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rltHerononil H nepnHamroruu r,IM. axa,{eMnKa B.I'I. Kynaroao MItrSApaBa

Poccur,r, raaenrri sueuTarHufi cneqlna tcr rlo axyuepcrBy Iit rl4neroJlorllrl

Munacrepcraa 3.qpaBooxpaHeHltt Poccqficroi {eaepaquu, 3aBeAyrolql4fr

rcarpeapoft penpoAyKmBHoi MeAI4qnHr,r 14 xupyprrll, OflAO <DfEOy BO

<Mocrcoacrurfi rocyaapgrBeHHErfi Meanxo-croMamJlofl{qecKl'It yHuBepcl'lrer

urraeur.r A.I'L ErAoxuvoeor MmrgApaBa Poccr,rrz, .r-nen upgq,q[yMa PoccuficKoro

o6rqecrra aryurepoa-runerororoa (r. Mocrna)
Aprrrmyrc Haranrs Braasuxporna - :ane4yoqax raQe4poi aK''nepcrBa

lI D{HeKoJroD{rr N9 2 fBOy BnO <<Keuepoacrax rocyAapcrBeHHtuI MeAr.rqllHcKat

axaAeMI,I$) MnHficrepcrBa 3.qpaBooxpaHeHlt{ Poccnficxofi @eAepaqnu, A.v.tl.,

npoQeccop

Ee.norcprnnqxar Tlrsgxa EnrexseBHa - 3aBea)noulax KaSegpoft

aKyuepcrBa u n4HeKoJrorur OIIK r.r IIIC fBOy BIIO <<rfuitnucra.r

rocyAapcrBeHHar MeAtr(LrHcKarr axaaeMlro) Munucrepcraa 3ApaBooxpaHeHlrt

Poccraicrod @enepaqun, g.u,n., upoQeccop

Illur[nran Er[xnr Myxenrv - npoQeccop rat[egpu auecresr.rolorwr

r.r pearrrzMaronorlrH <D!'B fEy3 MO MOHI4KI r'ru. M.@. BtaarMupcKoro'
gKcuepr no aHecre3r4oJrorflu ra peaauMarotort u Oegepalrnofi uyx6u
uo tragsopy a cQepe 3ApaBooxpaueuht, a,M.H., trpoQeccop

@qrunnor Orer CeMexosxq - 3aMecrnreJrb AlrpeKTopa ,{elaprauenra
uegzqnncroft uoMol{rl AertM u cnlzc6u pogoacnor'Ioxennr MunsgpaBa Poccal4'

.[.M.H., rpooeccop
?Krinfis Augpefi B:rapuunpoeur - pyroBo.ryTeJlb O6racrnoro

nepxnaraJrEHoro qeHTpa, 3aMecrqreJl6 fJlaBHOfO Bpatla no aKyuepcrBy

u rrueroronru O,[{E }.lb I r. ExarepuH6lpr, r.tu.n.

Kyraxoa AneKcaEAp Bennaurnoslr'l - npoQeccop raQegpu

zrrrecre3rloJroru[, p eaa Maro$ott4t t4 'rpauc{y:nonoruu Q|EOY BO <Ypamcruft

tocyaapcrrexarrfi ruearqI,lncKufi ]'HrtBepcr-rreD) MrHusrepfitsa 3ApaBooxpaxeHltt

PoccliiicKofi @eAeparlau, g.n.n,, uporfeccop

Mapura.noo ,[unrpxft Bac[rr,esrq - pyKoBoAnreJrb ropoAcKoro qenrpa

KJTHHHqECKOII u rpaucQlrnonornn r. Caparoe, r-u.H.

Ilpoqenrco ,{ennc Hxxo:raenl'r - tnaBrrrfi rpav fEY3 <fKB nu.

C.C.IO.quna AenapraMeHTa 3ApaBooxPaHeurrlr ropoga Mocrcru>' aoIreHT

ratfegprr auecresuoJlor[E It peaHl,IMaroJroDru O.UIO fEOy BfIO <<Poccr'rficxrzft

HaunoHarbHbrf l-rccre.qoBarer6clo{i ueguqltucrufi yHl{Bepcltrer ITMeHH

21

- Mex4mapo,qnoe HopMalrll3oBaHuoe orttoueuue (IvIFlO) MeHee l '3'

$n6pnnoren 6oree 2 .O rh (mlner).

- B occrauoaJreHue co:nanu (4a./ner).

- Orcpcteue npnanaros OPIC n/n.ru nueouor*tu (aaluer)'

- Ilperpauenne I'IBJI (lalner).

Ilopraor o6HotaeErt lcnuEI|qecKIlx peKoMedAaqr|n

O6nosreufie KrnnrqecK[x peKoMeHAaqltfi (npororonon le'rexar)

[poBoAl.rrct He pexe qeM oalrH pa3 B TpI{ roAa u lrptltur:an. peueuna o6

o6uosreHul-t c yqeroM notBl{BtrIeftc{ norofi uuQopuaqr[ o raKTI'IKe BeleHI'It

[auneHToK C CeIIcIlcoM I4 cerlTuqecKuM IlroKoM.

Paspa6or.runt rcn[HnqecKux peKoxenaaqnfi (anropr'r, q4gutr pa6o'reft

rpynfl t,|' peqeH3eHTrr, upoQeccnonall'Hb|e opraHtr3aquI|t rIpHrlMaBurI|e

yrracrae B rrolroroEKe lclrIlHwlecKrrx peromenaauufi)

Mr.rnucrepcrao 3.4paaooxpanenna Poccufic(ofi Oeaepaquu

PoccflfcKat o6uecrBeHHat oPftlurl3alryrr <<Accourlaqlu aK]'llepcKrlx

ar{gcTe3rronof oB }t peagl4MaTo[oroB>>

Poccuicroe o6qecrao aKyluepoB-fllHeKonox)B
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xeHUlr-IHaM c OXIrI It lrx AeTrM no Bo3MoxHocT]t pe(oMeHlyeTc, rrpo[Tlr
reternqecxoe recrripoBiurae Arr_rHuoqeuoqHoii 3_nrApoKcnaqtzn-CoA-

4erz4poreaaau (yuepeurrri )poBeHE Aora:arenaurr) [391.

Kpnrepnn (nngnraroprr) oqenrct narecrBa MeAmlngcrcoft nouoqn,
oxalanuofi uaquenrrc c oqrpof,,ffpoaofi 4ncrpoetefi rleqeH|l Eo BpeMfl

6epeuennocru [99]
l Co6brrnfi Hr,r€ (cMbrcrroBrre, coAepxarenr,fl 6re, npoqeccuue) rcpurepnn
KaqegrBa:

-Croeapelrennoe BLrzBJIeHne [pa3HaKoB TleqeHoqHo[ HeAoc.raroqHocrtl
(xalxer).

- Koncyrsrarlrl.r xnpypra, uuQexqr.rouricra, Tepa[eBTa (AalHer).

- Cnoeapeuenuoe pogoparperuenae (ga,/uer).

- Kopperqnq xoarylonarur.r (ga,/uer),

- Koppexqru nrnoflpor€aHeMtrr.r (aa./Her).

- Kopperqar rrlrorllrrer'uu (.qalHer;,

- flpoaegenr,re uo.teqHoi 3aMecr[Te[6Hofi Tepallan npfi pa3Br4Tl_rr4 ocrpo,
roqesnofi He,qocrarovuocrz (4alHer)-

- Ilpraueuenue anru6arrepr,ralrnrx npenaparoB (AalHer).

2. Bpeueunr,re rcplreprlrr KaqecrBa:

- flocranosKa KJrI-IHnqecKoro ,quafno3a oqrpofi [e.reHo.{Ho, HeAoclaroirHocrr!
s teqenl4e 24 .i nocae uocryrrJreHl_r, nauueurru r ctaquonap (ga,/Her),

3. Pery.nurarrnnue KpETep[n KaqecrBa:

- Po4opa.:peurente trpn norBleHrir, flpra:naxoa OXff (galHer).

- Perpecc npa:naroB oqrpoi neqeHosgoi neAocraroqHocrz (Aalxer).

- OrctrcrBue flplt::uaroa r.t nQex{r.ronuoro npoqecca (4a,/uer),

- HopMarr.eaqur rcMo,qrHaMr4 qecKrD( rrorasarenei (A.{, {CC) (galuer).

- HopMarrca{fir ,by""tl"r roqeK (orcyrcrerae rrpr,r:HaKoB EoqeqHoE
ne4ocrarovuocrn) (galner).

3

H.I4. fl,rporoaa> Muuucrepcrea 3ApaBooxpalreHru poccaficKofi @eAepautrr,-rllaBHhlfi (euenrraruufi) aHecre3r{oJlor-peaHr{Marojror ,{enaprauenra
3,{paBooxparreHr-Ir ropo,qa MocKBbr, K.M.H., AorIeHT

flrrperon Atercefi Bnrcropoanu - pyKoBoAKTelb orAsJrer lr
aHecre3uonofi, ,r 14 peaHuMarll[4 (DfBy <Hayvxrrfi qeH,rp arq4uepcrBa,
n-tHerororqu tr nepl-IHarofioruI4 IrM. aKaAeMrdKa B,lL Kyaaxora> Mr.rH3ApaBa
Poccuu, g.r'1.x.

Peqen:errrr
Malrrrununa AnHa Ilsanosxa - AupeKrop @fEy <<I,bauoscrr,rfi HUII,I

Marepl,IltcrBa r{ .qsrcrBa uu. B.H. fopo4roBo) Ml BApaaa poccr.tn, rnaeuufi
c[erlhaJll,Icr no axFuepcrBy I,I tr{HeKoJrontu MqrrApara poccrrn a l{eurpalrnou
@egepalrnou Orpyre p<D, g,ru.n.

Ilanoaa llpllua AreKcaqApoBna - 3aBe.q),1oqar raQegpofi aKyruepcrBa
II mHeKOJloI}III, UeoHamJIOfAll rir aHecTe3EoJrorr{l{ n peanrauarolorr.r @fBv
<d4sanoBcrerfi HI,II4 Mareprluslaa r.r AercrBa urrr. B.H. lopolroBar) Mrfi3ApaBa
Poccrzrz, g.r'.r.u.
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Oruas,tefllre

Cnacor corpaulenrzfi

Mcroaororr.rf,

Baegenrle..

r epMr.ru6r r.r onpeaeneH t
KnuHlrqecras xraccsQlrKaunr .....-..-....,,. .,.,.'............'......'.'... 10

fluanro:/rpynna 4rarno3oB B coorBqrcrBl,tu c Mex.qnnpoguoii KnaccuQaKal{uefi

6onexefi 4ecxroro nepecruorpa (MK5-10) ...12

Crparr$uxaqrx pncxa 13

Bagrr, Qopruu, ycroBts oKa3aHItJr Mea[Irlgcroft nor'{otrIlt [aquenTy c AaHHbrM

sa6oresaHlreM unn cocrorrHr.reM ...........

Meroarr anarsocrlrxn sa6olenagfit/cocrotHlrt c yKa3aHIteM lll( AnafHocr['IecKol

................................ 5

7

8

13

qeHHocTn

,{u$$epenqr.ranruaa Ar4arHocr[Ka

Oqenra Qaxropon pucra ne6naroupurtlrlD( ltcxoaoB, onpeAeJuuo[Irrx raKTuKy

NB! JlexapcreeuHat repaflE OX.UI go eper'ar 6epeneuuoc, r'r (BriraMflHbl'

KoprrrKocrepol-iA6l, renaronporeKrophl I'I T.a.) u lpnMelreHr're nna:va{epe:a

nesS{ernranu [87].

Ha craaulr ,qeKoMueHcaqu[ OX,[I npoxarner ce6s Kax rq[epocrpatl

fleqeHoqHat He,4ocrarotruocrb c 6r,rcrpuu $opur'rpoeanueu nonrlopraaHof

HerocraroqHocrri. K ne6laronpnxruuu Sarropau cleayer orHecrll

KrHEUqeCIqIIO CrrTyaqup, KofAa oTpr4rlaTe[6qas AtrHaMEKa CI'rMITOMOB OCTPOfi

ne.reHoqHoi HeaograrosHocrl'I Hapacraer B cpoKr'r MeH€e 24 .l' MoxHo oxl-rAarr'

[polpeccfipoBaHlrt KJlIrHlKl{ tlopaxeHl-lt nerleHu HeuocpeacTBeHlro nocne

po4opa:peureuna [88].

MepH rro npo$alarrurce :a6o'renanfls/cocroqHutl

B Hacrotqee BpeMJr l{er ruero4or oQsercruruoi npoQunarruru OX'FI

no epeur 6epeueuuocrn. Heo6xoat.ltl la6oparopunii KoHTpons Qynx4uI'r neuerru

B Ar{HaMIrKe npl4 Hafl{ru'ru Ar4cfle[TfiqecK[x cHMnroMoB (rouurora' prora'

Trxecrl B amaracrpamuoi o6nacrr'r, e npaaou noape6eple n rP')

ululu cnalocru, cotlrr{Bocrl'I so 2 v 3 tpruIecrpax 6epeuerurocru'

ftu npoSunarruxu pasaurua OX,uI ao npeua cle,lgnoqei 6epervreuuocrr'r aceu

14

16

eegeum 6onr,nt'x

MetoAH neqeHnx s a6onesar't tlcocrorrHut c oqeHrofi rD( pe3yrbrarl'lBnocrlt..... 21

.............................. 20

Anectegnolotnqecxoe troco6ue

Meprr no npoQurarnxe sa6oresaHttt/cocro{Hltt.......,....-.--...'...'.-..,'.....'....'..'.... 25

Kpurepran (rznnrmaropu) ouenxn rcavecrsa ueallqrHcxofi uoMoIqH, oKa3agno[

[auleHTKe c ocrpofi xapoBoi AI,rcrpo$nefi neveHr'r Bo BpeMt 6epeMeHFocru..-26

Cnncox lureparypu 28

)A

He,{osrarosHocr6 cepAeqHo-cocy,(ttcroii
cacTeMEr aDT eplftutBEac utlloTorlllt

I4soluortaal repanra-* Kprlcrairnou,{anlrl B

"o"it*nt " 
u*onp""copaMt (HopaapeaanfiE)

AonxHa floaaepr<tiBar! cpe.qEee An 6onee 75

MM pT.CT,

Mera6o.raseccre, roaxo-3relcrpoJrltrnue
IrapymeIrrlrl

KoppeK{rt flrtroatE6} @eMas,

f 
'luofl 

lrl(eMaln, IryTptrltBlltu fionaepxKa'

npnMeEeEtre aJr66yMslr4 pacrBopoB

ajtroKo36l.

I{MMyroAeOtrrIErEoe cocrotllte u
cenrlqecxtre oc:roxrlenur (6ameplraarx;re
llrrQerqts - 80%, rpr6soR*e - 32Vo).

Heo6xoA[Mocrb npllMeltedlu
arrn6arreprlanrurx a auarpa6rorrrx
EpetapaToB c yqeToM tx re[aToroKc*lqBocTt'

tlrirecriqafi,Eat lleaocrarollHocf 6 ([ape3'
xeryloq go-KllllleqHoe KpoDoreqegre,
fiart(pearrlr).

I4srs6mop6l npolollnoi IIoMII6I,

rlyTpr-iT[I8t{as noaqepxKa.



AHecre3troJrorrl.tecroe noco6ue

Heiipoarcnanrnue MeroAbr anecre3r,m rrpx poAopa3perueHqr.t y rraqr.renToK

c OX,[I voryr 6urr, a6conrcreo nporuBorroKn3auhr B cBr3r, c rlrnoKoaryrrqlrer.
Hap)'IueHIreM Qynrqrt ne.reHa u BbIcoKr4M prcKoM pa3Br.tTx, Macc[BHo[
KpoBonorepri. O6rqax anecreeur npr poAopa3perrreuxr{ npoBoar{Tc, Ha ocHoBe

KETaIUHHa, Qenrauma, ceaorfruopana. Heo6xoArzuo nponro3r.rpoBarb

Bo3MoxHocrE npo4.leanoi IIBII B fiocfleouepaqtroHuoM rrepr4oAe B cB{3r,
c pa3Br{THeM H rlporpecclpoBaHneM noluoprarnofi rreAocraroqnocr}t
(leseFoqo-uo.rewax, qepe6paarxar, Op,{C, nroq ,@C-cm,qpov) 143, 44, U-
861.

I,LneucugHaa repa {c ocHoBaHa fia [ocr.IHApoMr]oM IloAxole (Ta6n. l l)
E HanpaBJreHa Ha l(OppeKqlrn pa3BaBaro,'I,rxct oc.ltoxnexui ocrpoft neqenoqnoi
IreAocraroqnocrri. [aurrat rlaroJrorlt, Moxer onp€.qeJrrrb uoKa3auln
Nrl I{CrroJrE3oBzrrrr?tr MSToAOB lrpoTgHpoBzlHrr, oynxqlu IIeqgHl[
It rpaHcruaHTaquu neteull ll4,3l_37, 541.

Ta6.rurqa II
Ocaonurre upunqHlbr rroc[rrApoMHofi unrenc[sEofi repanll!| ocrpod

tre.f enosnofi [eaosramquocru 15, 9, ll, lZ, 14 r 37, 39)

LCHAD

AJIT

ACT

A@C

BtIA

ffTII

fyc

.Fc

I4BJI

KT

MPT

OXAII

onH

oPAC

C3I]

CKB

TTN

TIIIA

uo

5

Cnrlcorc coxpauennft

long-chain 3-hydroxyacyl-coenzyme A dehydrogenase

a:raxunauunorpanc@epasa

acnapararaMrltorpancQepaea

aurnrlocrlomluugnsrii cunAporr,r;

BHyrp[qepenHoe AaBJreHrre

f aMMa-DryraMHnrpancSepa:a

reMoJrr{rlKo-ypeMrrqecKd crur,qpoM;

aLICCeMr.rHupoBaEHoe BrDrTp[cocyAn gf oe cBepTbrBaHr{e
KpoBH

ucKyccTBeHHaJr BeHTunrqnt JrefKr4x

rOr'anrnrepxal rOtr.rorpa{zr

MarHnTuo-pe3onilHcna.r rovorpa{ur

ocTpar xHpoBrlr Ar-rcrpo(Pnr Ile.retnr

ocTpat IloqeqHas HeaocTaTo{rocTl

ocTpHt pectrxparoprrhrfi Ancrpecc-qiHApoM

cBexe3aMopoxeHr{ar [Jra3Ma

clIcTeMHat KpacHag BoIqaHKa

tpou6oruvecrar rpoM6oqnroleHuqecKu nypaypa

qepe6palruoe neprfy3norrHoe AaBJrer {e

r4erovxa.r $ocQara:a

Cx"lpo" OcHoBHof, IIpnHqnrr reyeI|f,t
Ilepe6parrbnoi Eeaocrarotrrocra uJc,r
neseEo.rEofi onleoaronm&q

Monnropnm Bg{ n uo4lepxarrl-re BqI < 20
MM pr.cr. Il uepd6parEEoro [€p{D}B{osHoro
IaBneB{r (l-W$ > 60 vM pr.). CHrxeHfie
rrpoayK{ur a y.[ajtelrt'e tMMnarR4 KOpperJIr,
mnoEatpEeMult u rl[orrrKeMr.M. JIaKT]ao3a
SmeDaJrBlto.

HaptlEenE reMosra3a (4e{arpr n_narueelDo<
lpaKropoB cEepTEBannr KpoErr,
TpoMootlrro[eHqr, ABC-csqAIroM)

JrMecTuTenBrraui Tel,aErirr (oMIroEeHTitM'
kpoau ll 0al(rcpa.vrl cBepGrBaE rrr (poBu.

f enaropeBansEd cErApoM, OIIH npoBeAeHre [oseq&oi 3aMecr{Te&Eofi
Tepanwr (reMooEn6Tpaq[r, reMoAltarn).

r e[aronyjrbMoEarbE6rd ctugpolq Op{C PecmrparopEar ftpa rr, I,IBJI.
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Metoaolorur

Oqenra yponxr gona3arertcrB rl Rx cnJrbI rlponoarlnacb corracno

Grading of Recommendations Assessment, D€velopment and

Evaluation (GRADE) systern - cncreua rpaaaquu n oqenK[ KaqecrBa

peronrenaauufi [1]:

Ta6nuua 9

Mo.nnQnunporannaf aJIa axy[epcrna urra.la nenoro (c KpoBor€qenleu)

,{pC-cunqpoua International Society on Thrombosis and H€mostasis
no Clark S.L. et al.

Ta6.rxqa 10

Onrnua.rnnrre napaMerpbr reMocra3a rrepea poAopa3peureurleM

Vporenl
[ora3aTe,tEcTB

IIO ItrKAJIC

GRADE

OnpeAe.nenne I{ccreloBrFtrc Vpolexs
peKoMenlaqult

BErco&Ilft Ilocrerrrcuqe
ficcreAoBadfit Ee r3Merrrr
Earlero aoBeplrr l(

PafiaoMr€npoBaEnbie
ficctetroBagl't fi/Enu tfi
METAAHAJItt3

Cpeasrd nocnelu4orqle
tccteloDaE s,Beporrrro,
rl3Megfr llallle noBepqe r
p8yn6rtl?Ir

Xopouo rpoBeaeIIIIBIe,
llo flMerolllie DBIcoKSf,

,?oBeHB aJIr iba- I' 6em-
om6KI|
palrnoMl|3tlpoBrltrBhre
ECCreAOBaElIt

B

Hm(Irft floc.rrea),roqI'e
sccneaoBaE{t B

3Haglt'rejBEofi caedet'I
43MegrT OqeEKy

O6cepBaql-roEEEte

Ea6.[Ioaellrs, ME€qus

9KCrreproB

c

OqeH6 Eu3Krr[ Pe3ytEmr6r rccreAoBaHlq
He rroctr aoBeplnre[Lf oro
xaoaKTeDa

CD^rai-KoETpo.rL D

IhpaMe:rp
Illrcara ISTH,

(2001)
[IKana Clark S.L.

(20ro

IloKotarenn ErJrjr6r IIoKa3!Tenrl
Eann

I(o.rrgegrBo
apoM6oqnroB

> 100x10e

5L100x10e
< 50x10e

0
l
2

Eoree 100x10e
50-1oox10e

Mcxee 50x10e

0
I
2

PrcrBopnMLre
noEo epLt

0u6pnEahpoAyKrLt
aerpaaaIaI|
0rl6pnEr

Hgr yaetuqeE{t
YMepeEIIoe
yBenrqeHIte

3lIaqIlTet6Hoe
yBemrqeaue

0
2
3

YBe,' rqeI|I|e
[porporr6{soBoro
BpeMcKlr

MeEee, qeM Ha 3 c
Or3ao6c

Foree, .reM sa 6 c

0
1

2

Yqcnv're 4e Ha 25Vo

'lr'enu,tetne 25-50
Vsersqenue 6otree 5070

0
I
2

O116prlrror€E Eoree I r/t
MeE€e I r/n

0
I

Mefiee 2.0
Eonee 2.0

1

0

BaJUlLr 6onee 5 - tB crii,[BC-qruApou
Eo,ree 3 - ernurii ,(lC.clII|APoM
a aKj'[epcTBe

l{JIN I|

IlgIesof, uorasarenr CrapronuE uero4 KoPPeKqEu

@u6or,ruoreu 6onee 2.0 r/n.
Kpnonpeur.rnnrar llosa Ha l0 xr r'{.r'

C3fI 10-15v/rr

Tpou6ourtt 6olee 50x10e
Tpou6or"racca 1 Ao3a Ha 10 Kr M.T,

Tpou6orcouqenrPar l -2 no:rr

MHO Meqee 1.5

AIITB - uopua
C3fI 15-20 u xr,

Konqeurpar nporpoM6lrHoBoro KoMrrJIeKca

Tpou6oelacrorpauua -
HOpMO- l.IJIl4 f l4nep(oaryirtqlrJl

I4nrerparcnrtfi peryartar ruoxer 6urr'
noJryqeH: C3fI 15-20 r'adrr, rcpuoupeq! 'rrar,

darroP VII, tpor'l6oqlru



pa3Brzflu O)I{AE, [ocKonbKy np pa3BepE "roi I(atrnlrHe ocrpoi fieqeHoqflor
HeaocTaToqHocTr, I,IcxoA MoxeT 6brrb He6[aforpurTHbrM [24].

Crpyxq,pa ocnoxnenuft olpeAen Er KpaiHe cJroxHyb 3aAaqy

Qopurporaur.rr [porpaMM;r I.tHTeHcI-rBHoii Tepfiurl, Bo MHoroM 3aBric{tqylo

or npeoolagaroqem cuHApoMa (-oe). Ilaqaeurrt aoJtxHr,r Eaxorr,trbc,

B or.qeJleHrru aHesre3notorlu v peaurrnaurl4u unoronpo$rutnoro crarl[oHapa
c Bo3MoxHocrlro upoBeAerrvJl KoMutleKcHofi r,rH?elcuBHoii Tepannr
H npore3r.rpoBaHr4.s Qyrrrqxr pr.qa opraHoa (,{rrxaHIae, no.rru, neveur,). Xupoaar
LrH0[n6Tpaum neqeHn noj[Hocr6ro perpeccEpyer B TeqeHr,re 5-6 Ee.qem

flocJre poaopa3pemeHru.

flpu noaroroare K poAopa3perueHr,uo oco6oe glsruanne cnegyer o6patlrr
Ha Ha.trr4rpre KoaryJrorarlr.r (rpou6oqr.rroueurz rr.reHee 50x10e/r, ,qe$zqnr

Qanopoo cBeprbrBaHr,rlr npoar,r (MHO, AITB 6olee 1.5 rurue uopvn,

{n6punoreu venee 1.0 r/.n) uocrconrry EMeHHo 3Tr.I Hapyuerrrfi npx r_ruea3uBnbrx

upolleAtpax (pogopa:peureuue) 6ucrpo upuaog.rr r r,raccrEsnofi (poBorrorepe

tl pa3Br4Tnro reMoppamqecKoro mora [62]. Heo6xogr,rrrlo npoBecrlt orIeHKy

crenel{ri rtxecrl4 ,@C-cnH.qpoMa (ra6l. 9) [83], r<ar o,4Horo r,r3 Kprrrep[eB

Har{aJIa 3aMecrnreJr6Hofr Tepaluu. OnTxva.nrurre uapaMerpbr reMocra3a, KoropHe

treo6xoguuo [oJDrcr4T6 Ao Hairalra uHBzltr{BHbrx npoqeAyp !t fipenaparlr AJIE

r.rx AocrrrreErrrr [pe,qcraanenu s ra6ruqe10.

Ocrpar

cMepTeIBHOe

7

Breqenue

HeaocftrTorlHocTb - peaKoe, Ho uoTeHqqa.rr6rro

ocJroxuenl4e 6eperrrennocrra. Octtosnrre npr.rvransr ocrpofi

ne.reHoqHofi EeAocraroqHocrr,r, cBxraruhre c 6eperrlenaoctrro - rlpe3K]'raMrrcr4.r

n HELLP-cnagpou, ocrpaJr xupoBa,r 4rlcrpor[r_r fleqeHr,r (OXA])
Ir xoJlecrarr4rlecKuft renaro3 6epeuexnu< [2-8] - npllaoar K BeclMa rt)KeJrErM

ocJIo)r(HeHH.lM 6epeverurocrrl r-r BBrcoKr{M penponyKll4BHlrM noreptM

(uareprncrar 14 rrepuHaralrbHa,r cMeprrrocr; Aocrr.rraEr 20-3OVo). Mepln\ulcxas,

IloMoulb naqueHTKaM c ocrpoi neqeHoqHofi 4r-rcrfyurqnefr/HegocmrotrHocrblo

AoJIxHa oKa3llBarbcx a uaoronporfNnrnrrx neqe6ru,rx ftpex.qeulutx BblcoKoro

ypooxr u rpe6yer uy,rbrriArrcq.rnnunapnoro uo4xoga [9-15].

Ocrpax xnpoaar ,qncrpo+[r neveulr [16, 17] - pegxoe n norenqnaJrbHo

cMeprenrHoe nopa(eHne rre.leHr,r Bo apev.r 6epeuennocrr4, arr,roJlorat

K naroreue3 Koroporo Ao KoHrIa He rcfleHll. O.qHaKo, caaat OXII
c 6epeuenxoctuo He Bbr3r{Baer coMHenui u egr,rncrnennrtu Qarropotlr, peanluo

BJIHJIIOIIInM Ha JreTaJrbHocTb, rB[reTct cBoeBpeMerfioe poflopa3peueHr{e.

floteaqrzanruo cMepr€JrbHoe nopaxeHrre neqeuv Bo opelux 6epeueunocrrl -
OX,{fI ecrpeuaercr c qacrorofi l:7000 - l:16000 6epeuenuocrefi. 3lr.rororar

OX,[I no KoHua HetrcBecrHa, rre BhIlcHeHa rr cB-rr3b c reorpa$urecrur,at

rrJlr,t sTrrrFlecKriMr,r oco6ennostglwz. OXIE pa:ruraerct nper{Myu{ecrBeHHo

n cpore 32-36 aegelr,, Hecrrrorp.a Ha Aocrr.ixeH[r coBpeMennofi MeAr4qHHbr,

coxpaHrercr BrrcoKar{ lerarhuocrb nprl O]Kfil- t\o 23Vo I78l .

Xup narcannuaaercr B ueqeHu BcJre.qcrBue r.ra6rrroqHofo nocrynJleH[t

B [e.reHh cBo6o,qHhrx xr,rpuux rucnor (C)I(K), cHxxeHr,rr cKopocrr4 F-orqcleuu_n

CIICK B Mr-rroxoHlpr.ux renarorlltroB, zs6brro.{Boro o6pa3oBanl-tt r-I BcacbrBaHnt

CXK s xuueqHaKe, cHrDil(eErrt calrre3a Jrr{nolporewroa pa:nofi rurorHocrl{

n cauoi netrenr{ I{ Qynxqrlonanrnofi neqeltoqnofi He,qocraroqHocrri,

o6ycnoaneuaoi ga6oresaHneM ne'renn [19-21]. Hopuanrnoe co.qepxar 4e rrerpa

B lreqeHfi He upeBbrrlaer 5%, a npll O)I(rE 1'aeflnrrrBaercr Ao 13-19%. Eonrnoe



3lrarreHfle IJrr pa3BaT .' nMeer flHcyJrHHope3screHTHocrE.

Ha npa(T[Ke .rau{€ Bcero crearo3 fl{croror qecKx oltreHl-tBuIot 
" 

or"nor"ro"uora"

maccur[rzraqru, roropar 6r,ura neproHaqalEHo npe.qroxeaa 4ll rnacclrt[uraqulr

seanrorolllroi xr.rporofi .qxqrpoQuq neqeHu (NAI'LD) 122]: r:lacc 0: l"t.elaee 5Vo

feuaroql.rToB; I xtacc: 5-33o/o rerrarorlr.rroB; tsacc 2: 33-66%o re[aToql.IroB; KJIacc

3: 6oree 660lo renaroquror,

Marpocrcoun recxlr eqeH6 rrpn OX,[I xueer rpKo-xenryro oKpacKy,

nplr MrlKpocKorruqecKoM l-tccJleaoBaH[r,r rerlaroqurEl BhlfilrrArr na6yxurrun,

c MeJIKI{MII I{ I(pyllx6rMr-r KarlfltMl,r xupa B rlaTonJra3Me lr rIeHTpaILHo

pac[ofioxeHHblMr,r s,4pa[.ru. neqeno.rrra:r apxHTeKToHr-rKa Ee HapyueHa.

Moprpororuvecroii oco6eHHocttto srofi rraroto ,M rBJrtercr orcyrcrBqe HeKpo3a

reflaroul{roB r,r Boc[eLJrnreJrbuoi nu$ulrrpauuu c'rpoM6r, rrro no3Bonter

gar[Qepexqlrpoaarb OX,UI or apyrrD( sa6oreganuii rlerrenu r,r npex(ae Bcero -
or ocrporo Br.rpycHoro renarr.rra [4, 23].

9perrtvafino BaxeH MexarrcqunnrrHapurri [oaxoa K BeAerrno naqnenToK

c OX,[I. Kor'anetexrgocrr B aaHHoM Bonpoce aKyrnepoB-ruueKoJroroB,

aHecTe3I,IOnOfOB-peaHr,rMaToJroroB, xl{pyproB, Tepa[eBToB, facTpo3HTepoJloroB,

sH4erqtroHr,rcroB, Bpa'{efi orAeneHr,ri reMo.qriaJ1r.r3a u rpanc4yauororoe 6yAer

cnoco6ctsoaarr par*rei qr.rarnocraKe, cBoeBpeMeHHoMy oKa3aHrIIo neornoxnofi

nouorqv u 6oree 6Jlaronp[trH;lM l-rcxo,qaM Ars Mar€pri u nfloaa.

Tepuunr,r u onpegelexna

Ocrpaa xnpouan gucrpo{nn ne.renu (xupoaoft r€[aro3, r([poBaq

ruQu.nrpaqua nevenn) - ogrn ur aapwurroB nopaxeHlrJl neqeHv, nprl KoropoM

B fie.{CHo.iubrx KJrerrax npoficxoar4T r{aKoIrIeHHe xl{pa, qro rtroxer 6uu
peaKr{I-let neqeHr4 Ha pa: nqHr,Ie ToKcr4.recKI-Ie Bo3.4eficTBr..rr, rjHorAa sToT npoqecc

cBt3aH c HeKoropErMu ga6oresaau.flMu n naroron4qecKr-rMr,t cocrotHLIlML

opratd.:dsM.a f20,24-261.

Ocrpaa xcupoear .qrcrpo{ux [eceHr,I y 6epevennr,rx He lBJrrerct

a6comorao cuequ@n'recxofi, a [pe,qcraBusr co6oi o4ny rls OopM xxpoBofi

I4wyHoge$nurruoe cocrotHlrre u ce[Tt4ilecKre ocJloxHeHltt (6arrepaallxate

uuQeruun * 80%, rpu6xowte - 32Vo) 174-771.

I4HTecmHar6Hat HeAocraro.IHocrB (uape: rnuevnrzra, xejryAoqHo-KtlueqHoe

KpoBorer{eHxe, naHKpearr.fl ) [78-81 ].

MoAe.ls naunesra (t[opunpymrcr ua ocHoBe onruMaJl],Horo Br'r6opa

npnnaroe)

,{xaraor: ocrpal Nr,IpoBat,qucrpoQfif, [erreHl4,

Bo3pasrHafl Kareropnfl : B3pocnbI€.

Craaus ra6oresauntr ocrpat.

BuA ueanl(uncxofi noMorq[: c[erluanlrcIrpoBaHHarl MeAr{qqncKat rloMolr]b.

ycJroBtrr ora3anrrc MearlqgHcKofi noMotrrrl: craq[oHapHo.

@opMa oxasaHflfi MealrqtrIfcrof troMotrltr, oK:l3blBanuraq nar6onr'uee

BJurflHrre HA TaKTrIKy BeaeHH[ 6orlHoro: gKcrpeHHa{.

Merrorr,r ureqeuHc aa6oleBaH[s/cocrosnrs c oueuKoi lrx pe3yfl I'Tar[BHocr[

llurepaa:r or rIotBJIeI {t IrepBHX [pImHaKoB OXAII lo poAopanpetuennt

He AonxeH npeBllurarb oarry HeAenIo (rnacc lla, yporeur B), no3roMy pauntq

arrafHocT[Ka aMeeT peuapuee 3EarIeHI-re.

Jlevenue 6epeueuHllx l-r po.qIrJIbI{HIr c OXAfI AoJrxHo rlpoBoArrrr,ot

B ycJroBrrrx orreJreH[t uHrencusnofi Tepamll{ (Klacc IIa, yponeur B)

MHorolpoonflbEbrx cral roHapoB [82].

Ecnu ner ycroBr.rfi AJI' 6r'rcrporo poAopa3pelrreHl{t per vias natunles,

ueooxoguuo nporecrrr (ecapeBo cerleHr4e (rnacc IIa, yporenr B) [39].

EaraHcreeunlrfi er[@errueuui Mero.4 reqeHut OXII - poaopa3peurenue

[6,7,23,2A,38,40,42]. Orueueno, vro [epr4HararlbHlle pe3yrsrarhl ryque rpu

otrepaTEBHoM poaopa3peueHlrlr ryreM o[epaquu KecapeBa ceqeEut

rro cpaBHeHltto c Bar[HaJrEHbIMIr po,qaMla [48]. flepunaranrnr,te llcxo,qbr 3aBr'rctr

rarxe or cpora 6epeMeuHocrlt: rreM MeHbIue recraul{oHHEli cpoK, TeM oHI4 xyxe.

noKa3aHl,ttMn AJrt poaopa3pemeHtrt tBJrtlorc{ Jrro6ble MunuMarr'Hbre trpI'B[aKIl



20

Oqeuxa $arcropon pucrca xe6.rraronprflTnbrx ucxoaoB, onpeaeJrrmul&x

rarrury neqeuua 6ournrrx
flpu pa:eururz nonnofi rapratrrr ocrpox neqeHo.rHofi He,4ocraro.rHocr'

neo6xo,qrrvra romBsocrb K KoppeKrlr. , cneAyroqux cr.rHlpoMoB t53, 54],
rar: I{epe6panraoft Heaograroq'ocrr4 Lrrui [e.reHoqHofi g'Ileoaro'arnu (Ta6n.g)

[5s-se].

Ta6auua g

Cta4uu nererovnofi auqeeaaonarru (parsons_Smith)

Hapyurenur reMocfttea (geeuqrr nJra3MeHHr,rx Qarropoa cBepruBanr.{, KpoBrr,
rpou6oqaeonenua, lpC-cnngpor,.r) [60_64].
fenaropenaruurd cunaporrr, OIIH (50- BOVI) [65_65].
fenaro-uyarvonarrruufi cungpov, OpAC 169_71].

He4ocrarovnocrr cepAeqHo-cocyAncroi cracreMlr - aprepr4anbHa, rurroroult

u2,731.

Mera6onrrecrue, to,qHo-3reKrponrrrgrre uapyurerur [53].

9

gucrpo{un neueuw f20,25], a suro"norurr roropoii voryr 6lnt cue4yroqne

4arropu:

1 Torcxrecxne Qarroprr:

- Anxorons.

- Jlexapcrna (ropraKocrepor,rAEr, Merorpercar, 5-Sropypaqnr, BmrrrrpoeBa,

KHcJIora, aMroAapon, ruSe4unnx, terpaqllKnr,rH, gcrportuhr, auraunn A).

- Toxcr,rvecrrze teulecraa (xlopupoaaurue ymeaogopogu, {ocQop,
KOKar,rH, aMarrtH).

2, Iluqeaue {arropsr:
- Oxttpeuue.

- Hapyueuur uzranue (r.ts6urovnoe nurauue, ge$uqur 6enra, 4rcrpo{na
na Sone arrauenrapnoro 4eQuqrzra 6elKa, Ifiera c HeaA€KBarHofi rrponopuflefi

xolrrrHa aMurtoKl{cJlor u uerlronrlua).

- 3a6oreaaHqg noaxery.4oq Hofi xere3u.

- flonHoe uapenrepaarxoe nnraur,re (TpN).

- EroHo-nneanrHElft aHacroMos.

3. Sxaorpnnnue QaKTopr,t n Hap',rlexnn o6uena BeulecrB;

- Caxapnui 4lra6er.

- flepravna.r r.r rropqtrHar fxnepnurrlrgeMlt:r.

- Ocntpar arupoeaa ducmpoQut fiepettenaux

- PaHHHe craArru reMoxpoMaro3a r.r 6one:nrz Bnnrcona-Kotroganoaa

(gpolqdHHoe Haplmerrt,te Lrera6o.ru{sl{a MeAz, nprrBoArrrlee K T{xerefiu[M
nacnegcrnexnuv 6one3HrM rleHTpiulbHofi HepBHofi cacreMrl ll BH)rupeHHIlx

opraHoB).

- A6erar[nonporel{HeMlrt, r'rlrlKorEHo3hl, ra]IaKro3eM[t. reHer.uqecl<ue

AeQeKTbr MHToxoHApuaJIbHoro oK'cJreHHrr xnpHhD( KucJIoT.

4. Apyrtle peArue nprrqllHr,r:

- Xpottnvecrar aocnanrtrcnruas 6oregHb KnrueqHaxa.

- 3rccygataaxal eHTeponarrr.

Ilcux[secKnd crarvc Pe3yn6Tar

Bbtx||BaHtrfl,

Vo

Jlerr<ar aeco6paxno c.rt, 
^narr",

ao:6yxgeuue, 6ecnoroficrao, sfiQopur,

'.TOMJUTeMOCTE, 

rlapylreHHe cHa

uonIII-tBOCTE, JIeTapn r,.q€opHerfl.aqnr,

HeaaeKBaTEoe noBeAeHr{e

uonop, B6lpalKeHr{zut ae3opueHTarlnf,,



- Crau,4pon P6r (ocrpa.* neqeHo.rHat He.4ocrarorlHocrb I-' 3HueQaronartrt -
peaKoe, Ho oileHb ollactroe, {acTo yrpoxabslee xr43Hl'r ocTpoe 

"o"to"n"",
Bo3Hr{Karo[ree ua $one nerleHlrt rl,txopa.qKrr BlrpycHoro [poucxox,{enl'It

IIpelapaTaMr4, coAepxarrlHMr-r aqernnca'Ilrrlr4JloBl,{O KI4CJIOTy

fi xaparseprz3yroqeecr 6ucrpo nporpeccaplaouefr snqeQanouaruefi (oTEx

ronotnoro uosra) u pa3BrrrueM xrrpoBofi I-{H$IrlETpaq u [e{eH[)'

KaqHgqetxaq IslaccxSnraqnr

OcHoaHHe $opurr nopaxeHut [eiIeHI{ Bo BpeMt 6epeueHHocrr'r

npeAcraBrrenBr B ra6ru\e | [5 , 18, 27 41).

Ta6,ruua I

(Dopurr nopaxeunfl neqeHn' cBq3aflHbre c 6epeMeuHocrr'ro

19

Tadtuua 7

,{nQQepenquaarnaq arlarHocruKa rfl xe,rofi npe3lcnaMncnu, HELLP-
cuugPonra n OX,{II

10

B cryqae pa3Br.rrr4t

HEAOCTATOqHOCTII CJIEAYET

uaccuQuxaquefi (ra6r. 2).

OXIII KaK BapnaHTa ocrpofi [eqenoqnofi

loJlbsoBarbct cleaypuefi Krt'IHx'lecKor

Ta6rlrqa 2

K.naccuQnxaqur fleseao.rnoi Heaogramrnocm (O'Grady et al.' 1993)

naro,'rorrIfl TaKfI|Ka ,te.reHl|fl

1. 9pesuepuaa prora 6epeueunr,Ix flpu sQrferrnenor'r
KOHCepBaTIIBHOM neqeHrzl4

6eperrrenuocrr npo Jrounipyerct2. BrnrovueqenoquHfi xonecras

3. Ocrpaa xnporaa.quffpoduq reqenu Cnequt$mecroro nelleH{x Her-

Tpe6yercr cpovnoe (vacu)
poaopa3PeueHl-!e4. flpeer.narrrncrzl n IIELLP-ou n upou

IIpuanarc Tnr*€nas
trpgjKnanfitcf,s rl

9KJI'MTCI!'

HELLP-cnxapou Oclpat xnpoBat
a[crpoo[f, seqerrll

BpeM-lr IIofie 22 EeAenr

recTaqllu
Koseu 3-ro
TplrMecTpa

3-ntr TptMecrp
6ep€MesHocm rn
pasBu-fi fl ocnepo,[oBBr[

neptoa

Prcnpo-
cTpi eflnocrr,

Bo3pacraer npn
MuoroflJronHofr
Eepeuexuocru (5-77o)

O.1OVo Bo?pacmgr Itptt
M)DICC(OM none rllloaa, y
nepoo6epeuentrx
(o.01%)

CuntrlroMLl B6rco(oe A,q,
IIpOTe[gypIlt, oTeKIr,

cy.qoporl', ltoqeqr{aJl
Heaocraro.tllocr6,
OICK JIEI.I(ID(

EoJ -{ B xtBore,
Tomnora/ pBora,
cxo,[Ilbl c II3

Eonlt B xttBore,
tournora/prora,
xen rJ.)<4,

ntrlorJl]n(eMllt)
Ileqelloqgat
qeaocTaToqgocTb

JIa6oparopELte
rrot(&3ar€Jlll

TpoM6o[trrEl >70000,

6enoK Mowr>5r/24q,
noBBrtuel{l,le fleqetloq-
EED( {bepMeFroB
(10%')

Tpon6oprru
<l 00000, revorr:,
noB6rlllegqe
IIeqeIIocttbD(

ibepMerrroB,
nporpoMOnFoBoe
BpeMs Moxer
OCTaBaTLct

EOpM?lll611BrM,

Ql6pruoreu
r{ODMA

Csuxeflbl TpoM6oqlrabl
fioB!,rurel{ne AJIT I{
ACT 300-l000EIVI,
Hu3rcIi aHTtrpoM6[E
III, BLIcoKoe

trporpoM6EroBoe
Bp€Mt, ItH3lolfi

0x6plllloreH, B6lcolct'tii

6urupy6laH,
(oarynoflarut

Taltft|I{i KosrporE AI"
{! 1{N!rAvPv^vr@!

n

repatr[r, yc(opmb

Bbrcrpoe
poaopaspellleEne.

E6rcrpoe
po.[opa3peuesEe-
TpaHcBtaHTau,lt
[etleEn

IIcroA MarepnEcxat
cMeprHocrE lolo

MarepnscICat
cuepvrocrs - 5Vo,

pa:pruneseun-1%
CMeprb trto.qa 1-30%

CMeprE nnoaa ao 45%

IIDnrnann Frlnepogr.paq Osrpaq Iloaocrpar
flpornos Yuepensuft Cta6trir Cna66Ifi

3sqedanonarux Ecrr Ecrb

,(.narerr,noc, r
XENT]'XII, AHII

o-7 8-28 29:72



6epeMeHErlx qacro.), 3Hqe{panorarrt nefi koqnro3, ABc-cnslporlr
(> 75%) - rpoM6orrrmnegn&
npoMeHrroe m,
.ttrodtt6nsHdres.Mnc

BryrprmeseEo
qtGtr:i roJ€glsl
bepeMeHqbrr

2-ii Hnr 3-fi o.7 - o.2 %

It|{r€HcrBr6rfi 3yr;
x€rryxa; (m 20% ro
60'/0, c$ycn l -4

AIT<500E4/n, sHpa,resHoe
roBLr eHne tq@ r fI-IIl,
J/'ent|qerDrllr ypo3esb
)rcJlqHbrx xflcnor, 6nrnpy6ng

Brrpycirui
retraTm Iro60t

IGx B

o6qefi

AIT >500 EAl4 pcr(o€

'tsemrq€m.{e 
6rt'Irpy6'trIa

cepojrorfiqecMe ,recTH

Torcc[s€qd
feIItTuT JIl060t

IIIO- qenoql€

18 11

Orer Iraogra Ecrs Ecrr, YMepeHHhrft

r rpo, poMoxHoBOe

BpeMt YArnneHo Vglaaerro VuepenHo
yanrrHeHo

Bn-nupy6au Yruepelrao
IIOBEIIUCH

floar,nuen flosarureu

.{nr oqeurra r'){€sflr ocrpofi ne'reHo.rHofi HeAocraroqHocrlt u noKa3aHr.t[

AJrt rpaHcrrlaHTaqltn EelleHrr r{cnoJrb3yrorct creAyroque lKanu (ra6n, 3),

Ta6.ruqa 3

IIIrca.nr,t oqenru raxesru ocrpoi rre.teno.tHofi
;.:;_;:::._., L! _eEpamMuxoryancQep,3q r{@- qenoql€ rpaHcoepara,

aHcnenrraa3a, Inf _naftrara€rraporesa?4 TTCHAD _ long<hain 3_hydrcxyacyl-CoA
debydrogenasc, ,BC-alcceMrHupoBaHHoe suyrp[cocyrrmoe crepr6rBar {e, nT _ np-orpox6un6roe spevr

Ta6nuqa 6

.{uQSepenqua.rrxafl Arlarnogrr{xa Mnrpoanruonarnfi , cBr3aHH6rx
c 6epeuennocrsm [51]

fyc - .eMo-rqnrro-)'peuarecxafi cuuapou; TTfl - "po*6-rr*o- ,ffiGn""""""*u"
nYP.nyp4 CKB - czcreuE:u RpacEarr Bonqar{ka; AOC - aqrtr4ocoofiinh,qlsri cntrapoM;
OX{fl - ocrpar NnpoBar AucrpoQ[r [eqern 6epeueuuux.

(tf,gn{€cKt|e
trDOqBICAEf,

IIpegltJra
Mncrs HELLP ryc T'TIT CI(B AOC oxAn

Mntpoanrnonaraqe
cl(it I
TEMOITTE'I@I€JI
aI{eM,lt

+ ++ ++ +++
oTi

ao# +

Tpox6oqarorenux + +++ ++ +++ + +
Koaryaonaru.r + + t t +++
Aprepraarrar
mtrepTes3l't +++
floqecqat
IlEAOCTATOqEOCTL + + +++ + ++
IIepe6par6nat
ue,4ocTaTorIEocTb +++ + +

BpeMr pa3Brrrr-rt 3 rpm,n. 2rpn*t, Ilocre
po,lloB 2rrmr, rtro6oe ltro6oe 3 rpxM.

TpaHcnnaHTaqnn re|Iefir [9, 14, 26, 31, 32-37]

IIIKaTLT Sruo.nomt Kprrepur

Kings' College r1pureprar

ArIeroMHIIo0ea

Aprep{aJ6sEd pH < 7.25 (nBaBrcvMo or
cm,nrll [eqeEosflofi 3n[eoanonaruu)
WIU reo,nl TWx v3 cnerForrlux Kprreplr€a
Knr,llrr{qect(oto ]xylrrJeFrrr:
- MHO > 6.5
- KpearruIr,fi > 300 MXMontt
- flevero-rxar enqelfaaonarsr 3-4 craar,r!

,{p1rre oJraa

MHO > 6.5 (F€aBrcdMo or sraaru
nevexourofi euqeilaaofia:r rrer) VIJII4 Tpr rr3
IIrTq Il3 cjreAytoqr{x Kpr]repl{eB (H$aB[cqMo
or cra,{uln fieseHo'rsoil euuerlanonarwr):
- Bo3pasr < l0 rlntr > 40 ner
- 3Tuonoflrr: rretqrar, llerapcrBeguan
TO(qIIIIIOCTI,

- BpeMr m xemy)*r ro gnqe(banonmwr > 7

Alrefi
- MHO > 3.5

- Errntlp),6tr11 > 300 MINonEbI

Clichy npurepur-r

fleveuosuaa enqe!|anonarru 3-4 craAun
- @arcopY <2n -fr rIpE Bo3pacre < 30,lcr)
unv
- Oanop V < 30olo (BGpacr > 30 rer)

III(ara MEI-D (model of
end-stage liver disease)

10 x (0.957 x Kpearlqrrur + 0.378 x
6qnupr6nE + 1.12 x MHO + 0.643)

IIIRara CK-
I 8/r'roaw[u4lporanuaa
MELD

10 x (0.957 x rpearrnro + 0.378 x
qar:oreparnu-18/1vl65 + 1.12 x MHO + 0.643)



[IKara BiLE (bilirubi!-
lactate-etiology score)

Euaupy6rn (uruIolo/nyl00 + naKrar
(MMorrb/n)

- 4 (a.nr rprnrorennoii OfleqH. clru.qpoMa

Budd-Chiari, anz rorculaocrr

$exnpoxy"roua)
- 2 (,{nr roKct'rHocrLl alleraMltso+eEa)
+0( tt toyfvx rrLlo'lomft

,{xanror/rpynna gnarno3oB B coorBercrBu[ c MerrAynapoauof,
Kraccl|ollKaqrefi 6ofl e3Hefi Aecqroro nepecMorPa (MKB-10)

026.6 llopaxenue nerreH Bo Bpeur 6epeMeuHocrlr' poAoB rl B nocJrepoaoBoM

IIeploae

K71 Toxcnqecrcoe nopax€Hrre neqeHL

K72 lle'reEo.tHas HeAocrafl)qnocrr,, ne r,naccn{xqnpoBafiHrt B apyrnx

py6pnKax

- 3neKTpoJIHThI nna-rlrrr (rarufi, trarpltft, xnop, Karbuufi);

- cao6o,4nr,ri reltoffIo6arr nna3MLI u Mo'ru;

_ AJIT, ACT, UIA, NAf;

- [ccJleAoBaHrre Ha lrocr,rTejlbcTBo Bl-rpycoB ferraTltTa.

Bce ueroan Rvzynrrlr;at\au Ire I'IMeIor cneq[$urlecKl{x [prGHaKoB L Mofyr

cnJDK{Tb JII,lrIrb gn.r 4r.rQ$epetqnalbHoft A[arEocrxKI.I O)K,UI n ApyrEx

narorroruqecKrD( cocrotHufi (ra6n. 5) [48].

Heo6xo4IaIua ,qu{{epeHlrr,Itlll6Htur Ar'IarHocrxKa c Eopall<ealleM rreqeHu nplz

Mr{KpoaH|rrorlarutx (ra6,n. 6.) 125, 37, 39, 49' 5ll llpu pa3Bl'truu pa3BepFryrot

raprnru ocrpofi ue.{eso'ruoi He,qocrarorlnocrn AJr{ nosraHoBK[r al{arno3a

geo6xoararuo )AtHTT,IBarb Kjlrjtu'rro-na6oparopHble AaHHr,Ie' xoroprre 6r'lla

(bu(c[poBaHBr HaKaHyHe pa3B],lTll'' cl'rMnroMoB' cBlr'qereJrbcrByroq[x

o,aeKoMneHcaqtn. Oco6enqo aaxaa 4uSrlepexqua:IlHall'A[araocrliKa OX,[I

c [opax(eHl.reM reqeltI.r nPIl npeornaMrlcr4l'I u c HELLP-cutt4poMoM Bcle,qcrBl4e

BBrcoKofi qacrorbr Bcrpevaeuocrn (ra6 n. 6,7) [39,51, 521-

Ta6rnua 5

Xaparrepncrnrca ocnoB[brx Bap[a[ToB noFDN€Htrs neq€Hu Bo BpeMf,

t2

Brnroqeno:

TENATI'T:

_ 3JIOKAqECTBEHHbIT

- ocrpErfi

- Qymuxnavrrufi

He Klacc[ourlHpoBaHHbli B ,qp)Dux
py6pl.rKax, c fle.reHo'lHofi

HeaocTaToaIHocTbto

xen, ar arpor[ru uru gucrpoQu-r neveun

nerpo: nevenr.r (xrerox) c netenovnofi ne4ocrarouaocrrro

IIeqeHoqHaq:

- rorr.ra E,(V

- enqeQanonarur E.{V

K72.0 Ocrpar Ir [o,qocrpaq rreqerroqHaq

K72.1 Xponn.recxaf, rreqeHoqltaq

K72.9 IIeqeHo.rxas HeyToqfleHEafl

K76.0 )Kxporar 4ereflepaq[r neqeutr, He KraccnrfuqrrpoBaHHafl B Apyrllx
py6pnKax

6eperuenuocrn [40]

Eor€3EE Tpwecrp rlacrvra
Ocnoourre

cltMtTroil6l

Jla6oparopr$te

peSYJIIrT aTLr

Irlr€9rc,ranflcut
!Ic'T'MIICEf,

2-fr wtu 3-t\ 5-tvk

ToEIroa4 pBorq 6onL

B ?rrrmflPelr, (rra(lq

nocaeo*or cm,.qrqx)

AnT <500 E[/n,
npdr€nryptu, ABC-c HlPorit

Q)

HETIP-
cllr|npoM

3-n

0.1%
(4 -rz%y

nc'ieil)

nptr3sax'i

(rmcproHr.It, rotoBHa{
6orb, Ha$rnelrxt

?rura.Tpltr{! rornHom!

n(nemn cralnn)

feMortrl3, AIT <500 EA/n,
1pou6ol!{r!I <100x10'/n,
yB€rneHnc nnr, ,[Bc-
ctr{\poM. (2O %4O %\

Ocrpac
xr|poBas
mrerpo{m
neqeEI"l v

3-fr 0.o7 %

HeaoMom${e,60n} 6

pBora, x€nrja€ (oqeH8

AIT <500 E[/t,
rmep6nn py6uHeMrs,
nflornEKeMut, yB€tEqeHlan
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@lr6puvoren, oq-, n2-, p-nro6ynanr,,
UepynouJra:Mr.rH, TpaacseppuH

Vrerrrenae (e 1.5 pa:a)

Xenqnue rucnoru Yserruenrre (e 3 pa3a)
u@ Vsera.regrre (e 2-4 pa3.t)
Earapy6ra, II-ITI, AIIT, ACT Hoprua

Oqenra {yurqlu neqenl4 Bo rpeur 6epeueanocrr.r .qolxHa crpor.trbc,
B nepByro oqepeAh rra orIeHXe ypoBn, 6utnpy6uua, raMMa_

rnyr:Mr4rrrpaHcrrenrnaasu (|TTII), ACT, AJIT [37, 46, 47].

.{uSeepenqna.nr,naq Itlafltocrrlra
AtrQ$epeuquanbHar ArrarHocruKa OXff nplr naauqtzs 6oreu B xrlBore

.qoJDKHa npoBoArrrLcx c ocrpofi x[pypru.{ecKoi narolornefi opranoa 6prourrofi
uorocrr (ocrpuft xoJreqrrcrr.tr, ocrplrfi naHKpearr.rq nepQopaqux nonoro opraua,
Kr.rurerrHar uenpoxoAtruocrr) 17, 40, 42). Heo6xogurua koHcyn6raqr4, xr]pypm
a Y3I4 opranoa 6plollraoi troJrocu c Bo3MoxotocrFm pacluapeHx.fl

Al{arHocrr.r.recKofi npofpaMMBr (sHlocrconm, KT, MpT, nanapocKoflm).
Knnurro-na6oparopnoe o6creaosasqe y rraqrrerrroK c noao3peHr.reM na OXIII
AOJIXHO BKJIrcYATB:

- Y3E neqeuu u xenqeBErBoArtr{r.rK r5rrefi,

- MPT unn KT neqenx.

- Bfioncr4r nerreHlr ([pt4 lt€urnrrr,rr,r Bo3MoxHocrr.r n orcyrcrBl.rl_r KoaryJronarnll

u yrposrr xpororeveuur).

,{onoluureluoe la6opampnoe ucclegotaarae:

- 6r.uuzpy6un r.r ero {parqzu;

- napaMerpbr cucreMlr reMocra3a (MHO, AfITB, Qu6przxoreu, rpou6oqnru,
[pn Hafifiqurl Bo3Moxtrocrefi * rpou6oenac,rorpauva);

- o6unfi 6eaor rz ero Qparryru - alr6yuus;

- cfiap KpoBIr;

- aMxna3Ai

. AMMT,IAK B IIIA3ME:

1J

Crparn{nraqnn pncra

X Sarropau pucra parazrnx OX,SI o rrroclrrct f , 3g]:

- Bpo)K4eHH6r[ Ae6lrqnr LCHAD.

- flepaal 6epeuenuocm.

- MHoronno,qxa{ 6epeuenaocrr, (y narylesror c O)(,[I Ao 25%).

- Ilpeauaruncrar (y naquenmr c OXru.qo 50%).

- Eepeuenuocrr rr;rogoM MyxcKoro rora (a 3 pa:a saqe).

- Caxapnuft gaa6er-

Brgr,r, Qoptnr,r, ycaoBrrc ora3ax[fl MeAnqlxcxofi noruoultr trautreHry
c Aannuu ga6o.nenafirleM ruru cocrorH[eM

Bu4 ueguqr.lrcrofi noMorq!: cfleqxan[3[poBannaq MeAlqrlHcnas roMourb
Ycnogtr oxa.sanus MeAn{uHcKoi troMou+{: craq[onapgo

@opua orasaHlu trlegn4lxcrcoft uouoqll, oKa3lrBalouarr Ha[6oruutee &u4ruqe

Ha TaKrr,tKy BeAeHruI 6onrnoro: ercrpexxar.

Ccr,rlrclr na coorgercralrorqrfi nopaaon oKataHnq Mea[rIuHcKoii floMorurr

- flopl4or oKa3aurlJr uegxquncxofi noMorqz a:poclroMy HaceJreHuro

no npoQrzmo <aHecre3[oJlorlu u peaulrMaroJtorno], yrBepxAeHHoMy nprrKa3oM

Mnrlrcrepcraa 3ApaBooxpfienxr PoccuficKofi OeAepa4tr,r or 15 uor6pa 2012 r.
Nl 9l9n <06 yreepxAexrrr, lopr.qKa oKananr.rr MeAr,rqrrHcro[ norrloula oapoclouy

HacereHrzro no trpo(Dumo (aHecre3l.IoJlon,1'l II peaHr.rMaaonoruD).

- flopxaox oKa3aHr,u MearrrtuHcKofi rroMorqu rro rlpo$llJrro (aKyruepcrBo

I,I flllleKojrofl,Irr (ga llcK.IuotreHlreM ucrroJrr,3oBaHrrt BcnoMoraTeJIbHLtx

penpoAyKTzBHErx rexnoirorafi)>>, yrBepxqeHHoMy npuKa3oM Mluacrepc.rna
3ApaBooxpaHeHar Poccr.rficrofi @eAepaqrE or 1 nor6pa 2012 r. J& 57Zu

<06 yreepxgenr.ru flopr,{ra ora:anus Mearaq}rncKofi noMouu, no uporfuno
<aKyurepcrBo rr ruHeKoJlomr (sa ucKrroqeHueM r{cnoJrb3oBatnr_r,

BcnoMorareJbHErx psnpoAyKTItBHhD( TexHorromft )>).
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- HaquoHanr,gr,re KJII,tHrrqecKte peKoMeHAaIIriIr: TpaHc[[aHTaIIIu neq9sll.

llpo$eccuonarrnar accoqnaut{: O6qepoccuicnar o6ri{ecrgennag op."tJ.uo*

TpaHcnlrarroJroroB <<Pocclticroe rpauclrJlaltroJlontqecKoe o6ulesrBo>' 2016. -
64 c.

- Krrltgu,recKne peKoMeHAaqut-r no .q[axHocrgKe It lteqenrlr) HeaJl(ororbuoi

xnporofi 6one:nn rreqer { Poccficroro o6qectga rro ,3yqeHlllo rrerleHn

u Poccuficrofi rac,poenrepolornvecxofi accounaqrru: B,T.llparurntr,

M.B. Maescras, 9.C. flaenos fi coaar. feuaroloryrr' 2016;2:24-42.

Meroar,r auarnosrnru :a6o.lenanas/cocrotHrrq c yKa3aHr,teM lrx
aI|arHosr]i'recKofr qeHEocrlr

Kaunx.recx[e rrpotBJr€nrlt OX,UI na paHI{eM (AoxerrylIrrroM> 3TaEe

uecneqn{ltvnu f24f: cna6ocrc, acrenr.ra, roxnr,Iii 3yr, 6oltb B gnaracrplrt

I,rJrLr [paBoM no4pe6epre, nepuoAnrlecKqe rou.Inora t4 prora. Craunrouu

npeernauncau (apr€pr.Izultflal rl4[epreu3l'rt fi nporetnypl-rt) Bcrpe'ralorct B 50yo

crpaer [39]. Bce err.r oco6enHocrq 3HarlnrerbHo 3arpyAHclor cBoeBpeMeHHyIo

.& arrocrr{Ky, u [aqrreHTKll c noAo6nrrr{lt KlttlHuqecKtlMl'l npo,IalIeHHtMI{

rpe6ylor gorolrurrenbHofo ltccJleAoBaruu rlynrurull neuenu. flptl flo,qo3peHnx

wLvr ErarHocraKe OX,UI naql{eHTKa ,4oJrxna 6urr 3BaKy[poBiIHa

a uuoronpo$unrnbli cral{.IoHap c Bo3MoxlrocrLlo 3KcrpeHHo[ KoHcyrhrarurl-l

xap;pr4 unQerqr,roul-rcra I{ TepaneBTa nu6o o6ecne'reHa cBoeBpeMexnal

KOHCynr,TarItt yKa3aEELrx clreq[zuflrcToB.

flpn uarurvnu nongoi urumqecKoi KaprlrH6r ocrpofi neseHovaofr

HeaosraroqHocrl{, upx ua6ope cr4MrlroMoB 6onee 6 m'aeerct BblcoKat

Beporrnocrr, OXIII no Kpnrepl.rtM <<Swansea" 16,23,24,38, 40] uoloro

oxn.qaTl, npli Ha6ope cNwror'rol 6onee 6:

1. TourHora n pBora.

2. Eon6 B xnBore.

3. flonu4rluczx n uorulypm.

4, SEueoanonarr.rr.

5. Ygernqenlre ypoBnt rpaHcaMlmar (ACT, AJIT '{acro n 3-10 pa: nsuue

nopuu).

6. VseruqeHlae co,4epxanua 6ulnpy6una.

7. fuuomureur.u (<4.0 MMonb/r).

8, Veenrverae ypoBtlt Mo'leBoi rlcnoru (> 340 uxvoas/n)'

9. lloqe.Iuat l""Oy"*q* (rpearmruu > 150 r'lrcr*rolr/n) s 72yo, a OfiH

rpe6yroua.r npoaegenut uo'{ecnofi 3aMecrurerf,trofi Tepafl uu cocrasrger 32o/o'

10. Ylern'renne yponxr auuNara (> 47 MKMonb/n)'

11. Jleftroqnror (yr'aepennurft I I x l0e/n; xepearo 20-30 x 10o/n)'

12, Koarynonarr.r.r (nporpou6rnoaoe apev.r 6onee 20olo or nopun, AflTB

6onee 30olo or HoPMEI) [24].

13. Act{ur lrrlr MnepsxoreHl{at crPylcrypa fleqeHtr npu y3I4 lrccJreAoBar 'rE'

14, Murpoae:nrynrpurrfi crearoa npu 6uoncus [elIeHH !I rt'IcrolloruqecKoM

nccregoaawru (6uoncut neqeHrr m3MoxHa Ha paullllx cr44ntx, rrptr pa3Bl'trnq

rxxe.tofi Qopr'.ru, oco6exno c xoarynofiarqefi, ee creAyer ns6erarr)'

Kplrrepuu .,swanseao r'tMeror r{ttscrBltreflrnoor l00o/o (95o/o [,Il 77 -1'0O)

u cneqntluvuocrr 57% (95% fr1:20-88), c noroxurellnoft unn orprqarenr'Hofi

npornocrnvecrcofi ueHHosrblo coorBercrseHHo 85 ll 100% I41' 421'

Jla6oparopnue noKa3areJttr

Bo apeua tf nsuolorFlecKu nporeKaroulel 6epeueunoctu Syuxquoualruaa

narpy3Ka Ha IreYeHs 3Haq!ITeJII'HO BO3paCTaer n oTpaxaeTct B r,I3MeHeHIlIl ptla

na6oparopnr,rx recroB, qro, TeM He MeHee, tBnterct BapIraHToM HopMH (Ta6n 4)

143-4s1.
Ta6.ruua 4

[slreHeHrln 6noxnMuqecKlrx [apaMerpoB rrpn 0tr3uororlrlecKofr

Cnnxenl,le Ha 20olo Il 6oree

YBerr{qeHlre (B 3 Pa3a)
YBertu.reHl{e (B 1.6


