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DYHKIIUH [EYCHU

Bce npeBpameHusi 0eJKOB, JMIHMIAOB, YIJIEBOIAOB,

AKCJIYHBIX IIHI'MCHTOB, I'OPpMOHOB, HOp(l)I/IpI/IHOB U T.II.
OCYIIECTBIISIIOTCS C IOMOIIBIO (hepMeHmHbIX cucmem, KOTOPHIC
SBJISIFOTCS KaTaJM3aTopaMu METa0O0JIMYECKUX IIPOILIECCOB (YCKOPSIOT
X OPOTEKAHUE B ICCATKHU pa3).

B meueHn  OTKIampiBacTcss TEMONMOITHYECCKUM  (paKTop
(IMaHOKOOAJIaMHMH), KOTOPBIM MO ME€pPEe HEOOXOAMMOCTH ITOCTYHAET B
OpraHbl KpOBETBOpPEHUsS (KOCTHBIM MO3r M Jp.), oOecredynBas
HOPMOOIACTUYECKUI TUIT KPOBETBOPEHMUA.

[leuenr  BeIOJHAET OAPbEPHYK  (QYHKIHIO  («cTpax
opraHusma»), TnpeBpamas (ImyTeM OHMOXMMHYECKHUX PEaKIHil)
TOKCUYECKUE BENIECTBA, MOCTYMNAIONIAE W3 KHUIICYHUKA B IEYCHB 10
v.portac, B Oe3BpeaHbICE (aMMHAaK — B MOYEBHHY, HMHJOJI — B
WMHJIOKCUJICEPHYIO KHUCJIOTY — MHJIMKAH U T.II.).



OCHOBHbIE ®YHKLUN
NMNEYEHU

benkoBbin 06MeH : CMHTE3
anbbyMuHa,rnobynmHoBs,
¢dnbpmuHoreHa,npoTpoMbuHa,
NPOKOHBEPTUHA U Ap.
(cBepTbiBAE€MOCTb KPOBMW)

B neyeHu NpoxXoaaT BCe 3Tanbl
pacluensieHus 6enkoB Ao
o6bpa3zoBaHns MOYEBUHbI U3 aMMMaAKa
— AE€3UHTOKCUKALMOHHAaA (pyHKLUMN
rneyeHm



XXuposou obMeH

leyeHb UrpaeT BeayLlyro posb B
obMeHe NMNMAOB:HEeUTPaAJIbHbIX
YXUPHbIX KUCJIOT,XOJIeCTepUHa
¢docchonmnuaos ,CMHTES
TpyUurnuuepumaos,nnonpoTenaos



OYHKLUNUN NEYEHW

YrnesoaHbI 06MeH: peaKuun
NPpoOMeXxXyTouyHoro obmeHa
yrnesoAoB-rpeBpalleHMe rasiaktosbl
B IrNOKO3Y,(PpYyKTO3bl B I/1IOKO3Y,
CUHTE3 U pacnaj rmmKoreHa
OKMUCJIeHUe r/loKo3bl,06pasoBaHue
rMIOKYPOHOBOWU KUCJIOTDI.



XpOHUUYECKUUN renaTtumT



XPOHUYCCKHMHU IeMaTUT — 3TO

MOJMITHOJIOTHYECKUUA TUPPY3HBIN

HEKPOBOCNAJUTEIbLHBIN MPOLECC B
[eYEeHMU,

JUIAIIUACH 0e3 yJaydIlneHus

0oJ1ee 6 MecsLIeB U ellle He
IBOJTIOIMOHUPOBABIINUA B IUPPO3
[CYCHH.



Kinaccupuxkanmus XpoOHHYECKUX IenaTuroB
(JIoc-Angikenec, 1994)

Ho smuonozuu u namocenesy
XpoHHYEeCKNI BUPYCHBIN renarur B.
XpoHuYeCcKUd BUPYCHBbIH renatut [ (xeanTa).
XpoHuuyeckuid BUPYCHbIN remnarut C.

HeonpenejseHHbIl XPOHUYECKUN BHUPYCHBIA Tremarur (BHPYChI
renatuta K, G u ap.).

AYTOUMMYHHBIN renarur:

Tun 1 (anTH-SMA, aHTH-ANA-1II03UTUBHBIN);

TUN 2 (AHTU-LKM1-103UTUBHBIN);

TH 3 (AHTU-SLA-1103UTUBHBIN).
JlekapCTBEHHO-UHAYLUPOBAHHBIN XPOHUYECCKUN IelaTUT.

KpunroreHHbld XpPOHHYECKHH Trenarur (HeyCTAHOBJIEHHOM
3THOJIOTHH).



Mo KAMHNYECKUM, BUOXMMUUYECKUM,

r’MCTO/IOrMYECKUM KPpUTEPUSAM

1o aKTUBHOCTMU npouecca — onpegensercs
TAXKEeCTbIO HEKpPO-BOCMNaJIMTEJIbHOIO npoLecca B
neyeHu

a)MMHMMANbHASA AaKTUBHOCTb 6)yMepeHHasn B)
BbIpa)KeHHasn

Ctagusa XpoHU4YeCcKoro renaTturta —
onpepenseTcaBbipaXXeHHOCTbIO pnbposa u
pa3sBUTUEM LUMPpPO3a

Octagus — HeT pnbpo3a; 1 — yMepeHHbIN
nepunopTasibHbii (pnb6pPO3; 2- yMEepeHHbIN
¢dunbpo3 c nepunoprTanbHbIMK CENTaMH;
Bblpa)KeHHbIX (pnbpo3 C NOpTOLEHTPAJIbHbIMU
cenTamMu; 4 — UMPPO3 NeYeHHU



OCHOBHbIe KJIMHU4YeCcKue CUHAPOMDbLbI M
CMMINTOMDbI NPU XPOHUYHECKUX renatTntTax

1. BojeBoud CMHAPOM (Tymble, HOKWOIME 00JH, OIIYLICHHUE
TAKECTH B MNPaBOM Mmoapedepbe ¢ Hppaguanuen B
[IPaBYIO MOJIOBUHY I'PYTHOM KJIETKH).

2. Ilucniencu4ecKUd CHHAPOM (TOIIHOTA, PEeAKO — PBOTA, HE
INPUHOCAIIAA 00/IerYeHHus, OTPHIKKA NTOPbKHM, TOPbKHI
BKYC BO PTY, NOHMKEHHUE aIlIlleTHUTA, CKJIOHHOCTH K
3amopam).

3. ACTEHUYEeCKUHA (ACTEHO-BEereTaTUBHbIA) CHHAPOM
(o0mas cJ1200CTh, ObICcTpas YTOMJISIEMOCTb,
MHOHUKEHHASI pa00TOCIIOCOOHOCTD, ANATUSA M T.IL.).

. Jpyrue xajgo0bl (KOXHBIM 3yl M  T.IL).
I'emopparnyeckuit, CYCTaBHOM, JIUXOPATOYHBIN
CHMH/POMBI



6beKkTuBHbIE faHHbIe Npw
XPOHUYECKUX renaTturax

1. XXenTtyxa (icterus) nnm cybuKkTepmyHoOCTb (Ha
cknepax rnas, CAmM3ucTon Markoro Hééa).
BcTpeyatoTcs 6e3xxenTyLlHble (POpMbl.



O6beKkTuBHbIE AaHHbIe Npw
XPOHUYECKUX renaTturax

TeMHO-)XXenrtoro
(onnBKOBOIroO)
LBeTa Moua

'Mnoxonua Kana:

KoO)XHble
reMmopparmm

(peako)




O61beKkTuBHbIE AaHHbIEe Npw
XPOHUYECKUX renaTurax

KO)XHble «neyeHOUYHble>» 3HAaKM:

TeJIeaHrM3KTa3um
(«cocyauncrbie
3BEe340UYKN>»);




O6bekTuBHDbIE AaHHbIE NpPW
XPOHUYECKUX renaTurax

KO)XHble «NneyeHOUYHbIe>» 3HAKM

KcaHTOMDI KcaHTenasmbl



O6bekTuBHDbIE AaHHbIE NpPW
XPOHUYECKUX renaTurax

Ko)XHble «neyeHOUYHbIe>» 3HaKM

Bbrieck HOIrTeM mn
MKTEPUYHOCTDb CKNep

NManbMmapHasa m
nJIaHTapHas s3puTeMa




O61beKkTuBHbIE AaHHbIe Npw
XPOHUYECKMX renaTturax

3. I'emaromMmeranug 4. CrieHoMerajaius



CraHpapt o6cnenosaHmsa 60/1bHbLIX C NATONIOrMen
neyeHum
O6LwWwunin aHanM3 KPoBU, MOUM, Kana

BMOXMMMUEeCKnm aHanuns Kkposm (6noxmmmnueckue
KOHCTEeNNauMM npm 3aboneBaHnax neueHm)

Bupyconornueckasi AMarHoctuka (Mapkepbi
BMPYCHbIX renaTuToB)

Ceponoruueckas AmarHoctuka (onpepesn. aHturten)
OHkomMapkepbl (ADI, P3A)

UHCTpyMeHTalbHasA AMarHOCTUKa
Y31 opraHoB nuiueBapeHns; KpoBOTOK (gonnnep)
KT, MPT opraHoB nuiwyeBapeHus
buoncusa neyeHu
dIracC ,peHtreHonornyeckoe obcnenosaHue XKT
MeToabl onpeneneHun creneHn ¢pmbposa neueHun



buoxuMu4eckue KOHCTEJIANMHI («CO3Be3AUs») MPH
AP @y3HbIX 32a00/1eBAHUAX [TeYCHH (XPOHUYECCKUMA

rexnaTur, HUPpPoO3 nMeYeHu)
1. CHHAPOM IUTOJIM3A:

a) uHauKaTopHblie GepmenTnl: AJAT (1), ACAT (1), OpHUTHH-
kapoamuarpancdepasa (1), JAI'-5 (1), copoutaernaporenasa (1);

0) cbIBOpPOTOUYHOE Kej1e30 (1);
B) CBA3AHHBIN U CBOOOAHBIA OMIMPYOHH (T1);
r) BuTaMuH B ,-nnanokodanamus (7).

2. CuHapoMm xoJjecrasa:

a) IKCKpeTOpHbIe (hepMeHTHI: megdouHas (pocharaza — HID (1);
ramma-riramuiarpancnenrtuaaza — y-I'TII (7); 5-mHykiaeoruaasa

(1)s

0) xosiectepuH (1), cBA3aHHbIN OMJIUPYOHH (1), JKeJTYHbIE KHCJIOTHI

(M



buoxuMuyeckre KOHCTEJIAIMM («co3Be3ausi») npu 1upPy3HbIX
3200/1eBAaHUSX IIEYEHH (IIpOJOIKEHNE)

3. CHHAPOM MNEYEHOYHOKJIETOYHOM HEA0CTATOYHOCTH (HApyUIeHHs

CUHTEeTHYECKOM (PYHKIHMU IEYEeHH), WM TIenaroaenpecCuBHbIN
CHUHAPOM:

a) HHKpeTOpHbIe (pepMEeHTHI: X0JUHICTEpPa3a (|), uepyaoniaasmMuH (|);
0) xosectepuH (|);

B) 001U 0€eJI0K (|); aab0yMUHBI (|);

r) npoTpoMOMH (|); GudpuHoOreH (|);

4. AMMYHOBOCIIAJIUTEIbHBIMCUHAPOM: Hecnemu(puyecKnenoKa3areu
a) o01uu 0esiok (1); ) ramma-ri100yauHbI (T); *MMYHOIVIO0YIMHBLI G, A u M
0)LE kjerTku, J0:KHOMOJ0KUTeAbHAasgs RW, peBmarouanbiid pakrop
Cnennduueckne nmoka3sareyu:

B)ayTOAHTHUTEA: AHTUHYKJIeapHbie (ANA), aHTUMHUTOXOHIAPUAJbHBIEC
(AMA), K NIaIKOMbIIIEYHBIM dJIeMeHTaM nedyeHu (SMA), K MUKpocoMaM
neyeHu ¥ moyek (LKM1), kK pacTBOPUMBIM NeYEeHOYHbIM aHTUIeHaM (SLA),
K NeYEeHOYHONMAaHKpeaTuyecKuM antureHam (LP).



Kinaccupukanysa XpoHHYECKHX renaTuroB
(mpomoJKeHue)

1o KIMHUKO-OMOXUMHNUYECKHUM U
rMCTOJIOTHYE€CKUM KPUTEPUSAM (OLIEHUBAIOT

BbIPAKEHHOCTh — AKTUBHOCTD-
HEeKPOBOCIAJIUTEIbHBIX NPOLIECCOB B
MeYeHHn)
1.CreneHb AKTHMBHOCTH 10 YPOBHIO
aMHHOTpaHc(pepas:

a) «msarkue» ¢popmbl (AJAT < 3 HOpM);MHH. aKT
0) ymepennsbie popmbl (AJAT 3-10 HopMm);cpenH.
B) TsikeJbie GpopMbl (AJAT > 10 HOpM);BBICOKAs



CTeneHb aKTUBHOCTMU NnpoLecca
NHaekc rucronornyeckon akrtusHoctu (UrA)

npouecca u AMarHo3 XpoHu4yeckoro renaturta no

HUTA
(yuuThIBAIOTC
sl IepBbIe TPH
KOMIIOHEHTA)

1-3

9-12

13-18

Knodell

JAnarno3s

XPpOHMYECKUN IrenaTur ¢
MHUHHUMAJIbHOU
AKTHBHOCTHIO IpoLecca

CanaboBbIpasKeHHbIN
XPOHUYECKUH IrermaTuT

YMepeHHbI XPOHUYeCKU
renaTur

Tsxenbiil XpOHUYECKUI
renaTur

J/InarHo3 B COOTBETCTBHUH €
NPUHATON MOP(OJI0rnYecKom
HOMEHKJIATYPOil

XpoHuyecKuu J00yJapHBIN
renartut, XIII'

Tsaxeabld XPOHUYECKUMN
JoOyasapubin rematut, XIII,
cj1a0oBbIpakeHHbIH XAT

Ymepennbiii XAI

Taxeaniii XAI' ¢ MOCTOBUIHBIMH
HEKPpO3aMH



MHCTpyMeHTaJIbHasA ANarHOCTUKa XPOHUYECKUX
renaTuToB

1. VY3HU (yabrpaconorpadusi me4YeHH, CeJIe3eHKH,
KEJTYHOI0 IMYy3bIPs, MOAKEJTYI0YHOU KeJie3bl U IMOYeK,
BOPOTHAsl BE€HA, MEYCHOUYHbIA KPOBOTOK); AU PYy3HO
yBeJINYEHHAs], TUIIEPIXOreHHAsl IeYeHb C POBHBLIMH
KOHTYPaMHu.

2. JIuHAMH4YeCKasl U CTATHYECKAasl CHMHTUTPADUA NeYCHHU
U ceie3eHKHU (PAAUOHYKJIUIHBIN METO).

3. JlomoJIHMTEJbHbIe HMHCTPYMEHTAJIbHbIE  METO/bI:
KOMIIbIOTEPHAasi TOMOrpagus, MArHUTHO-PE30HAHCHANA
XOJIAaHTMONIaHKpeaTorpadus, IPXIIT, ouoncus
MeYeHH.

4. Onpeneienue creneHu Gpudposa nmevyeHn



CoBpeMeHHble MeToAbl BU3yasim3aLuu
¢hmnbpo3a
vy3[, KT, MPT

KpaTkoBpeMeHHas HenpsaMas anacrorpadpus
(annapaTt «®U6pocKaH>)

MarHuTo-pe3oHaHCHas 3nacrorpadpmus
KoMnbloTepHasa nporpamMmma «®uMbpoKBaHT»
dunbpoMakc - nporpamma «®dubportecr»

Y3-chbmbposanacrorpadpun
OANCKpMMHMHaAHTHaA WKana boOHaAYMHM
LLikana NAFLD fibrosis score, OELF test

Mopdonornyeckan oueHka 6montata neueHm
(cucrtema oueHkn METAVIR, Knodell, B.B. Cepgazanm:

onpepesieHne rmcTosIorMYeCcKol aKTUBHOCTY, Ll &
ctenexnun ¢om6bpo3a) Ve




Kiaaccnpukanus XpoHHYECKHX renaTuToB
Craausa xpounyeckoro renarura (OMONTAT)

unjaexc puodposa no Knodell (ounenuBarT B 0ajj1ax):
0 6aioB — (pUOPO3 OTCYTCTBYET;
1 6am1 — CJIA00OBBIPAKEHHBIA MEPUIIOPTAIbHbIN
puodpo3;
2 Oauta — YMepPeHHbIM ¢GuoOpo3 ¢ MmoprTo-
MOPTAJIbHBIMM CENTAMM;

3 0a1a — BbIpaxKeHHbIA (PUOPO3 C MOPTO-
HEHTPAJbLHbIMH CENTAMM;

4 0a/uta — HUPPO3 MeYeHHU (CTeleHb THAXKECTH
HUPPO3a IMEYECHH M ero Craaus omnpeaeasercd
BbIPAKEHHOCTHI0 IOPTAJbLHON TIHNEPTEH3UU U
MEeYCHOYHOKJIETOYHON HEAOCTATOYHOCTH).



Kiaaccupukanus XpoOHHUYECKHUX
rernaTuToB

Ouenka ¢puoOposa nmo mkagse METAVIR:

F0-¢pubpo3 orcyrcTByeT
F1-ciiaboBbipaskeHHbIN PUOPO3
F2-ymepenunsiii Gpuopos
F3-BbIpaKeHHbIN(DUOPO3
F4-uuppo3 neyeHu
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Pacnpocrpanenue (4acrora)
PA3JIMYHbIX 3THOJOTHYECKUX (hopM
XPOHUYECKHUX IenaTuToB

1. Bupycubii rematur C: 34%.
2. Bupycusiii renaturt B: 9%, B TOM uncie
B COApPYKecTBe ¢ BUpycoMm remarura /1: 6%.

3. AJIKOroJbHBIN cTearorenarut: 35%,
HAXKBII - 37,3%

4. AyroumMmyHHbIN remarut: 1%.
5. JlekapcrBeHnHblil renatut: 1%.
6. Kpunrorennsiii remarur: 16%.
7. Apyrue npuuuHbi: 4%.



BUpycCHble renatuthbl B
HBs Ag

obonouyka *

AOHK nonunmepa3sa

HBe Ag \/ "'B“Ir Ag

AHTutena HBe Ag AHTtutena HBcor Ag JgM
JgG



Bupyc renatuta B
BoiaensarT 10 reHotunoB BI'B, KoTopble

o00o03Ha4arTCA NnaTUHCKUMKU OykBamu oT A o J.
Ona KaXXporo reHOTUNAa XapaKkTepHbI
onpeaeneHHble reorpapuvyeckue N ITHUYECKue
0Cco0b0eHHOCTH pacnpocTpaHeHHocTU. B Poccumnckon
depnepaunm Hamdbonee 4YacTo BCTpe4varoTcs
reHotunbl D n A, KOTOpble BbIABIAOTCS

opueHTnpoBo4Ho B 90 u 10% cnyyaesB
COOTBETCTBEHHO.

KnnHuyeckoe tedyeHune un ucxon Xi'rB moryr
3aBuceTb oT reHotuna BI'B. XI'B, BbI3BaHHbIN
Bupycom reHotunoB C u D, nmeet 60nbLUINUN PUCK
nporpeccupoBaHus, YeM BbI3BaHHbIN FeHOTUNOM A



Craauu nmopaskeHus ne4eHu BUPYCOM
(Ha mpuMepe BUPYCHOTo remarura B)

. HBV npoHukKaT B renaTtouuT NPU Y4aCTHH CHIBOPOTOYHOI0 aJIbOYMHUHA.

Bupycnas JIHK TpaHcnmoprupyercss K siApPy remnarouura, rjge Npv y4acTHH
¢pepmenta JIHK-mostumepasbl CHHTE3HMPYKTCH BUPYCHble aHTUreHbl: HBs-,
HBc¢, HBeAg u JJHK ¢ mocaenyrwomum o0pa3oBaHueM IOJHOI0 BHPHOHA —
yactuubl JleiiHa: pasBuBaercs (paza pemyimkanuu («Bocrnpousseaenus») HBV.,

da3za pemsmukauuu HBV xapakrepusyercsi BbICOKON HH(PEKIHUO3HOCTHIO, HO
BO3MOKHA M MoJiHast dauMuHanusa HBV u3 opranuzma (CHOHTaAaHHAs WM NOJ
BJIUSIHUEM NPOTUBOBUPYCHBIX CPEACTB).

da3za uHTerpanuu («BcTrpauBaHus») resoma HBV B renom remarouura c
ucuyesHopeHueM HBV u3 CbhIBOPOTKHM KpPOBH; KOHTArMO3HOCTHL HHM3Ka, HO
ymuMuHanusa HBV u3 kpoBH CTaHOBHMTCH HEBO3MOKHOM (IPOTHBOBHMPYCHAS
Tepanus HeIPekTUBHA).

IIpu uHTerpamuu BupycHoro (HBV) u kieroyHoro (remarouur) reHoMoB
BO3MOKHO pa3BuUTHE renaToue/UIKJIsIPHOrO paka (remarombi),
CONPOBOKIAIIUMCH BBICOKMM COAEPKAHMEM B KPOBU ajib(pa-(PeTonporenHa.



Mapkepbl BUPYCHbIX renaTuToB
1. Bupycusbiii renatut B (HBV)

(paza periMKanMU: B _CbHIBOPOTKE KPOBH
—HBeAg, DNA-HBV u DNA-p, HBsAg,
anTu-HBclgM;; B TKAHU [eYeHH (B
[ePUHYKJIeapHOH 30He renarouura) — HBcAg;

(paza uHTErpanmuu: B CHIBOPOTKE KPOBH
—HBsAg, antu-HBclgG, antu-HBe; B Tkanu
neyeHu (B uuroIriazme remarouura) — HBsAg.

IIpumeuanue:

1. IlpucyrcrBHe B TKAHU IMEYCHU HBSAg — IHNPHU3HAK XPOHHU3AIIUU

npouecca, a HBcAg — ¢gaspl pemyimkanuu Bupyca.

2. IIpu pocrukenuu pemuccur u3 kpoBu ucyedarwtr HBeAg u HBV-DNA u
nosijsiercss antu-HBe (cepoxkonBepcusi).



BUpyCHbIEe renaTtuThbl
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l’eHoTnbl HCV

Ha ocHOBaHMM aHaIn3a HYKJ1eOTUAHOMN nocnepoBaTenbHOCTU NS5
permoHa MexxayHapoaHoW uccjieqoBaTesIbCKOU rpynnoun

BbigeneHo 6 ocHoBHbIX reHoTunos HCV. HekoTopble U3 HUX
nMeroT 2 unun 3 6nn3kux BapmaHTa (nogTuna) Bupyca. FleHoTMnNbI
npoHyMepoBaHbl apabckumm undppamm (B nopsake nx
OTKPbITUA), NOATUNbI 0603HAYaAIOTCA CTPOUYHbIMU ByKBaMM
(TaKoxe B nopsiaKe OTKPbITUSA).

OcobeHHO TsH)KeNno nporekaeT 3aboneBaHue Npu 3apaxeHum
BUpyCcOM reHotuna 1b.

Mpu 3apaxeHnn BUpycom reHoTtuna 1b peunamsbl renaTtura
nocJsie TpaHCrJlaHTalMM neyeHn HabnarogaroTca vatlle.

Bupyc reHotuna 4 , obHapy)xuBaeMbi B OCHOBHOM Ha CpeaHeM
BocToke, Takke ycronuns kK UOH.

3P PEeKTUBHOCTDb JIeYEeHUSs HAMHOIO BbilUe NpU renaTuTax,
Bbi3BaHHbIX BUPyCaMu reHOTUNoOB 2a u 2b.

KBasuBuabl — reteporeHHass KOMbuHaumnsa 6/1IM3KOPOACTBEHHbIX
MYTaHTHbIX FeHOMOB, 06pa3ylowmxcs scneacreme 6osbLIon
YyacToTbl ownb0K npm pennmkauum PHK. KBasueuabl
XapaKTepu3syroTCA pa3/IMuYHOU YYBCTBUTE/IbHOCTbIO K UDH.



Mapkepbl HCV

AHTM HCV cymMmmMapHble
AHTM HCVIgG

AHTM HCVIgM

RNA HCV



®A3bl TEHEHUA HCV-UHOEKLIA

Octpas paza Jlatenrtnag paza - GazapeakTUBal MU
Octpbiit —® XpoHUueKui remaTut * [luppos — *I'emaro-
renaTuT NEYCHHU KapLHHOMa

AT e
\ BupyCesus (HCV-PHK)

| | I

HAYAAQ 10 20 30 TOA b



BUpyCHbie renaTtuThl

PHK

HDV core ‘¢

HBsAg

= HDV



Mapkepbl BUPYCHbIX I'CIIAaTUTOB

BupycHsbiii renarut /I (HDV)

B CHIBOPOTKE KPOBU OOHAPYKHUBAIOT
Mapkepbl BHpPYcOB remarutoB B wm /]
(meabra): HBsAg, antu-HDVIgM nu
HDVIgG (mociaeanuii 0o0HApPY:KMBAlOT B
BbICOKOM THUTPE NPH XPOHU3AIMHU Ipolecca
B nmeyeHn); B TkaHu nedyenu — HDV-RNA
(MeTOX MMMYHO(IIOOPECHEHIIUN).



AyTOMMMYHHbIU renaTtut (AUIN)

XpoHnyeckoe camMmonoaaepxmsatoLieecs
Ha NPOTSXKEHUN KaK MUHUMYM 6 MeC
BOCMaJ/ieHMUe NnevYeHum,
XapaKTepu3sylowieecsi rmcToJ/iIorM4YecKm
nepunopTasibHbIM renaTuTom,
nabopatopHo —
runepramMmMmarsiobéysimHeMmen n
HaJiIMuMeM ayTOaHTUTEeN



[OAvnarHocTnyeckmue KpuTepmMm ayTomMMyHHOro
renaTuTa

1.UckiaroyeHue APYrUX BO3MOKHBIX
ATHOJIOTHYECKHX (PAKTOPOB renaruToB (BHPYC,
AJIKOI'0J1b, JICKAPCTBA).

2. Pe3xkoe yBeaunuenue COI.
3. BolpaxkeHHas runepraMmarjio0yJJuHeMusl.

4. Hannuue AYTOAHTHUTEJI K SIICPHOMY
ayroaHTureny (ANA), Ne4eHOYHO-NOYEeYHbIM
mukpocomam  (LKM), m1aakoMbIlIeYHbIM

ayroanTurenam (SMA), B TOM 4HcCJIe K AKTHHY
(anTH-F-akTHHOBBIE AYyTOAHTHUTEJIA).

5. Boicokass akTuBHOCTHh npouecca — AJIT OoJree

4 N .



AnarHocTnueckue Kpurepmm ayTouMMyHHOI O
renaTuta (Npoao/mHKeHue)

6. Hajimune npeuMymecCTBEHHO IJIA3MOKJIETOYHOMI
BOCIAJIMTEJIbHOU MHPUILTPAIIMA B NCYCHU.

7. beICTpBIA M OTYETIUBBLIM IPPEKT NPUMEHEHUSA
IPeIHU30I0HA /| a3aTHONPHHA
(MMMYHOCYNIpeCCMBHAS Tepanus).

JlonoJHUTEIbHbIE KPUTCPUH:

a) HaJuuyue Yy OOJBbHBIX [APYrux 3a00J1eBaHUIl
AYTOUMMYHHOIO reHesa (AYTOMMMYHHBI
Tupeouaurt, cuHapoM lllérpena, sA3BeHHBIN
KOJIUT M JIP.) - BHENECYECHOYHbIC MPOSIBJICHUS.

0) oOHapykeHHe B KpPOBM  oOlpeaeJeHHbIX

AHTHUITeHOB TucTocoBMecTUMOCTH cucrtembl HL A
Jokychl B8, DR3, DR4.




[TonunopraHHbie NopaxeHus nNpm

AUT
PeBMaTOMAHDbIN BaCKy/IUT
apTpuT
'emonuTnueckas leunouMKnMUT
aHeMus CvHpgpoM PeuHo
;nomepynouecl‘)’pm Ovyarosas
YTOMMMYHHbIW

TMpEOUaNT cknepoaepMms
AyTOMMMYHHas CaxapHbin
TpoM6ouuTONEHUs avaber 1 Tun

CuHpgpom

LLlerpeHa



AUT (npopomxeHue)

AUI I Tvun — ANA (70-80%), SMA
(50-70%), aHTUHenTpodUIbHbIE

HuTOonsila3MaTUMyYecKue aHTturtena fB-
™na (B-ANCA).

PasBuBaeTcs Yy MOJ1OAbIX YXE€HLUWH U B
nocrMeHonayse. LUuppo3
dopmupyertcs y 43% HeneuyeHHbIX
60/1bHbIX B TeYueHue 3 ner.



AUT (npopomxeHue)

AUl 11 Tun — LKM-1, vHorpga B
couetaHuum c LKM-2.

Yawie pa3BuBaeTcsa y aereu o 14 ner,
npoTeKaeT TAXeno, uMppo3 3a 3 roga
pa3BuBaeTcs Y 82% 60/bHbIX



8% naumeHTos ¢ AU uMeoT
aHTMTena x aHTureHy M2

| 1o'bmmmemm

pam»mu arPxXnr

NOTUHECKYIO KAPTHHY M
SPXNI-npusHaxu,

xapaxrepssie ans MNCX

13% nauneHTos MMET NPu3-
HaKKM, THNK4HBIE [na AWT,

HO AYTOaHTUTeNa NPH 3TOM

10% naumexTos ¢ npeoénana-
, e
_ MMEIOT NPUIHAKMN, XapaK-
OBepnan cuHApoOM TepHe [ XporiCKOrD
yTsKensertr reyeHme AUl BMPYCHOrO renaruta

- Mum
(overlap-syndrom) Rl




JlekapCTBEeHHbIe NopaXeHuUs NnevYeHn
(KNUHNYeCcKmne pekomeHagaumm ans

Bpa4vewn) Rus J Gastroenterol Hepatol
Coloproctol 2019;

CoBeTOM MeXAyHapoOAHbIX OpraHu3saumu
MeaAnUMHCKUX HaykK (Council for International
Organizations of Medical Sciences — CIOMS) :
npeaAnoYTUTENIbHbIM CITYXXUT TEPMUH
< neKkapcTBeHHOe noBpexaeHune nevyeHmn>,
NOCKOJIbKY B OTCYTCTBME N'MCTONOIrM4YecKnx
AaHHbLIX HEBO3MOXHO roBOPUTbL O €ro
KOHKPeTHOM Tune.



[enaTOoTOKCHYECKME JieKapCTBEHHbIe
cpeacrea (yalle BcTpeyarouimecs B
KJINHUKe)

MNTIM — cTpenToOMULMH,
pudaMnuumH,
¢dTuBasua, NACK,
n3oHmasua, H2 —
6nokartopnbi, UMM

[poTuBOONyxoJsieBblie
NMMMyHOAEenpecCaHThbl

KOHTpaLuenTuBbl
(3cTporeHbl)

Napauetamon!
AMOKCUknaBl!
CTaTuHbI
NHbAnMkcnMab

NMpoTuBoanabeTrnyecku
e (opaJsibHbie)

HenpsMbie
AHTUKOArynsaHTbI

AHTHMApUTMMUecCKue
cpeacrBa (aMmopapoH,
XUHUAUH, 610KaTOPDbI
KaJibLMeBbiX KaHa/10B)

HNBC!
AMMHa3MH
KeTOKOHa30n
JleBo(p1OKCaALIMH
bunonob6asku!



MexaHu3Mbl MEIUKAMEHTO3HOI'O
MOPAKCHHUSA MMCUYCHH:

"IIPSIMOE TOKCHYECKOE AeHCTBUE
nmpemnapara

HA KJIETKHU IeYEeHH;

*"TOKCHYECKOe TeHCTBUE MeTa00/IMTOB
JIEKAPCTBEHHBIX CPEACTB




YOOOHbLIM MHPOPMALMOHHBLIM pecypcom cny-

XUt caut LiverToxR
http://livertox.nlm.nih.gov),

cooepXuUT UHPopMmaLnio 0 AOKYMEeHTaNnbHO
noaTBepXKOoeHHOMU renatotokcn4yHoctu J1C,
3aperucTpmpoBaHHbIX B permcrpe
Drug-Induced Liver Injury Network (DILIN)

npeacrasneH o063op no mHorum JIC -
BEPOSATHOCTb U CTerneHb BbIPaXX€HHOCTU UX
renaToToOKCUYHOCTH



JleKapCTBEeHHbIE NopaXKeHUN
neyeHu

« llkana RUCAM - no onpeapeneHHbIM
KpUTepusaM noacuYmUTbiBaeTcs
rernaToToOKCUYHOCTDb MO KaJIbKY/IATOPY
M oLleHuBaeTcs B 6annax - ot 1 oo 8.

« 1-26anna JINMN MmanoBeposiTHO, 8
6annoB — orMmeHsaeM JI1C

« Co3paHHbIN ANAarHOCTUYECKUU UHCTPYMEHT
nosiyumn Ha3BaHue «Metoa OUEeHKM
npmunHHocTU Roussel Uclaf» (Roussel Uclaf
Causality Assessment Method — RUCAM)



ONnAa nauneHTOB C XXenTyXou
pekoMmeHAayeTcs

onpepeneHuve nokasarensa R — OoTHOLUeHUue
aktTuBHoCTU AJIT (KpaTHOCTbL K BepXHEemMy
npepeny Hopwmbl (BIMH)) k LU®P - wieno4yHas
docdaTasa (KkpaTHoCTb K BI1H), B TOM
yucne ero

NOBTOPHAasA OLeHKa B npoLecce
HabnoaeHus 3a OONbHbLIM

R (oTHOweHue) = AJlT (kpaTHOCTL BI1H)
/WP (kpaTHOCTL BI1H).



Tvunsbi JIMNN

Tvin AKTUBHOCTDb
nopaXeHus
ANT LD

renatouenmo  >2xBMH <BMH

NAPHLIN

YOACCTATUMEC  <BMH  >2xBIH
>2xBMH >2xBIH

CMeLWlaHHbIU

>5

<2



MoBpexaeHne nevyeHn npu Bo3gencteum J1IC
(B OTCYTCTBME rMCTONIONM4YECKOM

BepVICbVIKaLIMI/I) AnarHocTmpyeTcs npu:

a) beccmMnToMHOM noBbiweHnn aktTuBHoctu AJIT unn ACT
25 x BINH;

0) NOBbLIWEHNUN aKTUBHOCTHU LWenovyHou hocaTasbl 2 2 x
BlH;

B) NOBbLILEHUUN YPOBHS obLwero ounnpyomHa >2 x BlIH B
coYyeTaHun ¢ NObLIM NOBbLIWEHNEM APYIrMX NeYeHOYHbIX
TeCTOB;

r) nosbilmeHun aktuBHoctn ACT unun AJliT<5 xBlMH B
coYyeTaHUM C CUMINTOMaMM.

Mpn meHee Yyem ABYKPaATHOM NOBbILLEHUU NTAaOOPaATOPHbIX
rnokKasaTteneu, XapakTepu3yrLwmnx COCTOAHNE NMeYeHu,
crieayet roBOpuUTb 06 «M3AMEHEHUU NeYEeHOYHbIX TECTOBY.
UsonnpoBaHHoe uameHeHue aktuBHoctu AJIT (ACT) ot 2
ao 5 x BI1H moxeT paccmaTpuBaTbCsl Kak noBpexaeHue



Owuarnos JIMIN gonxeH 6a3npoBaTbLCA Ha OLleHKe
B3anmocBA3u npuema J1C v passutus
nopaxeHnd nevyeHu; KNMMHN4YeCKuXx,
rnabopaTtopHbIX, a NP HeOb6XoAUMOCTH
MHCTPYMEHTanbHbIX 1 MOpdonornyeckmux
npu3HaKax nopaxeHUa nevyeHu; oueHkKe
daKkTopoOB pUCKa; UCKNMOYEeHUU oPYyrux npUvmH
nopaXeHUs NneYvYeHu;

aHanunse MMerLWmUXcs NUTepaTypHbIX AaHHbIX O
renatotokcuyHocTu J1C.

OuarHo3 JIININ aenseTca gmarHo3om

UCKITHOYEHUA U TpebyeT BCECTOPOHHEro
obcneaoBaHusa 60NMLHOro ANA UCKMIOYEeHNNA
ansTepHaTUBHOU 3TUOSNIOrMM 3ab6oneBaHUN NeYeHMN.
O6bLeM obcrnenoBaHmna onpenensaeTcs KaxabiM
KOHKPEeTHbIM CJly4aeM U AOoJKeH OCHOBbLIBATbLCA Ha



[enaTonpoTeKTopbI

AMMHOKMCNIOTbI —AAEeMEeTUOHMH - [enTpan,
[enTop «[ena-Mepuy», «['enacon A», «'enacon
Heo», «Pemakcony,

JcceHuunanbHble pochonmnuabl -
JcceHumane ¢opte H (228 mr), Peszantot lNMpo (228
Mmr), 3ccnusep (87 mr + ButaMuHbl B X 4 AHEeBHbIE
HOpMbI), 3cnuavH (219 Mr + MeTMoHuH 100 Mr),
docchoHumane (188 mr + pacroponwa 50 mr),
docchornus (48 mr + conogka 35 mr) m ap.

ypcoae3soKCcuxosieBasi kucsiorta - YpcocaH,
ypcoaes, Ypcaokca, Ypcoaekc, Jimsoaexkca v ap
3a py6exxoM renatonpoTeKTopbl MPAaKTUUYECKUN He
NMPUMEHSAIOTCS, MOCKOJIbKY HE UMEIOT AO0CTaTOYHOM
AOoKa3aTesibHoU 6a3bl



[enaTonpoTeKTopbl

« @PnaBoHOMAbI PAaCTOpPOMNLUM - JleranoH,
Kapcun, Cunumap v gp.

« ®naBsoHoMAbl IMMOHHUKA — GUUMKNION
(wmsaHapuH)

= IJKCTPAKT NJialeHTbl YesioBeKa - JIadHHeK



MexaHu3M nencTBus
renaTonpoTreKkTopos

= YyCuieHue obesspexxmBarowen pyHKLUMn
renaTouuToB B pe3yJsibTaTe yBeJINYeHUs 3anacos
rnoTaTMOHA, TaypuHa, Cy/ibdbaToOB UM NOBbLILLEHUSNA
AKTUBHOCTU (PpepMeHTOB, Y4acCTBYHOLLMX B
OKUCJ/1IEHUN KCEeHOOUOTUKOB;

« TOPMOX>XeHue peakuun n3bbITOYHOro NepeKnCcHoro
okucnenusa nunupos (MNMOJ1), cBA3bIiBaHUe
npoaykros MNOJ1 (nepekncen soaopoaa, cBO60AHbIX
noHoB O** nu H* n ap.) n penapaumns CTpykTyp
KJ1IEeTOUHbIX MeMbpaH



MexaHu3M AenCcTBuUSA
renaTonpoTeKTopos

NnpoTUBOBOCHNAJIUTENIbHOE U
MMMYHOMOAYIUpYIOLLee AeUCTBUe, npucyllee B
nepsyro ouepenb npenapatam YAXK (YPCOCAH);
6nokapna ¢pubporeHesa 3a cyeT KyrnnMmpoBaHus
HEKpO30B rernaToumToB; NPenaTcTBUNA
NOCTYIJIEHUS! AaHTUI€HOB U3 YXeNyAO4YHO-
KMLUEYHOro TpaKTa B pe3yJ/ibTaTe TPaHC/IOKaLum
KULUEYHbIX 6aKTepun n X TOKCUHOB,
ABNSAIOWMNXCA aKkTUBaTopamm knetok Kyndepa;
CTUMYNAILUA aKTUBHOCTM KOJIJ1areHas B NeYeHU u
6nokapa bepMeHTOB, YHYAaCTBYIOLWMNX B CUHTE3e
KOMIMOHEHTOB COeANHUTE/IbHOU TKaHM.



JleueHMe XpOHNUYECKUX renaTtuToB pa3/IMuHOM
3TUOJIONUMU

1. JleueHre BUPYCHBIX IeNATUTOB HHTeP(dhepoHTEpaNus]
(uHTEepdepoHbI: O, f U Y): HCIOJBL3YIOT NPEUMYIIECTBEHHO
uHTepdepon (MPH)-0: UPH .

UPH  (muM¢ouuTapHbld, pPeKOMOMHAHTHBIM,
NeruJupoBanubiii): mo S muH. ME exeaqHeBHo uiau no 9-10 muiH.
ME 3 pasa B Heae/l0 NMOAKOKHO HJIM BHYTpUMbIIIeYHO. Kypc
JIedeHus — 4-6 Mmecsies.

IlernnupoBannbiii UPH : mo 90 Mkr 1 pa3 B Henemo; Kypc
JedyeHus — 1-2 roaa.

Iokazauua Kk HUDH-repanuu: Haanuue MapPKepPOB PeIINKAIMA
Bupyca rematura B (HBeAg, antu-HBcAgligM, DNA-HBY,

DNA-p). Metoa nosiumepasHoi nennou peakuuu (IILP).
CHHTeTHYEeCKUH AaHAJOrI HYKJeo3uaoB: JamMuByauH mo 100-150
MI/CYT BHYTPb; Kypc 12 mec.
NvmyHocTUMYasaTop: unmepneukun-12 - 0,5 Mkr/kr m.1. 2 pa3a B
Heae10; Kypce 12 Hexelsb.




JleyeHne XPOHNYECKUX renaTuToB
(mpoaokeHue)

PuOaBUPHUH (cHHTETHYECKHI AHAJIOr HYKJIE€03HI0B) 110
1000-1200 mr/cyT B 2 mpuema (B Karc.); Kypc 6-12 mec.

llecH®H : 180 mkr + pudaBupun 800-1200 mr/cyT.

HoBble NPOTUBOBHPYCHbIE Ipenaparbl - NpsiMoe

NPTUBOBHPYCHOE JTeHUCTBHE: TeJIOYBH/IUH,
IHTEKABUP, coGocOyBHpP, CHUMeNpPEBUP, JeIUIACBHP,
nacadyBup, TeHO(GOBHUP, pUMTOHABUP U AP.

NUCnoab3ylOTC pa3jdyHble KOMOMHAIMHM MpPenaparos,
CXeMbl JieueHUs1. B HacTosilee BpeMsl yalie UCIOJIb3YIT
Oe3uHTEpdepOHOBBIE CXEMbI



1.

JleyeHMe ayTOMMMYHHOIO renaTumTa

IIpenuusonon (memunped): mo 1 ™Mr/Kr M.T./CyT ¢
MOCJEAYIOIIAM IOCTEIIEHHbIM CHHKeHHeM 0361 (Ha 10
mr/aen) — mo 30 mr/cyrt, 3arem — Ha 5 mr/cyr — po 10-15
MI/Hea.(moaaepKuBawInast 103a). (KOHTPOJIb MOOOYHBIX

3¢ PpexToB)

Azatuonpus: mo 1 mr/kr m.t./cyt (75-100 mr/cyr), 3arem
CHM KeHHe 10351 10 50 Mr/cyT (moagep:xuBaoIas 103a).

. Jlpyrue npenaparbl: nukjaopochamMmua; 6-MepKanToOnypuH;

HUKJIOCHOPUH-A; TakpoauMyc (MHruouTop UJI-2): no 4 mr 2
pas3a/cyT; Kypc — 3 Mecsiua.



JleyeHue nekapCcTBeHHOro XpoHn4yecKkoro

renatTvuTa
1. OTMeHa npenapaTroB ¢ rernaroTOKCUYECKUM JeCTBHEM.
2. Orpanuyenve (II0 BO3MOKHOCTH) KOJHYECTBA
INPUHUMAEMbIX JIEKAPCTB (YMEHbIIEHHE «HATPY3KH» HA
[eY€eHb).
3. JenaronpoTeKTOPbI: CHIMMAPUH, adeMeTUOHUH, Y/IXK,
peMaKcoJ1, OMIUKJII0JI, 3CCEHIMabHbIeO (hochoTuMImUabI
4.I1penuu3010H (Mo mokazanuam): 20-30 mr/cyr.
S.EAMHCTBEHHBIM [JO0Ka3aHHBIM aHTHAOTOM mnpu JIIIII,
BbI3BAHHBIM IE€PEI03UPOBKON MAPANETAMOJIA, CIYKHUT
N-anmerua L-nucrenH



[TlocnenoBaTesibHOCTDL
nopaxeHuns neyeHy

['enaro-
KapIuHOMA
Llvppo3 neueHu

I'ematut + ¢udpo3

I emaTur

Crearos

LN — 3TO KOHe4YHaa cTagua, ucxon Pa3JIN4HbBIX HEKPOBOCNAJIMTEJIbHbIX,
MeTabo/sIMueCKNX U MHbIX NAaTOJIOrMYeCKnX npoLueccos B ne4yeHn m



HeankoronbHas xupoBas 6os1e3Hb
neyeHwu
XpoHunuyeckoe 3abonesaHue,
o6beauHsaoLLee CNeKTP KJIMHUKO-
Mopdosiormyeckmx U3MeHeHUM B NeYeHn y
Nnvu, He ynoTpeébnsaowmx B YpeaMepHoOM
KOJZInuecTBe aNikorosib (OKMpoBblie BaKyoJiu C

Tpurnmuepmaamm 6onee uem B 5-10%
renaTouuToB)

cTeaTtos
cTeaTorenaTmT
¢dunb6po3
HMppos3



HAXDBI1 - obwenpn3HaHHan

KonunyectBo nybnukauun, no¥fuﬂﬂ3|a6neme HAXBI' Ha pecypce Pubmed,
p,ogmrno 1220 0. [ina cpaBHEHUS, aTpOdPUYECKOMY racTpUTy NOCBSLLEHO Bcero 5 000
nyonukauun

s P® yactota HAKBIT no gaHHbIM nonynayMoHHOro
nccnenosaHna DIREG 1 coctaBndana 27% B 2007 1., aB 2014 r. no
OaHHbIM NONYNAUMOHHOro uccnegosaHus DIREG 2 —37.1%
(7|1p6vg ocT 6onee 10%), 1 MmecTo cpean 3aboneBaHNn NEYEHM -

. 0.

B ycnoBusix rnob6anbHOU anuaeMmumn OXXNpeHus KInmHn4YecKoe
n 3koHomumyeckoe opema HAXKBI ctaHeT orpoMHbIM?

HACI siBnsieTcsa nporpeccupytowmm 3aboneBaHMeEM MNeYEHH,
KOTOpO€ MOXET NPUBECTY K LIMPPO3Y NeveHu, TpaHCnnaHTaunm
NneyYeHn n cMepTin

OcHoBHOM NnpuunHomn cmeptu nauyuneHtoB ¢ HAXKBI
SIBMAIOTCA cCepAe4YHO-cocyaucTble 3aboneBaHus’

1. Younossi Z.M. Non-alcoholic fatty liver disease - A global public health perspectived Hepatol. 2019 Mar;70(3):531-544.
2. https://www.ncbi.nlm.nih.gov/pubmed/



HAXBI'1 moxeT TpaHcdopmMupoBaThCS
B paK y>Xe Ha cTaAuu cTeaTo3a

HAXBI MporpeccupoBaHue
uMppo3a u

(hubpo3sa

et

B CTaAuUUN CTeaTo3a

24°% 3a 3-7 ner

_—

FenaTouennonsapHas

KapuuHoOMa
2% 3a 8 net puw

» 8%3a5ne
44-66% 3a

3-7 net

21-26% 3a 8 ner

13% 3a 8 ner

HACI

Brandon J Perumpail et al., World J Gastroenterol. 2017 Dec 21; 23(47): 8263-8276



HAXKBI1 — He3aBUCMMbIN (DaKTOpP pUCKa
cepaevyHo-CoCcyaAmUCTbIX 3aboneBaHumn

« HAXXBI1 yBennuuBaet puck passutua CC3 B
4,12 pa3; y eHWuH — B 7,32 pa3a -B
cpaBHeHuu ¢ nuuamm 6e3 HAXKBI

« HAXXBI1 noBbilLaeT pPUCK CMEPTHOCTHU OT
cepaevyHo-cocyaAmnCTbiX 3aboneBaHum B 2

pa3a



3tuonorua v nartoreHes HAXXBI

HapyLwieHune Kkonmuecrsa n YyBCTBUTEJ/IbHOCTMH
peuenTopoB K MUHCY/IUHY —

MHCcynnHope3ucrteHtHoctb (UP)

HapyweHune yrneBsoaHoro, IMNMAHoOro, YkKUpoBoro
obMeHa — aucbanaHc Mexxay noTpebrneHneM m
yTuansaumen amnuaos

lNMoBbilleHMe NOCTYMNJIEHUA CBOOGOAHbBIX YXUPHbIX
kncnot (C)XKK) B neyeHb

CHmxeHue ckopoctun beta-okucneHnna CXKK B
MUTOXOHAPUAX, N36bITOUYHbIX UX CUHTE3

CHMmXeHue cuHTe3a unu cekpeuuu JINMNOHI un
HapyweHue ytunmsauum tpurnuuepuvaos (TI)

XXupoBas MHPUbTPaLUA NeYyeHn — cTeaTos —
n36bITOK TI OTK/N1aAbIBaeTCA B renatouutax B Bue
YXUPOBbIX BaKyoJien



NaToreHe3s HAXXBI1 npu oTtcyTctBun MC
(y 10-15% 60nbHbIX)

CuHAapOM M36bITOYHOIro 6aKkTepmasnbHOro

pocta (CUBP), SQHATOKCEMMUSA
NMoBpexxaeHue renaToLuuUTa U COCyaAUCTOro sHaoTenus
AxktuBauus MNOJ1, oKNCNNTENDbHbIN CTPEecC

HapyweHue cuHTe3a anonaunonporenHoB A u C
(TpaHcnopTHas ¢bopma ana TI B npouecce
o6pazoBaHusa JINOHM)

AuncbanaHc oonm xonecrepuHa, BbiIBOAUMMOIro uyepes
OCHOBHOM M AoNoOJIHUTEeNbHbIX NyTU — HAXKBI,

XO0J1eCTEepPO3 XKEJIMHOIro Ny3bips, KB,
dTE€pPoreHHad ancoavnnaemMmums



MexaHu3M TpaHcdopmMaLmm cTeaTo3a B
cTeaTorenaTmT

F'MneprnavkeMus, HapyLlieHue XUpoBoro
o6bmMeHa npu UP cnocobCcTBYOT pa3BUTULO

CUCTEMHOI'O xpoHn4yecKkoro BocrnasJieHms —

CTEATOrENATUT, ATEPOTPOMBO3, CEPAEYHO-COCYAUCTDIE
CObbITUSA

«MoBbilweHne npoaykumn TNFa >KMpoBoM TKaHbIO

NMpsamoe nospexaarowee aencreme CXKK Ha
MeMbpaHbl renaToumMToB

sAKTUBayua yutoxpoma P450

-AkTnBaums NOJ1, okcMaaTUBHDbINA CTPECC,
0o6pa3oBaHMe BbICOKOTOKCUUYHbIX KCEHOOMOTUKOB



DaKTOpbl PUCKa Pa3BUTUA U
nporpeccuposaHus HAXXbBI

[lepBUYHbIE

ManonoaBm»xHbIN 06pa3 XU3HU
sHu3kana punsnyeckas akTUBHOCTb
MeTabonnueckum cMHgpOM
«BUcuepanbHOEe O)XXKupeHue
JAncnmnmaemMmus

CnHapoM 6akTepuanbHOro pocra C
rmnep3HATOKCUHEMUEN



OCHOBHbIE KJIMHU4YeCKne CUMINTOMbI

HAXKbBI

XapakTepHO 6ecCMMNTOMHOE TeYeHHUe
(umtonus, AI,UBC, oxxupeHue m ap.)

ACTeHUYeCKun CUHAPOM

AncnencnyeckMn CUHAPOM — METEOPU3M,
TOLWHOTA, HapyLweHus CTyna

boneson CMHAPOM — Tynblie 60nu u/mnu
TSHXeCTb B NpaBOM noapebepbe

FenaToMeranua n/vnu cnaeHoMeranus



H'-“- o - W W R vV EEREwwa - .-~ H - .- =

NcknroueHne ankorosibHou npupoabl XXbI

JlabopaTopHble AaHHble

CreaTorenarto3 — (pyHKLMOHAJIbHbIE
rnokKasartesim neyeHu B HOpMe

CTeaTtorenatvt — UMTONU3 A0 4-5 HOPM
NMoBbilueHue akTUBHOCTL LLIO n I'TN

MnepxonecrepmHeMus
N'mneprnankemusa — HTI vnn C1 2 Tun

OAvcnunuaeMmmnsa — HU3KuKn yposeHb JIMNBI,
Bbicokuu JIMHI, anonmnonportenHa B100
®unbpos — HapyweHue banaHca
rmaslypoHoBOM KMCNOTbI, npokosuiareHa III
T™MNa, N-TepMuHanbHOro nenTuaa, JaMMHUHa



Busyanusupyrowujue MeToabl AUAarHOCTUKM

YCTaHOBUTDb HaJInume n3bbiTOYHOIo

coiep)XaHu!s XXMUpa B NeYeHU-y3u, KT,
MPT

Y3 npu3HaKu cTeaTo3a NeyvyeHu
AucTanbHoe 3aTyxaHue CUrHasnaa

Anddy3Hana rmnepaxoreHHOCTb NeYeHun —
fipKkasa 6enas neyeHb

YBennuyeHue 3XoreHHoOCTM rneyeHu no
CpaBHEHUIO C NOYKaMM

HeueTkocTb  06egHeHune cocyancToro
PUCYHKa



AnarHoctuka HAXKBI1

Y3/ npu3Haku cteaTto3a npum
Hen3MeHeHHbIX JlabopaTopHbIX TecTax —

AOCTaTOUYHbIW KpUTEPUMN AN ANArHo3a
HAXKBI

dubpoMakc
CtreneHb ¢pubpo3a- ®ubpo Tecrt

CteneHb cTeaTto3a- CteatoTecT
AKTUBHOCTb npouecca — AKTuTecT
BocnaneHusa - HawTecTt

ANKorosbHbIM cTeaTorenaTuT - AwuTecT
BbicokononbHasa MPT



CoBpeMeHHble MeToAbl BU3yasim3aLuu
¢hmnbpo3a
vy3[, KT, MPT

KpaTkoBpeMeHHas HenpsaMas anacrorpadpus
(annapaTt «®U6pocKaH>)

MarHuTo-pe3oHaHCHas 3nacrorpadpmus
KoMnbloTepHasa nporpamMmma «®uMbpoKBaHT»
dunbpoMakc - nporpamma «®dubportecr»

Y3-chbmbposanacrorpadpun
OANCKpMMHMHaAHTHaA WKana boOHaAYMHM
LLikana NAFLD fibrosis score, OELF test

Mopdonornueckas oueHka 6Montata neyeHum
(cucrtema oueHkn METAVIR, Knodell, B.B. Cepgazanm:

onpeaesieHne rucTosIorMYecKom akTUBHOCTH, & - &
ctenenun ¢pmbposza)




CKpMHMHI Ha Hannuue HAXXBI

C6op aHaMHe3a (nepBUYHbIEe, BTOPUUHbIE

¢daxkTopbI)
AHTponoMeTpuueckue nsmepenus — OT, UMTk

O61bEeKTUBHbIX OCMOTP- NeYeHb, cesie3eHKa
MoHutopuHr AL, OKIr
OueHka iMmnuaorpamMmmbl

NoKo3a HaTowak, rI0KO30TOJIEPAHTHbLIA TeCT
(no nokasaHMUsIM), MHCYJIMH KPOBM

OueHkKa HanMuuma n BbiparkeHHocTn UP —
onpeaeneHve nHaekca HOMA-IR

PDyYHKUMOHAJIbHbIE NOoKa3aTeJIu NeYyeHU

Y3 opraHoB 6proLLIHON NOJIOCTH

ArAcC , KT, MPT neuenm

NMyHKUMOHHasA 6uoncusa neyeHmn (NO NOKa3aHUAM)



NMpuHuunol neyeHna HAXXbI1

Moandukauma obpasa XM3HU - CHUIKEHUE
MacCCbl TeJsla — AmeTa (pm3nyecKme Harpy3km

OTMeHa NoTeHLUMAaNIbHO renaToTOKCUUYHbIX
npenapartos

Koppekuuna meTtabosimueckmx HapyLieHuin

lNoBbilleHe YyBCTBUTEJIbHOCTH
KJZIETOYHbLIX peuenTopoB K NHCYJ/IUHY

Koppekuusa HapylwieHMU NTMnuaHoro
obmMmeHa

JleyHMe OKMCNIUTENIbHOIo cTpecca



JleueHne HAXKbBI
NP — metchopmuH 20 Mr kr cyt. — npu C] 2
TUNA U ero npoduiakTuke
N'MnepnaunuaeMms — CTaTuHbl B KOMbMHaUuu
c npenapatamu YXK 10-15 Mr Kr cyr.
OmMera- 3 )XupHble KMCJ/I0Tbl — Npw
TpurnuuepmaemMmmm
OxkucnurTenbHbin cTpecc — ButamuH E, YOAXK,
3cceHUuManbHble pocchonmnuabl

FenaTonpoTeKTopbl: NOINNPEHOosbl (3e/1eHb
eJin eBponencKon), rena-mepu,
aAléMEeTUOHUH, METAaAOKCHUH

JlTaeHHeK — ruaposin3aT yenoBeyecKomn
NJaLeHTbl



JleueHue HAXKBI1

BoccTaHOBJ1IeHME HapYyLUEeHUNn
MUKpO6MOLeHO3a KMLUeYHUKA

sAHTM6aKTepuasnbHble npenapaTtbl

PucdaMmMKCMH, MeTpoHMUAAa30/,
uMnpodoKcaumH
«fpebunoTnkn, npobMoTNUKN, CUM-
CUMHONOTUKM

«bapuaTpunyeckasa XMpyprus — TON1bKO
No XXeCTKUM NoKa3aHUAM



CTteaTo3 nevyeHu










BHMMaHuel

boJ/ibHble C YyBe/InYeHUeM neyeHn m

Y3UN- npudHakamu CTE€ATO34,
HY)XAal0TCA B nNporpamMmmMme
o6cnenoBaHnsA He TOJIbKO CTENeHU
AKTUBHOCTM Mnpouecca, HO U Hanums

U cTeneHu Bbipa)xxeHHocTn pubpo3a
neyeHm.



[IUPPO3 NEYEHU



[TlocnenoBaTesibHOCTDL
nopaxeHuns neyeHy

['enaro-
KapIuHOMA
Llvppo3 neueHu

I'ematut + ¢udpo3

I emaTur

Crearos

LN — 3TO KOHe4YHaa cTagua, ucxon Pa3JIN4HbBIX HEKPOBOCNAJIMTEJIbHbIX,
MeTabo/sIMueCKNX U MHbIX NAaTOJIOrMYeCKnX npoLueccos B ne4yeHn m



IHuppo3 meyeHu — 310 AUPPY3HBINH
[POLECC, XapaKkTepulyruuincsa ¢Guopo3om ¢
TpaHcpopManen CTPYKTYPbI ICUYCHHU M
o0pa3zoBaHUeEM Y3JI0B pPereHepanuu.




I1aTo/1I0r0aHATOMHYECKHA IHUPPO3 MEYECHU —
[porpeccupyrouniee paspyumieHue apXuTeKTOHUKHI
[IeYeHH ¢ 00pa3oBaHHEM Y3JI0B-pPereHeparoB H
pa3sBUTHEM COCIMHUTEIbHOTKAHHBIX CeIlT,
00pa3oBaHUEM COCYAHUCTBIX AaHACTOMO30B B
paMKaxX BHYTPHIICYEHOYHBIX M BHEINEYEHOYHBIX
[OPTAJbHBIX IIIYHTOB



Kaaccupurkanus uupposos nedenu (LIIT)

Mo sTnonormnm
1. Bupycubiu LI1: Bupycsl remarutos B, D, C.

2. JlekapcrBeHHO-MHAYUUpoBaHHbIA IIII. (He
4acTo)

3. Aaxkoroasnbin II1.

4. MeTabdonuecKum — reHeTHYeCKH
o0ycioBjeHHbid IIII (mpu MAHONMATHYECKOM
reMoOXpomMarose, renaro-mepeopajabHoOu

AUMCTPO(pUM, BPOXIACHHOM aeduuure ajabgda-1-
AHTUTPUIICHHA U JP.).



Kaaccupurkanus mupposos nedeHu (L)
(IpOHOIKEHHE)

5. IlepBuunbiii Onauapubii I

6. Bropuunbii Ovamnapubia LI (mpu xpoHunyeckou
OOCTPYKIMM BHENMEYEHOYHBIX KEJIYHBIX IyTeH,
XPOHHUYECKOM CKJICPOZUPYIOIEM XOJAHTUTE U
ap.).

7. 3acrounbiii IIII (mpu macCMBHOM BEHO3HOM
3aCTO€E B IIEYEHH).

8. Kpunrorenusiu 111 (HeBbISCHEHHOM 3THOJIOTHH,
BKJIKOYAs UCX0JA AyTOMMMYHHOI'O Ieliarura).



[lopTasibHaa rMNepTeH3unn

NoBbilLeHMe AaBieHns B baccenHe
NnopTasibHOU BEeHbl, BbI3BaHHOE
HapyLweHUeM KpoBOTOKa

. B MOPTaJibHbIX COCyAaX;
. B M@4YEHOYHbIX BEHaX;

, B HYXHEMU NoJIOM BeHe

HopManbHOe nopTasibHOEe BEHO3HOoe AaBJ/ieHue

5-10 MmMm. pT. cT. (70-140 MM.BOA.CT.)
MopTanbHbiK rpaameHT >10 MM PT CT — NOPT. rTMNEepTEeH3ns



BOopoTHasa BeHa U NUTalollme ee cocyabl
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Knaccudukaums noptasibHOM
rmnepTeH3um (no siokanmlaumn
nopTanbHOro 6,0ka)

« Haane4yeHo4yHas:
NpenaTcTBue
NIOKANIN3YyeTcs BO
BHEOPraHHbIX
oTaenax
NneyeHOYHbIX BEH
NN HUDKHEN MOJION
BEHE




Knaccudukaums noprasbHOM
rmnepTeH3nm

« INeyeHoOYHan:
NoBbILLEeHNe
NaBfieHUs B
NneyeHOYHbIX BeHax

(NpecnHyconaanbHas,
CMHYcouaanbHas,
NOCTCMHYCOMAaNbHasA)




Knaccndpukaumsa noprasibHOW
rmnepTeH3vun

« NoaneyeHo4yHas:
NpensTCTBME B
CTBOJ1IE BOPOTHOM
BEHbI N ee
KPYMHbIX BETBSAX




Kiaaccnpukanus moprajabHOU rHNePTEH3UH

Ilpecunycouoanvnasn

BHeneuenouHas

bJioxka1a BOPOTHOM BEHbI
YBeqmueHne KPpoBOTOKA yepes
CeJIE3EHKY

BayTpumnedyeHouHas

NupuiasTpanus noprajibHOU 30HbI
Tokcuueckas
IIe4€HOYHO-TIOPTAIbHBIU

CKJIepOo3

Ileuenounas

BayTpumnedyeHouHas

lnppos

IHocTcunyconaajabHas

JIpyrue 3a00J1eBaHu,
CONMPOBOXKIANIIMECH 00pa3oBaHUEM
y3JI0B

bJokajga ne4éHOYHOU BEHbI




KnuHnyeckue nposiBsieHUNA

Acuut (HanpsHXeHHbIU, HeHanpsYXeHHbIN
«JIAryLWA4YMm XXUBOT>» ) — N1toboe
yBeJINYeHUne XUBOTa TpebyeTr NCKroueHuns
acumra.



[laTOoreHes acuuTta
lNMoBbilleHMe fAaBJIeHUA B NOpPTaJibHOMU
BeéHe

yBennyeHve pe3mCTeHTHOCTU COCyaoB
NMoBbiweHHoe MM oobpasoBaHne B
CBSAA3U C BHYTpUNe4YyeHoO4YHbIM 6/10KOM
OTTOKa NpUBOAMT K HEAOCTAaTOYHOCTH
numdpoobpalleHnsa v NnponoTeBaHULO
NMUM@dbl C NOBEPXHOCTU NEeYeHU

F'MnoanbbymnHemmnsa (M.6.0Tekn)
BTOpPUUYHbIN rMnepasbAoCTEPOHU3M



KnnHunyeckue nposiB1eHUNA
nr

CnneHoMeranus,
rmnepcnjieHn3m

(nanbnaumsn, nepkyccus, Y3WN)

BapuKO3HO-pacCLUUPEHHbIEe
BeHbl (@HACTOMO3bl, LUYHTbI):
nuuieBoaa, xenyaka, npssMom
KMLUKM, peKaHann3aums
nyno4yHou BeHbl (OIC,
PeHTreHoCKonus)

pacluMpeHHas BeHa nuulesona



JHIAOCKOINUYECKAS KIacCH(PpUKAIMA BAPUKO3HOIO

paciidpeHNsi BeH MUIEeBOA.

MNpw HapasnusaHum
pasMeps seH
YMEHLLLAIOTCH

Bexo
CNMB3KTCH

Crenenb 1 CreneHb 2 CreneHb 3



KnuHunyeckue npoasnexHus MNr

(npoponmxeHune)
KpoBoTeuyeHUs1 U3 BapUKO3HO paCLUMPEHHbIX
BEH: Sh

a) pBoTa «KO(enHOMU rywen

6) MeneHa
(nerreo6bpa3sHbin CTYN)




Y31 npusHaku noprtasibHOMU
rmnepTeH3nm
PacluMpeHue auaMeTpa BOPOTHOMU
BeHbl 60s1ee 13 MM

CHMKeHMne CKOPOCTU KPOBOTOKa U
peTporpagHbi KpOBOTOK B BOPOTHOM
BeHe

NossBNIeHne NoOpPToKaBaJibHbIX
aHaCTOMO30B

YBe/IMuyeHue cerfnie3eHKM

«30/210TON cTaHAapT>» B oueHke NI n ee creneHn
BbIPa)X@HHOCTU — NOPTaJZibHbIA rpagueHT
pasneHumsa (>10 MM pT CT)



m CMHAPOM NOpTasIbHOU racTpornaTtum
Jpo3umn, A3Bbl xenyaka n ANK

m [enaTopeHanbHbIX CUHOPOM

MaccuBHass BAa30KOHCTPUKLIMA COCYyAOB KOPKOBOIO
CJ1051 NoYeK Y OOSIbHbIX CO CHMXEeHHOU (hyHKLuMnen
rne4vyeHu; conpoBOXaaeTcs YMEeHbLUeHUeM
knyoouykoBoun ounesrpaumn. KpeatuHuH 1,5 mr/an.
KnupeHc kpeatnHuHa meHee 40 mn/MuH

m [enaTonynbMoHanbHbLIN CUHOPOM

HapyweHune oyHKUUUN Nerkux y 60nbHbIX C
LMPPO3OM NneyeHU, xapakrepusyercs
apTepuanbHON rMNoKcemMmmeun, ooycrioBneHHbIN
BHYTpUIIeroyHbiM apTepuo-BeHO3HbIM
LUYHTUPOBaHMUEM UMK BbIpaXXeHHOU aunarauuen
FNleroYyHbIX Kanunnapos



MnepcnieHusm

YcuneHuve v nsBpallieHme byHKLUU cesie3eHKU
Nno yaasieHMUIo pa3pyLlueHHbIX TPOMO6OLUTOB,
nenkouunTos, aputpountoB (OAK, KNMHUKA).

NMPUYUHDI:

MoBbiweHne haroumTo3a nysblbl CEJIE3€HKMH,
nopraJibHas runepreH3usa

VNMMYHHbIE MeXaHU3Mbl — UMMYHHasA
uutToneHus. CeneseHka obpasyer aHTUTENa K
¢pOpMeHHbIM 3/1IeMeHTaM KPOBM

[JenpeccMBHbIN CNJIeHOreHHbIN 3 deKT Ha
KOCTHbIN MO3r



FenaTosiveHasibHbIK CUHAPOM

O6bsiICHAETCS TECHOMN CBA3bIO 3TUX
OpraHoB C CUCTEMOW BOPOTHOMU BEHblI,
O6LLHOCTbLIO MHHEpPBALIUM U NYTEN
NnMM@POooTTOKA

Oco6eHHOCTHU: 3aCTOU B NEYEHHU,
cesie3eHKe, rmnepcnjieHn3m
HernocTosiHeH

NMMpn Mueno- m
nuMmaonponndepaTuBHbIX
3aboneBaHuAx ceneseHka 6onblue
neyeHm.

Npu 60ne3HAX HaKOMNJIeHUS NeYyeHb
6o/bLUe cene3eHKM




NeyeHo4YHas 3HUeda

LLINpOKNM CneKTp HENPONCUXUUYECK
N3MEHEHUM Y 60/1IbHbIX C TSHKesIbIM

nopaxcennem neueHn(HapyweHme
AE3UHTOKCUKALMOHHOM (PYHKLIMM NeYeHH,
cdopMupoBaHne PyHKLMOHANbHbIX U
OpraHM4YecKMX LUYHTOB MeXAy CUCTEMaMu
nopTasibHOro n obuiero KkposoobpaiyeHus,
YTO BefeT K NPOHNKHOBEHUIO TOKCUUYECKUX
NPOAYKTOB KULLIEYHOr0 NPOMCXOKAECHUSA B

roJloBHOU MO3r.
NpekoMmaTo3HOEe cocTosiHue y 60J/IbHO LUPPO30M NEeYeHun



Ctaaumn neyeHo4yHou 3HUedanonaTtum (yKkasaTb B

aAnarHo3se
Cragum NMcnxunueckum crtatyc | [iBuraresnbHble
HapyLweHuns
JlaTeHTHanA N3MeHeHUs He BbISIB/IAIOTCS HapylwieHusa BbiNoJIHEHUSA
MMUHMMaNIbHaA NMNCUXOMOTOPHbLIX TECTOB
I AnaTus, Bo36yxaeHue, Jlerkum Tpemop,
6ecnokoucTBO, 3ncopms, HapyweHus
YTOMJINE€MOCTb, HapyLieHue KoOpAUHaLUMu,
pUTMa CHa aCTepUKCUC
I1 COHNUBOCTb, NeTaprus, AcTepukcuc, ou3apTpus,
Ae30pueHTaLms, NMPUMUTUBHbIE
HeageKBaTHOe noBeaeHue pednekcobl, aTakcus
111 Conop, HeuyeTKasn peub N'mneppednekcus:
nartosiormyeckume
pedieKkCcbl, MUOKJIOHUMN,
runepBeHTUNALUA
IV KomMma

OTtcytcTrBue 3pdekTa Ha
BCEe pasaparKutenm




C uenbro oueHKN COCTOSSHUA CO3HaHUSA
6onbHoOro c N3 npuMeHsieTcs WkKana
'nazro. Cymma 6annoB onpeapensier
CO3HaHMe nauueHTa ot sscHoro (15
6annoB) oo atToHn4yeckon koMbl (3 6)

C uenbto paHHeu auarHoctuku N3 B
LLIMPOKO NPUMEHSAIOTCA
NCUXOMeTpUUYecKne TecCTbl: CBA3M
yucesn, Umcno-6ykBa, JINMHMU, NOYEPKa,
apudMeTnyYeCcKmnu, nepeckasa m ap.
HYyBCTBUTEJIbLHOCTb NCUXOMETPUUECKUX
TecToB B BbisiBJieHuu 3 cocraBnsier

70-80%o.



feMopparmyeckmm CMHApPOM

KpoBOM3NUAHUA, KPOBONOATEKM Ha
KO)Xe, B NOAKOXHO-XXUPOBOU KJ1eTHaTKe,
KpoBoTeueHns (HOCOBbIE, peKTaJibHble W
Ap-)

[MPUYUHDI:

-CHMXeHue cuHTe3a I, 11, V, IX-XI
¢aKTOpOB CBEpPTbIBAaHUS KPOBW

-TpoMbGoLMTONEHUS NpyU rmnepcnjieHn3me

-ABC-cuHapoMm (koarynonatus
norpebnexHun)

-fnopTaJjibHasa runepreH3msa (BapmMkKo3HO
DACHIUDAHHKIA RAHKI)




CvuHApOM XoJsiecra3a

He aHanor xentyxu. HapyueHue CMHTe3aq,
ceKpeLuu, BbijeJIeHUS YXXeJluM OT KJIeTKU A0
nocrtynneHun B AANK. (Mapkepbl xonecra3a)

MoXxeT 6bITh:

= MapuunanbHbIK XonecrTas — yMeHblUeHne o6beMa
CeKpeTUpyeMOM Xeuu

= [AnccoumnpoBaHHbINA X0JieCTa3 — 3aAepiKKa
oTAesIbHbIX KOMIMOHEHTOB ey (noBbilleHue
coaep)XaHusl ToJIbKO (hepMeHTOB)

= BHeneyeHOYHbIU XOJsiecTa3
= MeyeHOYHbIN XOoJsiecTas

= BHyTpuMneuyeHo4HbIN XOsiecTas:
BHYTPMAOJ/IbKOBbIU (T.€. B renatouuTax,
AYKTYNax) n MexnosibkoBbin (NMPOTOKOBbIN)



Oo0cienoBanue 00JbHOIO MPU MOAO3PEHUU HA MATOJOTHIO

AHaMHe3 IeYeHu

Hannume y 60/1bHOro LUppoO3a NIun
XPOHUYECKOro renaTurta

XXenyaoyHo-KuwevyHoe KpoBoTeyeHue:
KOJINYEeCTBO 3NM1M30408B, AaTbl, 06bEM

KpoBOonortepu, KJimHn4ecCkKkue rnposBsJjieHums,
JieyeHue

Pe3ynbTaTthbl paHee NpoBOAUBLUUNXCS
3HAOCKONUU

YKa3aHusa Ha aJIKOorosim3Mm, nepesimBaHns KpoBum,
BUpPYCHbIX renatut B un C, cencuc (B ToOM uucne
Cerncuc HOBOPOXXAEHHbDbIX, CErNCcuc,
06yC/10BJZ1IeHHbIW BHYTPUOPIOLLHOM NaTONOrnen
WM APYroro npomMcxoxxpeHus),

MuenonponndepaTuBHblie 3abonesaHns, NnpmemM
NepobDaANLHBLIX KOHTDAULENTUBOR



vocjiegoBaHue 00JbHOIo Npu NOA03PpEeHNN HA MATOJIOTUI0

neuyenn (MPOAO/IKEHME)
ObcnegqosaHme: obLy. aH KpoBu

BMOXMMMUYECKMN aHaIN3 KPOBU — CUHAPOMbI; BUPYCOJ1.
AMArHOCTUKa; oHKkoMapkepbl - A®I1 (>300)

BeHbl 6pOLLIHON CTEHKU: pacroJio)XKeHue,
HarnpaBJieHue KPpOBOTOKa

CnneHoMmeranus

Pa3Mepbl U KOHCUCTEHLIUA NeYeHuU
AcumTt

OTE4YHOCTb rosieHeu

PekTaJibHOe uccnegosaHue

DHAOCKOMMUYEeCcKoe uccsieqoBaH1e NULLEBOAA, Xenyaka

M ABeHaaLuaTUNEepCTHOM KULWIKW; Zorno/iHUTe/IbHble
ncaiegoBaHus

NMyHKLUMOHHaA 6Moncus neyeHu
KaTteTepn3saumsa ne4€HOYHOWU BEHbI

CenekTuBHasa aptepuorpacdus opraHoB 6pIOLLHOM
NoJIOCTH

YnbTDAa3BVKOBOE uccienoBaHme ¢ donnnepomMm,



Kaaccupurkanus L1 (nmpoxoskenne)
10 KIMHUYECKUM NPU3HaKaM

1. Cragum IIII: a) wHavyaabHas (ckpbiTasi); 0)
BbIPAa’KeHHBIX KJIMHUYECKHUX IPOSIBJICHUIA; B)
TePMHUHAJIbHAS.

2. AKTHBHOCTL 1mpouecca: a) axkrtuBHbid IIII (c

MUHHUMAJIbHOM, YMEPEHHOM, BBICOKOM AKTUBHOCTbIO); 0)
HeakTUBHbIN 1111.

3. CreneHb NEYCHOYHOKJICTOYHON ((PYHKIMOHAJILHOM)
HEAO0CTATOYHOCTH: a) Jierkas (KOMIIEHCHPOBaHHAasi); 0)
cpeaHed TsKeCTH (CYOKOMIIEHCUPOBAHHASA); B) THAKeaas
(TeKOMIIEHCHUPOBAHHAA).

4. dDopMa NOPTAJIBHON TUNEPTEH3UHU: a) CKpPbITasag; 0)
yMepeHHAas; B) pa3BepHyTas (KIMHUYECKHU
BbIPpAaKEHHAs1) M ee THI: a) BHYTPHUIIEYEeHOYHasi; 0)
noane4YeHoYHass (nmpeaneyeHoyHas); B) HaANe4YeHOYHAasd
(mocTneyeHOUHASI): T) CMETITAHHAS .



I1o Mopdos1ornYecKuM MPpU3HAKAM
Mukpounoayasapusiu L11.
Maxkpononyasipubiu LII1.

3. CMemiaHHbIA (MHKPO-, MAKPOHOAYJISAPHBbIN).
Ocno)xxHenusa LN
1. OTeyHO-aCHUTHYECKUH CHHIAPOM.

2. I'emopparnyecKuu CMHAPOM (KPOBOTEYCHUS M3
BAPUKO3HO PACIIMPEHHbIX BeH MHIIEBOAA M
KeJYIKA, U3 TEMOPPOUIATIBHBIX BEH).

3. IleyeHouHnas HHuedaonaTua (CTAAUA) U
KOMa.

4. dopMMpoBaHHE IHPpPO3a — PpaKa IeYeHU
(remaroue LUIJIAPHON KAPLHUHOMBI).

o=



Kpurtepuu ts:kectu LI mo mkaae YHaabaa-Ilsro (Child-Pugh)

Kputepumn
A & C
1. O0mmit ONINpyouH, MeHbIIe 35 36-50 0oJiee 50
MKMOJIb/JI (HOpMa 10
20,5)
2. AabsOymuH, 1/a (%) OoJsiee 35 30-35 MeHee 30 (MeHee
(Hopma:  35-40 1/, | (Gosee 50%) 40-50% 40%)
50-62%)
3. IIpoTpoMOMHOBBIH 0oJ1ee 80% 60-79% MeHee 60%
UHJIEeKC,% (HopMma:
50-62%)
4. ACIIUT HeT HeHanpshkeHHbIW | Hanpsi)KeHHbIN
nerko TPYyAHO
KOHTPO/IPYEMbIN | KOHTPOSIUPYEMbIN
(TPAH3UTOPHDbIN) (pedpakTepHbIN)
S. Ileyenounas HeT I-1I crenenu III-1V cTrenenu

eJib KJjacca A pa

oassam. Cymma 0a/uioB 5-7 — HayajbHasi CTaaAus

i’fﬁﬂﬁ@&ﬂﬁ'g q@%mﬁ noxa3z:l

0aJ1JI0B — TCPMHUHAJbHadA CTAaJAu

III.
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Knaccudumkauumsa remoxpomMartosa
[NlepBUYHbIN reMoxpomMaTo3 (HacneaCTBEHHbIN):

remoxpomaTto3 I Tuna (HacneacreeHHbI HFE-
accoLuuMmMpoBaHHbIN) — 95%. ObycnosneH 2-MA
mytauusamm B reHe HFE B 6 xpomocome, apechmumr
rencuavHa, KOHTpoJimpyrLjero BcacbiBaHue
xene3da MyTtauumum reHa BeayT K YCUJIEHMIO
BCacCbiBaHUA eJie3a U HaKOMJIeHUI0 B TKaHAX

opraHu3Ma (ne4yeHb, cepale, nomxkenyaovyHas
xenesa v ap.)

remoxpomaTos II Tuna (10oBeHUJ1bHbIN
reMoxpomMaros)

MyTauum pacnosioXxeHbl B reHe HAMP, .

FremoxpoMmaTto3 111 T™MNa — HacneacreeHHbin HFE
HeaccoLMMpPOBaHHbIN FrEMOXpPOMATO3.

MyTtauumu reHa HLV, kogupyrowlero CMUHTe3 peuenTtopa
TpaHcdeppuHa 2

remoxpomaTo3 IV Tuna — ayToCOMHO-AAOMUHAHTHbIN
reMoxpoMarTos.







[laToreHes reMmoxpomMartro3a

lNMoBbilleHne abcopbunm xxenesa B KMLUKE Npu
HOPMaJIbHOM COAep)XaHUM B nuuie

HakonsieHue esie3a B KJieTKaX NneyeHu,
nogxXenyaovHoM xxenesol, runoduse, Koxe,
CMHOBMAJIbHOU 060J10UKe CYCTaBOB

NepBOHavyaJZIbHO HaKoOMJIeHMe B BOAOPaCcTBOPUMOM
¢opmMe, Nnpu nporpeccupoBaHnu B BUAe rpaHy’
remocumaepuHa KonnyecrBo xene3a B NeYeHu u
noa)kenyaoyHoM xxesiese yBesimumMBaeTcs B
50-100 pa3, B cepaue B 5-25 pas, B ceneseHke,
noykax, Ko)xe B 5 pas.

NMoBpexxaeHue TKaHen - pa3pbiBbl
rneperpy)XeHHbiX )Xesie30M JIN30COM U
NepMKUCHbIM OKUC/IEHUEM IMNUAoB
Cyb6K1IeTOUHbIX OpraHenn




NaTtomopdonorna remoxpoMmartrosa

P)>xaBo-6ypasi oKkpacka opraHoB U TKaHeMH,
3a CYET HAKOIJIeHUS XKene3a
(remocvaepmHa): neyeHb, noaXxXenyaodyHas
yKene3a, CycrtaBbl, KOXa.

NopaxeHusa neyeHu npu HIrX:

1. OTno)XeHue xesne3a B ANUTEJIUN
NnpPoOTOKOB, KJ1eTkax Kyndepa, B
renaTouyuTax

2. Mporpeccupyrowmmn cbnbpos 6e3
Bbipa>XeHHOro BoCrnaJsieHus
(nepunopTanbHbIA, NEpUIO6byNApHbLIN)

3. PazBuTHe uMppo3sa npm AJMTesIbHOV
rneperpyske xenesom

dubpo3 Luppos MUK




CvMNTOMBbI reMoXpoMaTo3a
Cnab6ocTtb, yTOMNNAEMOCTb, anaTus
CycTtaBHOWU CUMHAPOM

HeonpepeneHHblie 60511 B BepXHEM NpPaBoOM
KBapaHTe XXMBOTA

CHMXeHne nmbnao, MNoTeHLus

OTHOCMTENbHO cneundunyeckne CUHAPOMDbI

CaxapHbii guabet (o1 60% Ao 80% 60nbHbLIX) 3a
cYeT AeNOHMPOBaHMS XKeJle3a B NoAKeTyA04HOM
wenese. ivaber MMMYHOHE3aBUCUMbIN

NMurMmeHTauua koxxm (MenaHoaepmus), - cepbin, a He
6pOoH30BbIN OTTEHOK (OT/I0)XKEeHUEe, BO3MOXKHO,
MeJlaHMHA)

[NlopaxeHue CyCTaBOB: apTponaTtus, apTpanrusa
(25-50%) MoBbiWIeHMe coaepIkaHus Xkenesa B
CUHOBHWAJIbHOWN YXXUAKOCTU NPUBOAUT K OTJ/IOXKEHUIO
nupodocdaToB, OT/IOXKEHUIO KasibLiUSl B CYCTaBHbIX
xpsawax (XoHAPOKaIbLIMHO3)




KnnHnyeckue nnposiBJieHUs
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M3MEHEHUSA KOXXW




OMarHocTuKka reMmoxpomMartosa

UccnepoBaHme Metabonunsma xenesa (NpuUsHaku
rneperpyskKu xesne3om):

YBenunuyeHue CbiIBOPOTOUYHOIO Xene3a, (heppuTuHa,
TpaHcdeppUHa
CHmxeHune OXXCC

HopmMma xenes3a — 8,95-30,43 MKkMonb/n

[eMOXpoMaTOo3 — yBeJZindeHUe CbiB. XKesie3a Ao 54-75
MKMOJb/ N

HopmMma pepputuHa 80-200 MKr/n (My>uunHbl)
40-80 MKr/n (OKeHLWMHbI)
FemoxpoMaTo3: > 400 MKr/n (My>XuuHbl)
> 300 MKr/n ()KeHLWMUHbI)
Hopma TpaHcdeppuHa — 2,15-3,65 r/n (My>XuuHbl)
2,5-3,8 r/n (OkeHLWMHHbI)
FeMoxpoMaTo3 — BbICOKMA YPOBEHb CbIBOPOTOYHOIO
TpaHC(eppHuHa
OXXCC — 44,8-76,1 mkMonb/n

KoadhdumumeHT HacbiweHna TpaHcdeppuHa XenesoMm
(HT)X) npu remoxpomMmaTto3e > 60%




MonekynapHo-reHeTu4eCcKkum aHanaus
Onpepenexnne mytaumm reHa HFE — C282V n H_3D
buoncusa neyeHu

OnpeneneHue KONMMYECTBa XKeJie3a Ha rpamMMm
CYyXOro UWiu BJIQXXHOIO BellecTBa NeyeHu
(neyeHo4YHbIN MHAEKC xenesa — NMNXX) c 1986 .
1,9

Okpacka no MNMepncy (6epnMHCKON Nnasypblo)

PesynbTaTt oTpULaTesibHbIA — Neperpy3kKa
YKeJie30M UCKJIIoUYeHa

Pe3ynbTaT NOJI0)XXUTENbHbINA — onpeaeneHme
MK

'McTonornyeckKkoe mccsiegoBaHve Ha

onpeapeneHue nHaekca ¢pubposa nnm uMpposa
rneyeHm




Kene3o B nevyeHu (no lNepncy)
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OdononHuTenbHbie METoAbI ANArHOCTUKMU

O6wunn aHann3 KpoBuU —HU3Kast KOHUeHTpauusa Hb B
IpUTpoLMTaX

OnpepeneHue rnroKo3bl, rMMKO3UMPOBAHHOIO
remornobuHa, C-nentuaa, MHCYJIMHA

BMOXMMMYECKUN aHAJIU3 KPOBM - CTaHAAPT
o6cnepoBaHus Npy NATO/IOMMU NMEYEHM.

NHCTpYMEHTaJIbHbI€ METOAbl ANArHOCTUKMH
Y3U opraHoB 6proLLIHOM NOJIOCTH, cepaLla, CYCTaBOB

KT, MPT opraHoB 6prowiHou nonoctu (npm
neperpy3ke xxene3som > 5 pas)

PeHTreHorpadgus cycraBoBs — runeprpocdpmuyeckmm
OCTE0apPTPUT, XOHAPOKAJIbLIMHO3 MEHUCKOB U
CYCTaBHbIX XpsiLLen




MeToabl neyeHus

Llenb leyeHUs — He AONYCTUTDb
M36bIiTKa NOCTYNJIEHUS XKeJe3a C NULLEeM.

YaanuTtb n36bITOYHOE KOJIMUECTBO XeJie3a u3
opraHmsMma

1. OrpaHMunTb NPOAYKTbI: MAICO, Fpeuya,
1610k, rpaHaTbl, KpacHOe BUHO

Orpannuutb BUT C, (Ao 500 Mr/cyr),
aJIKOroJsib, IerkopacrBopuMble yrnesoabl

JleuebHoOe nuTaHue Ana 60s1bHbLIX LUPPO3OM
rneyeHu, caxapHoim anaberom, XCH



MeToabl 1eyeHus
2. KpoBonyckaHusa:

1-2 pa3a B Hegento no 500 Mn A0 CHNKEHUA YPOBHSA
¢peppuTnTHa MeHee 50 MKr/n, koadumumneHTa

HacbllWeHuns TpaHcdeppuHa xenesoMm < 50%7?
Utvfnjrhbn B35%.

NMpodunakTuka: KposonyckaHme 3-4 pa3sa B rog
(uepe3 4 mecsiua)

3. NecdheppokcamuH (aecepan) B/M, B/B, exxeaHEeBHO
10% - 10 mn.

4. JleyeHne UMpPpPO3a NeyeHun, caxapHoro amabera.

5. FenaTonpoTrekTopbl —Ha ctaauu ¢pnbpo3a neyeHm.



bosnie3Hb BU1bCOHa - peakoe
HacneacreeHHoe 3abonesaHue C
ayTOCOMHbIM — peLleCCUBHbIM TUMOM
HacneaoBaHUA, NposBnsioLlleecs B
MOJ10A0OM BO3pacTe U
XapaKTtepu3yroujeecs HakonJieHuemM
MeaM B OpraHu3sMme



Hacaeacrsenno-meradoanueckue I

AyTOCOMHO-PeleCCUBHBbIM THII HacJedoBaHUsI (B OCHOBe
O0osiesHn — myranusi reHa ATP7B, orBeTCTBEHHOro 3a
BHYTPHUKJIETOYHBIA TPAHCIOPT Cu; ne(pUuIUT
LHEepPYJI0IJIAa3MUHA, pPe3Koe CHMkeHue 3kckpeuuun Cu ¢
KeJI4bI0);

aTroreHe3 -  BaXKHYKH POJb UIpPaer oOpa3oBaHHe
CBOOOIHBIX paaukagoB kucjaopoaa (nmpoaykros CPOUJI,
wimm I1OJI) B meyeHH ¢ NOCJACAYOUIUAM Pa3sBUTHEM
HeKkpo3a, pudposa u LII;

KJAMHUYECKUE CUMIITOMBI: MOSIBJIECHMEe Ha POroBHUIIE
KOJIbIIA 3€JIEHO-0yporo nsera (IMrMeHTAUs) — KOJbIO
Kaiizepa-®@ueiiinepa (comep:xxut Cu); pasButue IIII;
nopa:xenue IHHHC (arakcusi, nuzaprpusi, TpemMop 4 ap.);
IICUXUYECKHE PACCTPOMCTBA, «MAaCKOOOpa3sHoe» JIMIIO,
IOpPaKEeHNE MOYECK, CEPALA, JHIOKPUHHBIX KeJjie3, KOCTen
U CYyCTABOB;



naToreHes

CHMXeHune Uim OTCYyTCTBUE aKTUBHOCTHU
uepynonnadMmmbHa (Mytauusa reHa ATP 7B)
HapyLwlaeT nocrtynjieHme Mmeam K
¢depMeHTaM TKaHeBOro AbiXaHus,
KpOBeTBOPHbIM OpraHam.

CBoboaHas Meab HaKanJIMBaeTcs B
rneyeHu, Mo3re, NoUYKax, porosuLie.

Menab ABNsAeTCca NpooKCcMaaHTOM, U ee
HaKOIMJIEHMEe BedeT K NOBbILWEHHOMU
npoaykKumm ceBob6oaHbIX rMApPOKCUIIbHbIX
paAuKaNioB, Bbi3blBalollue noBpexaeHue
neyeHu v Mo3ra.



Ctagum pa3BuTtus

1 ctagpns — paHHUMU CTeaTos
renaTouuToB U NOosAIBJIEHUEe Teneu
Mannopu. Meab Hakan/ZimBaeTcs B
LLMTO30J1€ NeYyeHOUYHbIX K/1eToK. Meab
cBfi3aHHaA ¢ SH-rpynnamu
LIMTO30J1IbHbIX NMPOTENHOB,
3aTpyAHSsieT cekpeuunro 6enkoB u
TpUrnmuepuaos.

2 cTaava — pa3BMBaeTCAa HeKpo3
renaTtoumMToB, XpOHUUYECKUMN renaTtumr,
reMosimTuyeckass aHeMus.



nepeoKuc/iIeHue JIMnuaos y
noBpexxaeHue JIN30COM C
nocneayroumMm HEKPO30M
renaToLmTOB.

Meab nepepacnpenensercs m3
LLMTO30J11 B JIN30COMbI renaToLuToOB.

3 cTaaus — YCUJIeHHOe HaKormnJieHue
Meau B neyeHu npmeoauUT K pubposy
U LUPpPO3Yy NeYyeHu.



~ Konsuo
= N\ Kanzepa —
— Dnenuepa

NereHepaTmMBHbIe namMmeHeHus
xXBOoCTarteIx Ssaep

Cnacrvka,
HenpouasonbHLIS
OBVKSHMUS,
SeccMmuicneHsHan
yNeabxa,
CNoHOTeYeHnwe

Linppozs nevern,
oTNnoXxXeHne Mmenu
B nedesin

Purscyrnox 3. MmaBsHbIie opraHbI-MMLLISHI M HeBPOJTOrMyYecKme rmpoaB/ieHnss 60—
nnesHrn Bimnescoria — Kormnoesanoea (nmo F. Netter, 2007)









fleMaToNnorMyeckue naMeHeHusa

OcCTpbIM BHYTpUcocyamcrbin remonus (15%) (B cBA3n
C NOCTYNJIeHUeM Mean M3 NeYyeHn B KPpoBb —
3PUTPOLIUTbI — FeMoJIn3.)

N3MeHeHUs noyek:
PEeHaNIbHbIA AUCTAJIbHbIN TYPOYNSAPHbLIA aunao3
N3MeHeHUs1 KOCTHO-CYCTaBHOU CUCTEMDI

OcteoneHus, apTponatus (KpynHble CyCcTaBbl,
ocTeo(duTbl, CKN1epo3, noaxpslieBbie NCeBAOKUCTbI).
B cBsizn runep-Ca-ypuen runep-Ph-ypuen.

CepaevyHo-cocyaucrasl cucrteMma:
f'mneptTpodusa 060muX enyaouKoB,
opToCTaTUYecKan rmnepreH3us

JHAOKPUHHAA CUCTeMa
'MHeKoOMacTuS,
HapywieHve noJioBoro co3peBaHus,
runonapaTtupeos
OdepmMmaTtonornyeckme n3MeHeHus:
f'MnepnurMeHTaums, ronybbie IYHKM y HOrTeun



[onybble NnyHKn HorTen npu BB

B



IInarHoCTuka

CkpuHuHIr Ha BB npoBoauTb B Bo3pacte 3-40
NeT Npyu HaJIMuMu cneayrowmx NnpUu3HaKoB:

Heob6bsacHMMOe yBennueHme
aMuHoTpaHcdeppas;

HeyTOyHeHHas 3TUOJZIOrusa NopaxeHums
neyeHu

HeBposormyeckme nasMmeHeHus
HEeYTOYHEHHOMW 3TUOJIOrUN: TPEMOop,
HEeKOOpANHUPOBAHHOCTb U AP.;

Konbuo Kansepa ®neuvwepa;

HeobbsascHMMan npnobpereHHaa KyM6c
oTpuuaTesibHas reMoJiMTUYeCKas aHeMus;

CeMmerHbIM aHaMHe3 no bB.



IOnarHocrnyeckume TecTbl

Llepynonna3smuH (LIINJ1) B Hopme 20-40 mr/an
CHmxeHune < 20 mr/aon

JKCKpeLuns Meau ¢ MOYOH
HopMa - < 40 MKr/cyTku
Npu BB — 100 Mkr/cytku (2000-5000 Mkr/cyT.)

Meab CbiIBOPOTKU KPOBMU

HeuepynonsiaammHoBas Meab (CBA3aHHaNA C a/ibbyMUHOM,
aMUHOKMUCNOTaMM) yBenndeHa > 50 Mkr/an.

LlepynnazMMHOBasa MeAb MNOHM)KEHa

O6wunn yposeHb Mean B KpoBU B npeaenax Hopmbl (MeHee 80
MKr/an)

Buoncus neyeHn: MEeToAOM CneKTpodoToMeTpuUMm.

OnpeneneHue KOJIMYECTBEHHOr0 coaepXaHMs Mean B rneYeHu
Ao 250-3.000 MKr/r) Tunn4yHblie U3MEeHeHUs ANA renaTmTta
WJIN UMppo3a



InarHocTtumka

N3MepeHue paanoaKTUBHOCTU CbIBOPOTKMU yepe3l, 2,
4, 48 4. nocne npuemMma nsortona meamnm — Cu64; Cué?.

OnpeneneHne NMKOB KOHLEHTPALMU Meau B KPOBM

OdTanbmonornyeckoe nccneposaHune (Wenesas
NlaMna) — BbisiBJIeHUe KoJsibua Kansepa —
dnenuiHepa

MPT rosnoBHoro Mo3ra — BbisiBJ/ieHUe o4yaros
NMOHMXXEHHOM MJIOTHOCTM B 6a3a/ibHbIX FAHIJIMAX B
Tanamyce, B obnacrtu 3ybuartbix sgep v Kopbl
MO3)XeukKa

leHeTnyeckue uccneposaHusa: AHK Mmapkepbl



Koraa 3agyMmaTtbcs 0 60/1e3HM
BuUnbCOHa

Monoaou Bo3pacrT,
Henponcmxmyeckass CMMNTOMaTHUKa,

KyMmb6c-oTpuuaTesibHas
reMoJiIMTUYeCKas aHeMus,

ceMeMHbI aHaMHes.



CoBpeMeHHasa TaKTUKa JieyeHus

lneta C NOHW)XXEeHHbIM coAepXXaHueM
Meau B NnevyeHu:

OrpaHunuyeHue rpubos, opexos, 6060B, paconu,
LIOKOJ1ala, MOPEnpoAYKTOB, NeuyeHMu, Nnoyek,
CyXO(pYKTOB.

Meab-xenaTupyrowme npenaparbl.

A-neHnunnnamuH (kynpenumn) (c 1935 )
250-500 mr/cyT. 3a 30 MmuH. [10 eabl,
yBe/NmyeHue Kaxxabole 7 aHen po 1,5r. B
CYTKMU
NMNoaaep)xuBarouwjasa Tepanuma NOXXU3HEeHHO
0,75-1 r/cyTku
KOHTPOJ1b: CHM)XEeHMe 3KCKpeunun Mmeam C
Mo4yom Ao 500-1000 Mkr/cyr.



CoBpeMeHHas TaKTUKa JieyeHus

TpueHTUH (€ 1969r.) 1-2 r/cyrt. Hatowak B
3 npuemMa

LimHk. MpenaTcrByer abcopbunmn mean B
kuwke. 15 mMr 3 p/aeHb Mexxay enom.

CynbdaTt nnm ayertart umHka 150 mr/paeHb

Terpatnomombpart — obpasosaHue
KoMmJiekca ¢ Meablo B XXKT u B KpoBu —
120-200 Mr/cyTKn.

TpaHCJIaHTaUUA NeYyeHn
®INH c reMoNIN30M U rMNepypukKkeMmen

NMporpeccuposaHue Ne4eHoOYHOMU
HeAOCTaTO4YHOCTH

eHHasa Tepanuga - 3aMelleHue B NneYyeHu
AedeKTHOro reHa



NMepBuYHbLIK 6UNMapHbIN LI

XPpOHHUYECKOE AYTOMMMYHHOE XOJIeCTaTH4YecKoe,

HACJIEACTBEHHO-IeTePMUHUPOBAHHOE 3a00/1eBaHUE
IEYCHU HEHM3BECTHOMU ITHOJIOTMH, XapaKTepUu3yroleecs
AayTOUMMYHHOM HeCTPYKIUECH MEJIKHX
BHYTPHUIIEYEHOYHbIX KeJTUHBIX IPOTOKOB,

POrPecCCUPYIOIIUM  TEYCHHUEM ¢  MOBPEKICHUEM
ne4eHOYHbIX Jojiek W passuruem III. KiamHuka
xoJj1ecraza. ®udopo3 nporokoB. JIyKTONEeHUA

B maroreHe3e BbIAEJISIOT TI'€HETHYECKHUM,
AYTOUMMYHHBIM M JHJAOKPUHHBIN  (paKTOpHI, B
YACTHOCTH HAJIMYHe cnenuPUuIeCcKux
AHTUMHUTOXOHAPHAJTbHBIX AHTHUTEJI AMA-M2
(onpeneasirorcss 'y 85-95% oOoabHbix IIBIl medenn),
U3peaKa AMA-MS;



NMepBuUUYHbIK 6MNMapHbin LM (npogonxeHue)

KiMmHUKAa: MYYHUTEJIbHBIA KOXHBIN 3y, KOKHbIE
pacuecsl, KeJITyXa, rUIepmUurMeHTanms,
reraroMerajins, pexe — CIUICHOMeEraJjusi, NMOBBIIICHUE
ypoBHsA AJAT u AcAT, OuaupyOmHa, XoJecTepuHA,
KeJUYHBbIX KUCJI0T B KpoBH, JIITHIL; tnapes.

JAuarno3: kaunuka, AMA-M . Ouomncusi neyeHu
(IeCTPYKTUBHbIM  HETHOMHBIA  XOJAHIUT, (udpo3
[eYEeHH, CHHAPOM HCUYE3AIMIMX KEJYHBbIX IPOTOKOB);

Y3U, KT.

Jleuenue: YIXK (ypcodaabk, ypcocaH), rentpaJ
(ameMeTHOHMH), IpeIHU3010H (Oymeconun),.
Il1azmagepes. TpaHcIUIaHTAUA TTCYCHMU.




CuMnTOMBDI,
XapaKTepHblie A NnepBuYHoro buamapHoro
UMppo3a
lenaTtocnneHomeranus

Kcantomsi /
KCaHTena3mbl

AccouMMpoBaHHbIe
ayTOMMMYHHbIE
3aboneBaHus

KoXxHbin 3ya Xenryxa
MNosbilweHHan
yTOMNsSiEMOCTb MMnepnurmeHTayms

Kan usera rnvHbl



AnarHocTtnka nepBuMyHOro 6unamapHoro uMpposa.

« XKEHCKWIA Non

» BogpacTt 3560 ner

* KOXHbIV 3yA
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BTOpMuHbIN 6MnmnapHbin LI

IIpu 00CTPYKIMM BHENMEYEHOYHBIX KeJTYHbIX
nyred (manmujuiocreHo3, pak Bb/AC u roaoBku
MOIKEJIYIOYHOU  KeJIe3bl; «BKOJIOYCHHBIN
kamMeHnb B amnyJsae bJAC u ap.).

KiauHuka: Mexanun4veckas (Imoane4eHoYHas )
AKeJaTyXxa, KOKHBIU 3V, 00ecBeUCHHBLIN
(ax0MYHBIN) KaJ, TeMHasa (OJHBKOBOIO ILIBETA)
Mou4a.

buoxumus: ¢gepmeHnTsl xosecraza (LD, vy-
I'TII), rUIepoONIupPyOuHEeMUs (3a cuer
CBSI3AHHOIO OnupyounHa),
runepxojecrepuHeMus, U30bITOYHOE KOJIUYECTBO
KEJIYHBIX KMCJIOT B KPOBH U JIP.



BTOpuuHbIN 6MnmnapHbin LI
(npoagomxeHue)

Jluarnos: IPXIII, MP-XIII,
racTpoayoaeHo(puOpoCKonus, peJaKkcanuoOHHas
nyoxenorpadpus, Y3IU, KT.

JleueHne: B  OCHOBHOM, OIEPATHUBHOE
BMEIIATEJIbCTBO.

3acrounsbii L1

Ilpy XpOHHYECKOM TNPABOXKEJIYIOYKOBOU HJIH
TOTAJbHON  CEpPACYHOM  HEAOCTATOYHOCTH WM
3aCTOMHOM MEeYCHU C IOCJIeAYIoLIeHn
Tpancpopmanuen B I11.



KinHnyeckue CMMIITOMBI
ACKOMIICHCHPOBAHHOTI'O
HUPPO3a NCUCHHU
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Ocno)xxHeHnus LN

[leyeHOYHanA 3HUedanonaTus

KpoBoTeuyeHns1 U3 BapUKO3HO
pacLUMpeHHbIX BEH NULLEeBOoAAa U XXenyaka

AcuumTt (c nnun 6e3 nHpmnunpoBaHus
aCLUTUYECKOU XKNOKOCTH)

[enaTOopeHanbHbIU CUHAPOM
'MnoHaTpnemusn pasBeneHus
TpoM603 BOPOTHOU BEHbI



JleyeHue UMPPO30B NeYeHn

Y nauyneHToB C BUPYCHOU 3TUOSIOTNEN
LMppo3a npu ycnoBmuu KomneHcauum
dyHKLUMUN NeYeHN BO3MOXKHO
paccMoTpeHune Bonpocao
NPOTUBOBUPYCHOM NneYveHuu. [Npu atom
HeobxoaAMMO B3BECUTDb
npegnonaraemMbi PUCK pa3BUTUSA
NoOoYHbIX 3chheKToB Tepanum u
BO3MOXHYIO NOJIb3y OT €e NpoBeaeHUs

Mcnonb3yloTcA aHanorn HyKrneoTunaos -
TenounByauH, TeHo(aBup, IHTEKaBMUPp.



JleyeHue LI

OTeYyHO-aCHUTHYECCKUU CUHIPOM:
= OrpanuyeHue MNOBapeHHOM cou (10 2 r/cyT).

Q Mo4yeronublie cpeacTBa: KajauucoOeperawume
(cmupoHoJgakTOHbI  50-200 ™mMr), mnerieBbIe
auypetukd  (bypocemua-iaazuxkce 40-160 mr)
napamenres (ylajeHde A0 5 J acHUTHYECKOU
KUJTKOCTH);

0 aJIbOYMUH (10-20%) BHYTPHUBEHHO;
perpaHcdy3usi IMOJYYEHHOM B CTEPHJIBbHBIX
YCJIOBHUSAX ACHUTHYCCKOMN KUIAKOCTH,



B TeueHMe nepBoOro roga oT MOMeHTa
nosiBJZiIeHUS acLuTa BbDKMBaeT oT 45
0o 82 %60nbHbIX, B TEYEHUE NATU NeT

— MeHee 50 %b.

JleueHne NH(PEeKLUMNOHHbIX
OCJI0)XXHEHUU LUppo3a NnevyeHn —
vecdanocnopuHbl III nokoneHus,
Kapb6aneHeMbl — ramkonenTuabl,
nuHesonua-paantomMmmumH (npu VRE)



JleyeHue nNopTasibHOM
rmnepTeH3um

beTta-aapeHO6/10KTOPbI —
aHanNpwWJnH, Kapseawusion
HutpaTtbl — nsocopbuaa an-vu
MOHOHMTpATbI
TpaHcrorynspHoe

BHYTpPpMNEYEeHOUYHOE NopToKaBaJibHOe
LUYHTUPOBAHME



JleueHnue UIN (npogomxeHune)
I eMopparn4eCKuu CHHAPOM (KpoBOTedYeHHE U3

BAPUKO3HO PAaCHIMPEHHbIX BeH MNMINEBOAA M
AKeJyAKa): NepeMBaHHE CBEXKe3aMOPOKEHHOU
IJ1A3MbI, JPUTPOMACCHI, TPOMOOMACCHI

yaaJIeHHuEe M3JIUBIICHCH KPOBHM M3 KEJyIKA M
KHIICYHUKA (NMPOMBIBAHUE KeJYIKA, BBICOKHE
KJIU3MbI), AHTUOMOTUKH IHMPOKOI0 CIEKTPA

HAJIO)KEHUE JIMraTypbl Ha KpPOBOTOYAIIME
COCYbI, FHA0CKONUYECKAA CKIIEpOTepaANus

30HA-0a/510H biaekmMopa;

CMHTEeTMYEeCKHne aHa1Iorm Ba3onpeccuHa —
TEep/IMNPECCUH; COMaTOCTaTUHA — OKTPeoTupa,
BanTpeoTua B KOMOGMHALMM C HUTPOTrINLLEPUHOM



MeToabl ne4eHna n NnpodnnakTuku

KpOBOTEYEeHMU U3 BapUKO3HbIX BEH NULLeBoAa
JHAOCKOMNMUYeckas ckneporepanus
JHAOOCKOMUYeckoe nurnpoBaHue

CouyeTaHue NnMrMpoBaHNA N TPOMONPOBaHUSA

TIPS (TPaHCBLIOrynspHOe BHYyTPUNe4YeHo4yHoe
nopToKaBasibHOe LWWYHTUpPOBaHue)

BannoHHan peTporpagHan TpaHCBEHO3Has
obnuTepauus BapuKCcoB

JKCTPEHHbIe Xpypruiyeckue BMeLlaTenbCTBa
(3KCTpEeHHOoe nepecevyeHUue NueBoana ¢ NOMOLbLIO
clumBaroLlero annapara - onepauusa lNaunopsbl)
B-agpeHobnokaropbil,

UHriMbuTopbl NPOTOHHOU NOMIbI

AHanoruv BasonpeccuMHa u comaTocTaTuHa



JleueHue HH (IPOJOIKEHME)

IleyeHOYHAsA SHUEPATONATHUA: amera c
OrpaHUYeHHEeM 0eJIKa;

nrodanak (JIaKTyJ103a) 1Jas MpUeMa BHYTPb H C
OYHCTHTEJbLHBIMH KJIN3MAaMM;)

rena-mepu - L-opHuruH-L-acnmaprara(LOLA)
OpHMTHH M AacHaprar MIrpalT OCHOBHYKO PpoOJb B
NpeBpaliecHu AMMHAKA B MOYEBUHY

AHTUOMOTUKHU (YHHUYTOKAIOT MHKPOOOB,
oOpa3ylummux aMMHMaK): BaHKOMMIUH, HEOMMIIUH,
METPOHMIA30J1, pU(PAKCUMUH

FI/IHepCHJIEHI/I3M — INIIOKOKOPTHKOU/IbI, CILICHIKTOMH

I'emaTopeHaJbHbIN CHUHIPOM — AJILOYMUH,

nepudeprndeckue Ba30KOHCTPUKTOPSDI



dakTopbl, NpeapacnoJsiararolme K pa3BUTUIO rernaTtoKapLuuHOMbI Npu
XPOHUUYECKUX renaTtutax

NMmyHOTEHETH- 3apakeHHUE B PAaHHEM NMmyHONOTHYECKAs
yeckKas NpeapacnoaoKEeHHOCTD. NETCTBE. TOJIEPAHTHOCTb.
[IpenmyliiiecTBEHHAS YA3BUMOCTD MHoronetHee

MYKYIHH. HOCHUTEIHCTBO
HBsAg.

VYnorpebiieHre B MUIIy apaxuca - YcuieHHas pagyanusi.
a(JIOTOKCHHA. Hpyrue sKoIoruueckue
CTPECCHL.

HecbanancupoBaHHOE OCIKOBOE . eMaTOKAPIMHOMA [ToBTOpHBIEC TPaBMbI ICUYCHU
nuTaHme ¢ a1ehUIUTOM
'KHBOTHOTI0 0eJIKa.

3/10CTHOE KypeHue. JuuTeqbHOE ynoTpedJjeHue
OpajabHbIX
KOHTPAaleNnTHUBOB,
HEKOTOPBIX APYruX
JIEKAPCTBEHHbIX CPEACTB.




