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CMEPTHOCTDH OT HUPPO3A IIEYEHH
(BKuIro4as ajakorojabusiii) B BCCP
u Pecnyouiuke beaapyces B 1965-2012 rr.




[IUPPO3 NEYEHU
OINIPEJAEJIEHUE

XpoHuyeckoe anddgysHoe 3aboneBaHue
ne4vyeHu, Xxapakrepusymwujeecs pa3sButuem
¢dmnbpo3a n nepecTpPoUKON HOpManbHON
apPXUTEKTOHUKN NneYeHu, Bcrneacreme
HeKpo3a renatountoB n chopmMmnpoBaHnem
y3rioB-pereHepaTtoB, COCTOSALMX U3
COeANHUTESIbHOU TKaHWU




OOPMUPOBAHUE HNUPPO3A IIEYEHHU

PaccmaTtpuBaeTca Kak KOHe4YHasa ctaaus
NopaXxeHus rnevyeHn, KpamHAA cTteneHb
dmnbpo3a

dopmMmUupoBaHMe NponcxoouTt Yyepes
HeKpo3bl renatouMToB, KOrnnanc gonek,
pa3BuTtue pndposa, TpaHchopmauunio
cocyaAmucToro annapara, y3noByHo
pereHepauuio napeHxXmmbl

[Mpouecc cuntaetca Anpdpys3HbIM, T.€.
BOBJieKaeTcsl BeCb opraH



OOPMUPOBAHUE HNUPPO3A IIEYEHHU

Y3nbl pereHepauum He UMeT HOpMaribHOWU

AONbKOBOWU CTPYKTYPbI U OKPYXeHbl (pnbpo3HoOun
TKaHbIO

dopmupyroTcsa NnocTeneHHo U He OL4QHOBPEMEHHO
BO BCEX y4YacTKax NnevyeHwu

TOYHBIM MOMEHT UX NOABNIEHUA ONpeaenuTb
HEeBO3MOXHO

paHnUua mexay NpeuuppoTUYEeCKNMHU

NOopaXeHNAMnN n caMuM LUPPO3OM He Bceraa
ABNSAETCHA YeTKOU



HOPMAJBHASA NOBPEAAEHUE NMEMEHW OUBPOTEHE3 PASPELLEHHE
MNEYEHDL
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KJIACCUDPUKALIUSA [IUPPO3A
IO MOPO®OJIOT'UHN

« KPYNMHOY3NOBOW

(anameTp y3noB dbonee 3 MmMm)

« MEJIKOY3J10BOW

(o 3 mm)

« CMELLAHHbIN



MKBb-10

borne3Hn ne4vyeHun

(K70-K77)

B K70 AnkoronbHasa Oone3Hb nNe4vyeHu
B K71 Tokcn4yeckoe nopaxeHue nevyeHu

B K72 NeyeHOYHas1 HeAOCTAaTOYHOCTD,

He KnaccudgpunumpoBaHHas B Apyrux
pyopukax

B K73 XpoHu4yeckuu renatuT, He

KnaccnpuumpoBaHHbIU B ApYrux
pyopukax

B K74 ®nbpo3 n umppos nevyeHwu

B K75 [pyrve BocnanutenbHble
3aboneBaHusa neYeHn

B K76 [lpyrne 6one3Hun neyeHwu



KIJACCHUOPUKALIUSA ITUPPO3A
11O 9THUOJIOI'NMH (JIoc-Anmxenec, 1994)

AYyTOMMMYHHbIU renaTuTt
XpoHu4yeckue renatutbl B,C,[

XpOHNYECKUN BUPYCHLIN renaTtuT (He XapakTepusyembin gpyrmm
obpasom)

XpoHn4yeckum renaTtuT, He KnaccudunumpyemMbin Kak BUPYCHbIN
U ayTOMMMYHHbIN

XpPOHMNYECKNMN NTeKapCTBEHHbIN renaTtuT

NMepBUYHLIN OUNMAPHBLIN LUPPO3

NMepBUYHbIN CKNEPO3UPYHOLLUN XONaHIUT
3aboneBaHune nedyeHn BunbcoHa

bone3Hb HegocTaTOYHOCTU anbda-1-aHTUTPUNCUHA

— [p.: ankoronb, UH(EKLUN, CapKonao3, TOKCUYeCKne BeLlecTBa,
HapyLweHue NUTaHus, BTOPUYHbIU OUNNapHbLIA LUPPO3...



MexaHu3Mbl GOPMHUPOBAHUSA KINHUIECKUX
NPOSIBJICHUH

MexaHun3mbl

OCHOBHbI€ KITMHU4YecKue nposiBJieHUA

YMeHbleHne maccehbl

(pYHKLMOHUPYOLLUNX
renaTouuToB

Ne4yeHOYHO-KNeTo4YyHasa HeJoCTaTOYHOCTD:

CHuXxeHune ypoBHS1 anbOyMuHa (HapylleHMe cTaTyca NUTaHusA,
acLuT, OTEKM)

CHuMxeHune pakTopoB cBepTbiBaHUA (reMopparn4eckum
CUHAOPOM)

CHWXeHue CMHTe3a MOYEeBUHbI, HapyLleHMe MeTabonnama
TOKCUHOB (ne4yeHo4yHasa 3HuedanonaTus)

MopTanbHas
runepTeH3us

cnneHomeranus
Bapuko3Hble Konnarepanu
acumT

NMopTo-cucteMHoe
LUWYHTUPOBaHMUE

MopTo-cucremHas aHuedanonaTus




Craguu nuppo3a: KOMIEHCAIUs

KnuHn4yeckue NMpPpoABJIEHUA YaCTO OTCYTCTBYIOT UJTU
BblpaXeHbl cnabo n He oTnNM4alroTCA CHELWIQJVI‘IHOCTI:I-O

YacTo gnarHoctupyetcs npu obcriegoBaHnm nauueHToB,
obpaTuBLUMXCA C APYrMMU 3aboneBaHUAMM

OcHoOBHbI€e Xanoobl: cnabocTb, NoxyaaHue,
abgomMuHanbHbIN AncKkomMmdopT

OObeKTUBHbIE MPU3HAKM OFrPaHUYNBAKOTCA YBENIUYMEHHOM
NAOTHON NeYeHb, YMepeHHON crfeHoMeranmeun —
Haxo4AT CrlyYanmHo

JOoNONHUTENbLHYIO POSib UTPAKOT BHELUHME NMPOSABIEHUS:

TerleaHrMo3KTa3uu, aputTemMma nagoHeu, KpacHbIN A3bIK,
rMHEeKOMacTusa, AUCMeHopes, HapyLleHue OBOJIOCEHMUSA



Craguu nuuppo3a: 1eKOMIIeHCAIUs

PazButue noboro ocnoxHeHusa
paccmMmaTpuBaeTCA Kak AeKomMmneHcauus

[MposiBNneHnsa gekoMneHcauum NpuHLUNUanbLHO He
3aBMUCAT OT 3TUONOrMmU LUppo3a

3HauyuTenbHana YacTb 0ONbHbIX BrepBble
obpallaeTcs K Bpayy npuv NOsiBFIEHNN NMPU3HAKOB
AEeKOMMEeHcaunn: yBenn4yeHum XXnBorTa,
KPOBOTEYEeHUWN, NMXopaaKe, aHeMuun u T.4.



OCHOBHBIE 0CJI0KHEHUS UPPO3a NMEeYeHH

KpoBoTeyeHne 13 BapuUKO3HbLIX BEH

ACUUT, CNOHTAHHbLIN BakTepmnanbHbIN NEPUTOHUT
'le4eHOYHbIV TMOpoTOopaKC

ledeHOYHaa aHUedanonaTus
"enarto-peHarnbHbI CUHOPOM

"lopTanbHasa rMnepTeH3nBHAas racTpo- 1
KoronaTtus

HapywieHue ctatyca NnuTaHus
[ enaTouennonapHbIN pak
OcCTpbIN ankororibHbIN renaTuT




ANATHO3

Llnppo3 neyeHn animmeHTapHO-
TOKCUYECKOro reHe3sa, Krnacc tshxectu C,
cTagusa geKomMneHcauum (HanpsHKeHHbIN
acuuT, neyeHo4yHas 3HUedanonaTua 2 Cr,
HOCOBbI€ KPOBOTEYEHUA, ManbHYTPULUUA 2
cT). Bapuko3Hble BeHbl nuweBoaa 1 Cr.



JInarHocTuka MUpPpPo3a neUeHU:
001 e NPUHIMIIBI

Luppo3 - noHATUe Mopdonornyeckoe
[MaBHbLIN KpUTEPUN LUPPO3a — Y3Nbl
pereHepauum

NMpsamasa Bu3yanusauusa y3roB NpoBOOAUTCA
KpanHe penko (namapockonus, nanapoTtomus)

B KNUHM4YeCKOM NnpakTUKe UCNOMNb3yHTCA
KOCBEHHble MeToAbl (M3MEeHeHUue CTPYKTYpbI
neYeHu, NPU3HaKM NopTaribHON rMNepPTeH3nn)

NMapanenbHO npoBoauTca andpdepeHumnanbHbIN
AWNarHos



JInarHocTUKa MUPPO3a MEYCHU

>KanooOobl
AHaMHes3
OObEeKTUBHbIE OaHHbIE

[1aHHblE NabopaTopHO-
MHCTPYMEHTanNbHbIX METOO0B
obcrnegooBaHuS

TMCTOJ10INA



I'EITATOMETI'AJIUA




KEJITYXA




COCYJIMCTAS 3BE3/IOYKA







I'MHEKOMACTUA




«INTEYEHOYHDbIE» JTJAJOHHAU




KOHTPAKTYPA INITIIOUTPEHA




I'EMOPPAI' MTYECKASA
TEJEAHI'TDOKTA3USA




JlabopaTopHbIe MEeTOAbI

O6wWwun aHanu3 KPOBU — TMNEPCNIIeHU3M
nTU

Buoxummnyecknm aHanms Kposu (CUHAPOM LIUTOSNIN3A,
xornecTasa, Nne4eHO4YHO-KJNIeTOYHOU HeJ4OCTaTOUYHOCTMH,
Me3eHXMManbHO-BOCMNOSIUTENbHbLIN CUHAPOM, PYHKUMNA
No4YyeK — MOYeBUHA, KpeaTUHUH, ANEeKTPONNTbI;
npoTreMHorpamma)
AHTUTeNna K BUPYCHbIM renatutam

AyToaHTUTena
AHTMHYKnNeapHblie (ANA)
AHTUMHUTOXOHApPManNbHbIe (AMA)
K rmagkon myckynartype ()
K mukpocomam neyeHu (LKM)

[NonumepasHas LuenHaa peakuus



I/IHCTPYMEHTaJIbeIe METOAbI

CumHTUrpadunsa — CHUXKEHME MOTTNOLLEHUS U
HepaBHOMEPHOE HaKOMIeHMe NevYeHbo U3oTona

He no3ssonger
BU3yann3npoBaTtb
y3nbl




I/IHCTPYMEHTaJIbHI)Ie METOAbI

Y3W Obl'l: naet npeacraBneHne o HepaBHOMEPHOM
N MOBbILLEHHOW NIMOTHOCTU TKaHU NeYeHu

[1lpegocTaBngaeT MHPoOpMaLMIO O cocygax NeyvyeHu,
pas3mMepax ceneseHku, Hann4me acuurta — T.e.
NPU3HaKn nopTanbHON rMNEPTEH3UN




I/IHCTPYMEHTaJIbeIe METOAbI

» KT — no3BonsieTr oueHUTb pa3mepbl Ne4YeHU, BbISBUTb
HepPOBHOCTb NMapeHXUMbIl, cO3aaBaemMyro y3namu,

C KOHTpPacTUpOBaHUEM — KonsaTeparibHble cocyAbl
» OIAC —BapuKO3HO

paclinpeHHble
BeHbl NUweBoaa

M/M"M "OpTaanaﬂ bensie BAPUKO3HO - CUHIOLWHBLIE BAPWMKO3HO-
rMnepTEH:;MBHa;' paAcClIMPeHHbIe BOHbLI pacumpedHbie BEHLI
racTponartus
= PXIOr . ~
« MPT

L5

s




onorncusa

BbinonHAETCA TONBLKO B TEX Crny4vasax, ecnu
€CTb BO3MOXXHOCTb MONTy4YUTb NOSME3HY0 ONS
nauneHTa MHopmMauuo 1 3ata nHpopmauung
HEe MOXET ObITb Nony4YeHa gpyrum crnocobom,
a LLleHHOCTb MHdopMaLuMn NpeBoCXoOuT
ONacHOCTbL camMou npoueaypobl



buoncus




buoncusa
MEJIKOY3JI0BOM IIUPPO3




KJIACCUDPUKAILIUSA [IUPPO3A

KIINHNYECKAS no Yaunaba = [Inio

[MyHKTbI
1 2 3

AcumT HEeT YMepPEeHHbINn BbIp.
NCa (ct.) 0 I-1i -1V
BunupyouH (mkm/n) < 34 34-51 > 51
AnboymuH (r/n) >35 28-35 <28
NTU (%) >70 70-40 <40

Knacc A  5-6 nyHkmos

Knacc B 7-9 nyHkmoe

Knacc C 10-12 nyHkmoe



IHPOI'HO3

COBbITUE A B C
CmepTHOCTL npu XKKT KpoBoTeuyeHUn <10% |30-40 |>70%
%

CMepTHOCTbL NPU BapUKO3HOM 5% 18% |68%
KpoBOTEeYEeHUN
Puck peunaonBa BapMKO3HOrro 25% 50% |75%
KpoBOTEe4YeHUs

=TCpeaHaa NnpoaoNKNUTENIbHOCTb XU3HU 6,4r. 2mec.
npu nevyeHuwu
[NeyeHOYHbIe MPUYNHBI CMEpPTHU 43% 72% |85%




JledyeHue

CumMmnTomaTnyeckoe, HanpaBfieHO Ha
neyeHne U NPoPUNaKTUKy OCrNoXXHEHNU

OnepaTtuBHoe - TpaHcnnaHTauus

(TR

METRIC 1) 2]
L i
AR



TAKTUKA BEJEHUS ACIIUTA
Y IAIIMEHTOB C IUPPO30M
NEYEHU



PermamMeHTHPYIOIIHE TOKYMEHTHI 110
BEJICHUIO MAIIUCHTOB C aCIIUTOM

BcemupHOrM OpraHu3alu TaCTPOSIHTEPOJIOTOB —
WGO-OMGE

EBpOTIEHCKON aCCOIMAIIUY T10 U3YUYEHUIO TIEYEHU —
EASL

AMEpPUKAHCKOM  acColpanyd II0  M3YYECHMIO
ooste3ne nmeuenu — AASLD

MeXayHapogHOro OOIIeCTBA IO  M3YUYCHHIO
acriira — International Ascites Club



ITHUOJIOTHS acIluTa

1%

Linppo3 neyeHu

® Onyxonu
CepaeyvHas
HeQOCTaTOYHOCTb

m TyGepkynes

[TaHkpeaTuT

® Penkue NMPUYUNHDI

PHUCK pa3BUTHA ACHUTA Y NAUEHTA C HAPPO3OM IEeYCeHHU
cocrasJsieT 60% B Teuenue 10 JjeT mocjie ycraHoBJICHUSA

IUArHo3a
Wong F J Gastroenterol Hepatol 27 (2012) 11-20



Craguu acumTa IIpy LUPPO3E
[ICYCHHU

DyHKIMOHAIbHAS
CkpebITas OueBnHas Bripaxxennas YHEL
o4yeqHast
3AZICPKKA HATPHUA 3aICPIKKA HATPUA 3aieprKKa HATPpUSd HEIOCTATOYHOCTh
]/ QA Q QA < ]
N N N N\ X X
[Ipe-acut Acuut PedpakrepHblii I'enmaropeHanbHbIN
acILuT T CUHAPOM
JdexoMineHcanus I'mmonarpuemuss I'PC1 TPC2
I'emaropenanbHOE >
B3aUMO/ICICTBUE
[TopranbHas runepreH3us >
CucremHas aprepuaibHas >
BA30AUJIaTALS
[ToueyHass Ba30KOHCTPUKIUS >

Wong F J Gastroenterol Hepatol 27 (2012) 11-20



Krnaccudpukanus acuura

HeocnoxxHeHHbIU acyum - KOTOPbIN He
MHPULUMPOBAH N HE COMPOBOXAAETCHA Pa3BUTUEM
renaTopeHasribHoOro cMHgpoma

CTeneHun acuuTta

1 cTeneHb — onpeanenaeTcs TONbKO Npw
ynbTpacoHorpaun

2 cTeneHb - acLUT BbI3biBAET YMEpPEHHOE
CUMMETPUYHHOE pacCTAaAXEeHNEe KXNBOTA

3 cTeneHb — acuuT BbI3bIBAET BblpaXXeHHoe
pacTsXKeHue XuBoTa (Hanps>KeHHbIU acuuT)

Moore KP al Hepatology 38 (2003) 258-66



Krnaccudukanus acuura

PeppakmepHbIu acyuum — KOTOPbIN HE MOXET
ObITb YCTPaHEH, NN PaHHUW PELIMONB KOTOPOro He
MOXET ObITb afeKkBaTHO NpeaoTBpaLleH NevYeHnem

[loaTtunbl pedpakTepHOro acuura:

ACUMUT, PE3NUCTEHTHbLIN K ANYypETUKAM
— ACUUT, HE KOHTPOSTMPOBAHHLIN ANYPETUKAMMU

Moore KP al Hepatology 38 (2003) 258-66



JlnarHocTuka acura

KnnHnyeckne gaHHble

YneTpacoHorpadus
(6bonee 100 mn »Xnagkoctu)

[lnarHocTnyecknn napaLeHTes n aHanms
—  aCUMUTUYECKOU XNOKOCTU



JIMarHOCTUYECKUU MapalcHTE3

[lormkeH ObITb BbIMOMHEH NALMEHTaM C NpuU3Hakamm
HeaaBHO NOABUBLLEroca acumTta 2-3 CTeneHu, a Takke
nauneHTam C yxyaleHmnem odLero CoOCTosAHUSA (NEPUTOHMT,
NHMPEKUNS, XKenyao4yHO-KULLEYHOE KpOBOTEYEHME,
ycyrybrieHme nopTocUCTEMHOWN SHUedanonaTuu,
yXygweHne yHKLUNU MoYeK)

[lepen npoBeaeHUEM HET HEODXOANMOCTU NPOBOANTL
NHPY3UN CBEXKE3AMOPOXKEHHOM NnasmMbl UM TPOMOOLMTOB C
NpounakTUyeckoun Lenbto

Runyon BA AASLD Practice Guidelines Committee
Hepatology 49 (2009) 2087-107



AHaIN3 aCIIUTUYECKOU KUIKOCTHU

YpoBeHb HenTpodunos 2250 B 1 mm?® (0,25x10%/n)
CBUAETENLCTBYET B MOSIb3Y CNOHTAHHOIMO
bakTepmnanbHOro NeEpUToOHUTAa

CAAI (cbiIBOPOTOYHO-aCLIMTUYECKUIA
anbOyMnHOBLIW rpagneHT) >11 r/n — npusHak

NOABNEHUA acuuTa B pedynbsrate nopranbHOu
r’MNepTeH3nn

Runyon BA AASLD Practice Guidelines Committee
Hepatology 49 (2009) 2087-107



TakTHka BeaecHUS MAIIlUEHTOB C
HEOCIOKHEHHBIM aCIIUTOM

Acumt 1 cT Acumt 2 cT Acuut 3 cT
Heaonypetnyeckas + + +
Tepanus
AnypeTtnku + +
[MapaueHTes (LVP) +
TpaHcnnaHTayms + +

nevyeHun



Henunypernueckas teparus

Obpa3s XN3Hu
OrpaHnyeHmne NoCTyNNeHNa HaTpua xnopuaa
[ononHutensHoOe BBeAeHMe anbdbymMmuHa

HasHa4yeHMe aHTaroHUCTOB PELIENTOPOB
aHrmoteHs3uHa ll (capTtaHbl)

HasHa4yeHne aHTaroHUCTOB PELIENTOPOB
aHTNONYPETUYECKOrO rOpMOHa (BanTaHbl)

HasHayeHne aroHMCcToB Kanmna-onMonaHbIX
peLenTopoB



O0pa3 Ku3Hu

BosgepkaHne oT ankorons ymeHbLLaeT NoBpeXaeHne
renaTtouMToB, NO3BONAET YNYYLUUTb TEYEHNE 0OpPaATUMbIX
NMPOLIECCOB MpPW ankorofibHOM 60MNe3Hn NeYeHn, y
aInKoOrosfIMKOB MOXET YMEHbLLNTb NOPTanbHYIO rMNepTeH3NI0

B KNMHWU4YeCcKnx nccneagoBaHusx He JoKa3aHbl NOBbILLIEHME
9 EKTUBHOCTN OMNype3a U CoKpaLleHNne CPOKoB
rocnutanusaummn rnpu nocterbHom pexmnme. CTpormm

—— NOCTENbHbLIA PEXNM HE PEKOMEHOOBAH OJ15 BEAEHUS
NaUMUEHTOB C HEOCIOXHEHHbLIM acLUMTOM

Wong F J Gastroenterol Hepatol 27 (2012) 11-20



Henunypernueckas teparus

Llenb ne4yeHnsa y nauueHTa ¢ acLuTOM —
OOCTUXKEHME oTpuLLaTenbHoro banaHca HaTpus

C npoayktTamm SKCcKpeuus

auTadms Hepes NMNo4Yykm

— ) | Feeed | )

© JKCcKpeuus
neKapcrsamm Yyepes nortosble
>Xenesbl,
KN EeYHUK



Henunypernueckas teparus

[lo pekomeHAaUUU IKCNEePTOB CYTOYHOE NoTpedrieHne
HaTpPUA AOMKHO ObITb CHUXeHO A0 88 mmonb (2000 mr)

Bonee cTporne orpaHn4YeHus npuema HaTpusi NpuBOAAT K
CHM)KEHWNIO BECA, HO HE PEKOMEHOYIOTCH B CBSA3U C
yCyryorneHmem HapyLLeHWi cTatyca NUTaHns

OrpaHn4yeHune XuUaKoCTU NOKa3aHO TOSbKO NauneHTam
C YPOBHEM HaTpus CbIBOPOTKU <120 mmonb/n

Moore KP al Hepatology 38 (2003) 258-66



Henunypernueckas teparus

AunypeTuku + anbLoymuH 25 r/Hepgento

3HaunTENbHO nyywaa AMHamMuMKa acuuTta Mo CPaBHEHUID C N30SIMPOBAHHbLIM
NpUemMom ANypeTnKkoB

CokpalleHne CpoKoB rocnutanusaumm

MeHbLuas BEPOATHOCTb NOBTOPHOINO HAKOMieHnAa XnakoCcTtu

AunypeTtukun + anbL0ymuH 25 r/Hegento B Te4eHue 1 roaga,
3atem 25 r/2 Hepenu B TeyeHue 1 ropa
T . YBenuyeHue 16-MecsiuHON BbXKMBAEMOCTY
CHMXEHNEe BEPOSATHOCTU MOBTOPHOrO HaKOMMEHUSI XWOKOCTU Y MauUEHTOB C

BnepBblie BO3HUKLLIMM aCLUTOM

Romanelli RG et al World J Gastroenterol 12 (2006) 1403—7



Jluyperndeckas Teparus

MoHoTepanus KombuHupoBaHHas Tepanus
CnmnpoHonakTtoH 100 mr CnmnpoHonakTtoH 100 mr
yTpOM (200, 400)
nn amunopug 5-10 mr N doypocemung 40 mr
(80, 160)

Wong F J Gastroenterol Hepatol 27 (2012) 11-20



Jlnyperudeckas Teparms

E)xeoHeBHOe CHWXeHWe Beca Yy NaLuueHTOoB C
nepmnepunyecknMmn oTekamm U acLMToM He
OOMMKHO npeBbiwaTh 1 Kr, 6e3 otekoB — 0,5 Kr
[EASL]

EXxeOHeBHOe CHMXeHWe Beca Yy MauueHTOoB C
nepnpepmnyeckKuMm oTekaMmm U acuuToM He
orpaHn4yeHo, ©0e3 otekoB — 0,5 «kr
[WGO-OMGE]



Jlnyperudeckas Teparms

[ lokazaHnsa K OTMEHE OANYPETUKOB
1. QHUedanonaTus

2. CooepxaHue HaTpus B cbiBopoTke < 120 mmonb/n,
HECMOTPSA Ha OrpaHnUYeHnE XNOKOCTH

3. KpeaTunHuH cbiBOpOTKM > 2,0 Mr/an

4. KnnHn4eckn 3Ha4nmble nodboYHbIe 3pdEKTh
ONYPETUNKOB

9. [unep- n rmnokannemMms n MetTabonmnyecknm
aunaos

Wong F J Gastroenterol Hepatol 27 (2012) 11-20



[TapamenTes ¢ ymaaeHHeM OOJIbIIOTO
o0beMa aCHUTHYECKOM XHUAKOCTH (LVP)

[Tpn aBakyaunmn XUaKkoct o0bLEMOM MEHEE
4—6 NNTPOB HET HEODXOAMMOCTH
CONYTCTBYIOLLErO nepenmeaHna KONNOUOHbIX
PacTBOPOB

[1pn yoaneHnn bonee 6 n acUNTUYECKOU
XXUOKOCTN peKoMeHAOyeTCs BHYTpMBEHHAs
NHPY3nA anbbymmnHa n3 pacyeta 6—8 r Ha
NUTP yoanaemMomn XNaKocTu

Runyon BA Hepatology 49 (2009) 2087-107



PedpakTepHbIN aclMT:
JUArHOCTUYECKHUE KPUTECPUH

T. INNTENbHOCTb JIEYEHNNA: MHTEHCMBHasA Tepanns
MaKkCcUMarnbHbIMW JO3aMU OUYPETUKOB B TedeHne 1 Hen npu
cobniogeHnn aneTbl ¢ coaepXxaHnem conu ao 5,2 r/cyt

2. OTCcyTCTBME OTBETA Ha JfieYeHne: CHUXEeHMe Maccehl Tena
meHee 0,8 kr kaxkable 4 oHA unn meHee 1,5 Kr B Hedenwo

PaHHUX peunamB acumuTa: BO3BpaT acuuTta 2—3-1 CTENEHU B
_____ Te4yeHue 4 Hea OT Havyana nevyeHus

OCnoXHEHUs, CBA3aHHbIE C MPUEMOM ANYPETUYECKUX
npenapaToB

Wong F J Gastroenterol Hepatol 27 (2012) 11-20



TakTHka BeJaeHUS MAIlUEHTOB C

pe(dpaKkTEpPHBIM aCIUTOM
TpaHcnnaHTayumMa neyvyeHu

napaLeHTes

HanoxeHne TpaHCrynapHoro BHyTpune4YeHo4YHoro
NOPTO-CUCTEMHOIO CTEHT-WYHTA (TIPSS)

— [lepuTOHEO-BEHO3HbIE LUYHTHI

[lepnTOHEO-MOYENY3bIPHBLIA LUYHT



[TapamenTes ¢ ymaaeHHeM OOJIbIIOTO
o0beMa aCHUTHYECKOM XHUAKOCTH (LVP)

[ToBTOpHbIE nNapaueHTesbl C yOoaneHMem OOonbLIOro
KonnyecTtBa Xugkoctn (6—10 n) asnatoTca 6e3onacHbIM
N 3PPEKTUBHbIM CPEOCTBOM KOHTPONS pedpaKkTepHbIX
acuuToB

Y nauueHToB, noTpedbnsaowmx meHee 88 MMorb HaTpuUsd
B CYTKUM N HU3KMM YPOBHEM IKCKPEUWUUN HaTpUA C MOYOWU
YacToTa napaueHTe30B cocTaBnsaeT 1 pa3 B 2 Hegenu

[TauneHTbl, KOTOPbLIM MNPOU3BOAAT yaaneHue bonee 10
NUTPOB XWUAKOCTW Yalle, YeM OOWNH pa3 B ABE HeOenu, He
Hy)XgalTca B cobnogeHmn  Ouetbl € HU3KUM

cogepxXaHnem HaTpud
Wong F J Gastroenterol Hepatol 27 (2012) 11-20



BAPUKO3HOE KPOBOTEUYEHUE
CTAHJAPTHI MPO®PUTAKTUKHA

Y 90% B TeyeHue 10-12 net
[MponpaHonon
80-320 mr/cyT.
NMOXXN3HEHHO
(M.6. kOMOMHaLUUA C
HUTpaTamu)
[lpy npoTnBOMNOKa3aHUAX
- 3HOOCKONMYecKoe
rIurnpoBaHue




[IeYCHOYHAA dHIEe(aTonaTHSI

KOMMJ1eKC NoTeHumManbHO obpaTnUMbIX
HEPBHO-NMCUXUYECKNX
HapyLleHNN, BO3HUKaKOLLNX
NPy Nne4YeHOYHO-KNeTo4YHOW
HeJoCTaTOYHOCTU U/Unn
NOPTOCUCTEMHOM

~LWWYHTMpPOBaHUKN KPOBW




JIMarHoCcTUKA MeYeHOYHOM
JHIEe(PATONMATHH

PaccTponctBa NCUXnKn (Co3HaHUS,
NHTENMeKTa, NMMYHOCTN, NOBEOEHUSA)

HeBpornorunyeckme
CUMMTOMbI
[leyeHOoYHbIN 3anax
[ MnepBeHTUNALMNS

JRCICIN




JIMarHoCTHKA IMEeYEeHOYHOH
YHIEe(PATONATHH

= OTKNOHeHue

NCUXOMETPUYHECKUX

TecToB (1)

= [loBbILIEHHbIN
YpOBEHb aMMMaKa B
CbIBOPOTKE KPOBM

= MarHutopesoHaHcHas

CMEeKTPOCKOMUS @
= [1o3nTpoOHHO- @ @
9MUCCUOHHad

ToMorpadug



rpaganusi

0
JlaTeHTHaAa

MAHUDECTHA
A

IV

OTKNOHEHMNS TONMBbKO NMCNXOMETPUYHECKUX TECTOB

HapyweHue putma cHa, yXyAlieHune
namMsaTn, acTePUKCUC, UBMEHEHMNE
noguyepka

MenaneHHble OTBEThI, Ae30pUeHTaLunsA BO
BpeMeHU, HeaZeKkBaTHoe noBeaeHue,
acTepukcuc, ausapTpus

ComMHoOneHuusA, oe3opmeHTauma B mecre,
natonorn4yeckue pednekcol

KOMa



IHOPTOCUCTEMHAS DOHUHE®DAJIOIIATHUA
CTAHJAPTHI JIEYEHUSA

YcTpaHeHMe NpoBOLMUPYHOLLNX
cdakTopoB

OnTnmmnsaumsa notpeodrneHns denka
HyTputuBHaa nogaoepxKka
PapmakoTepanus




INOPTOCUCTEMHAS DOHIHE®AJIOITATUSA
MPOBOIUPYIOIIUE ®AKTOPHI

>Kenynoo4yHo-KuieyHoe KpoBoTedeHne
N30bITOYHOE NnoTpebneHne 6enka
3anop
AHemMus

[ Mnokannemung
Ankanos
[erngpartaunsa
[Tpnem NCUXoTPOnHbIX CPEencCTE

[MporpeccmnpoBaHne nospemaeHMQnequm




IHOPTOCUCTEMHAS DOHUHE®DAJIOITATHUA
CTAHJIAPTHI ®APMAKOTEPAIIUHA

JlakTynosa noa KOHTpornem ctyna

OpHuTUH 5-20 r/cyT. B/B nnun 9-18 “
r/cCyT. BHYTPb

MeTtpoHuaason 750 mr/cyT
Pa3BeTBneHHble aMUHOKUCNOTbLI BRE

UJIN BHYTPb



Duodpo3 neyeHu

Hanunune n3bbITO4HOro KonmnareHa B
pe3ynbraTte 0bpa3oBaHNA HOBbIX BOTOKOH

Kak Hoo3onorn4yeckasa eanHmua ucknoyaeT
Hann4yne LUmMppo3a U XpoHUYEeCcKoro renatuTa

ABnsgerca ckopee KOMMOHEHTOM MHOIMUX
doopM nopaxxeHus nevyeHun, 4Yem
CaMOCTOATENIbHOU DONE3HbIo



PDuodpPoO3 neyeHu
ITHOJIOTHYECKHE (PAKTOPHI

BpoXXaeHHbI

MeTtabornunyeckuin (Npn MyKkoBUCLMO03€)
BocnanutenesHbin (Npu capkongose, ThbL)
[TapasuTapHbIn (NpU LULMCTOMATO3E)
Tokcu4yecknun (BMHUN xnopua, MeTaTtpekcar)
CocyaucTbin (renatonopTanbHbIN CKITEPO3)
dusnyecknn (pagnauns)



INEYEHD ITPU HEJOCTATOYHOCTU

KPOBOOBPAIIIEHUS

NaToreHes
- [ nnokcusa

- Hekpo3 renatounToB BCneacTeune
YMeHbLUEHNA cepaeyHoro Bblibpoca

- TpomMb03bI B CMHYycOnaax
PACMNPOCTPAHSOTCS HA BOPOTHYIO
BEHY



MNEYEHB [TPA HEJJOCTATOYHOCTH
KPOBOOBPAIIIEHUS

KnuHunyeckue nposBreHus “

- Ilerkas xxentyxa (BblpaeHHas -
PeaKo) C NoBbILLIEHNEM
KOHBbIOMMPOBAHHOIO U
HEKOHbKOrMPOBaHHOIo ounNnpybmHa

- born B npaBoM noapedbepbe
- OblLLKa




MKb-10

e

K76.1 XpoHu4ecKkoe naccuBHoOe
NOJSIHOKpPOBUE NeYeHwU
KapguanbHbIn:

- ULMPpPO3 (TaK Ha3biBaeMbIN) nevyeHu
- CKI1epo3 neyeHu

K76.2 LleHTpnnoOynsapHbIN remopparm4eckum
HEeKpO3 neYyeHu



OBYYAIOIIAS 3AJTAUA

Oo01mue cBeeH 0 MAIMEHTE

- KOHEe4YHOCTHAX,

[MaumeHT MyXxX4ymHa 62 ner,
NeHCUOoHep, B NPOLUSIOM
BOEHHOCIYyXalun
[MocTynun B cTauMoHap c
Xarnob6amu Ha yBennyeHue
XXUBOTA C BbiNA4YnBaHNeM
B 00riacTu nynka,

OTEKM Ha HUXKHUX

XenTYLWHOCTb CKrep,
cnadocTtb




AHaAaMHeECTHUYECKHE “
CBeIeHUSA

YBenu4yeHue XXuBoTta Havyanochb 2 mecsila
Ha3ad, BHa4vare He obpalwian BHUMaHUA,
pacueHuBan Kak Bagaytue. Korga XXnBot
YBEJIMYUIICA CUSTIbHO, ObpaTUNCcA K Bpady
(2 Hepgenun Ha3an)

B nonuknuHuke BbINOSTHEHbI OOLWMN Y

Onoxmmmyeckum aHarin3bl KpoBM,
aHanus mouu, Y3, OIracC, 3rk

Kakue sonpocbi criedyem 3adamb
nayueHmy?



YTOUYHAOIIHAE BOIIPOCHI

B v nepenombl B
aHaMHe3e

Bbinv nn 3abonesaHns
ne4yeHn B aHaAMHese

JIToOuT N cnagkoe




Bonpochl ‘

__°* Ckonkko mouu Bhi Bhiaenaere?
* MpuHumanu nu Bbl AoMa MOYeroHHble?
°* Y10 ewe Bac 6ecnokont?

* [loxyaenu nu Bbl n Ha CKONbKO 3a
nocnepHue 6 mecsiueB?

°* Yem Bl Oonenu B cBOEU XU3HU?

* C Kakumu npoceccuoHanbHbIMU
BpeaHocTtaAMuU Bbl paboTtanu?

* floBopunu nu Bam paHblUue O TOM, YTO Y
Bac yBennyeHa neyeHb?

* [MpnHumaeTe nu Bbl Kakue-nmdo
npenapartbi?

- Py . Y Y - {




OT1BeThI
°* [MlocnegHue 2 mecsula MoYuM Mmarno - He 6on

ee .
1 NnuTpa B CYTKMW.

* MMpuuuman dypocemuna 2 TabneTkm ytpom 2
Hepenmw.

°* Bonbllue HU4Yero He 0ecrnoKouT.

°* He B3BewuBancsa. Ho sameTun, 4YTo
noxyaenu nneyuv, nuuo.

° MepeHec «6one3HbL BoTknHa» B geTcTBe.
HemMHoOro noBblillaeTcs AaBneHne KpoBM.

* AMeno mecTo HeperynsapHoe nutaHue.

* 00 yBenn4yeHUun neyvyeHun BnepBbIe
OonbHOMY CKa3anu 2 roga Ha3apg nocrie Y3MU.

° PerynsipHO nekapcTBeHHbIX NpenapaToB He
NPUMEHSsIeT.

°* Ankorosnb nocnegHue 2 mecsiLlia He
vnoTtbeobnsn. PaHblUe - KaK Bce.




Pe3yabTarbl aM0yJI1aTOPHOIO ‘
00cJIe10BaAHUSA

AHanus KpoBu ooLLUN
ApUTpPOLUTHI 3 x10"%/n

feMornoo6uH 101 r/n
INeKouUTbI 4 x 10%/n
nan. 2%
cerm. 58%
numd. 30%
MOH. 10%

TpomMboLUnTbI 138 x 10°/n
CO3 43 mm/yac



Pe3yjabTrarsl aMOyJ1aTOPHOIO

00cJIe10BaHUSA
AHanun3 KpoBu DMOXMMUNYECKUN
BunnpyouH oowmun 78 MKkmonb/n
[Mpamown 43 MKMOnb/1
Henpamowu 35 MKMOnb/n
ANT 59 ED
ACT 75 ED
LLlenoyHana dochaTasa 220 ED
rTn 320 ED
XonecTtepuH 3,4 mmonb/n
MoueBuHa 11,5 mmonb/n
KpeaTVHuH 0,113 mmonb/n
Oowmn Genok 65 r/n
K 3,5 Mmmonb/n

Na 125 mmonb/n




Pe3yabTrarbl aMOyJIaTOPHOIO

00cJIe10BaAHUSA

w

AHanu3 mouun oowmun

LiBeT XenTbin
Peakuus Kucnasi
YAa. Bec 1018
INlenkouuTbl 1-2

APUTPOLUUNTLI 1-2



Pe3yabrarbl aMOyJIaTOPHOIO
00cJIeI0OBAHUSA

Y3U

Pa3Mmepbl ne4yeHu
yBeJIMYEHbI

TKaHb NOBbLILWEHHOWU
3XOreHHOCTH
CocyaucTtbin
PUCYHOK ob6eaHeH
OunameTp v. portae
15 mm

Cene3eHKa yBerninyeHa

OuameTp v. lienalis 12 mm.

B OprowHON NonocTn Bu3yanusnpyeTtcs
OonbLlOe KONIn4eCcTBO CBOOOAHON XXNOKOCTU




Pe3yabrarbl aMOyJIaTOPHOIO
00cJIeI0OBAHUSA

PdudbporacTpoayoneHoCcKonus “

NMuweBon cBob6oaHO npoxoaum. Po3eTka
Kapauu cMmblikaetcs. Cnnauncras xenyagka
o4yaroBoO rmnepemMmpoBaHa, MMeeT MO3auyHbIU
pUcyHokK. OTmMevaroTcsa NoACIIU3UCTbIE
remopparuun. NMpuBpaTHUK npoxoanm.
JlykoBuuya npaBunbHoOn popmbl,
3as5lyKOBUYHbIN oTOen 6e3 0CObeHHOCTEeMN.
PaTepoB COCOK He U3SMEHEH.



Pe3yabTrarbl aMOyJIaTOPHOIO
00cJIe10BaAHUS]

KT N

Putm cuHycoBbIn, 88 B 1 MuHYTY. HapylwieHue
npoueccoB penonsipysauum B obnacrtu
nepeaHen CTEHKU NeBOro xeryaoudka.




Chopmyaupyure
npeaBapuTeJIbHbIN JHATHO3

B /HbeKkumOoHHbIN

OHOOKapPAUT

Linppo3s neyeHn
XOBJ1




Ciuianupyurte 00cjie10BaHue

- AHanun3 KpoBu Ha
MapKepbl BUPYCHbIX
renaTuToB

NTU nnn MHO

Y3 OBbIT
IOXoKI




Ha3zHaubTe J1eueHHe

- [lneta ¢ HU3KUM

coaep)XaHnem
HaTpUA

AMNHOKNCNOTHI

CnupoHonaktoH 100
MI/CyT. +
doypocemung 40
MI/CyT




bone3sHb BunbcoHa-KoHoBasnoBa
(CMHOHUMBI: renaTtoLepebpanbHas AucTpodus,
renaToNeHTUKyNspHas AereHepaumst) — TsKenoe
HacneacTBeHHoe 3aboneBaHue,
XapaKTepu3ytoLleecsi COMETaHHbIM MOPaXXKeHNEM
NeyeHn U roIoBHOro Mo3ra, n obycnosneHHoe
HapyLleHNEM BHYTPUKIIETOYHOro TPaHCNopTa

Mean N HaKorJjieHneM ee B OpraHn3MeE.



Dr. Samuel A. K. Wilson
(1878-1937)
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ITNOJ10InS

E%I-é 360}'Ie3HVI BunbcoHa (BB) 6bin1 BriepBblie U30/1MpoOBaH B
-

pacrnonoXxeH B 13-M XpoMoOCoMe

KOAUPYET CTPYKTYPY MeabTpaHcrnopTupytowen ATdasbl P-
Tnna (ATP7B)

ATP7B nokanusyeTcsa B TPaHCMOPTHOM CETU annapara
[oNbaXn n MeMbpaHax MUTOXOHAPUN

ero poJsib B TpaHCNOpTE MeAN B NEYEHU K HACTOSILLIEMY
BPEMEHM TOYHO HE YCTaHOB/IEHA. BepoATHO, OH yYacTBYET B
TpaHcnopTe Mean M3 annapaTa [oNbAXN K KaHannKynsapHom
MeMbpaHe

M3BecTHO 6onee 200 MyTaLmK, 3aTParMBatoLLMX 3TOT reH.
Hanbonee pacnpocTtpaHeHHas U3 HUX B €BPOMNENCKUX
nonynaumax - mytauma H1069GIn (MyTaums, npuBoasilas K
3aMeHe aMMHOKUCOThI rMCTuanHa B nosoxeHnn 1069 Ha
ryTaMUHOBYIO KUCMOTY)
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KnuHuquKue MaHudecTauuu

[ ]
Nemonus ﬁ

OcTpbin renaturt

LHuppo3 nevyeHun

AN /

Konbuo Kansepa- ®neiw

XpOHVI‘-IeCKVIVI renaTuT

He,EI,OCTaTO‘-IHOCTb

OCTeoneva
apTponartus

CMH.quM PanbLKoHun
XpoHun4yeckuum
rnomepyrioHecppuT

MouyekameHHasa 60one3Hb
s

HeBpOHOFM‘-IeCKVIe N3IMeHeHus
Ncnxmnyeckne NaMeHeHus
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HeBpoJsiornueckue Mm3MEeHECHHU A

maHudectauusa — y 34%
yalle BCTpe4arTcH Ha 2-3 AeCATUNEeTUN XXU3HU

NPOSIBNEHUNA: OU3apTPUsA, HeYKIIOXeCTb,
noBbILLeHHasA canMBauuns, Mackoobpa3Hoe numuo,
anunenTnyeckue npunagku

Ha No34HUX cTaausix — crudarteribHble KOHTPAKTYPhbI,
NapKUNHCOHU3M, MbllLeYHaA CNaCTUYHOCTb

YMeHbLUAKTCA NPy aaeKBaTHOMN
Tepanuu




Ilcuxmyeckue n3sMeHEHU S

MaHndectauma —y 10%

[TposiBNEHUA: N3AMEHEHNE NOBEAEHUS,
CHMXKEeHMe paboToCnoCobHOCTU U
CNOCODOHOCTN K 0By4eHMt0, NabnnbHOCTb
HaCTpOEeHUs, NOBbILLEHHAS
9MOLMOHaNbHOCTb, UMMNYbCUBHOE
noBegeHne, genpeccus

Pa3peLwuatotca npu nevyeHmnm



Kouabsna Kanzepa - Dienmiepa

[1oaBNAIOTCSA NOCSIe HACbILEHUS NevYeHu
Me[Oblo, NO3TOMY PeaKo BCTpeYatoTcs y AeTen

Bctpeyatotca y 90% nauneHToB, UMEIOLLNX
HEBPOSIormyeckyto cumnrTomaTmky ny 50%
NaUMEHTOB C SIBHbIMW NPU3HaKamu
nopakeHMs NeYeHu




CKkpuHMHTI Ha bB

NpPoBOAAT NaLlMeHTaM B Bo3pacte A0 45 nert, mmerowmMm
cneaywoLwme npMsHakv ¥ CUMNTOMbI:

Heo6DbsiICHMMOe NoBbilleHue aKTUBHOCTU aMUHOTpPaHcdepas,

HeBbisiB/IeHHas 3Tnonorua ®MH, XpoHUUYecKoro renaTuTa,
LLMpPpO3a NeYeHHu;

HeBpoJIorMyeckne u3MeHeH1s1 HeyCTaHOBJIEHHOM
3TUOJIOrMUN: HapyLUeHne NnoBeaeHus,
HEeKOOpAUHMPOBAHHOCTb, TPEMOP, AUCKUHE3NUS;

rncuxnyeckme CMMNTOMbl B KOMGMHaLMM C
HEeBpPOJIOrM4eCKMMN U3SMEHEHUSAMU WU NPU3HaKaMu
3a6oneBaHnA NneyeHU, a TaKKe pedpaKTepHOCTb K
TPaAULIMOHHOMN Tepanuu;

konbua Kansepa-®neuvwepa, onpeaensieMbie npy o6bIYHOM
nccneaoBaHuu;

Heob6bsscHMMas npuobpereHHas KyMm6c-oTpuuartesnibHas
reMoiMTM4YecKas aHeMus;

ceMenHbIM aHaMHe3 no BB.



InarHoCTuka

AHaMHe3 1 pu3mnkanbHoe obcnenosaHme
CKPUHWHIOBbIE ANArHOCTUYECKNE TECTHI

TecT Hopma | BB
CbiBOPOTO4HbIN >200 <200 Mr/n
CyTo4Has aKcKpeuuns 20-50 [MoBblILIEeHne
Meaun C MoOYou MKr/cyT >100 MKr/cyT

Kansepa-®neunwepa c
NOMOLLIbIO LLie/1IEBOM
NaMnbl




[ononHUTeNbHbIE ANArHOCTUYEeCKHe TecCTbl

TecT HopMa bB

Copep>xaHue Mean B napeHxmme 15-60 MKr/r [loBbILLEeHMEe
neyeHu CyX. OCTaTKa >250 MKr/r
CyX. OCTaTKa
Kymbc-oTpruaTensHas - +
reMosimTuyeckasl aHemMmus
CBoboaHas Meab B CbIBOPOTKE KpoBK | <150 MKr/n [loBbiLLEHNE
> 150 MKr/n
[1-NneHuMnamMmHoOBbLIN TECT YBenunyexHue YBenunyexHue
R CYyTOYHOW CYyTOYHOW
3KCKpeuun Mean | akcKkpeuum meam
C MOYOMN He c Mo4on >1500

HabnogaeTcd

MKIF




[JonosnHuTeNnbHble AUAarHoCTU4YecKue TecCTbl
-

Y.

TEecT HOpMa bB
TBRrovYenne n3oTona Megn B 2 TINKa T mk
nuepynonjia3MuH NOBbILUEHUSA | NOBbILUEHUA
KOHLIEHTpaUuu | KOHLEeHTpauu
n Meam. U MeaMm: yepes
yepea3 248 |2u.

resonance imaging - MRI)

HeBponornueckoe v pagmonornyeckoe Busyasmsmpyioigee
MarHMTope3oHaHCHOe uccneposaHme Mmo3sra (magnetic

BunbcoHa-KoHoBanoBa

MonekynsapHo-reHeTU4eCKoe TeCTUpPOBaHMe:

BbisiBNeHne mytaumu reHa ATP7B - rpu o6Hapyxerum
reHotuna H1069G/ H1069G vwnn H1069G/ ? BbicTaBnaeTca anarHo3 6o0nes3nm




JleyeHUue

[lneta

JlekapcTBeHHasa Tepanus
TpaHcnnaHTaumsa nevyeqHu
[ eHHasa Tepanus
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D-neHuyniiaMmH

Mcnonb3yetca B nedeHnn bB ¢ cepegnHbl 50-x roqos

[1o cnx nop aTOT NpenapaT ocTaeTcd cpedcmeom
eblbopa u 30/10mbIM cmaHOapmom e sieyeHuu bB

MexaHnam gencTBua:. obpasoBaHUe xenaTHbIX
KOMMNMEKCOB C MeAbH0, KOTOPbIE

BblAENATCA C MOYOMN,
N NepeBo BHYTPUKNETOYHOM —
Mean B HeakKTUBHOE COCTOAHMEe Penicillamine




D-neHuyniiaMmH

[lo03a HacbiweHma - 10 12

ble 7 AHeW Ha

NOBLICUTCS [0
MKI/CyT.




TpuenTun

Ucnonb3yeTtca ¢ 1969 r. Kak anbTepHaTUBHLIN
MeAbXerlaTUPYHLWUN areHT y NaumeHToB,
WHTONEepPaHTHbIX K D-neHnumnnamuHy.

Npun nepexone Ha TPNEHTUH OONbLLUMHCTBO
no6o4HbIX 3chdekToB D-NneHnunnnammHa ncyesaer.

[ o3bl TpMeHTHa coctaBnAaoT 12 r B A€Hb,
pa3aeneHHbIX Ha 3 npuema.

NpenapaTt NnpUHUMAIOT HaTOLLaK

Hanbonee TsXenbiM Nno60YHbLIM S
acdphekTOoM ABNsieTcs e
cuoepobnacTtHas aHeMuS.

250 mg

3

100
L SYPRINE
; : 250 my
Ol

_ ©IMERCKACO,INC -
* Wt Palot, PA 19436, UBA =

250 mg



IHHuHk

NUcnonb3oBaHne OCHOBAHO Ha ero CNOCOOHOCTM yBenuuuBaTh

CUHTe3 MeAbCBA3bIBaOLWMX ONMKOB B 3NUTENIMN TOHKOU KULLKMU
U B renartouuTax, YTo npensitctByeT abcopobuum meam ns XXKT
n obecneymBaeT nepeBoa MeAn B HETOKCUYHOE COCTOsIHMe.

[o3a cynbghama unu auemama yuHka 150 mr B AeHb, ABa -TpU
npuema, mexay npmemMamm nuLum

LInHkK oTHOCUTEenbLHO 6e3onaceH, u3 Nnodo4HbIX 3chdekToB
Hanobornee 4YacTbIMU ABASAKOTCA paccTponucTBa co CTOPOHbI XKKT
U rosioBHas 6onb.

Llenecoo6pa3Ho ucnonb3oBaHue LMHKA Y aCUMMNTOMHbIX
OonbHbIX HA paHHUX CTaausx 3aboneBaHUst U B Ka4YecTBe
noanepXvBarLlen Tepanmm y naumueHToB, KOTOPbIM
npeaBapuTenibHO NpPoBOAUIIaCh Tepanus
MeObXxenaTUpyroLWnMMKU npenaparamu.

O,EIHOBpeMeHHOG Ha3Ha4eHue xXxenartopos MeaAn n ‘
npenapatoB LUMHKa HE peKOMeHAYEeTCH.




Terparuomoinoaar

MexaHuamamun AenCTBUA 3TOro npenaparta ABNSATCA:
obpaszoBaHue komnnekcoB ¢ meablo B XXKT un coiBopoTke
KPOBMU, UTO NPEnATCTBYeT COOTBETCTBEHHO ee abcopouum
U NPOHUKHOBEHUIO B TKaHU. PaccMmaTpuBaeTcsl Kak
noTeHuuanbHO 6onee 3ahheKTUBHLIN XernaTop Megu, Yem
D-neHMUMNnamMmH U TPUEHTUH.

B HacTosiLLee BpeMs MMeoTCA TONMbKO OrpaHUYeHHble
OaHHble O KIIMHNYeCKOM UCMOoSib30BaHUN 3TOro
npenapara.

CyTtouHas po3a coctasnset 120-200 wmr.
B kayecTBe No604YHbIX 3chheKkTOoB OnMcaHo
yrHeTeHue KOCTHOMO3roBOoro KpoBeTBOPEHMUS.




TpaHcnnaHmauyusi nevyeHu
[Toka3aHus K TpaHcnnaHTaunumy nevYeHu:

®l1H, accouynmpoBaHHasa ¢ reMmonm3om u
rmnepypukemMmnen.

[1porpeccupoBaHne ne4eHOYHOU
HeOoCTaTOYHOCTU, HE nogdaroLenNcs
MeONKaMEHTO3HOW KOPPEKL M.

Mokaszamenu oOHonemHeU ebiXueaeMocmu rocirie
mpaHcnaaHmauyuu cocmaeJsisirtom okosio 80%.

'eHHas1 mepanus



I emoxpomaro3s

HLA — accoumnpoBaHHoOe BPOXAEHHOEe
3aboneBaHue, Hacnegyemoe No ayToCOMHO-
peuucnBHOMY TUNy, obycnoBrieHHoe AedeKkTom
HFE — reHa 6-n xpoMocoMmbl, U CBA3aHHOE C
ype3Bbl4YauHO BbLICOKOU abcopbumen xenesa u
ero n30bITOYHbIM HaKOMNJIEHNEM B NMeYeHMU,
cepaue, nogxenyaodYHom xenese, runocgpuse m ap.
opraHax, pe3ynbTaToM KOTOPOro ABnsieTcs
noBpeXxaeHue KrneTokK n TkaHeun, omndpos

M pa3BMTMe ¢yHI(I'lMOHa'I-II:HOﬁ Nemoxpomaros -

He4OoCTaTOYHOCTN OPraHoB e

nevyeH




I emoxpomaro3

PacnpoctpaHeHHocTb 1:200- 1:300 (B
eBponenckon nonynsaummn, B KaBkasckon —
BblLLIE

HacerneHus |
6L °‘ é"_;;‘ -“i.’ ' (,“A‘.:\ - i "
Yaule bonetot B B A R
L W 4 .: ‘f“ et ""‘V.—j:‘ b ' LA
MY>XUUHbI B 40-60 neT 98wl nafl Seg s ot
R SR T AN oF SR Tl Ay
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B HopMme 3anachl GO gl 545 08




I emoxpomaro3
KIANMHUYECKAA KAPTHHA

[nutenbHoe 6eccUMMNTOMHOE TedYeHue

[TopakeHune neyeHun: renaTtomMeranus,
yBenu4yeHne ypoBHSA NevYeHOYHbIX
depmeHTOB, BUNUPYOUHA, LMPPO3 MNEYEHM,
renartouennionapHbIn pak (PUcK
yBenu4insaetca B 200 pa3)




I emoxpomaro3s
KINHUYCCKA KAPTHHA

[MopakeHne cepae4YHO-CoCcyaAnCTOMN

CUCTEeMbLI.

annaTtaumoHHasi, pexke pecTpuKTUBHas

KapanomMmmnonaTtus

HapylleHne pyutma n npoBoAUMOCTU
TeHgeHUMA K apTepuanbHOU rmnepTeH3nmn

[1Iporpeccupytowas, pedpakrepHasd
rleYyeHunto cepaeyHo-cocyancras
HegoCTaTOYHOCTb

K




I emoxpomaro3s
KINHUYCCKA KAPTHHA

OHOOKPUHHAaA cucTema: caxapHbin gmnaber C
MHCYINTMHOPE3NCTEHTHOCTbLIO; TMNOdU3aPHbIN
rMNnoroHagusm; rmnoTupeos

CycTaBbl: apTpanrus, oTek, aedopmaums

Koxa: menaHogepmuna — gudpgysHagd
MUrMeHTauns KoXxu (OTnoXxeHue
remocugepuHa u menaHuHa)




BropuyHas nmeperpyska xejae3omM

AHeMuun c HeapPEeKTUBHDLIM
3pPUTPONOI3ZOM

Bone3Hu neyeHun: ankoronbHasa 600ne3Hb

ne4vyeHun, BUpyCHbIn renatut C, umppos
rne4vyeHu

[lapeHTepanbHasa neperpysKa

XKerne3om (remortTpaHcC 3IUU ECE PY3EA
( P Py ’ )K.Enzao?ul

ANUTenbHbIN remoananus)




I emoxpomaro3s
ATAATHOCTHUKA

[Mpn3Haku, KOTopble MOTYT yKa3blBaTb Ha
reMoxpomaToa3:

e [ernomerannsa HeEACHOro reHesa

e HenokannsoBaHHble YNOpHbIE ODOMNKM B XXMUBOTE
e CaxapHbi anabet

e ApTponartugd

e [MNoroHagm3am HEACHOUN 3TUOMNOMKU

o [lurmeHTaumna Koxu



I emoxpomaro3s
ATAATHOCTHUKA

CbIBOpPOTOYHOE Xene30 (KnHn4yeckas 3Ha4MMOCTb
HeBbICOKas) BbICOKOe coaepxaHue Tonbko y 20%
nauueHToB)

YBenunyeHue KoadhdpuumeHta HacbIieHUS
TpaHcdepuHa xenesom >70% (Hopma 20-40%)

BbICOKUM YPpOBEHb CbIBOPOTOYHOro peppnUTrUHa
(Hopma 10-200 mkr/n)

«30M10TON CTaHOAPT» - OMONcuUsa neyvyeHn co
crneuynanbHOU OKPACKOU , KOFINYeCTBEHHbIM
onpepeneHuem copgepxaHusa xenesa (Hopma — 100
Mr) 1 pacyeToM NeYyeHOYHOro UHAEKCca Xeresa
(Hopma < 1,9)

BoisBneHne mytauum HFE- reHa (MUP-guarHocTuka)



Ouenka, Kommenmapuu u 0eucmeus

BapuaHTt 1: HT>K<45 % n C®<250 MKr/n y My>X4uH
mnm CO<200 mkr/n y xeHWwwuH - XK oTcytcTByeT

BapunaHt 2: HT)XX>45% npu CP>250 mkr/n y
MY>XYUH nnn CP>200 MKr/n y XXeHWnH —
KOCBEHHbLIN Npu3HakK )X TecTbl cneayeTt NoBTOPUTbL
no KpanHen mepe 1 pas. HanpasneHne nauueHTa
Ha MeOWUKO-reHETUYECKOEe KOHCYIBETUPOBaHMeE.

BapuaHT 3: Ipn nonoXxmtensHoM peakunn Ha
remocmaepuH no metoay llepnca - HanpaeBneHue
naymeHTa Ha MeaUKo-reHeTn4yeckKoe
KOHCYIbTUPOBaHME.



Jluaznocmuueckue meponpusamui

[TLIP-onarHoctuka mytaumm HFE reHa

BapwuaHT 1: [lpn BbIABNeHUN reHoTuna
C282Y/C282Y v Hann4um K BbicTaBnsaeTcs

anarHo3 ' X.

BapwuaHT 2: BoisgBrieHue reHotunos D63H
/D63H nnn C282Y/D63H Tpebyer :

BblidcHeHna Hanununa NM>XX m
ncknoveHua sTopmnyHon N



I emoxpomaro3s
JIeUCHH e

Ounetn4yeckue orpaHnNn4YeHumA He UMeoT
npUHUMMNNaNbHOro 3Ha4yeHus

®dne6otomun 300-500 mn 1-2 pa3a/Hea. C
U3MepeHneM reMmaToKpuTa nepea Kaxxaow
npouenypoun (nageHne He 6onee 20%)

OrpaHun4yeHue cnedboTommnm npm OCTUXKEHUMN
ypolBHﬂ depputnHa 50 mkr/n, npekpawieHue - 25
MKr/n

OrpaHuyeHue notpedbneHus Butamuua C

JKCTpakopnopanbHas AeTOKCUKauus o
(remocop6buusa, nnasmodepes) |

XenesokomnnekcoHbl-AedepokcaMuH |
1r/cyT

MoHuTopuHr no N'4P



