMMHU3AIMU TTOTEHIMAIBHBIX OIIMOOK KaXKJI0e
WCCIICIOBAaHNE OIEHWBAJIOCh HE3aBHUCHMO, T.€. [0 MEHBIICH Mepe JByMs
HE3aBUCUMBIMHU 4jieHaMHu paboueit rpymmbl. Kakue-mubo pasmuuusi B OIEHKAx
o0Cy)XKIIalluCh YyXK€ BCEH Tpymmold B TOJHOM cocraBe. IIpm HEBO3MOXKHOCTH
JTOCTW)KCHHSI KOHCEHCYCa, MPUBIICKAJICS He3aBUCUMBIN DKCIIEPT.
MeTtoabl, ucnoJb3yemble 11 GopMyTMPOBAHUS PEKOMEHIAUN

KoHceHcyc aKCIepToB.

PeiiTuHroBasi cxema Jisi OlEHKH CHJIbI PEKOMEH ALl

Cuiaa Onucanue

[To meHbLICH MEpe, OAMH METa-aHalu3, CUCTEMaTUYECKU 0030p UIn
A PKMH, onenenssle Kak 14+, HaIpsAMy0 NpUMEHUMBIE K LIEJIEBON
MONYJISINUU U JEMOHCTPUPYIOIINE YCTOMYUBOCTD PE3YIBTATOB WU
IpyIIa A0Ka3aTeabCTB, BKIIOYAIOIIAs PE3YJIbTaThl HCCIECIOBAaHUMN,
OLICHEHHBIE KaK |+, HapsAMYyIO IPUMEHHUMBIE K LI€JIEBOM NOMYJISALUN U
JE€MOHCTPUpPYIOIINE OOLTYI0 YCTOWYMBOCTD PE3yJIbTaTOB

I'pynna ucciie1oBaHui, OLICHEHHBIE KaK 2++, HAaIPSIMYyI0 IPUMEHUMBIE K
B [EJIEBO MOMYJISIUU U IEMOHCTPUPYIONINE OOIIYI0 yCTOHYHBOCTh
PE3yJIBbTAaTOB WK SKCTPAIOJIMPOBAHHBIE IOKA3aTEIbCTBA U3
HUCCJICIOBAHMM, OIICHEHHBIX Kak 1++ umm 1+

I'pynna noka3arensCTB, BKIIKOYAKOLIAsl pe3yJIbTaThl UCCIIEN0BAHNUM,
OLICHEHHBIE KaK 2+, HANPAMYIO IPUMEHUMBbIE K LIEJIEBOM MOMYJISIUU U

C JE€MOHCTPUPYIOIINE OOIIYI0 YCTOMYUBOCTD PE3YJIbTATOB WU
AKCTPANOJIMPOBAHHBIE OKA3aTENIbCTBA U3 UCCIIEI0BAHUM, OLICHEHHBIX,
Kak 2++

D Jloka3aTenbCTBa YPOBHS 3 WM 4; WIM SKCTPANOJIMPOBAHHBIE

JIOKA3aTeIbCTBA U3 UCCIICIOBAHUM, OIICHEHHBIX KaK 2+.

HNuaukatopsl 1o06pokavecTBenHoii mpakTuku (Good Practice Points —GPPs)



Pexomennyemas 100pokadyecTBEHHAs] MPAKTUKA 0a3UpyeTcss Ha KIMHUYECKOM

OTIBbITE WIEHOB paboyeil rpynibl Mo pa3padoTKe peKOMEHAaIi.
JKOHOMHYECKHH aHAJIN3:
AHanu3 CTOUMOCTH HE MPOBOIUIICS U MyOIHUKAIUU TI0 (PapMaKOAIKOHOMUKE HE
aHAJIU3UPOBAJINCH.
MeTtoa BAJIUAU3ANUNA PEKOMEHIALUNM:
— BHemHss skcnepTHas OLCHKA;
— BHyTpeHHsIs SKCIIepTHas OLICHKA.
Onucanne MeTo1a BAJIUAN3ANUN PEKOMEH IalHii:
Hacrosimue pexoMeHmanuu B TPEIBAPUTEIHHOM BEPCHH OBLIM PEIICH3UPOBAHBI
HE3aBUCUMBIMHU SKCIEPTaMHU, KOTOPBIX TMOMPOCUIN MPOKOMMEHTHPOBAThH TMPEKIC
BCETO0 TO, HACKOJBKO WHTEpIpETalusl JI0Ka3aTelbCTB, JEXKAIIUX B OCHOBE
pEKOMEHJAIUN TOCTYIMHA i1 TOHUMaHus. [lolydeHbl KOMMEHTAapUU CO CTOPOHBI
Bpaue€il  aHECTE3MOJIOTOB-PEAHMMATOJIOTOB B OTHOUIEHWH  JOXOAYHBOCTHU
U3JIOKEHUS PEKOMEH AN U UX OIICHKH BAXKHOCTH PEKOMEHJAINi, KaKk pabodero
WHCTPYMEHTA MMOBCETHEBHOMN MPAKTHUKHU.
KomMmeHTapuu, mojydeHHbIE OT KCHEPTOB, TIHIATEIIBHO CUCTEMATU3UPOBAINCH U
oOCyXJanuch wieHamMu pabodeit rtpynmnbl. Kaxnaplii myHKT oOCyXmancs, u
BHOCUMBIE B PE3YJIBTATE 3TOIO M3MEHEHHS] B PEKOMEHIALMHA PETUCTPUPOBAIUCE.
Ecau ke u3MeHeHus HEe BHOCWIWCH, TO PErUCTPUPOBAIUCH MPUYUH OTKaza OT
BHECEHUSI U3MEHEHUM.
Koncynbranusi u 3kcnepTHasi OLlEHKA:

[IpenBaputensHas Bepcus Obla BRICTaBICHA JJIS MIUPOKOTO OOCYXKICHUS Ha CaliTe

®AP (www.far.org.ru) u Ha caiite «Accolnuanuy aKkyIepCKUX aHEeCTE3HOJIOTOB-

peanuMarosioro» (Www.arfpoint.ru), st Toro, 4toObI JiHIla, HE YYaCTBYIOIIUE B

dbopymax UMEIM BO3MOXHOCTh TPUHATH Yy4YacTUE€ B OOCYXKIEHUU U
COBEPIICHCTBOBAHUH PEKOMEHIALINM.

[IpoekT pexomeHAanMid ObUT PEUEH3UPOBAH TaK K€ HE3aBUCHUMBIMHU IKCIIEPTaAMH,
KOTOPBIX IONPOCWIM IPOKOMMEHTUPOBATh, IMPEKJIE BCEro, HAOXOIYMBOCTH H

TOYHOCTh ~ MHTEpPOpETAallMM  JOoKa3aTeJbHOW  0a3bl, Jiexaleid B  OCHOBE


http://www.far.org.ru/
http://www.arfpoint.ru/

PEKOMEHIAlI.
PaGouas rpynna:

JInsi OKOHYATEIBbHON pPENaKIMU W KOHTPOJS KadeCcTBa PEKOMEHIAIMU ObLIH
MOBTOPHO TMPOAHATH3UPOBAHBl WICHAMH paboueld TPyIIbl, KOTOPhIE MPUILIH K
3aKJFOYEHUI0, YTO BCE 3aMEYaHUS U KOMMEHTApUU SKCIEPTOB IPHUHATHI BO
BHUMAaHHE, PUCK CHCTEMAaTHMYECKUX OIMMOOK TIpu pa3paboTke peKOMEHIAIn

CBEJICH K MUHUMYMY.

Koapt MKbB X 1J11 KIMHU4YECKUX PEKOMEH/IallMii:

026.6 Ilopa:keHnne ne4yeHu BO BpeMs OepeMeHHOCTH, POI0B U B MOCJIEPOA0BOM
nepuoae

K72 IleyeHOYHAs HEIOCTATOYHOCTH, He KJIACCH(PUUUPOBAHHAA B APYIUX
pyopukax

BxiroueHo:

renaTuT:

- 3JIOKQYECTBEHHBIN | HE KJIACCU(PUIIMPOBAHHBIN B

- OCTpBIH } nIpyrux pyopuKax, ¢ Ie4eHOYHOW HET0CTaTOUYHOCTHIO
- pyaIbMUHAHTHBIA  }

xentast atpodus uiu AUCTPOodUs eYEHU

HEKpPO3 MeUeHH (KJIETOK) C MEYEHOYHON HEJI0CTaTOYHOCTHIO

NIeYCHOYHAS

- koma bBJ[Y

- sHiiedanonatus bY

K72.0 OcTpasi u mogocTpasi Ne4eHOYHAS HEI0OCTATOYHOCTh
K72.1 Xponuveckasi He4eHOYHAS HEIOCTATOYHOCTH
K72.9 IleueHOYHAsA HEAOCTATOYHOCTH HEYTOYHECHHAS

K76.0 ’KupoBasi nereHepanus ne4eHu, He KJIacCU(PUUUPOBAHHAA B APYTUX
pyOpuxax

K71 Toxkcuueckoe mopakeHue nev4eHu



Beenenue

OCHOBHBIE MPUYUHBI OCTPON MEUEHOYHOW HEJOCTATOYHOCTH, CBS3aHHBIE C
oepeMeHHOCThIO, —  mpedknamncus u  HELLP-cunapom, octpas sxupoas
auctpobus mnedeHu (OXKJII) u XxojecraTuueckuid remnaro3 OEpeMEHHBIX —
MPUBOMIAT K BEChbMa TSKEIIBIM OCJIOKHEHHUSIM OCPEMEHHOCTH M PEIPOTyKTUBHBIM
noTepsiM (MaTepUHCKasi M MepUHaTalibHas cMepTHOCTh nocturaer 20-30%). Ora
NaToJIOTHs TPeOyeT MYJIbTUAUCIUIUIMHAPHOIO MOAX0Aa, 3 MEIMLIMHCKAs TOMOILb
NAalMEeHTKaM €  NEYEHOYHOM  JUC(YHKIMEH/HEeT0CTaTOYHOCTBIO  JOJDKHA
OKa3bIBATHCSI B MHOTOMPO(DHIIBHBIX JI€UEOHBIX YUPEKIECHUAX BBICOKOT'O YPOBHSI.
Upe3BbIuaifHO BakKHO, YTOOBI OCOOEHHOCTHU JAAHHOW MATOJIOTUM 3HAIU HE TOJIBKO
aKyILIEpPhI-TUHEKOJIOTH, HO W  aHECTE3UOJIOTU-PEaHUMAaTOJ]IOTH,  XHUPYPIH,
TepaneBThbl, FACTPOIHTEPOTIOTH, UH(PEKIIMOHUCTHI, Bpauud OTACJICHUN TeMOoIhann3a
U TpaHcPy3HOJOrH, dYTO OyaeT CcrmocoOCTBOBATh paHHEH TUArHOCTHKE U
CBOEBPEMEHHOMY OKA3aHUIO HEOTJIOKHOM MOMOIIH.

[lepBoe ynomuHanue 00 OCTpON KUPOBOU IUCTPOPHUU MEUYEHH Yy >KEHILUHBI,
yMEpIIIEH B IMOCIEPOIOBOM Ieproe, oTHocuTcs K 1857 r., B 1934 r. Stander and
Cadden u. H. L. Sheehan B 1940 r. ommcamu 3To 3a00J€BaHHE KaK «OCTpas
xKenrtas akymepckas arpodus medenm». Jlerampnocts mpu OXKAII, cormacHo
nepBbiM  coobOmenusiM, coctaBisia 90—100%. IloTeHnmMambHO CMepTelbHOE
nopaxkeHue nedeHu Bo BpeMms OepemenHoctu - OXKJII Bcrpewaercss ¢ wacTtoTon
1:7000 — 1:16000 6epemennocreit. Dtuonoruss OXII mo koHIa HEW3BeCTHa,
HEU3BECTHA M CBS3b C reorpadUyecKUMH WM STHUYECKUMU OCOOCHHOCTSIMHU.
OXI'Bb pa3BuBaeTcs NPEUMYIIECTBEHHO B Cpoku 32-36 Hexnenb.  Bbicokad
aetanbHOCTh Tipu OXKIT ormeuanace no 1970 roma - 70-80%, a B HacTosiee
BpeMs cocTaBisieT 18-25%. IlepunaTanbHas CMEPTHOCTh Takke CHU3WIACH € 85%
10 23%. K dakropam pucka pazsutust OXK/II1 oTHOCATCS BpOXKIESHHBIN nedUuT
LCHAD, nepBas 6epeMEeHHOCTb, MHOTOKpaTHasi OEPEeMEHHOCTh (y TMAaIMEHTOK C
OXIIT no 25%), npeskmamncus (y mnanueHtok ¢ OXIAII go 50%) wu

OepeMEHHOCTb IIJI0/IOM MY>KCKOTO Mosa (B 3 pasa yaiie).
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JdTtnosorusi W marorene3. JKup HakamiauMBaeTcs B II€UYEHU BCIEICTBHE
U30BITOYHOTO TOCTYIJICHUSI B MedeHb CBOOOAHBIX KUpHBIX Kuciaor (CXKK),
cHmxkeHus: ckopoctu P—okuciaenuss CXK B MUTOXOHIpHSIX TIemaTouUTOB,
n30bpITOUHOTO 0Opa3oBanus U BcacbiBaHust CXKK B kumieuynuke, CHIDKEHUS CUHTE3a
JUTIONPOTEMHOB Pa3HON IUIOTHOCTH B CaMOW MeuyeHH U (YyHKUHOHAIHHOU
NICYCHOYHON  HEIOCTaTOYHOCTH, OOYCJOBIEHHOW  3a00JieBaHHEM  ICUYCHH.
HopmanbsHoe conepkaHue >kupa B IedeHu He npesbiiaer 5%, a npu OXI'b
yBenmuuaetrcss 10 13-19%. bonpmoe 3HaueHuWe sl pa3BUTHUS CTEATOreNnaTo3a
UMEET UHCYJIMHOPE3UCTEHTHOCTD.

VYcranoBieHa ojHa u3 OcCHOBHBIX TnipuunH OXJII — reneruueckuii
MUTOXOHAPUAIIbHBIN nedekT [-OKHCIEeHUS  KUPHBIX KHUCIOT: Je(ULUT
depmentHoit mmuHON 1enu 3-hydroxyacyl-CoA neruaporenasst (LCHAD) vy
mwiona —myTtanuu G1528C u E474Q), a Takyke HapyIieHHnd 0OOMEHa JKHUPHBIX KUCIIOT
B IUIALEHTE. Y IeTepO3UrOTHON MaTepu M FOMO3UTOTHOIO IUI0/AA (BCTpEYaeTcs y
onHoro u3 natu TwiofoB y xkeHmwH ¢ OXKJIII) sT0 mpuBOAWT K H3OBITOYHOMY
MOCTYIJIEHUI0 TOKCHYECKUX META0OIMTOB JKUPHBIX KUCJIOT OT IUI0JA B KPOBOTOK
MaTepu U TMOPAXKEHUIO0 TMEYeHH, 4YTO U OOYCJIOBIMBAaET HEOOXOJUMOCTb
poAopa3pelIeHNs, KaK OCHOBHOT'O 3THUOIATOI€HETUYECKOro Meroza JieueHus. Ho
3TO TOJBKO OAMH U3 BO3MOXHBIX MexaHu3MoB pa3Butus OXIII. M3meHeHHbll
rOpMOHaIbHBIA (OH BO BpeMsi OEPEMEHHOCTH TAaKKE€ MOXET HPUBOIAUTH K
HapyLIEHUIO METa00IM3Ma KUPHBIX KUCIOT.

IIaTosiornyeckass anaromus. Makpockonndeckn nedeHb npu OXX/II
UMEET  SIPKO-KEJITYH) OKpacKy, IpH MHUKPOCKONIMYECKOM  HCCIEAOBAaHUU
renaTourThl BBITJSAIAT HAOYXIIMMHU, C MEJIKMMU U KPYIHBIMHU KaIlJIsIMUA KUpa B
LIUTOIUIa3ME W LEHTPAJIbHO  pACIOJIOKEHHbIMU  siapamu. lledeHouHas
apXUTEKTOHWKA HEe HapymieHa. Mopdonoruueckoi 0COOEHHOCTBIO — 3TOM
NATOJIOTMM SIBJISIETCS OTCYTCTBHE HEKpO3a TIEMaTOUUMTOB W BOCHAIUTEIBHOU
UHOUIBTpAIMU CTPOMBI, uTO mo3BossieT nuddepenmupoBars OXKJ/IT ot apyrux

3a00JIeBaHUM TICYEHU U MPEXKJIE BCErO — OT OCTPOr0 BUPYCHOIO renaTuTa.
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OCHOBHBIE TOJIOKEHUA

MMOJIO’KEHHUE 1. Bo Bpems (u3moIOrHuecKkd MpOTEKaroieil OepeMEeHHOCTH
(GyHKIIMOHATbHASI Harpy3Ka Ha MEYCHb 3HAYMTEIBHO BO3PACTACT M OTPAXKACTCS B
W3MEHECHHUH Psifia TaOOpaTOPHBIX TECTOB, YTO, TEM HE MEHEE, SIBISICTCS BAPHUAHTOM

HOpMBI (Tabm. 1).

Taoauna 1
HN3meHeHnst OMOXMMHUYECKHX TAPAMETPOB NPHU PU3HOJIOTMYECKOM
0epeMeHHOCTH

buoxuMuveckuid MoKasarejib KpOBH HN3meHeHune
AnbOyMUH Cumxenue (B 1,6 paza)
["anTorno6uH, [Iporenn S CHmxeHue
Tpurmunepusi, VYBenuuenue (B 3 paza)
XonecTtepuH YBenuuenue (B 1,6 pa3a)
®uOpUHOTEH, 01, Op-, B-rI00YIHHBI, VYBenuuenue (B 1,5 pasa)
[{epynomnasmun, Tpancheppun
JKemunble KUCIOTHI VYBenuuenue (B 3 paza)
D VYBenuuenue (B 2-4 paza)
bunupyoun, ['TTII, AJIT, ACT Hopma

OneHka (yHKIMHM [EYEHU BO BpeMsi OEPEMEHHOCTH JIOJKHA CTPOUTHCA B
MIEPBYIO ouepeb Ha OLICHKE YPOBHS ounupyOuHa, ramMmma-

rnytamunTpancnentuaassl (ITTII), ACT, AJIT.

MOJIOKEHHUE 2. Cpeau 60bI10T0 KOJTMYECTBA BAPUAHTOB MOPAKEHUS TIEYEHU
y OEpeMEHHBIX J>KCHIIWH HEOOXOAMMO BBIACIUTh T€ (OPMBI, KOTOPHIC
HEMOCPEJICTBEHHO CBSI3aHbl C OEpPEeMEHHOCTHIO, TIOCKOJIbKY 3TO OIpenemseT
TaKTUKY JICYCHUS U, B TIEPBYIO OYEpe/Ib HEOOXOAUMOCTh pojopa3pelieHus. Takue

(bopMBI MOpaXKEHUsI TICYCHU TIPEJACTaBJICHBI B Ta0MI. 2,3.
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Ta0auna 2
DopMbI MOPAKEHHSI NIEYEHHU, CBA3AHHbIE C 0ePEeMEHHOCTbIO
IMaTosiorus TakTuka JieueHus
1.  Upesmepnas pBoTa 6epeMEHHBIX IIpu 3¢ heKTHBHOM
KOHCEPBATUBHOM JICYCHUU
2.  BayrpumedyeHOYHBIN XOIECTa3 OepeMeHHOCTh MPOTOHTHPYETCst
3. Ocrtpas xupoBas nuctpodus neueHu | Cnenuduyeckoro JedeHUs HerT.
Tpebyercst cpouHoe (MUHYTHI,
4. IIpesknammncus u HELLP-cunapoM | wacer) pogopaspemenne
Ta6muna 3
XapakTepuCTHKA OCHOBHBIX BAPHAHTOB NMOPAKeHUsI IeYeHN BO BpeMsi
0epeMeHHOCTH
JlaGopaTopHble
boJie3nb Tpumectp | Yacrora OCHOBHBIE CHMIITOMBI
pe3yabTaThl
TourHoTta, pBoTa, 60116 B
Hpesxiamncus DTHIACTPHH, OTCKH, AJIT <500 EJl/n, nmpoTennypus,

H IKJIAMIICUA

2-11 unu 3-i

5%-10%

apTepuasbHas TUIICPTOHUS,
3aTOPMOKEHHOCTD, KEITyXa
(Ha mOCJIETHUX CTAIHSIX)

JABC-cunnpom (7%)

0,1 % (4% -

[Tpu3Haky npeskIaMIICHu
(TUnepTOHUS, TOJOBHAS

I'emomus, AJIT <500 E[I/m,

12% 00J1b, HAPYIICHUS 3PCHUS
HELLP- . oy » Hapy P ), TPOMOOITUTEI <100><109/JI,
3-i JKCHIIIH C 00JIb B AIUTACTPHH,
CHHIPOM yBemmuenue JIAI, IBC-
IpesKIaM- TOLIHOTA, PBOTA, FeMaTypus, o f
. curapom (20 %-40 %)
Ticuei) XKenTyxa (Ha IOCIeTHUX
CTaMsIX)
AJIT <500 E[l/n,
Octpasn Henomoranue, 607156 B runeponupyOuHeMusl,
JKHPOBast 3-i1 (Moxer BEPXHHUX OTAENaX XKHUBOTA, THIIOTJIMKEMUS], yBEIMYCHHBIH
HPOU30HTH BO TOLITHOTA, PBOTA, JKEJITYyXa YpOBEHb aMMHAKa;
0.01 % .
aucTpogust Bpems 2- 0 (o4eHb 4acTo), neiikonunTos, JIBC-cunnpom (>
NEeYCHH y oro), sHue(anonarus (Ha 75%) - TpomMGOUMTONEHNS,
6epeMeHHbIX MOCJIETHUX CTAJMSIX) npoyennoe I1T,
TUIIOQUOPHUHOT CHEMHS
WHTEeHCUBHBIN 3y[; )KENTyXa; AJIT<S00E]Un, shipaceninoe
BuyTpuneyeHo ’ > | nosbimenue I® u TTTII
yT\,p . . 0,1%-0,2 (o1 20 % mo 60 %, crycrs 1 - IJH ’
YHBIM X0JIecTa3 | 2-it mm 3-i N YBEJINYCHHBII YPOBEHB
% 4 nepenu nocne syna); KEITIHBIX KUCIIOT, OMIHpyOHH
OepeMeHHBIX creatoppest g Py
<103 MKMOIB/N
Kax B AJIT >500 EJl/n, pe3koe
BupycHblit oo oGueii TomHoTa, pBOTA, KENTYXA, yBenuuenue ounupyouna >100
opajka KMOJIb/JI, IOJIOKUTE e
renaTur S — JIXOpaL MKMOJIB/JI, IOJIO’KUTEbHBI
CEepOJIOTUYECKHE TECThI
Toxkcuueckui .
JIro6oit Hewussectna | TowHOTa, pBOTA, XKENTYyXa Paznuunsie

renaTur
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IIpumeuanne: AJIT- ananuramuuTpancdepasa, ACT-acnapatamunorpanchepasa, ID- menounas rpanchepasa,
I'TTII- ramma-rirytamunTpancentuiaasa, JIII —makraraeruaporenasa, LCHAD - long-chain 3-hydroxyacyl-CoA
dehydrogenase, /IBC-nricceMrnHHpOBaHHOE BHYTPHCOCYIMCTOE CBEpThIBaHKe, [IT — mporpoMOnHOBOE BpeMs

MNOJOXEHHUE 3 Octpas xupoBas AUCTpOdUs NMEUYCHH y OEpPEeMEHHBIX HE
SBIIIETCSI AOCOJIOTHO CIENM(PUIECKON, a MpeAcTaBisieT coboi oaHy u3 ¢opMm
KUPOBOM AUCTPOdUU TEYEHH, B STHUOJIOTUM KOTOPOM MOTYT OBITH CJEAyIOIIue

(bakTophI:

1. Toxkcuveckue paKkTOpbI:

— AJKOTO0JIb.

— JlekapcTBa (KOPTUKOCTEPOUIBI, METOTPEKCAT, S-hTOpypalni, BaJiblipoeBas
KHCJIOTa, aMHOJIapOH, HU(DETUITHH, TETPAIIMKINH, SCTPOTCHBI, BUTAMUH A).

— Tokcuueckue BemiectBa (CCl4 u xaopupoBaHHbIE YIIIeBOAOPOAbL, (hocdop,
KOKauH, aMaHTHH).

2. IInmeBble pakTOpbI:

— Oxupenue.

— Hapymenus nmuranne (n30bp1TOuHOE TMTaHUE, nedunut 6enka, kwashiorkor,
JIMeTa ¢ HeaJIeKBaTHOM MPOIOPIIUEH XOJIMHA aMUHOKHCIIOT 1 METHOHHHA)

— 3abosieBaHUsI MOKETYT0UYHOMN KeIe3bl

— Tlonnoe napsuTepanbHoe nutanue (TPN)

— EroHo-uieanbHbIi aHACTOMO3

3. DOHIOKpPUHHBbIE PAKTOPHI M HAPYILIEHUSI 00MEHA BelleCTB:

— Caxapnslii 1uabet

— TlepBuyHas v BTOpUYHAS TUTICPIUTIAICMHUS

— Ocmpasa xncuposasn oucmpogus oepemeHHbIX

— Pannue craguu 6one3nu Wilson u reMoxpomarosa

— AOeTaMmnonpoTenHEMHUs , TIUKOTCHO3bI, TATAKTO3EMUs, TCHETHISCKUE
ne(heKThl MUTOXOHIPHATEHOTO OKUCTICHUS KUPHBIX KUCTIOT.

4, Jlpyrue peaKkue NpUYMHbI:

— XpoHHuecKas BOCTIAIUTENIbHAs 00JIE3Hb KUIIICYHUKA

— DKcCylaTHBHAS JHTEPONATHS

— Cungpom Reye”s

IHOJOKEHHUE 4. Kinanueckne mnposinenns OXII Ha paHHEM
«JIOKENITYIIIHOM» 3Tare HecnelupuyHbl: c1ab0oCTh, ACTEHUSI, KOXKHBIN 3y, 00JIb B

SIUTAaCTPUU WU TMPaBOM mMojpedephe, NEPUOAUYECKH TOIIHOTA W PBOTA.
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CuMITOMBI  MpedKJIaMIICUU  (apTepuanbHasi TUIEPTEH3HsT U MPOTEHHYPHS)
BcTpeuaercst B 50% ciydaeB. Bece 3TM 0COOEHHOCTH 3HAUUTENBHO 3aTPYIHSIOT
CBOEBPEMEHHYIO JIMarHOCTUKY M TAUUMEHTKH C TOJO0O0HBIMU KIMHUYECKUMU
IpOSBICHUSAMHU TpeOyIOT THIaTeabHOro AoobOcnenoBanus. [Ipu momo3peHuu winu
muarHoctuke OXXII manmeHTka 1oikKHA OBITH NEPErOCIUTAIM3UPOBAaHA B
yupexzaenue |1l ypoBHs (nmepuHaTaJbHBIA LEHTP) C BO3MOKHOCTBIO 3KCTPEHHOMU

KOHCYJIBTAIIMH XUPYypra, UHPEKINOHNUCTA U TepaIeBTa.

HOJIOKEHHUE S. Ilpu pa3BuTuM MNOJHOM KIMHUYECKOM KapTUHBI OCTPOU
IIEYCHOYHOM HEA0CTaTOYHOCTU BbICOKOM BepostTHoctH OJK/II mo kpurepusm

«Swanseay MOXHO 0XHUAaTh PU HAOOpe CUMIITOMOB OoJee 5:

1 TomHoTa 1 pBOTa

2 bonb B )xuBOTE

3. [Monmunuricust u moauypus

4 DHIedamonaTus

5. VYBenuuenue ypoBHsi TpancamuHaz (ACT, AJIT wyacto B 3 - 10 pas
BBIIIIE HOPMBI).

6. YBenuuenue coaepkanus OunupyOunHa .

7. ['unornukemus (<4,0 MMOJIB/T).

8. YBenuueHue ypoBHsI Cojieid MOueBOM KUCTOTHI (> 340 MKMOJIB/1).

9. [Toueunas auchynkuus (kpeatunus > 150 mxmons/in) B 72%, a OITH
TpeOytolas MpoBeACHUS TOUYEYHOM 3aMECTUTENBHON Tepanuu cocTaBisieT 32%.

10. YBenuueHnue ypoBHs aMMuaka (> 47 MKMOJIB/T).

11.  JleiikouuTo3 (> 11 x 10%/m; gacto 20-30 x 10%/m).

12. Koarynonarus ( I[Iporpom6unoBoe Bpemsi 6onee 14 c, AIITB 6onee
34 ¢).

13. AcuAT WIM TUOEP3XOTeHHas CTpPyKTypa mniedeHn npu Y3U
UCCIICZIOBAaHUU

14, MUKpOBE3UKYISIpHBIM ~ cTearo3  Mpu  OUONCUU  MEYEHU U

TUCTOJIOTUYECKOM HCClIeIoBaHUM (OMOTICUS TEUYEeHH BO3MOXKHA Ha PaHHUX
CTaAMsIX, IPU PA3BUTUHU TsKENIOU (POPMBI, 0COOCHHO C Koaryjonarueu, eé ciemyer
nu30erarhb).
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MMOJIOKEHHUE 6. Jludpdepennmanpras auarnoctuka OX/II npum wHammuun
0oJieil B KUBOTE AOJKHA TPOBOJUTHCA C OCTPOM XUPYPTHUECKOW MaTOJOruei
OpraHoB OpIOIIHON TMOJOCTH (OCTPhIE XOJEUUCTUT, OCTPbIA MaHKPEATHT,
nepdopanus TOJOr0 OpraHa, KuIlledHas HempoxoauMocTs). Heobxomuma
KOHCyJbTalMst xupypra u Y3UW opraHoB OpIOLIHON MOJOCTU € BO3MOXHOCTHIO
pacumupeHusi — auarHoctuyecko — mporpammbl  (3Hgockomusi, KT, MPT,
nanapockonus). KimHuko-mabopaTtopHoe 00CiHeoBaHHE y  MAlMCHTOK C
nogo3penreM Ha OXKJIIT qoimkHO BKIHOYATH:

— Y3/ nedeHu U KENUEeBBIBOASIIMNX Iy TEH.

— MPT wnu KT neyenu.

— buorncus neyeHu (Ipu OTCYTCTBUU KOAryJIONaTUH U YTPO3bl KPOBOTEUECHUS).

JlononHuTENbHOE J1a00PATOPHOE HCCIIEJOBAHUE:

— OunupyOuH U ero ppaKuuu;

— mapameTpsl cuctembl remoctaza (MHO, AIITB, ¢ubpunoren, TpoMOOIHTHI,
TpoMOO3JIacTOTpamMma);

— o0t 60K U ero Pppakiuu - aTLOyMuH;

— caxap KpoBH;

— amuiasa;

— AaMMHUaK B IJIa3ME;

— DJIEKTPOJUTHI IJIa3MbI (Kallui, HATPUA, XJIOP, KaIbIHil);

— CBOOOJIHBIN TeMOIIOOUH TUTa3Mbl U MOYH;

— AJIT, ACT, II®, JIAL, I'TTII,

— HCCIICAOBAHUC HA HOCHUTCIILCTBO BUPYCOB I'CIIaTUTA.

MHOJOKEHUE 7. HeobOxonuma nuddepennuanbias IUarHOCTUKA C
HOpOKECHUEM I[EYeHH TPU MHKpoaHruomatusx (tadoum.  4). [lpu passuTHH
pa3BepHyTOM KapTUHBI OCTpoOH EeYECHOYHOM HEJIOCTAaTOYHOCTH

muddepeHnnanbHas TUarHOCTHKA KpaHE CJIOXKHA W JJISl MMOCTAHOBKH JIMArHO3a
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HCO6XOI[I/IMO YUYUTBIBATh MHWHUMAJIBHBIC KJ'II/IHI/IKO-JI360paTOpHBIe 0COOEHHOCTH

HN3BCCTHBIC HAKAHYHC PAa3BUTUA ACKOMIICHCAIINN.

Tab6auna 4
JAudppepenunanbHas IMATHOCTUKA MUKPOAHTHONIATHI, CBA3aHHBIX C
0epeMeHHOCThI0
Kaunnueckue IIpeskaa OX
P HELLP | TYC | TTH | CKB | A®C
MpOSIBJICHUS MIICHSI 1
MukpoaHnruonaruye
T+
cra + ++ ++ s+ | O -+ +
T'EMOJIMTHYCCKAas1 a0 +++
aHeMHUs
TpomOoruTonieHUs + +++ ++ +++ + + +
Koarynonartus + + + + + + +++
AprepuaibHas . + + + + + +
TUIICPTCH3UA
[ToueuHas + + it + +t + +
HEJIOCTaTOYHOCTh
LlepebpanbHas + + + et + + +
HEJIOCTaTOYHOCTh
Iocne Il
Bpewms pa3Butus I tpum. | I Tpum. Il pum. | moGoe | moGoe
poJIoB TPHM.

I'VC -remonurtuko-ypemudeckuii cuaapom; TTII — tpomGoTrdeckas TpoMOOIUTONIEHUYECKast
nypmypa; CKB —cuctemuas kpactaas Boruanka; ADC —aHTHGOCHONUIUIHBIA CHHIPOM;
OXIT - octpast sxupoBas AUCTpous MeyeHn OEpEeMEHHBIX.

MNOJOXEHHUE 8. B Hacrosimiee BpeMs HET MeETOA0B 3(PQPEKTHUBHOM
npoduiaktukn u jgedeHuss OXK/III Bo BpeMss OEpEeMEHHOCTH U IOCKOJbKY
MEXaHU3MBI, MPHUBOJIALIME K MHUKPOBE3UKYJSIPHOW >KUPOBOW HMHPUIBTpALUU
NeYyeHn 10 KoHua HeusBecTHbl. [Ipm momo3penun winm auarHoctuke OXXII
HEOOXOAMMO  Cpo4yHO€  (Yachl)  pojaopaspelieHre, KaKk  €IWHCTBEHHBIN
ATUONATOICHETUYECKUI METOX JieYeHHs. MeToa poaopas3pelleHuss He BIUSAET Ha
teuenne OXX/II u omnpenensercs axkymepckon curyauuen. Ilpm Hanmmunm
KOaryJonaTuM W TIeMOPPAaruyecKoro CHHAPOMA ONTHUMAJIbHBIM  SIBJISIETCS
ONEPAaTUBHOE POJOPA3PELIEHUE C BOZMOKHBIM pacUIMpeHHEM 00beMa oneparuu u

KOPPEKLHEN KOAaryJI0naThH.

MNOJOXEHHUE 9. Ilpn noaroroBke K poAOpa3pelieHHi0 0co00e BHUMAaHUE
clle/lyeT 0OpaTHTh Ha HATMYHE KOAryJlomaTthu (Tpombomuronenus Meree 50%10°,

nedurut gaxkropoB cBepThiBaHus kposu MHO, AIITB 6Gomnee 1,5 Bbillie HOPMBI,
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¢bubpurOoreH Menee 1,0 1/71) MOCKOIBKY HMEHHO 3TH HapYIICHUS PYU HHBA3UBHBIX
nporeaypax (poaopaspenieHue) ObICTPO MPUBOASIT K MACCHBHOM KPOBOMOTEpPE U
Pa3BUTUIO TeMopparuyeckoro Ioka. OnTuMalibHbIE MapamMeTpbl TIeMOCTas3a,
KOTOpbIE HEOOXOMMO MOJYYUTh A0 Hadajla MHBA3MBHBIX MPOIEIYP W Mpernaparhl
JUISL UX IOCTHOKEHHMS TIPECTaBJICHBI B Ta0I. 5.
Taoauna 5.
OnTtumajibHbIe MapaMeTPhl reMocTa3a nepeja poaopaspeiieHueM (UM B

npouecce poJa0B WJIH ONEPANMH) U MPenapaThl AJs1 KOPPeKIHH

IlesieBoi moka3areb CrapToBblil MeTOJ KOPPEKINHU

Kpuonpeuunurar 1n03a Ha 10 kr M.T.

®ubpunoren 6oxnee 2,0 r/m. C31T 10-15M1/kr

9 Tpombomacca 1 m1o3a Ha 10 Kr M.T.

%k
TpomGorre: Gonee 5010 TpombokonIeHTpaT 1-2 10361

MHO wmenee 1,5 C3II 10-15 mu/xkr,
AIITB — Hopma. KoHineHTpaT npoTpoMOMHOBOTO KOMILIEKCA

WuTerpanbHblil pe3yJbTaT MOXKET OBIThH
TpomboanacTorpamma — nonyuen: C3I1 10-15 mu/kr, Kpronpenumnurar,
HOPMO- WJTA TUTIEPKOATYIISIITHS KOHIICHTPAT MPOTPOMOMHOBOTO KOMILIIEKCA,
dakrop VII, poMOGoLIUTHI

HOJIOKEHHE 10. HeiupoakcuanpHbie METObI AHECTE3UHU pH
poaopaspemiennt  y  mnamueHTok ¢ OX/II wmoryr ObITh  aOCOMIOTHO
MPOTUBOIMOKA3aHbl B CBSI3U C TMIOKAryJsiiiued, HapyuieHueM (yHKIUU MEYeHU U
BBICOKMM PHCKOM pa3BUTHUS MAacCCHUBHOM KpoBomorepu. OOmias aHecTe3usl Npu
POIOpa3pellieH TTPOBOJAMUTCS HAa OCHOBE KeTaMmHHa, (heHTaHuiIa, ceBOodIItopaHa.
HeoO6xomumMo  mpOTHO3MPOBaTh  BO3MOXKHOCTH — mpojuieHHoM  MBJI B
MOCJICONEPALIMOHHOM TEPUOAE B CBSA3M C PA3BUTUEM M IPOrPECCUPOBAHUEM
MOJIMOPTaHHOM HEIOCTAaTOYHOCTH (TeYeHOYHO-TIoueyHas, mnepedpansHas, OPJIC,

ok, JIBC-cungpom).
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MOJIOKEHHUE 11. JlekapcrBennas tepanust OXXII Bo Bpems GepeMeHHOCTH
(BUTaMHMHBI, KOPTHUKOCTEPOHbI, TEMAaTONPOTEKTOPhl W T.1.) HedDPeKTUBHA.
NHTeHcHuBHAs Tepanus HOCUT CUMIOTOMATHYECKHI XapakTep M HampaBlieHa Ha
KOPPEKIMIO Pa3BUBAIOIIUXCS OCIIOKHEHUN OCTPOU MEUECHOYHOW HEIOCTATOYHOCTH.
JlaHHasi TaTOJIOTUA MOKET ONPEACNATh MOKa3aHUs JJIsl UCIOJIb30BAaHUS METOJIOB

IPOTE3UPOBAaHUS (PYHKIMHU NIEUEHHU U TPAHCIUIAHTALIMY [IE€YEHU.

MMOJIOKEHHUE 12. Ha cramuun aexomnencaruu OXXJIIT mposBnsieT cebs kak
TUNIEPOCTpasl TEYEHOYHAss HEAOCTATOYHOCTh C OBICTPHIM  (OPMHUPOBAHUEM
MOJIMOPraHHOM HejocTtaroyHocTd. K HeOnmarompusTHbIM (akTopam cieayer
OTHECTH KJIMHUYECKYIO CUTYaIUI0, KOrja OTpUIlaTelIbHas JTUHAMUKA CUMIITOMOB
OCTpOU MEUYEHOYHON HEJOCTATOYHOCTH HapacTaeT B Cpoku MeHee 24 4. MoxkHO
0XKHUJaTh IPOTPECCHUPOBAHUS KIMHUKH TOPAXKEHUS IIEUYEHU HEMOCPEICTBEHHO
nocie  pojaopaszpemeHus. JJsT  OHEHKHM  TSKECTH  OCTPOM  NEYCHOYHOH
HEJIOCTATOYHOCTH M KPUTEPUEB UCIIOIB3YIOTCS CICIYIOIINE MIKajbl (Tadi. 6, 7).
Ta6auna 6
HIkanabl OEHKH TAKECTH OCTPO MEYCHOYHON HeJOCTATOYHOCTH U

TPaHCIVIAHTAIIMH MCYCHH

I xanbt ITHOJIOT U Kpurepuu
Kings’ College Aueromuaoden | Aprepuanbhbiii pH < 7,25 (He3aBUCHUMO OT
KpHTEPHH CTaINY TICYCHOYHOH dHIIearonaTum)

WJIN nBa u3 Tpex U3 CIEAYIOUIMX KPUTEPHUEB
KJIIMHUYECKOTO YXYIIICHUS:

- MHO >6,5

- kpeaTuHUH > 300 MKMOJIB/JT

- [leuenounas sunedanonatus 3-4 craauu

Hpyrue cinyyau MHO > 6,5 (He3aBUCHMO OT CTaJuu
nedyeHoyHoU sHuedanonatun) W tpu u3
IIATU U3 CIEQYIOIUX KPUTEPUEB (HE3aBUCUMO
OT CTaJIUU TIEYEHOUYHOMU HHIE(DATONATHH):

- Bo3pacT <10 mmm> 40 net

- JTHOJIOTHS:  HEsCHas, JeKapCTBEHHas
TOKCUYHOCTh

- BpeMs OT JKEeJITYXH 10 3HUedanonatuu > 7
THEN

- MHO > 3,5
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- bumupy6un > 300 MKMOJIB/T

Clichy kpurepun

[leuenounas suNEanonaTus 3-4 cTaguu

- dpaxTop V <20%-ii mpu Bo3zpacte <30 ner)
HIIn

- ¢akrop V <30% (Bozpact> 30 ser)

lkana MELD (model

10 x (0.957 x xpearmaun + 0.378 X
omwmpyoud + 1.12 X MHO + 0.643)

of end-stage liver

disease)

[MIxama CK- 10 x (0.957 x xpearmnun + 0.378 X

18/mMoauduIMpoBaHHAs urokepaTuH-18/M65 + 1.12 X MHO + 0.643)

MELD

IIkamna BiLE bumpyoun  (Mxmons/n)/100  +  jakraT
(MMoOUIB/1T)

(bilirubin-lactate-
etiology score)

+ 4 (mna xpuntorennor OlleuH, cunapoma
Budd-Chiari,
(heHmpoKyMoHa)

nin TOKCUYHOCTDb

- 2 (U1 TOKCUYHOCTH alleTaMuHO(eHa)
+ 0 (s gpyrux atronoruit OlleuH)

Taoauua 7
Craauu neyeHouHoii 3Hnedanonaruu (Parsons-Smith)
Cranus Icuxuyeckui craryc ITo mkaJjie PesyabTart
I'nasro BbI)KUBAHUS,
%
0 Hopma 15 70-90
I Jlerkast HecOOpaHHOCTb, anaTus, 15 70
BO30YyXKeHue, 6eCroKoMCTBO, didopus,
yTOMJISIEMOCTh, HAPYIIICHUE CHA
1 COHJIMBOCTb, JIETAPTHs, 1€30pPUCHTALINS, 11-15 60
HEaJICKBaTHOE MOBEJICHUE
Il Comnop, BbIpayK€HHas 1€30pUEHTALuS, 8-11 40
HEYETKas PeUb
v Koma <8 20

MOJIO)KEHHUE 13. Ilpu

Pa3BUTHUH IOJHOM KapTUHBI OCTPOM I€YEHOYHOMN

HCOOCTAaTOYHOCTH HCO6XOI[I/IM8, T'OTOBHOCTb K KOPPCKIOHWU TAKUX CUHAPOMOB, KaK:

— DepebpanbHoii HEIOCTATOYHOCTH  WJIU

IEYEHOUYHOU

sHIIeaonaTuu

(meobxomum mouutopuHr BYJ[ m mommepkamme BYJ[ <20 MM pr.cT. U
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uepedbpasibHoro nepdysuonHoro pasiaenust (LII)> 60 mm pr.). CHuxeHue
MPOAYKIUHU U yAAICHUE aMMHUAKa, KOPPEKLIUSA TUIIOHATPUEMUHN U TUITOTIIMKEMHUH.

— Hapymienuss remocraza (AepuuuT IIa3MEHHBIX (PAKTOPOB CBEPTHIBAHUS
KpoBH, TpombOouutonenus, JBC-cunapom). OcHOBa: 3aMecTUTENbHAsI Tepamus
KOMITOHEHTaMH KPOBU U (haKTOpaMu CBEPTHIBAHUS KPOBH.

— T'ematopenanbubiii cuaapom, OITH - (50-80%). IlpoBenenue mnouyedHOM
3aMECTHUTENIbHOUN Tepanuu (reMopUIbTPAIIHsI, TEMOTHAIIN?).

— T'emaromynsmonansubii cuaapom, OPIC. Heo6xoaumocts MBJI.

— HenoctarouyHOCTh  CEpPAEYHO-COCYAUCTOM CHCTEMBI —  apTepUalibHas
runotoHusi. MHdy3uoHHas Tepamusi B COYETAHMM C  Ba30OMpPecCOpaMu
(HOpazpeHanuH) AOJKHA MOAAEPKUBaTh cpeanee AJl 6onee 75 MM pT.CT.

— Mertabonuueckue, BOJHO-3ICKTPOJUTHBIC HapymeHus. Koppekius
TUTNI0ATLOYMUHEMUH, TUTIOTJIMKEMUH, HYTPUTUBHAS MOJIEPIKKA.

— HmMmyHoOAedUIIMTHOE  COCTOSIHUE U CENTHUYECKHE  OCJIOKHEHHS
(baktepuanbubie uHOpekimun — 80%, rpuoOkoBhie -32%). HeobxomuMocThb
MPUMEHEHUSI aHTUOAKTEPUATBHBIX MPEMapaToB.

— UHTecTMHaNbHAs ~ HEJOCTATOYHOCTH  (Mape3,  KEeIyI0YHO-KUIIEYHOE
KPOBOTECUCHHE, MaHKpeaTHT). VHrHOUTOPHI MPOTOHHON IOMIIBI, HYTPUTHBHAS
MOAICPKKA.

JlaHHass CTpPyKTypa OCJOXHEHHM OINpPENEIsIeT KpalHE CIOXKHYK 3aaady
dbopMHpoBaHUs MPOrpaMMbl MHTEHCHUBHOM TEpamuy, BO MHOTOM 3aBUCAILYIO OT
npeobianaroniero cuaapomMa (-o). IlaliueHTKN TOMKHBI HAXOAUTHCS B OTIACICHUU
AQHECTE3UOJIOTUM U peaHMMallud  MHOTONPO(HIBHOrO  CcTalMoHapa ¢
BO3MOXKHOCTBIO  NPOBEACHUS  KOMIUIEKCHOM  WMHTEHCUBHOW  TEpanuu U
npoTe3upoBaHus (QYHKIUH pPsjia OPTAHOB (IIbIXaHWE, MOYKH, TMeUYeHb). KupoBas
UHOUIBTpAIUS TEYEHU TMOJHOCTBI0 PErpeccHpyeT B TeueHue 5-6 Hemenb mociie

POJIOpa3peIICHusI.
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BAKJIFOUEHHUE. Octpas >xupoBas JgucTpopusi TMEYEHH - pPEIKoe U
NOTEHIIMAIIbHO CMEPTEJIbHOE TMOpaXKEHHE TEYeHH BO BpeMs OEpEeMEHHOCTH,
3THUOJIOTUS M NATOrE€HE3 KOTOPOro A0 KoHia He u3ydyeH. Oanako, cBa3p OX/II ¢
OEpEMEHHOCTHIO HE BBI3BIBAET COMHEHUW M €IUHCTBEHHBIM (PAKTOPOM pPEaTbHO
BIIMSAIOUIMM Ha JIETAJIbHOCTD SIBJISIETCS. CBOEBPEMEHHOE pojopaspelicHue. PanHss
muaraoctuka OXII, muddepennmansuas muarHoctuka ¢ HELLP-cuampomom
IIPU MPOrPECCUPOBAHUU OCTPOM IMEUYEHOYHOM HEAOCTATOYHOCTH YPE3BBIYANHO
TpyAHa W TpeOyeTrcs THIATEIbHBIA y4eT BCEX KIMHUKO-TA00paTOPHBIX
ocobennocreir OXIIL. O@dekTuBHBIX METOAOB MNPOQUIAKTUKH M JIEYEHUS
OXIIIT Bo Bpemsi OepeMEHHOCTH B HACTOAIIEE BpeMs HET MU MpU JHOOBIX
MPOSIBJICHUSIX MEYCHOUYHOU NUCHYHKIIMU/HETOCTATOYHOCTH WHTEHCUBHAS Teparus
MPOBOJUTCSA TO OOIMMM MPUHIUIIAM BIUIOTH JI0 MPOTE3UPOBAHUS (YHKIUH U

TPpaHCIUIaHTAOUHU IICYCHU.
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