“HoBoe B coBpeMeHHOM
renaTonpoTeKToOpHOM
Tepanvu Npy oCTPOM
neyeHo4YHOM
HeAO0CTaTOYHOCTH

I.mefn.H., npod.
MOPO3 Jlapuca BacunseeHa



OnpepneneHne n knuHnyeckoe tevyeHme OlH A

*B renatonornyeckoun npaktuke ONNH npencrasngaetr cobon crneynuyeckuin n pegkin
CUHOPOM, XapaKkTEPU3YIOLLMNCA OCTPLIM yXyaweHnem paboTbl nevyeHu 6e3
NpeaLwecTBYOLWEro XpPOHNYECKOro 3aboneBaHnst nevyeHu

TSHKENOE OCTPOE MOBPEXOEHME
NMEYEHU (ONMN)

*bes npeaLecTByOLWEro XpOHNYECKOro D'O 12 Hepenb nocre >KeJ'ITyXI/I,

3aboneBaHns NevYeHun
-Mopa)eHme nedeHn B 3@aBUCMMOCTHW OT Nnoakriacca

*(CbIBOPOTOYHbIE aMUHOTpPaHcepasbl 2-3X
ULN)

*HapyLueHune oyHKLMM neveHn

*(>kenTyxa n Koarynonartums)

NMEYEHOYHAA SQHUE®DAJNONATUA
(n3)

BaxHa ana guarHosa OlMH
[Mcuxunyeckne nameHeHns MoryT BbITb
N3Ha4YarbHO HE3HAYUTENbHbLIMU
MHTEHCUBHbLIN CKPUHUHI NPU NepPBbIX
npusHakax N3

O I-I H sBNsAeTcs 06s3aTenbHbIM

EASL CPG ALF. J Hepatol 2017;66:1047—-81



OcHoBHbIe npuyuHbl OlNH

BupycHble
lenatnt B, A, E
(meHee yacTble CMV,

MeankameHTO3HbIe HSV, VZV, nuxopapaka aeHre)
MapaueTtamon, TOKCUHBI
NpoTUBOTYBEpPKYNE3HbIE, Amanita phalloides,
XUMmoTepanusa, ctaTuHsbl, docdop

HINBC, dpeHnTOonH,
kapbamasenuH, 9KCTasu,

donyknokcaunnnimH
Cocyauctble Opyrue
Cunagpom bagpa-Knapwu bonesHb BurncoHa,
[Mnokcuyecknin renatut EepeMeHHOCTb ayTOMMMYHHas, numdoma,
[MpeaknamnTuyeckoe MaTMTHHEC

nospexaeHue nevenun, HELLP,
Xuposasi AUCTpopus neyeHn

EASL CPG ALF. J Hepatol 2017;66:1047—-81



AKTYAINNIbHOCTDb

20,6% - npn oTe4HOM

HapyLieHus
78,7% - npn OECTPYKTUBHOM P
npouecce B noaxenyaouHou
Kenese B

B 72% - HenocpeacTBeHHaa npuymnHa
cMepTu

JlanteB B.B. U coasrT., 2004



> 25% Xupypruieckmux 6onbHbIX UMEIOT
OTArNOLWEHHbIN ankororibHbI aHaMHe3 —
pa3BUTUE arKoronbHOro Aenupus

Y 6onbHbIX ¢ 0OCcTpOoU abaoMmUHanNbLHOU
natonornen — genmpun cMmellaHHoro reHesa
(NEPUTOHUT, AECTPYKTUBHLIN NaHKpeaTur,
bonbLiana KpoBONOTEPA U
nocrremopparmyeckas aHeMus)



OMNEPATUBHbIE BMELWUATEJIBCTBA
HA TENATOBUNTMAPHOWU CUCTEME

JKKB, xonepgoxonutuas — 25
[locTXxonectekToMm4eckmum CUMHapoOMm — 7
XpoHu4eckun naHkpeatut — 10
3noKavyecTBeHHble HOBOOOpa30BaHUS:

* [Nompxenyno4vHou xenesbl — 8

» JKen4Horo ny3blpa — 4

 bunuapHoro Tpakta — 2

* BHene4YyeHO4YHbIX XXEeNYHbIX NPOTOKOB - 1

BOKB um. H.W. Tuporoea, 2016



HayanbHaa oueHka u oocnegoBaHue

‘HenocpeAacTBeHHbIEe Mepbl
—OnpegennTb 3TMOMNOrM Ans Bolbopa neveHnsi, 0COOEHHO TpaHcnnaHTaumn nevYeHn

[

NepBUYHbIE NNK BTOpUYHbIe NpuYnHbI OMNH 1 Heo6Xxo0AMMOCTL TPaHCNIaHTaLMMK

pynna 6one3Hu

MNe4yeHouyHas/nepBuyHas OlMNMH

BHenevyeHo4yHas/BTopu4yHaa OlNMH n

CuHgpom bapgna-Knapu
AyTOMMYHHas
BepemeHHOCTb

XIMH
OcTtpas MenukameHTO3HasA M'Mnokcuyecknu renatmTt
ne4yeHo4yHasd OCTpbIvt BAPYCHbIN renatuT (vwemmnyecknn)
HeJOCTaTOYHOCTb Tokcuyeckas OlNH CuctemMHble 3aboneBaHus:

*[emacbarounTapHbie CUHAPOMBI
*MeTtabonuyeckune 3abonesaHnd
*‘UHbnnbTpaTUBHLIE 3a60neBaHus
Jlumpoma

*VHbekunn (Hanpumep, mansapus)

Hanwnuyune XIH ¢
knuHukon OlNMH

PynbMUHaAHTHOE Ha4yano 6one3Hu
BuncoHna

AyTonmyHHOE 3aborneBaHne NeYeHu
CuHagpom bapgna-Knapu

Pesekunsa nedeHn npu BTOPUYHOM U
NepBUYHOM pake nevyeHu
ANKOrosfibHbIX renatuTt

-HB\/ pneaxrtupauug
Ll

IloKa3aHusA Ans aKkcTtpeHHowu 111

EASL CPG ALF. J Hepatol 2017;66:1047—-81

HeT noka3aHuu Aans 3KkcTtpeHHowu 111




OuddepeHUmnanbHbIM AMarH03, OCHOBaHHbLIU HA
KINTMHUYEeCKNX OCOOEHHOCTSAX

dTnonoruvsa

KnuHunyeckmne ocobeHHOCTH

Mapauetamon

OyeHb BbICOKME YPOBHM aMUHOTPaHCcdepas 1 HU3KMe YpoBHU BunupybuHa. beicTpo
nporpeccupyoLlee 3abonesanune, aumMaos 1 noyeyHas HegoCTaTovHOCTb. HU3KMM ypoBeHb
doochaTta MOXET paccMaTpmBaTbCA Kak XOPOLUMIM MPOrHOCTUYECKUIA MapKep, HO
TpaHcnnaHTauusa Heobxogmma.

He napauetamon

nOﬂ,OCTpOe KINMMHN4YecKoe TeveHne Moxetr MMUTUpoBaTb LUMPPOS3, KIMMHUYECKU U 1O MeTO4aM
BU3yalim3auun.

OcTpbIft CUHAPOM
banpa-Knapu

Bornb B XMBOTE, acumnT 1 renaToMeranusa; NnoTeps Ne4eHOYHOro BEHO3HOro curHana u
obpaTHOro noToka B nopTtanbHON BeHe Ha Y3

BonesHb BuncoHa

Mosnogon naumeHT ¢ oTpuuaTensHon npobon Kymbca npu reMonnTmyeckon aHemmm ¢
BbICOKMM COOTHOLLeHneM bunupybuHa n AJT; konbuo Kansepa-dnanwepa; HU3KNn ypoBeHb
MOYEBOW KUCIOTbI B CbIBOPOTKE; 3aMETHOE yBeMyeHne Konuyectsa Meam B Mode

OTpaBneHune rpybamu

Tsaxenble raCTpoOMHTECTUHAlIbHbIE CUMIMTOMbI MOCHE NnpremMa BHYTPb; pa3BnuTue paHHeVI OrnH

AyTOonMyHHas O6bI4HO NOJOCTPbIE NPOSBNEHUS - MOTYT UMETL MONOXUTENbHbIE aHTUTENA, MOBbILLEHHbIN
rMoOynNnH 1 XxapakTepHbIN YpOBEHb MMMAOLIMTOB NO CPABHEHUIO C BUPYCHOW U
CepoHeraTMBHOM 3TUONOIrNEN.

3nokayecTBeHHas Pak B aHamMHe3e, maccuBHaga renatomeranus; nosbiweHHbI AJlT nnn gpyrue mapkepbl

NHUNBTPaUKs ornyxonewu

OcTpas nuemmnyeckas
oonesHb

3ameTHoe NoBbleHne aMnHoTpaHcdepasbl, nosbiweHne JIAIN n kpeaTUHWMHA, KOTOpbIe
BCKOpe HOpManuaylTca nocne crabunusaumm reMognHaMm4yeckon HeyCTOMYMBOCTN.
[MaumeHTbl C TAXeNnon cepaevyHon HeLOCTaTOMHOCTBIO UMMM pecnupaTtopHbIMK 3abonieBaHnAMM.

MNoka3aHua ansa akcTpeHHou TI1 HeT nokasaHuu ana akctpeHHoun TTI1

EASL CPG ALF. J Hepatol 2017;66:1047—-81




OOwasa noanepxKka BHe oToerieHus

MHTEHCUBHOUN Tepanuu

OueHKka Tsa)XecTu 3aboneBaHusA

[T, MHO nnu koadpdpuumneHT V n

nofnHas Koarynorpamma
[leyeHOYHbIE NPOOBLI
*[ToyevHasa npoObl
—[Mpon3BoanTENBLHOCTL MOYMU:
rno4acoBson anypes

—MoueBuHa

—KpeaTuHmH MOXeT BbITb TPYAHO
NpoaHanM3npoBaH B crnyyae
NOBbILLEHHOrO BuUNMpydnHa
*['a3bl B apTepmnanbHOMN KPpOBU n
nakrar

*AMMpMak

EASL CPG ALF. J Hepatol 2017;66:1047—-81

MpoBepka aTnonoruu
*TOKCMKONMOrM4eCKUMN CKPUHUHT
MO4YM N ypOBEHb Napaveramona
*BupycHbIN cepornornyecknn
CKPUHWNHT

—HBsAg, anti-HBc IgM (HBV
DNA), HDV ecnv nosnTuBHbLIN
HBV

—anti HAV IgM

—anti-HEV IgM

—anti-HSV IgM, anti-VZV IgM,
CMV, HSV, EBV, parvovirus n
VZV PCR

*AyTOMMYHHbIE MapKepbl

NMpoBepka Ha

OCIOXHeHus
*Jlnnasa nnn amunasa




OOwasa noanepxKka BHe oToerieHus
MHTEHCUBHOUN Tepanuu

[

OwnarHocTn4yeckue TecTbl
*[ToceB (kpoBb, MO4a,
MOKPOTbI)

*Pentren OITI/OKI/Y3U
NeYeHn: MoXeT
notpeboBaTbCsa Takke
oceBas BU3yanusaums
OpIOLLIHONM 1 rpyaHOW
nosfiocTn

«OKI

PYyTUHHbLIN MOHUTOPUHI
«Cartypaums kucnopoga,
KpoBsiHoe gasnenue, YCC,
Y[, BoipaboTka Moum
no4YacoBow gnopes
*KnnHnyeckun
HEeBPOJSIOrMYeCKnin cTaTyc

CtaHpgapTHbIA yxon
*MHdy3una rnokossl (10-20%)
*[1lpodmnakTnka cTpeccoBom
A3Bbl

*OrpaHnybTe dhakTopsb!
CBEepTbIBaHWNS KPOBM Npw
aKTUBHOM KPOBOTEYEHUU
*Tepanus H-aueTununctenHom
Ha paHHen cTaguu, gaxe B
cnyyasix, He CBA3aHHbIX C
napaveTamMmosriom

Mpodumnakrnyeckue
Mepbl

*3beratb cegaTUBHbIX
cpeacTs

*A36eratb
renaToTOKCUYECKUX U
HedPOTOKCUYECKNX
npenapaToB

B cny4yae ne4yeHo4yHOM 3HUecanonaTtum
*[lepeBecTn Ha COOTBETCTBYIOLLNIA YPOBEHb MOMOLLM (B naeane KpUTMYEeCK1Ui yXoa) npu NnepBbiX CUMNTOMAX NCUXNYECKUX

U3MEHEeHUN

*Tuxoe OKPYyXeHune, N3rorfioBbe KpoBaTtu >30°, ronoea B HeﬁTpaﬂbHOM NoJ1IOXKEeHUN n l/IHTy6aLI,I/IFI, BEHTUIALMA N cedalnda B

criy4ae nporpeccum 4o >3 KoMmbl

*Hn3knin Nopor aMnNUpUYeckoro ctapta aHTMOMOTMKOB NPU reMOAUHAMNYECKOM YXYALIEeHUN /unn yBennvyeHnn aHuedanonatum
C KIMMHWKOW BOCNanuTensHOro npoecca
*B cnyyae pa3BuTtus ne4eHo4YHoM aHUedanonatum, MHTybaumMm n cegauuu

*[TononHute OLK 1 Hopmanuayinte buoxmmmndeckune nokasatenu (Na, Mg, PO4, K)

EASL CPG ALF. J Hepatol 2017;66:1047—-81




OpraHocneuundunyeckoe obcrnegoBaHue o

OcHoBHble opraHocneuyudunyeckue ocrioxxHeHusa npu OlNH

Koarynauusa/remocTtas HeBponornyeckue = otek BUr
rosioBHOro mMmosra \

HecbanaHcupoBaHHbIN reMocTas
TpomboumToneHus

CmepTb Mo3ra

MeTabonuueckue

MH(peKUNOHHBI

BakTepuarnbHbin, [vnornukemnsa
rpnbKoBbLIN [MnoHaTpuemus
Cencuc MMnodgoccaremus
NHdekuuns ['Mnokanuemms

MOYEBbIBOAALLMX NyTen

FlemoanHamuyeckune JleroyHble NMoyeuHble

[MnepKMHETNYECKNI [MaTonorus nerkmx Tokcuyeckne
CUHAPOM OcTpbIN pecnnpaTopHbIn AUCTpPecC- PyHKUMOHamNbHbIE
Aputmuna CUHAPOM

JlerouHas runepTteHaunsa

EASL CPG ALF. J Hepatol 2017;66:1047—-81



OpraHocneuudunyeckoe obcriegoBaHue:

pecnmpaTopHbIX OpraHoB

*/IHBa3MBHasa Tepanua AbiXxaTenbHbIX NyTen TpedyeTtca npu

[

Nporpeccupyoen ne4eHoYHoOU aHUedanonaTmn B Lenax obecneyveHus

3alWNThbIl AbIXaTEJIbHbIX nyTe|7|

KNEeTKN n nsberatb HO30KOMUarbHOW NHEBMOHUU, CBSA3AHHOW C
VICKyCCTBeHHOﬁ BEHTUNSALNEN NETKNX

Pekomenpavuumn

ypOBeHb YpOBeHb
L omkHbI MCNOob30BaTbLCA CTaHAAPTHbLIE cedaTUBHbIE METOAbI -3 1
N METOAbI SIErOMHOM BEHTUNSAUUKM y naumenTos ¢ OlNH
N36erante runepkanHum 1 1
CniegyeT npoBOANTbL perynsapHyo domsnotTepanmio rpyaHon 11 1

EASL CPG ALF. J Hepatol 2017;66:1047—-81



OpraHocneuudunyeckoe obcriegoBaHue:
Xenyao4HoO-K1LIeYHbIN TPaKT (]

*PekomeHaauum no nutatenbHbIM notpebHocTam naumeHToB ¢ OlNH
*B DOSIbLLEN CTENEHN HOCAT AMMUPUYECKUI XapaKTep

PekomeHaaumm YpoBeHb YpoBeHb
[oKasyeMocTun pekoMeHaaumm

MauneHnTsl ¢ OIMNH nmetot 6onblumin pacxoa {eprnm B 11-3 1

MoKoe.

[MoaTomy TpebyeTcsa aHTeparnbHOE NN NapeHTepanbHoe

nnTaHue

N3berante HazoracTpasibHOro NUTaHNA y nnL, ¢ [l 1

nporpeccupytoLLen sHuedanonatnen

Cnegute 3a ypOBHAMU amMmnaka rnpu SHTepanbHOM MUTaHUK 1] 1

MpnmeneHne UMM gomkHo BbITb cbanaHcnpoBaHo n3-3a 11-3 1
pucka HO30KOMMUasribHOM MHEBMOHUN, CBA3AaHHOM C
MCKYCCTBEHHOW BEHTUNALMEN JTIErKNX U NHAEKLNN
Clostridium difficile

PaccmoTpuTe BO3MOXHOCTbL OCTaHOBKU npumeHeHnsa UM 1l 1
nocne obecrneyeHns aHTepanbHOro NMTaHNA

EASL CPG ALF. J Hepatol 2017;66:1047—-81



OpraHocneuundunyeckoe odbcnenoBaHue:
MeTabonunuyeckoe @

*Ol'H 4yacTo accoummnpyeTcs ¢ ANEKTPONUTHBLIM 1 METABONTNYECKNM

ancbanaHcom
—['mnornnkemma n runoHaTpmemus
—Aunaos
—M3meHeHnsa B CbiIBOpPOTKe pocdaTa, MarHns, MOHN3UPOBAHHOIO KarnbLUa U

Kalingd
PekomeHngaumm

YpoBeHb YpoBeHb
noxasyem?ﬁm peKomeHnalimm

CTtporoe BHMUMaHWe K Aetansm u HopManusauus
BUOXMMUNYECKMX HApYLLEHWUIA OnpaBAaHO Y NauneHToB C
OnH

[Mnornnkemua pacnpocTtpaHeHa y nauueHToB ¢ OlH, -3 1
accouumpyeTtcs C yBerm4yeHneM CMepPTHOCTU U
HYy)XX[aeTcs B Jie4eHUm

MnoHaTpueMmnsa BpeauT NeYeHunto n AomkHa bbiTb -2 1
ncnpasrneHa nogaepxaHmem koHueHtpaumm 140-50
MMOJSIb/N

[MoBbllWEHWE YPOBHS NakTaTa ABNSeTCA NOXUM -3 1
NPOrHOCTMYECKUM MapKkepoM. emogmanuns siBnsaeTcs
3P EKTUBHBIM NpK aumaose n Metabonmyeckmnx
HapyLeHnax

EASL CPG ALF. J Hepatol 2017;66:1047—-81



OlNH v remoananus A

*40—-80% naumeHTtoB ¢ Ol'H nmetoT Takke Ol
—CBs3aHa c yBenindeHneM CMepPTHOCTU N YBESNTMYEHMEM MPOLOIMKUTENBHOCTH
npedbiBaHMA B O0sbHULE
—bonblon Bo3pacT, BbidBaHHasA napauetamorniom OlH, cencuc, runoteH3us
N PUCK pOoCTa MHGOEeKLNU

PekomeHgauunn YpoBeHb
YpoBeHb pekoMmeHgauum
OOKa3yeMoCTU

PaHHee Hayano akcTpakoprnopasibHOM NoanepPXkn (remognanms) 1] 1

cnefyet paccmatpuBaTbh NpU CTOUKOM rmnepamMmMoOHeMnn, ans
KOHTPOSIS TMNOHATPUEMUN U APYTUX METAbONNYECKNX HapYLLUEHUIA,
BGanaHca XXMAKoCTM 1 NOTEHUMANbHOIO KOHTPONS TemMnepaTypbl

Mnokoarynsumnsa octaeTca npeamMeTomM 06CyXaeHns, Tak YTo -2 1
cnegyeT BHUMATESbHO cneguTb 3a MeTabonnyecknm cTaTtycom,
ecnu ncnonb3yetcsd uutpar

HenpepbiBHBI reMmoananna OOofmKeH Bcerga npoBoanuTbea y " 1
naLuueHToB ¢ TshkenbiMn 3abonesaHunamu ¢ OlNH, B otnndmne ot
NnpPepbLIBUCTOro remoananusa

EASL CPG ALF. J Hepatol 2017;66:1047—-81



Koarynsiuusa: MOHUTOPUHI n obcnegoBaHue )

*bbicTpble nameHeHus B NN nnn MHO
xapaktepHbl gansa OlNH

—3HaunTenbHas NPorHOCTUYECKas X C6anaHCMpOoBaHHbIE OTHOLIEHUS MeXAY
L',eHHOCTb 'é npokKoarynAaHTaMmm n aHTv(I)Klz.?.ryj:)ﬂ;;aMM
.O6|.U||/Ie B OI—IH E’ 0 E npv noctynieHnm B C
—TpombouunToneHns 8 g <
—CokpalleHue yucna 8 o 2 217 FViil
NPOKOAryMAHTHBIX U sx3
aHTUKOArynsHTHbIX 6ernKkos 523 | ol
—YBenuieHHbIn NAT-1 =23
«AHOMarnbHasa Koarynauus He oS g
NPUBOAMT K YBEMUYEHMIO pUCKa £38
KpoBOTEeYEeHuUd s 22
—BonbLwnHCcTBO NpoLeccos o E
Koarynauuy y NaLMeHToB SBMSIOTCS =08 114 l
HOPMarbHLIMM1, HECMOTPS! Ha 3 MpoKkoarynsiHTH
aHomanbHble MHO v M 3 FIl, FV, FVII, FIX,

FX, FXI, FXII, dnbpunHoreH

AHTUKOArynsiHTbl
PC, PS, AT

EASL CPG ALF. J Hepatol 2017;66:1047—-81



Koarynaumsa: MOHUTOpPUHT 1 obcnegoBaHne (N

*[TpochunakTnyeckas KoppekLmsa YpoBHS Koarynaumm unm TpomooLmnTos
He TpebyeTcs
—MoxeT oTpmnuaTterbHoO NOBJINATb Ha NPOrHO3
—MoxeT YBEINMNYNTb PUCK TpOM603a N1 CBA3aHHOIO C NnepesimuBaHnNemM
OCTPbIM noBpexgeHnem Jrnerkmx

PekomeHngaumm
YpoBeHb

YpoBeHb OoKa3yeMoCcTu peKoMeHaaLmuy
Ob6bI4HOE ncnonb3oBaHME CBEXE3aMOPOXEHHOWN Nia3mMbl U -3 1
Apyrnx oakTopoB Koarynsumm He Hy>XHO U AOSTKHO ObITb
OrpaHN4YeHO KOHKPETHbIMU CUTYauUSMU, TaKUMU KaK
aKTUBHOE KpOBOTEYEHNe
Lleneson remornobuH onga nepenvBaHnsa coctaBnaet 7 r/an -2 1
Mpodunaktuky Tpom603a BEHO3HOM KPOBU crieqyeT 1] 1
paccmaTtpuBaTh B eXXegHeBHOM obxoae

EASL CPG ALF. J Hepatol 2017;66:1047—-81



Cencuc, BocnaneHue m
npoTuBOBOCNarnnTenbHoOe fie4eHne ()

*[laymeHTbl ¢ ONNH noaBepratoTcAa NOBLILLEHHOMY PUCKY Pa3BUTUS
NHEeKUKMIN, cencuca n cenTU4ecKoro LoKa
*Ol'MH cBsi3aHa ¢ AMHaMN4YeCKoOn UMMYHHON ONCYHKUNEN

PekomeHaaumm VpoBeHb YpoBeHb

[10Ka3yemMoCcTH pekoMeHaauum

Bbino gokasaHo, YTO aHTUBNOTUKK, Hea copbupyemble 11-2 1
aHTMBNOTUNKN N NPOTUBOrPUBKOBLIE CPEACTBA He yryyLuatoT
BbhknaemocTtb B OlNH

PerynsipHoe HabniogeHne OomKHO NPOBOAMTLCS Y BCEX 1 1
nauneHToB

PaHHne aHTUMHEKUNOHHbIE Npoueanypbl cneayeTt BBOAUTb [1-3 1
nocrne BbIABIEHUSA MPOrpeccnpoBaHns NeEYeHOYHOU
9HUedanonaTum, KIMMHNYECKUX NPU3HAKOB MHAIEKLMN NN
3NeMEHTOB cencuca

Cneayet yunTbiBaTb NPOTUBOrPUOKOBYIO TEPANUIO Y NN, C -3 1
ANNTENbHBbIM HaxXoXXAeHNeM B MIHTEHCUBHOW Tepanun npu
MHOXXECTBEHHOW OpraHHOM He4OCTaTOYHOCTU

EASL CPG ALF. J Hepatol 2017;66:1047—-81



[MleyeHOYHan 3HUedanonaTua — CUHOPOM,
00beANHAKLLNN PAA NOTEHUMANBbHO 0DpaTUMBbIX
HEBPOMNOIrMYEeCKMX N NCUXO3IMOLIMOHASTbHbIX N3MEHEHUN,
0OyCrnoBEHHbIX OTEKOM MO3ra U oyHKLIMOHASTbHbLIMMA
HapyweHunamm LIHC npu oCcTpbiX N XpPOHUYECKMNX
3aboneBaHnAX NevYeHn ¢ Nnpu3HakaMmm ne4eHo4YHom
HEegoCTaTOYHOCTU U/UIN MOPTOCUCTEMHOTIO
LLUYHTUPOBAHNUA BEHO3HOU KPOBU. XapaKTepusyeTcs
HapyLleHMEeM CO3HaHUA, NSAMEeHEHNEM JTMYHOCTMH,
PACCTPOUCTBOM UHTENNEKTA



Mo3r npu OINH: neyeHo4Han
3HUed anonaTus (-]

[13 nmeet TeHageHUno konebaTbcs
—MoxeT BapbMpoBaTbCA OT 0ObIYHOM MOTEPU CO3HAHUSA A0 rIyOOKON KOMbI

*HecKkonbko 4ONOSTHUTENBbHbLIX CUMMTOMOB
— [onoBHas 6onb, pBOTA, aCTEPUKCUC, arutTaums, rmneppednekcma n KIoHyc
*KnnHmnyeckmnn amarHo3 sBAseTcs O AHUM N3 UCKITHOYEHUN
*Kypc onpenenaercsa ucxogom v KapTMHOM ne4YeHOYHOU He4OCTaTOYHOCTM
*B HEKOTOpPbLIX Cny4Yasax HEBPOSIOrM4Yeckmne nucxoabl MOryT ObITb XyXXKe
—Hann4yune nHdekumn
—Hannyne BocnaneHna 6e3 cencuca
—HapyweHne paboTbl pyrmx opraHos

EASL CPG ALF. J Hepatol 2017;66:1047—-81



Mo3r npu OlNH: o6bcnepnoBanue NI o

*PerynapHoe KnnHM4eckoe n HeBposiormyeckoe obcrnegosaHne anst MOHUTOPUHra
3aboneBaHnsa B CNOKOWCTBUM

*O nporpeccuun ao 3 crenexu MNI:
—HTYyOnpoBaTh 1 06eCcneYnTb MEXAHNYECKYIO BEHTUNALMNIO ONA 3aLlMThbl OblXaTenbHbIX
nyTen, NpegoTBpaTnTb acnmpaunio n obecneuntb bonee 6esonacHbIN yxoa 3a
pecnmpaTtopHOn CUCTEMOM

*O nporpeccuun ao 4 crenexu MNI:

—CBeguTe K MUHUMYMY PUCK NIErovHbIX bapoTpasm
LleneBon nokasatenbs PaCO2 - mexay 4,5-5,5 kla (34-42 MM PT.CT.), UCNonb3ynTte nponodon
B KayecTBe ceJaTUBHOIO cpeacTsa

—J[lo6aBbTe onuaTt KOPOTKOro AeNUCTBUA AN ageKkBaTHOM aHanreaum

—B cny4yae BO3HMKHOBEHUS CyOOPOXXHOW aKTUBHOCTM:
*[1lpoBoauTE anekTposHuedanorpadputo
[lpeqocraBneHne NPoTUBOINUNENTUYECKNX NPENapaToB C HU3KNUM PUCKOM
renaToTOKCUYHOCTU

EASL CPG ALF. J Hepatol 2017;66:1047—-81



Mo3r npu OlMH: BHyTpHnyepenHas

rmneprTeH3nNs

*BHYTpUMO3roBoe KpoBOM3NUsIHWE, BbI3BAHHOE OTEKOM
MO3ra, SBNAETCS Kraccu4ecknm ocrnoxHeHvem N3 npu
OrnH
*IHUMAEHTBI BHYTPUMO3rOBOIro KPOBOU3IUSHNSA
CHM3unacb B nocregHee Bpems
—YCOBepLUEHCTBOBAHNS B NPOGOMNaKkTU4eCKomn
MEONLIMHCKON MOMOLLN
—Kcnonb3oBaHne 9KCTPEHHOW TpaHcnnaHTauum
neyYeHn y NauneHToB C BbICOKUM PUCKOM
*Bce elle MoxeT 3aTpOHYTb TPETb ClyYaeB, KOTOpPbIe
nepexogat B 3 unu 4 crenenun MNd
*Puck BHYTpUMO3roBoro KpOBOU3MUAHNA SABISIETCH CaMbIM
BbICOKMM Y NaUVEHTOB C:
—MOMHNEHOCHBIM NI OCTPbLIM TEYEHUEM
—Mornoabim Bo3pacTom
—[Moye4Hon HegoOCTaTOYHOCTLIO
—[oTpebHOCTbIO0 B UHOTPOMHOW NOAAEPKKE
—[MocTosAHHOM MOBbLILEHUN apTepuanbHOro
amMmmuaka

EASL CPG ALF. J Hepatol 2017;66:1047—-81
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Mo3zr npu OINH ()

*PerynsipHoe KNnMH1n4Yeckoe 1 HeBporiornyeckoe obcnenoBaHme SBNAeTCS
obga3aTenbHbIM

—Ob6HapyxeHune paHHMX npusHakoB 13 n nporpeccmpoBaHUs K NOAHOLEHHOM
19 aBnaeTca KpUTUYECKUM

Pekomenaauumn

YpoBeHb fokasyemoctn | YPOBEHb
pekomeHAaLmm

[launeHToB C HE3HAYUTENBHOW " 1
3HUedanonaTnen cregyert 4acTo oueHMBaTb
MO Npu3HaKkaMm yxyaleHnsa aHuedanonatmm

Y naumeHToB ¢ 3Huedanonatuen 3 unu 4 1l 1
cTeneHn HeobxoaMmo NPOBOAUTL MHTYBaLNIO
Aans obecneyveHns 6esonacHoun cpeabl u
npenoTBpalleHus acnupauun. Heobxoanmo
NPOBOAUTbL PErYyNAPHYI0 OLEHKY NPU3HAKOB
BHYTPUYEPENHON r’MNepTeH3nn

TpaHcKkpaHuanbHasa gonneporpadus - 11-3 1
Nosie3HbIM HEMHBA3UBHbLIN UHCTPYMEHT
MOHUTOPUHIa

EASL CPG ALF. J Hepatol 2017;66:1047—-81



Mo3zr npu OIlNH A

«[1Ns1 HEKOTOPbLIX NALMEHTOB TpebyeTcsa AoNoNHMTENbHOE HabnaeHne

PekomeHgauum YpoBeHpb
A0KaszyemMocTun YpoBeHb pekomMeHaaumnm
MHBa3nBHOE namepeHne BHyTpUYepenHoOro gasrneHna cnegyer -3 1

NPOBOAUTbL Y NALMEHTOB C KOMOU 3-1 UNu 4-n CTENEHN,
obecneunTb MHTYBaLUMIO U BEHTUNALMIO, CHUTATb TaKnX
NauMeHTOB KaK C BbICOKMM PUCKOM BHYTPMMO3roBOro
KPOBOU3MNAHUS, UICXOAA U3 Hanuums >1 crnegyrowmx
NPU3HAKOB:

*Monogble nauneHTbl C MOSTHUEHOCHBIMU UITU OCTPbIMU
NPOoSIBNEHNAMU

*YpoBeHb ammmnaka 6onee 150-200 MKMONb/M, KOTOPbIN HE
nagaeT npy nepBoHayanbHbIX BMELLATENbCTBaX (remoananmse)
*[lo4yevyHas HegoOCTaTOYHOCTb

*BasonpeccopHas nogaepxka (> 0,1 mMr/kr/MuH)

MaHHUTON U rMNepTOHNYECKNIA CONEBOW PacTBOp crieayeT -2 1
BBOAMUTb C Y4ETOM KPATKOCPOYHOW rMnepBeHTUAALNN
(MOHUTOPUHI 06paTHON APEMHON BEHO3HOW caTypauumn ans
NpeaoTBpaLLEHNSA Ype3MEPHOW MTMNEPBEHTUNSALNN U pUCKa
LepebpanbHOM rmnokcun). Jlerkast runotepMmsa n HOGOMeTauuH
MOryT paccMaTpmBaTbCs NPU HEKOHTPONMPYEMOM
BHYTPUMO3rOBOM KPOBOU3NUAHUM, MPOSIBIISAIOLLMMCS TOMbKO B
KOHTEKCTE reMopparn4yeckoro KpOBOU3MNUAHNA B MO3T

EASL CPG ALF. J Hepatol 2017;66:1047—-81
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* GAKTOPBI, CNIOCOBCTEYIOWME
PASBUTUIO NEYEHOYHOW
AHUEDATIONATAA

XKenyaovHo-Kuwe4yHoe KpoBoTe4YeHue
NMpuem ncuxoTponHbIX NnpenaparosB
HeapekBaTHOe NnpuMeHeHUe AUYPEeTUKOB
UHeKkuuum

HapyweHue aueThbl

3anop

Hernpgpartauus

f'mno-/rmunepkanuemun

'MnoHaTpuemusn

OnepaTtuBHbIe BMeLWlaTenbCcTBa



Mpn nt060M NOBpPEXKAEHMUU NEYEHHU
pa3BuBaeTca 19

KaK NposAB/eHMe Ne4YeHOYHOM He40CTaTOYHOCTHM U NOPTaIbHOM rMNepTEeH3UM

[MoBpexkgeHHMe MNeYdHeHM
PaspyweHue Anctpodums
renaToumToB renaToumToB

Kﬂ%MQ@CK NpoABJ/ICHMUA

NeyeHOYHO-KNEeToOYHasA
HeAo0CTaTOYHOCTb

L

Kentyxa,
remopparmyeckum
CUHAPOM, OTEKMH, acumT

NleyeHOYHaA
3HuedanonaTua




* ®AKTOPbI HEBNATOMPUATHOIO
MPOrHO3A NMEYEHOYHOW
SHUEPAJIONATUN

My>CKoU nor

[loBblILLEHNME:

* bunupybuHa
 LLenoyHon pocdartassl
* A30Ta MOYEBUHbI

CHWXeHune:

« AnbbymuHa
* [1lpoTpombuHa

« Kanuga
Bustamante J. et al. J. Hepatology, 1999



*TEOPUWU PA3BUTUS
NMEYEHOYHOW
SHUE®DAJIONATUA

Tokcun4yeckas

JIOXXHBIX HEUPOTPAHCMUNTTEPOB

HapylieHne obmMeHa y-aMmMHoMacrisitHHOMN
KNCNOTbI



*TUMNbI N3

Tvn OnucaHue KaTteropusa NoakaTteropus
Nno NPOAOIMKUTENIbHOCTU U OCOBEHHOCTAM
A Mpu octpon
(Acute) neyeHo4yHom
HeJOoCTaTOYHOCTU
B Mpu wyHTUpPOBaHUN Jnusoaunyeckan
(Bypass) (693 oone3Hun nequM) I'IepCI/ICTI/Ipylou.laﬂ
MuHumanbHasn
C Mpwv unppose nevyeHn Jnusoaunyeckasn MNMporpeccupyrowian
(Cirrhosis) CnoHTaHHas
Peungusupyrowasn
MNMepcuctupyrowan Msarkas
BbipaxeHHasn
3aBucnmMas ot Jfie4eHus
MuHunmanbHasn

11 World Congress of Gastroenterology, 1998




CTAQUU NEYEHOYHOWU 3HUE®DAJNOIMATUN

Craausa CocTtosiHue UHTennexT, HeBponornyeckumn
CO3HaHUS noBegeHue craTtyc
Crapusa 0 He nameHeHo He nameHeHbl N3meHeHus
(MMHMMaanaﬂ) ncunxometTpmnyeckKkume
TecToB
Crapua 1 CoHnuBOCTL, CHuXxeHune Menkopa3mawuncTbin
(nerkas) HapyLeHue pUuTMa CHa | KOHLeHTpauum Tpemop, U3MeHeHue
BHMMaHUS, no4yepka
3a0bIBUMBOCTb
Crapusa 2 BeccoHHUUa nnu TpaH3uTOpHas AcTepukcuc, atakcus
(cpenHss) neraprus Ae30pueHTauus,
HeaaeKBaTHoOe
noBegeHue
Craausa 3 ComMHoneHuus, [e3opueHTauums, AcTepukcuc,
(Tsxenas) Ae3opueHTtaums arpeccwus, rnyookas noBblWeHne pednekcos,
aMHe3us CNacTUYHOCTb
Cragusa 4 OTtcyTtcTBue co3HaHua | OTcyTcTBYyeT Apednekcusa, noteps

(koma)

M peakuum Ha 6onb

TOHyca




* CTAAMM N3

Cra- CocTosiHne co3HaHus Bpems cXcln AMmMmak
ans BbIMOSTHEHUS apTepuanbHoO
TecTa CBA3W Yucen N KpOBU
0 HeT nameHeHumn 15-30c o-put™ 8,512 B Hopme
konebaHnn B 1 ¢ (11-55
MKMOJSb/1)
1 HapylwieHune putma cHa, 31-50c o-puT™m 7-8 o 1,33
HecobpaHHOCTb, andopusa nUnm konebaHnn B 1 ¢ HOPMbI
6eCnoKoNCTBO, CHMXXEHNE BHUMAHUS,
HapyLLeHne cyeTa
2 3aTOPMOXEHHOCTb UNKW anaTus, 51-80c o-puUTM 57 1,33-1,67
MUHUMarnbHas Ae3opueHTaums BO konebaHnn B 1 ¢ HOPMbI
BPEMEHU U NPOCTPAHCTBE, NUBMEHEHMUS
NMMYHOCTUN, HEaaEeKBaTHOE NOBEAEHNE
3 COHNMBOCTb, COXpaHEHME OoTBETaA Ha 81-120 c o-puT™ 3-5 1,67-2
BepbanbHble CTUMYIbI, 3HAYMTENbHas konebaHum B 1 ¢ HOPMBbl
Ae30pueHTaums
4 Koma >120 ¢ o-puUT™ <3 bonee 2
(HecnocobHocTb | konebaHum B 1 C HOPM

3aKOHYUTb TECT)




KINAHUWYECKHUE NMPU3HAKW
CUHOPOMA NEYEHOYHOW
SHUEPAJIONATUN

\ HapyLueHne Nncuxm4eckoro COCTOSAHUS.

HepBHO-MbILLIEYHbIE paCCTPOUCTBA
(acTepukcuc).

[leyeHO4YHbIN 3anax U rMnepBeHTUNALNA.




MNeveHouHas SHUESCANONATHRA:
KNNHUYECKUN CNexTp Y DofbHBLIX LUPPO30M NeYeH!

KnuHnunvecku

20-35%
BRIOHE
no I-lVer.
NaTtexnTtHan
©5-80%

nevysHouYHasl
HHLUROarIonaTy



* MUHUMAJIbHASA NMEYEHOYHASA
SHUEDAJ/IONATUA

MI3 Betpeuvaetcs y 32-85% O0ONbHLIX LUPPO3OM NEYEHU

HHapyweHue 3pumesibHO20 80CTPUAMUS

H CHu)XeHUe eHUMaHus1 U namssmu

| 3amedneHue npouecca MblwneHus

\

|HapyweHue KOHUeHmpauuu eHUMaHUusi

H CHuxxeHue pabomocrnocobHocmu

\

H Pa3dpaxumenbHocmb




*AUNATHOCTUKA NMEYEHOYHOWU
SHUE®DAIONATUW

bnoxnmunyeckKoe

nceriegoaHume

YpoBeHb aMmmMmuaka KpoBu ( noBbiweH y 90% ) no
metoay KoHBsesa ( Hopma 28,6-85,8 MKMonb/n )
wnn Monnepa — banseHxupua B moaucdpunkaumm
JHrenbrapara ( Hopma 64,0 * 14,3 mkmonb/n )




* YPOBEHb AMMUAKA B APTEPUAJIbHOW
KPOBWU NMPU PA3ITWYHDBIX CTENMERAX
NEYEHOYHOU SHLIEDPATOMATUN

CteneHb
ne4YyeHO4YHoOM
3HUuedanonaTtuun

YpoBeHb aMMUaKka OT BepXHeun
rpaHnubl HOPMbI

HOopMa
Ao 1,33 Hopm
ot 1,33 no 1,66 Hopm
ot 1,67 0o 2 HOp™M
bonee 2 HOpM

B~ W iNDE O




*rMABHbIE LUENW NEYEHUA
NMPU NS

YCTpaHuUTb paspeluatoLlme qakTopebl.

CHmxaTb NoCcTynieHne aMmMmmaka m3
KenygovyHo-KUWEYHOro TpakTa.

PewnTb BONpoc o0 HEOO6X0AMMOCTH
OONroBpeMeHHOU nogaepKnearLLen Tepanumu.




* IPUHLUMINbI NEYEHUA
NEYEHOYHOW SHUE®DPANOMNATUN

YMeHblUeHue Konumyecrtsa
cybcTpaTtoB ANA NpoayKUuUU
aMMOHUA

- Knnambl ¢ naktynosou

- [le3aHTOKCUKaLuus
- YMeHblUeHue noctynarlLyero
C nuwen G6enka

NopaBneHune npoaykuumn
aMMOHMHA

- AHTUONOTUKKN

- Ancaxapuabl

- Mogudmkaumsa KUe4yHowm
dnopbl

Bo3aencrtBue Ha MeTabonNu3m

dMMOHUA

- L-opHUTUH-L-acnapTaT

- Hatpusa 6eH3o0ar

- ®eHunobyTupart, PeHmnnauerar

- lobaBneHue UMHKa

YMeHbLUeHUe NpoayKUumMn JNOXHbIX
HEMPOTPAHCMUTTEPOB

- Jlo6aBneHne pa3BeTBIeHHbIX aMUHOKUCNOT
- HenpoakTnBHbIe NneKapCcTBeHHbIe BellecTBa

- AHTaroHucTbl 6eH3oAMa3enMHoOB

- TpaHCcnNaHTauuA neYvYeHn



AHTUBUOTUKW B JIEHEHUW
NEYEHOYHOW IHUEDANONATUN

NPUMEHSIOTCS B JieYeHUun

neyeHoYHoM aHuedanonaTum AOnsd YMeHbLIeHUs

ApPoAYKUMN aMMOHUS DakTepyanbHON KULLeYHOoU
donopon

B atnx Lensix ogoopeHbI crieayrouime
JfleKapCTBEeHHbIe areHTbl: HEOMULVH,
NapoOMOMMUVH, METPOHNAA30, aMAVULUANVH,

HeOaBHO -




“BAMAHME aMMMaKa Ha OpraHMsMm

aMMMUaK yrHeraer
opraHmsm!!!!

- lNnoxoe camo4yBCcTBUE =

- HapyuwleHue cHa, paccesHHOCTb
NeyeHo4YHasn

- [NoBbIWEeHHasa yToMNAeMoCTb HeZ0CTaTO4YHOCTb

- HenpusitHble oLylieHUs B NpaBoMGOKY —



[laToreHeTMYeCKaa TepanuA NpU HapyleHUAX
(PYHKLUU NeYeHHU

e 1) CHUKEHME NOCTYMNIEHNS aMMMAKa M3 TOJICTOM KMLLKM: NaKTy/03a,
aHTMBGAKTEepUasibHble Npenaparbl

 2) CBA3bIBaHME aMMMaKa KpoBM (HaTpua 6eH3o0aTt, HaTpMa peHunayeTar) C
noc/ieAyroWuM BbiBEJEHMEM aMMMaKa (CBA3AHHOMO B BM/E FMMNMYpPOBOM
KMCNOTbl MPU COEANHEHMM C HaTpUsA 6EH30aTOM) C MOYOM, B 06X0/,
HapYLUEHHOrO NeYeHOYHOro UuKia CMHTE3a MOYEBMHDI;

e 3) CTUMY/IMPOBaHWE 06E3BPEKMBAHMA aMMMAKa B NeYeHM (OpHMTUHA
acnapTaT, OpHMTMHA KeTorayTapar, rlyTaMMHOBas KMC/oTa, L-aprMHuH).




lNMpenapart, ctTumynupyrowmmmn odoes3BpexmBaHue
ammuaka L-opHuTUH-L-acnapTaTt (JlapHaMuH)

Jnusoanveckasa n xpoHniveckas Na

O6pasoBaHMe aMMMaKa O6e3BperKMBaHUWE aMMMaKa

Q

Je3aMnHmnpoBaHne

O6pasoBaHue
aMMUHOKUCIOT Pacnag MOY€BMHbI O6pa3oBaHKue
A MOYEBMHbI b AL T

TOJICTAA KMLLKA NEYEHb MbILLLbI

Ctumynupyet o6a mexaHM3ma o00e3BpeXXuBaHUA aMMUaKa:

» OOpa3oBaHue MO4Y€BUHbI B Ne4YeHU U 0O0pa3oBaHue
rmyTaMmuHa B NeYeHU U Mbiliyax

»YMeHbLaeT obpa3zoBaHMe ammuaka (CHMXKeHUue Katabonuama
Oenka B MbiwiLax)



[Tpenapatbl MeTabonu4eckoro
OEUCTBUA BOCCTaHaBNMUBaOT
OYHKUUIO KNETOYHOU KNETKMU,
HO He npenoTepallaloT oT
paspyLleHUa caMou KNeTKu



L-opHHUTHUH-L-acnapTaT JlapHaMuH -
YHUKanbLHoe ABOUHOE AeucTBue:

[MnoammoHuemuyeckuin acpdekT , obesspexusaHue
ammMmmaka nytem obpasosaHuA MOYEBUHBbI U rMyTaMUHA

MEPANOPTAINTbHBM TETATOUAT NEPVBERO LI FENATOLRBAT, Muitul =i, MOGI

OPHWUTIAH AKTUBMPYET ACIMAPTAT AKTUBUPYET

\II
x;u cwsTaza
Cwitaa
TTTY TAMIS- umuu
CHNTETIM

CuHTes MoyeBUHbI CuHTea rmytamuda




* KNUHUYECKMUE 3D DEKTbI
L-OopHHUTUH-L-acnapTaT lapHamuH

napHaMMH CHMUMaeT MHTOKCUKaLUIO.

* ynyuwaerca obuwee coctosHue

* KOHLIEHTPUPYETCA BHUMaHUe 3a pynem, Ha
paboTte

* Hopmanu3ayertcs putm coH/6oapcTBOBaHME

* npoxoauT pa3apaXuTenbHOCTb, cNabocTsb,

YyTOMINAEMOCTb
NapHamuH yny4ywaet pabory

NeYeHu.

B

© CHUXAaKTCA «nevyeHo4YHble Npoobi»(AJlT,
ACT, ramma-I'T)

© HOPManu3yrTCA NOoKasaTtenu oomeHa 6enka

© YMEHbLUAKTCA NoKalnbHble CUMMNTOMBbI:

© HEeNnpUATHbIE OlWyLeHUA B NpaBoOM
noapedepsbe,

O KOXHbIN 3yA



Exm o
ﬂapHamu-l
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LT

188 i
$88  BHYTPILIHBLOBEHHO

L-opHUTUH-L-acnapTaTt /lapHaMHUH, KOHUEHTPAaT 418
pacTBopa ana MHPysun 500 mr/ma,

Aencteyouiee BewecTo: L-opHMTHHA L-acnapTar

4-8 amnyn (40-80 M1 B CYTKHU, CKOPOCTb BBEAEHUA DT B
4yac),

L-opHUTUH-L-acnapTaT /lapHaMHH (calwue) - rpaHybl L-
OpPHMUTMHA L- acnapTaT, C NPUATHbIM aneJIbCUHOBbIM BKYCOM.

1 cawe coaeput 3 r L-opHmMTHHa L- acnapTara.

[lo 1-2 nakeTuka rpanyn JlapHamMunHa, paCTBOPEHHLIX B BOAE X
3 pasa B AeHb, NpUHUMAaTbL Nocne eabl.



L-opHUTUH-L-acnapTaT /lapHaMuH (caLwle) -
renaTtonpoTeKkTop ABOMHOIro AE€UCTBUSA

NAPHAMUH ( cawe )

-~ - “h

# CHUMAET MHTOKCUKALMIO
#=ynyJwaet paboty neyeHu



M3MEHEHUA BUOXUMUYECKUX NOKASATENEN Y NALUMEHTOB
OCHOBHOW U KOHTPONBLHOW MPYNMN B 1 CYTKU
FOCMNUTANUIALMM (Mm)

3aboneBaHus

OcTpbin
naHkpeaTuTt

MNepnTOHUT

O6TypaumoHHas

KEnTyxa

Linppo3s neyeHu,

OKIIMK

pynna

KoHTponbHas
rpynna(n=15)
OcHoBHas
rpynna(n=12)
KoHTpornbHas
rpynna (n=15)
OcHoBHas
rpynna (n=16)
KoHTponbHas
rpynna (n=15)
OcHoBHas
rpynna (n=18)
KoHTponbHas
rpynna (n=15)
OcHoBHa#s
rpynna (n=21)

Ob6wmn 6enok,

r/n

61,4+1,1

60,941, 2

57,2+1,6

58,1+1,4

62+1,3

61,5+1,1

53,6%1,3

54,8+1,2

AnAT,
MMOnb/Y*n

0,72+0,12

0,69+0,13

0,7+0,09

0,73+0,1

1,6+0,32

1,7+0,4

0,97+0,22

1+0,28

AcAT,
MMOnb/Y*n

0,53+0,06

0,56+0,09

0,6+0,08

0,54+0,09

1,1+0,12

1,2+0,21

0,83+0,17

0,81+0,19

Oo6wwun

BUNnpy6buH,

MKMOSb/N

29,4126

30,1+2,1

26,1125

25,927

93,7+9,7

95,2+10,2

27,2+3,7

26,9+3,3

MoueBuHa,
Monb/n

10,1+0,9

9,9+0,75

9,210,4

9,410,6

9,9+0,7

10+0,82

10,6%1,1

10,4+0,9

CmupHos H.J1., 2011



U3MEHEHUA BUOXUMUYECKNX NOKASATENEW Y NALIMEHTOB
OCHOBHOW U KOHTPOITbHOW MPYMM HA 3 CYTKWU NEYEHUA (M+m)

3aboneBaHusa

OcTpbin

naHkpeaTuT

[MepuToHUT

O6TypaunoHHas

XenTtyxa

Linppos neyeHn,

OKTIMK

lpynna

KoHTpornbHas
rpynna(n=15)

OcHoBHad
rpynna(n=12)
KoHTposnbHas
rpynna (n=15)

OcHoBHas
rpynna (n=16)
KoHTponbHas
rpynna (n=15)

OcHoBHad
rpynna (n=18)
KoHTpornbHas
rpynna (n=15)

OcHoBHad
rpynna (n=21)

O6wun

oenok, r/n

61,9+1,7

63,1+1,4

57,9+1,9

60,2+1,6

62,2+1,6

63,4+1,1

53,7+1,1

55,1+0,8

AnAT,
MMOnb/Y*n

0,71+0,09

0,58+0,08

0,7+0,06

0,53+0,05

1,42+0,5

1,2+0,4

0,96+0,07

0,92+0,05

AcAT,
MMOSb/Y* 1

0,54+0,05

0,47+0,03

0,57+0,07

0,46+0,07

0,93+0,1

0,8+0,07

0,79+0,12

0,72+0,06

O6Lwun

ONUpPyouH,
MKMOnb/n

27,2+2,3

26,4+1,8

25,419

22,9%+1,6

70,718,4

64,615,9

26,9+2,7

26,9+2.9

MouyeBuHa,
Monb/n

9,6+0,8

9,5+0,4

9,1+0,6

8,8+0,4

9,4+0,5

9,610,8

10,1+0,8

9,7+0,7

CmupHos H.J1., 2011



ANropuTivl BeOeHns) DorsbHoOro ¢ nNevwsHoYHoY
IHuecpanonarien (I3 )
NMauuneHT ¢ 3abonesaHnemM NeYeHU

{

Knunuueckue npusHaku NI
. l +
TecCT BbI3BaHHbIX 1. BuiaBnenuve paspelwatowmx cpakropos
noreHuuanos | e W KOPPEKUUA BbI3BaHHbLIX UMK
TecT cBA3M uMucen HapywieHu
x l 2. Nlweta
SJlaucrynosa JlapHamus
|
nno - nno + @ @
l l — N9 - no +
Habnionenwe | Jloysiye I
1

1. KomGuHMpoBaHHOE nevyeHue

2. Npun He3a(hpeKTUBHOCTU NEYEHUA
HanpaBuTb B cneunanu3upoBaHHbLIW
renaTtonorn4yeckun crauuoHap



* BEAEHUE NALMEHTOB C MAHU®ECTHOW N3

Llnppo3 neyeHn c cumntomamum NI

I

BbisiBUTb paspeluatowme paktopbl:
OueHNTbL OCHOBHLIE XXM3HEHHbIE MOKa3aTesivm U UCKINKYUTb MMNoBOSIEMUIO
NCKIMoUnTb XK.-K. KpOTOTEHEHNE U NHADEKLINIO

ITabopatopHbie nccrnegoBaHus: HanpshkeHue O,, ypoBeHb HB, rMnoko3sbl,
K*, TecTbl Ha meTabonuyecknin ankanos u ap.

MPT nnu KT ronoBHOro mo3ara ans UCKITHYEHUS Op. HEBPOSTOrM4YeCcKmnx
3aboneBaHnn (N0 NoKasaHNAM)

I

YcTpaHuThb paspeluaroime pakTopbl:
OTMeHa NcUXoTPONHbIX NpenapaToB

B\B BBeaeHme nnasmo3amMmeHUTENEN, KOPPEKLUA SNMEKTPOSTUTHBIX
N3MEHEHUN

OcTaHoBKa KpOBOTEYEHMUS
JledeHne nHekunm

i



* BEDEHUE NALUMEHTOB C MAHU®ECTHOWM N3

|

Ctagun 1-2MN93:

HauyaTtb neyeHne ¢ nakTynosol
nepoparnbHo (noabop A03bl 40
OOCTUXeHus 2-3 aedekaumin B AeHb)

JlakTynosa HeadpdpekTuBHaA nnn NNoxo
NepeHOCUTCA — Has3HayuTb
puakCUMUH U L-OpHUTUH-L -
acnaprtar

[Mpy nHanBMOYanNbLHOM MNIIOXON
nepeHocMMocTn 6enka — HasHadeHne
pacTUTENbLHOW OANETbI, LMHKA UM
npenapaTtoB aMWUHOKUCIIOT C
pa3BeTBNEHHON DOKOBOW LiEMNbLO

[Mpu nepcuctunpytoLen /
peunagmsmpyowen gopme — obcyantb
BOMPOC O TpaHcnaHTaunum neYyeHu

Iy

Crtagumn 2-4 13 :

[locnutanusauma B OUT ans
HabnogeHns 3a HEBPONMOrMYECKUMM
cuMnToMamm

B\B BBegeHne aHTUMOBMOTUKOB,
napeHTepansHoe nutaHue, NBJI

HasHauuntb J1IaKTYJ103Yy 3HTEpPAlibHO
nin B KIin3mMmax

JTakTynosa HeaddeKTUBHA UK NIOXO
NnepeHoOCUTCA — Has3HayUTb
puakCUMUH NN L-OpHUTUH-L-
acnaprar

B cocTosiHUM KOMbl BO3MOXHO
BBEOAEHUNE CbﬂyMGSGHI/IJ'Ia

Ob6cyanTb BONPOC O TpaHcnnaHTauum
ne4yeHn

Mullen KD, Ferenci P, Bass NM et al. Semin Liver Dis 2007;27 (suppl)



MCKyCCTBeHHbIe nu 6VIOVICKyCTBeHHbIe

YCTPOUCTBA ANA NeYeHu

*[lepudepuyeckme ycTponcTsea 100
npegHasHaveHbl Ans obecnevyeHnss «MocTa»
ansa TI unu BocctaHoBNEHUS (OYHKLMN
NneYyeHun, YTo YMeHbLLIAEeT HeOBXO0ANMOCTb B
TpaHCnaHTaunm
—OnbIT paboTbl C «yCTpONCTBAMM
NoaAEPXKKM NEYEHN» Ha CErogHsILLIHNI
OEHb pa3oyapoBbLIBAET
—IMnasmodopes B 6onbLIMX 0bbemax 0
ynyydwun nexog 8 PKW npu OlNH

N A OO @
o O O O

CoBokynHas gons
BbbkMBaemMocTu (%)

[

— HVP (n=92)
— SMT (n=90)

0 7 14 21 28 35 42 49 56 63 70 77 84 91
Bpewms (aHwn)

Pekomenaauumn

YpoBeHb A0Ka3yeMocTu YpoBeHb pekomeHaaLmm

Cuctembl nogaepXxkn neyeHun (bruonorndeckne nnm
afncopOeHTbl) AOMKHbI MCMOSb30BaTbCA TONbKO B KOHTEKCTE
PKU

-1 1

[MokasaHo, 4YTO Nnasmodopes rnpu CriydamHbIX KOHTPOSTMPYEMBbIX I 1

UCMbITaHMSX YNy4LlaeT BbPKMBAEMOCTb 6e3 TpaHcnnaHTaTa 'y
naumeHToB ¢ OlNH 1 MoaynMpyeT UMMYHHYIO ANCYHKLMIO

I'Ina3M0(bope3 MOXET MMETb 6OJ'IbLIJyPO noJjib3y y nauneHToB,

KOTOpPbI€ Jle4yaTcA cBoeBpeMeHHO 1 KOTOpblE B KOHEYHOM UTOre

HE NPOXoOdAT Yepe3 TpaHCnnaHTauno nevyeHun

Larsen FS, et al. J Hepatol. 2016;64:69-78; EASL CPG ALF. J Hepatol 2017;66:1047-81




BnuaHue TpaHcnnaHTtauun nedveHu npu OlNH A

*TI1 BbIN camMmbiM 3HAYUTENBbHbLIM
ckaykom B neveHumn OlMH 3a 40 net
*1-neTHAS BbKMBAEMOCTb NOCHe
akcTpeHHon TT1 npn OlNH Tenepb
coctaBnseT okoso 80%

*Bbibop ansa Tl 3aBUCKT OT:
—To4Horo npencka3aHnAa BblXXMBaHUA
6e3 TpaHcnnaHTauum
—PaccmoTtpeHus noteHymana
BblKnBaemocTtu nocne TT1
—PaccmoTpeHusa Bonpoca o ToMm,
ABIideTcAd i nayneHT CIINLWKOM
TAXESbIM OJ14 nepecaku

EASL CPG ALF. J Hepatol 2017;66:1047—-81.

BbpknBaemMocTb NaUMeHTOB Nocre TpaHCcnaaHTauum
ne4veHu npu OlNH, EBpona 1988-2009

1.0 4

0.8 -

0.6 -

0.4 -

Cumulative survival

0.2

4898 patients

k\v (Log-rank p = 0.0001)

Years after liver transplantation
-1 2004-2009 1994-1998
_I11999-2003  _I'1 1988-1993

0.0

| | | | | |

0 2 B 6 8 10 A2

Years after liver transplantation

p <0,001 ans BbrkuBaHusa 2004-2009 rr. NpoTMB NpeablayLmX

neprMoaoB BPEMEHU






