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Pe3lome

K rpynne aytoummyHHbIx 3aboneBaHuin neuenn (AVI3M) oTHocATCA ayTouMMyHHbIA renatiT (AW, nepBuyHbIA OrnnapHbii
umppos3 (MBL) v nepsuyuHbIi cneposupytowmii xonaHrut (MNCX). HacTosAwwme MeTogmnyeckme pekomeHaaumum OCHoBaHbI

Ha 0630pe 1 aHanwu3e NybnAnKaLuin NOCNeaHUX NeT NO JaHHON TeMaTVIKe B MAPOBOW 11 OTEYECTBEHHON TUTEPATYPe, a Takxke
Ha OMbITe aBTOPOB MO NEYEHIO NALMEHTOB ay TOUMMYHHbBIMY 3a60NEBaHMAMM NeYeHu.

JKCnepuMeHTanbHasA U KNMHUYeckan ractpoaHteponorua 2015; 119 (7): 97-107

Summary

The group of liver autoimmune diseases (LAD) includes autoimmune hepatitis (AIH), Primary biliary cirrhosis (PBC) and Primary sclerosing
cholangitis (PSC) The guidelines on clinical diagnosis and management of patients based on a review and analysis of recent publications
on this topic in the global and domestic literature and on the authors’ experience in treating patients with autoimmune liver disease.

Eksperimental’naya i Klinicheskaya Gastroenterologiya 2015; 119 (7): 97-107

AyTOoMMyHHbIN renatut. MKB-10: K73.2

AyTOMMMYHHBIII TeIATUT — HepCUCTHpYIoLiee (He-
paspelInBLIeecs) BOCIIaJeHMe IeYeHN HeM3BeCTHOI
3TMOJIOTYM, XapaKTepN3yoleecs IMepUIIOPTaTbHBIM
i 6071ee OO PHBIM BOCII/IUTEIbHBIM ITPOLIECCOM
¢ rumepraMmarno6yaMHeMuelt U TKaHeBBIMU ay TOAH-
THUTeNIaMI, KOTOPOE B OO/BIIMHCTBE CITyYaeB OTBEYaeT
Ha IMMYHOCYTIPECCUBHYIO TEPANNIO.

ANuUAEeMIONOTNA: PAaCIPOCTPaHEHHOCTD B EBpomne
cocrasnser 0,2-17 cny4yaes Ha 100000 Hacenenus,
B Poccum — 10-20 ThICSTY GONIBHBIX, KEHIUHBI TIpe-
obnaganT Haj My>xunHamu (8:1).

ITaToreHes: HapyuleHMe GYHKUNII UMMYHHOII
CUCTEMBI B II€/IOM U/ OTHENbHBIX €€ KOMIIOHEHTOB
(T-muMOUNTOB) IPUBOLUT K Ay TOMMMYHHOMY BOC-
TIaJIeHNI0 BCTIEACTBIIE CMHTE3a arPeCCUBHBIX ayTOaH-
TUTET ¥ PAa3MHOXXEHNA ayTOATPECCCUBHBIX KTIOHOB
KWJIEPHBIX KIeTOK. TpUIrepHbIMY (3alycKaloLiu-
Mu) GaKTOpaMu MOTYT BBICTYTIaTh MH(QEKI[MOHHbIE
aTeHTHI, a/IKOT0/Ib, TOPMOHAa/IbHAs MepecTpoiiKa
B Iy6epTaTHOM U HEePUKIVMAKTEPUIECKOM IIepPIO-
Tax KVM3HU, IeKapCTBEHHBIE CPefICTBA, CTPECCOBbIE
CUTYaI UM,

Baxneitiryio ponb B passutun AVI urpaet cucrema
HLA, xopupoBaHHas Ha KOPOTKOM IIJIeye XpPOMOCOMBbI
6p21. B HacToAIIee BpeMs pasnuyaioT rpynmnsl HLA
knaccos [-III.

OunarHoctnueckune kKputepum AUT

o IIMTONM3-MOBbIIIEHNE AKTUBHOCTY CBIBOPOTOYHBIX
TpaHcaMuHas: anaHuHoBolt (AJIT) u acmaparuso-
Boii (ACT) Bbime 5-10 HOpM.

« IloBBIIIEHNE YPOBHSA CHIBOPOTOYHBIX FaAMMArno6y-
nUHOB B 1,5 1 6071ee pa3 o CpaBHEHMIO C HOPMOI.

o Hanuume ayToaHTHTEN B CBIBOPOTKE KPOBIL.

Knaccmueckumu HLA — I- reHaMu aBnsaoTca A,
B n Cw. IIpotennnr HLA -I pacnonararoTcsa Ha Bcex
KJIeTKaX TKaHell, B TOM 4NC/Ie Ha TelaTOINTaX, IMMY-
HOKOMIIETEHTHBIX KJIeTKaX, TpoMborTax. MojeKy bl
HLA-I npencTaBnAaiT MMMYHHOI CICTEMe SK30TeHHbIe
U 9H/IOT€HHbIE TENTU IbI, CUHTe3MPOBaHHbIE U3 TPOTe-
VHOB COOCTBEHHBIX KJIeTOK (3H/JOT€HHbI aHTUT€HHbII
porieccuHr). AHTHreH pacrniosHaercsi CD8+ mumdoryra-
M1, CBsA3bIBafoIMucs ¢ yaactkom CD8 monmexymsr HLA.

Hawn6onee snaunmpiMu s permona HLA-II aB-
nsatotcs reast HLA DRB, DQA, DQB, DPB. HLA 11
3KCIIPECCUPOBAHBI HA JEHAPUTHBIX K/I€TKaX, aKTH-
BUPOBAaHHBIX T-K/IeTKaX, 9HJ0TeNaNbHBIX K/IeTKaX
JKem4HbIX IpoToKoB. IIporennst HLA Il npeppasnsaioT
Ha [TOBEPXHOCTY K/IETOK aHTUT€HHbIE IIEITHU/bL, 00pa-
3YIOIIVeCs TyTeM IPOTeONNTNYECKOTO PACIeIIeH s,
B pe3y/IbTaTe Yero OHM CTAHOBATCA CHOCOOHBIMU CBS-
3bIBATbCA C BHOBb CUHTE3MPOBAHHBIMY IPOTEMHAMM
kiacca II (9K30reHHBII aHTUTeHHBIIT IPOL[EeCCHUHT).
AHturen, npepacrasnennbiit HLA II, pacriosnaercsa
CD4+ numdonurtamn.

HLA III oxBaTbIBaeT reHbl, KOfMpyomye GpakTopst
kommnemenTa C2, C4B, ®HO -a, PHO — f, 6enkn
ternosoro moka (BTII70) u gpyrue NpogyKTh reHa.

Bce Tpu xmacca cuctembl HLA acconumpoBaHbl
C ayTOMMMYHHBIMHU 3a00/IeBaHUAMMY ITeYEH.

o IloBbILIEHVE YPOBHS CHIBOPOTOYHOTO MMMYHO-
rnobynuza G.

o IlonoxxurenbHble CEPONOTNIECKIIE PEAKIVIN U Ha-
nu4me TKaHeBbIX aHTUTreHoB (LE-KmeTku, aHTu-
HyKJ/IeapHBIil GaKTOp, IOMOXUTENbHAS PeaKIys
CBA3bIBaHUA KOMIIZIEMEHTA).
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« Hanu4yme TkaHeBBIX aHTUTEN K I‘]'[a)ll(OI?[ MYyCKYy1a-
Type, CIMBUCTOI 060/T0UKe JKemynka, KJ1€eTKaM -
TOBU/ITHO >Ke/Ie3bl, KJIeTKaM IIOYeUYHbIX KaHAJIbIIEB.

pekomeHaaLuuu Horp | recommendations

3 MOPCI)OHOFI/I‘IECKI/IG M3MeHeHU A B renaTobmonTare:
CTyII€eH4YaTbl€ HEKPO3bl M HA/INYIME IVIA3MATUIECKUX
KJIETOK.

Tunbl BbisBNAeMbIX Y 60nbHbIx ¢ AUT ayToaHTuten (mabsuya ).

1. Anmunyxneapuovie (AHA) BoiaBnaoTca no 80 %
cnydaes npu AT 1 tuna. CooTBeTCTBYIOLINE UM
AHTUTEHBI IPefICTABIAT co6oit sipepuyo JHK,
HyKJIeapHble CTPYKTYPbI, PyHKIMOHAIbHbIE IIPO-
TeVHBI WY IIeHTPOMEPBIL.

2. Aumumena k enaoxoi myckynamype (AI'MA) obHa-
pyXuBaoTcs B coueTanuy ¢ AHA.

3. Aumumena Kk MUKpOCoMAanvHOMY AHMU2EHY nede-
Hu u nouex (LKM-1) daie Bcero onpeensoTcs
y 6ompHbIX AVT 2 TiIa, Y KOTOPBIX OTCYTCTBYIOT
AHA u ATMA. Anturenom ansa LKM-1 cnyxunt
uuroxpom P4502D6 (CYP 2D6) pubocom uuro-
M/Ia3MaTUIECKOI CETU, KOTOPBIIT yYaCTBYET B Me-
TabonusMe 6onee 40 TeKapCTBEHHBIX IIPENapaToB.
B cBasu ¢ atum, LKM-1 B 04eHb BBICOKMX TUTPax
(1:160 u 601mee) obHapyxuBaroTcsa npu AT 2
THIIA, MHAYIMPOBAaHHOM IIPMEMOM JIEKapCTBEH-
HbIX cpeficTB. OnHOBpeMeHHOe noasnenre LKM-1
M aHTUTeN K BUPYCY TenaTuTa C MOXKET YKasblBaTh
Ha BUPYCHYIO IPUPOARY 3a00IeBaHNUA.

4. IIpomusoyumo3onvHole neveHo4Hvle aHmumena 1
muna (aumu-LCI) — 06Hapy>KMBaIOTCs OJHOBpe-
MeHHO ¢ LKM-1 u cunraroTcsa BbICOKOCTIeudmny-
HpiMu it AT 2 Tuna npu fo6poKadecTBeHHOM
TedeHn! 3a60/1eBaHMA.

5. Aumumena LKM-2 — X aHTUTEHY, IPeACTABIAI0-
memy coboit nuroxpom P2C9 (CYP 2C9), obnapy-
>kuBatorca npu AVI 2 tuna, MHAyLMPOBaHHOM
JIeKapCTBEHHBIMM TTpenapaTaMIm.

6. Aumumena LKM-3 BcTpedarorcs y 13 % manu-
enToB ¢ HDV-undexnueit u B 10 % AWTI 2 tuna.

Knacccndukauma AU

AHNT 1 muna — KnacCU4YeCKMil BAPMAHT Te4eHU A
3a060/IeBaHMU A, BCTPEYAETCsI B OCHOBHOM Y MOJIOABIX
JKEHIIVH, COIIPOBOXAAeTCs TMIepraMMariooynmnHe-
mueit, HannuneM AHA, ATMA, fpyrux ayToaHTHUTEN,
OT/IMYAETCA OYEeHb XOPOLIMM OTBETOM Ha TepaIuio
MMMYHOCYIIPECCOpaMM.

AMTI 2 muna — 3aboneBaHue Yallje pasBUBaETCs
B IETCKOM BO3pacTe, BTOPOJ MK IPUXOANTCA Ha BO3-
pacr 35-65 ner. O6Hapy>xuBatoTca anturena LKM.
XapaKTepHO OCTpOe Havamo 1 GbHICTPOE IPOrpeccu-
poBaHue 10 pasBuTuA uupposa nedenu (y 40-70 %

KnuHunyeckaa kaptnHa AUl

XapakTepHa CHCTeMHOCTD ITOPAXXeHSI OPTAHOB I CH-

crem opraumsMa. Haunboree xapaxTepHble KINHIYe-

CKIU€ IPOSIBIIEHISL:

o Bomu u/unu TsAXeCTh B IpaBOM IOfpebepbe, CHU-
JKeHIe alllleTUTa.

o Cy6¢ebpunurer, yTOMI51€MOCTb, BbIpa>keHHas Clla-
60CTb, CHIKeHNEe pabOTOCIIOCOOHOCTH.

o JKentyxa.

o MaJble medeHOYHbBIE 3HAKM Ha KOXe (IIa/bMapHast
SpHUTeMa, TelleaHTUIKTA3UN)

o TemaTomeranus, CIIEeHOMeTa M.

B kayecTBe aHTUTeHa BLICTYIIAeT YpUAMHAUPOC-
dat-5-rmokypoHnntTpancdepasa (GepmeHt, npu-
HUMAIOLINII yYacTye B MeTabonusMe JTeKapCTBeH-
HBIX IIPeNaparos).

7. Aumumena K pacmeopumomy aHmuzeHy ne4enu
(anti-soluble liver antigen — SLA) BBIABNAIOTCA IpU
AWT 3 tumna, a Taxxe y 10-15% 6onbubix ¢ AUT 1
TUIIA ¥ CYUTAIOTCA B HACTOAIEe BpeM s e[MHCTBEH-
HBIM JYIaTHOCTUYECKVM MapKepOM, CIIeLupUIHBIM
/1A JaHHOTO 3a060J/IeBaHMA.

8. Aymoanmumena x neueHo4HOMy cneyuduecKomy
npomeuny (LSP) HanpaB/leHbl IPOTUB IIPOTENHA
MeMOpaHbl UM IeIeHOYHOTO crennduiecko-
ro MpOTeVHa renaTouuToB. YyBCTBUTENTBHOCTD
U cuenupUIHOCTb 3TUX ayToaHTUTeN npu AVT
cocrasnsAoT 6omee 80 %.

9. Anmumena K acuanoenuKonpomeuHosomy pe-
yenmopy (ASGPR). AHTUTEH — crennduIecKuit
MEe4YeHOYHBINI aHTUTEH, 3KCIPECCUPYOIMIica
B 6O/IBIINX KOMNYECTBAX Ha MeMOpaHax mepu-
MOpTaJbHBIX remaroyuToB. AHTUTEeNa K ASGPR
ABAKTCSA KOMIIOHEHTOM aHTUTeN LSP 1 BbIABNA-
1o1cAy 50-80 % nauuentos ¢ AUT, y 15 % ux tutp
KOppenupyeT ¢ aKTMBHOCTBIO BOCIIA/INTETbHOTO
mporecca.

10.B 20-30% cny4aeB BBIABIAIOTCA AHMUMUMOXOH-
opuanvrole anmumena (AMA), 8 70-90 % ciy-
JaeB — Amunu4Hvle AHmumena npomue yumo-
NAA3MAMUYECKUX AHMULEHOE HellMPOPUbHBIX
netikoyumos (p-ANCA), y 10-40 % — anmumena
K enuaoumy.

60/IbHBIX K MOMEHTY IIOCTAHOBKY [{MarHO3a MeeTC s
chopMupoBaBIINIICA [UPPO3 nedeHn). Y 50-65 %
MaIMeHToB HaO/II0IaeTCsI OYeHb BHICOKAS aKTUBHOCTD
3abo/meBaHMs, KOTOPOE MOXET IIPUHATD GYIbMU-
HAHTHOE TeYeHUe.

AHNT 3 muna — xapaKTepusyeTcs Halu4MeM ay-
TOAHTUTEI K PACTBOPMMOMY IIeYeHOYHOMY aHTUTE€HY
(anti-SLA) 11 me4eHOYHO-ITAHKPEATNIECKOMY AHTUTEHY
(anti-LP). Psi aBTOPOB He BBIfE/IAIOT 9TOT BapUAHT, T.K.
BbIsAB/IAE€MbIe Ay TOAHTUTENA U KIMHNYECKOe TeUeHMe
comoctaBumo ¢ AUT 1 tumna.

» HapymeHne MEHCTPYyasbHOIO LIMKJIA BIJIOTD JIO
ameHopen (y 30 % >KeHILIVH).

o ApTpanrum, Muanruu, KoxHsle coinu (6oee yem
¥ 25% 00/NbHBIX), TPOdMUecKNe sI3BbI Ha KOXKe KO-
HEYHOCTEMN Ip.

o Ilopa’xeHue KMIIEYHVKA — HecnenududyecKuin
SI3BEHHDII KOJINUT.

o IlopaxeHye IIOYeK — IIOMePYIOHePPUT.

o IlopaxkeHme cepaua — MEePUKAPAUT, MUOKAPUT.

» Tlopa>xeHue WMTOBUTHON Kee3bl — TUPEOUJUT.

e Y 30% manueHToB Hayamo 3a00eBaHUA COOTBET-
CTBYET KIMHMYECKON KapTUHE OCTPOTO TeMaTuTa.
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AyToaHTI/ITEHa N NX 3HayeHne npm ayTOMMMYHHbIX 3aboneBaHUAX NeYeHun.

(Mo M.P. Manns, 2010)

Tunbl aHTUTENA AHTUreHbI

3a6oneBaHus neyeHu, npu
KOTOpbIX 06HapyxuBaTca
AT

3HaueHue gna
anarHoctukn AU3N

SImepHble aHTUTEHBI: XPO-
ANA MaTuH, pUOOHYK/IENHOBBIE
6e/IKM U X KOMIIJIEKCBI

AWT, ITBII, TICX, nekap-
CTBEHHBIN rermatut, HBV,
HCV, HAJXBII

Ouarnos AUT

SMA (x rmagxuM MbimaM) AKTHUH, JeCMUH, BUMEHTUH

Tak xe kak AHA

IOuarnos AUT

LKM-1 (x neuerouHo-no-

AWT 2 tnma, HCV

HOunarunos AUT

HEUHDIM MUKPOCOMATTbHBIM

Iuroxpom 3-4502D6

anmuezeHam)

SLA
(k pacmsopumomy anmuzeny tRNP
neueru)

IOuaruos AUT (mporxos

ANT, HCV
U TeYEeHUE)

LC-1 (npomusoyumosono-
Hble neueHoUuHvle AHMU-
mesa)

dopMmuMuHOTpaHCchepasa
LUK/TOfeaMuHa3a

IOuarno3 AUT 2 tTuna (mpo-

AWT 2 tuma, HCV
THO3 U TeYeHMe)

PANNA (pANCA) (amu-
nuuHble AHMUMena NPomue
UUMONNA3MAMUYECKUX
AHMU2EH08 HeTIMPOPUNLHDLX

IlepunyKIeapHbIe aHTH-
TeHBI

AN, TICX HOuarnos AT

71etiKOUUMmMos)
LKM-3 UDP rmokypoHut Tpasc- AWT 2 tuma, HDV HOuarnoctuka 2 tuna AUT
¢depasa Tum 1
ASGPR Acuanornukonporensosbiit AV, ITBII, nexapcTBenHslit  IIpornos/Tedenne sabome-
penenTop rernatut, HCV, HBV, HDV  Banusa
JlexapCTBEHHO-MHYLIMPO-
LKM-2 Intoxpom 3-4502C9 BaHHBIII rernaTut (TUKPH- HeT
HadeH)

LM (x neueHouHvim mem- Iroxpom 3-450 1A2

JlexapctBeHHblit (gurugpa- [duarnos APECED rematu-
nasuH) renatut, APECED  Ta (ayTOMMMYyHHas I1OIN-

bparnam)

rermaTuT 9HZOKpMHONAaTNsA 1 TnIa)
AHTUMUTOXOH/|pUAb- Kommekc pepmeHTOB
Hble aHTUTeNa TUI M2 (E 2-TIAT) BHyTpeHHeit mo- IIBI] HOuarnoctuka ITBI]

(AMAM?2) BEPXHOCTY MUTOXOHJpUIl

BapuaHTbl TeueHna AUT
Ocmpoiii 0e610m — HEKPOBOCIIANUTENbHbI IPOLecC
de novo unn AaKTUBallA (CHOHTaHHaH VI MHOYONPO-
BaHHas) paHee cyiiecTBoBasluero AVI (yacTora okomo
40 %). XapaKTepHO BHE3aIIHOe MOAB/ICHME JKeNTYX M,
BBIPA)KEeHHDIN aCTeHMYeCKUI CUHIPOM, AMCIENCus,
YacTO — CUCTEMHBIE NIPOSIBIEHNA (apTpanruy, Mu-
anruy, aMmeHopes). IIpu ocMOTpe BBIABIAIOTCA ApKIe
TEJI€AHTMIKTAa3UY, pO30BbI€ CTPUM HA KOXE XXUBOTA,
CHuHBL U Gefiep, KOXKHbIE BBICHIITaHMA (TeMOpparumu,
aKHe), remaroMeranus u/uan cunenomeranus. [Ipu
06cefOBaHNY IOATBEPXKAAETCS HaTMd1ie TelaTOCIIe-
HOMeETa/INM, ONIPeJieAeTCsA O4eHb BHICOKMIT IIUTONN3
(ypoBenb TpaHcaMmHa3 5o 20-30 HOpM) U [IOBBIIIEHNE
6unupy6una go 5-10 HopM. BEIABIAIOTCA ayTOaHTH-
T€JIa B BBICOKOM TUTPE, I‘I/IHepI‘aMMaF}IO6yHI/IH€MI/IH.
Xponuueckuii 0ebrom (wacmoma paseumus 18-33 %)
XapaKTepuayeTcs MpeobrafaHyeM aCTeHUYeCKOTO CHH-
IpoMa, Ha GpOoHe KOTOPOTO IepHOANIECKM BOSHUKAIOT
JKeNITyXa, BVICTIEIICMYECKUIl CUHAPOM M apTPANTUM.
HPI/I OCMOTpE€ Y 9acTu 6O/IBHBIX O6Hapy>K]/[BaIOTCH
Te/leaHTUIKTA3N N, TaTbMapHas 3pUTeMa, rermaTo- u/
VTN CIIJIEHOMETAJIN A, KOXKHbIE ITPOABICHNUA. Hp]/[ na-
6opaTopHOM 06C/IeTOBaHIM OOHAPYKMBAETCS TPAHCa-
MuHazeMus 1o 2-10 HOpM, yMepeHHas TuIepouInpy-
6uHeMu 1o 2—-5 HopM. IIpy OTCYTCTBUY TIATETBHOTO
o6ceoBaHMA 6ONTbHBIE INTENLHO MOTYT HAaOIIOATh-
Cs1 C AMArHO30M: TeNIaTUT HeYyTOYHeHHO aTronorum!!!

Dynomunanmuuiii AVII — ocTpoe 6bICTpO Iporpec-
cupymollee TedeH1e 3a00IeBaHNA C BBIPa)XEHHOI I'M-
nepOMIpyOuHEeMMel, BBICOKMM LIUTONN30M (YPOBEHb
TpaHcamuHas gocturaet 100-1000 Hopm!). B reuenne
10-12 Hepemnb MOCIIE OSIBTIEHNS JKETYX M OBICTPO pas-
BMBAETCsI NPOTPeCcCUpPYoLasA KoaryIonaTus 1 neye-
HoyHasA sHedanonarua. B ciydae oTcyrcTBus ad-
(exTa OT Tepanuy UMMYHOCYTIpECCOpaMM B TedeHe 2
HeJle/Ib— II0Ka3aHa CPOYHAsA TPAHCIUIAHTALIMSA IeYeH .
I'mcronormvecku onpeensaeTcsa HeXxapaKTepHbI CUM-
IITOM — HEeKPO3 3 30HbI € IIa3MaTU4eCKOIl MHPUIb-
Tpalyeil 1 MOBPeX/IeH)EM KeTYHBIX TPOTOKOB.

Bbeccumnmommnuiiit AVII pasBuBaetca B 17-34 % cy-
vaeB. J[ImarHOCTMPYeTCA IpY CTy4YalfHOM BBIABICHUN
M3MEHEHHBIX OMOXMMIYECKNX NPO0, TeNaTo- UIN re-
natocnaeHoMeranuu. KamHmndeckne CMMIITOMBI ITOSB-
JIAIOTCA B TeY€HIE HECKONbKUX JIeT Y 26-70 % 60/IbHBIX,
LMPPO3 1eYeHu pasBuBaerca y 49 % B redenue 15 ner,
10-7eTHAA CMEPTHOCTD cocTaBiAeT 6omnee 10 %.

IOuddepeninanbublit guarnos npu AT Heobxo-
AVIMO IIPOBOAYTD CO CIENYOLIMMY 3a00/IeBaHN AMM:

o MexaHndeckas xenryxa (OIyXonu, CTPUKTYPBHI,

KOHKPEeMEeHTDbI)

o IlepBuuHbI GMIMAPHBLI LIPPO3

o CuHZpPOMBI EpeKpecTa

o IlepBUYHBIN CKIEPO3UPYIOIMI XOTAHTUT
» BupycHblie rematuTst
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e AnkoronpHag 60/1e3Hb IeYeH
. HeKapCTBCHHbIC IIOpa’keHNA Ne4Y€Hn

Kputepun gnarHoctukn AUl
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Capxoupos
Onucropxos

Kputepun

KonuuectBo 6annos

IMoBbilIeHNe yPOBHA CBIBOPOTOUHOTO IgG:
o IgG>161/n
o IgG>18,51/n

1

AyroaHTuTeNa:
e ANA, SMA nnu LKM >1:40
e >1:80 mnu SLA/LP+

T'mcronoruyeckas kapTuHa
e He IPOTUMBOPEYNUT AuarHosy AV
o xapakTepHa ansg AVT

2

OTCYTCTBI/IC BUPYCHOTO renarura

2

6 6aytoB — puarHo3 AVIT Bepositen; 27 guarHo3 AV nogTBep>xaeH

JleueHne AUT

BasncHas Tepanus: raokokoprukocrepuoxnst (IKC)

B KayecTBe MOHOTEPAINY VTN B KOMOMHALIUY C ADY-
T'YIMYM UIMMYHOCYIIpeccopaMu (a3aTHOIPUH, 6-Mep-
KarnronypuH). KoMOuHMpoOBaHHOE TeYeH e YT MOHO-

Tepanys a3aTUONPUHOM (2 MI/KI/CyTKM) IPOBOUTCA

IIpY pasBUTUM BbIPa>KeHHBIX TOOOYHBIX 9P PeKTOB Ha

tepanuu I'KC u/unm Hanu4dum npoTUBONOKA3aHUIA
K IJIIOKOKOPTUKOM/AM, TAKUX KaK:

MokasaHuna ana neyeHnAa 6onbHbIX ¢ AUT

VIHCYNMH3aBUCUMBIII CaXapHBIil AuabeT
ApTepuanbHas TUIePTEH3UA

I'maykoma

Ocreomnopos

AxHe

Oxunpenne

Pannee paspurue mo60YHbIX 3¢ PeKTOB MpK MpH-
menenyu ['KC.

A6conioTHble

OTHOCUTENbHbIE

JleueHue He npoBoOAUTCA,
HabnoaeHne

Bripa)keHHbBIE KTMHUYECKIE CUM-
TITOMBI

HeyxnonHOe IporpeccupoBaHme
ACT=10 HOpM™M

ACT=5 HOpM B COYETaHMM C IIOBBIIIe-
HJeM TraMMa-II06yIMHOB =2 HOPM
MocTOBMAHbIE VY MYTbTUIOOYIAD-
HbIe HEKPO3bI

ACT 3-9 HopM

CuMIITOMBI YMEPEHHO BbIPpA’KEHDI
MIN OTCYTCTBYIOT

TaMMa-r106ynMHEL <2 HOPM
IlepunopTranbHbIi renaTuT

BeccMITOMHOE TedeHue ¢ He6Oomb-
LIMMY M3MEHEHUAMY 1a60PaTOPHBIX
ToKasarenei

ACT<3 HOopM

BoIpaskeHHaA IUTONEHNA
ITopTanbHbIil remaTUT

HeaxTusHbIl1 1MpPpo3
JleKoMIIeHCMPOBaHHbII UPPO3

Knaccnuyeckasa cxema ummyHocynpeccusHon tepanuu AU

MoHoTepanus Kom6uHupoBaHHaas Tepanus
Hepena neyeHuns A3aTtvonpuH (Mr/Kr Mmaccbl
MpepHn30n0H (Mr/Kr) MpepHn300H (Mr/Kr)
Tena /cyTku)
1-s1 Hemens 60 30 1-2
2-s1 Hefens 40 20 1-2
3-g Hemens 30 15 1-2
4-51 Hemens 25 15 1-2
5-s1 Hemens 20 15 1-2
6-a Hemens 15 10 1-2
Tonpepxusaomas gosa Memnee 10 Memnee 10 1-2

mocre 6 HefleNnb

OueHkKa pe3ynbTaToB Ie4YeHnA

1. Honnas sgpexmusHocmy — IONHASA HOPMAIN3a-

oA BCEX IMIEYEHOYHbIX Hp06, AOCTUTHYTAA 4€pe3

rom Tepanumy Mian yry4dimenme na6opaTopr1x II1o-

KasaTejeil B TeUeHUe IIEpBOro mMecAana jJe4eHmn

Ha 50 %, a Tak>Xe B C/1y4ae, eC/IM yPOBEHb TPaH-
CcaMIMHa3 B IOC/IeAyloLe 6 MecALeB He PeBbl-

1raeT HOpMaJjbHbIe TOKa3aTenu H6ojee, 4eM B 2
pasa. [Ipy rucTonmornyeckoM nccieOBaHNM TKaHI

TI€YEHN COXPAHAKTCA MIUHVMAJIbHBIE IPU3HAKN
AKTMBHOCTMN.

. Yacmuunas spdpexmusHocmps — KINHUIECKOE

yAy4IleHNe ¥ CHUKEHMEe AaKTUBHOCTY IIe4€HOYHbBIX
po6 Ha 50 % B TedeHMe 2 MecsALeB nedeHus. IIpu
3TOM IIOJTHOI HOpMaIM3alyy 1abopaTOPHBIX IIOKa-
3aTesieil B Te4eHMe rOfla He IPOMCXOAUT, COXPaHs-
€TCs M TUCTOJIOrYecKasA aKTMBHOCTD 3a00J/IeBaHUA.



ayTOUMMYHHble 3a60neBaHuA NeYeHu: KNMHUKa, UarHoCTiKa, neyeHne | autoimmune liver diseases: clinical features, diagnosis, treatment

3. Hedocmamounas sgppexmuHocmp — MeIeHOIHbIE
IpOoObI yIy4IIaloTCs MeHee YeM Ha 50 % B ImepBble 4
MecsLa IedeHNA Y He HOPMaIMU3YIOTCA B IIOCTIeNy-
IoI e 6 MeCAIleB TPY IIPMMeHeH UM 60Iee BRICOKUX
7103 UMMYHOCYIIPECCOPOB.

rﬂlOKOKOpTI/I KocTepouabl

B MHOTOYNMCTIEHHBIX MEXTYHAPOSHBIX UCCTETOBAHM-
X pokasaHa ¢ dexTuBHOCTD npegHn3onoHa (I13)
B nedyenun AVII. OgHako, B 3TUX K€ UCCIe[OBAHUIX
MIPOJIEMOHCTPUPOBAHA U BBICOKASI 4aCTOTA MOOOYHBIX
3¢ dexToB (0CcTEOnOPO3, 3pO3UBHO-I3BEHHDIE [TOPaXKe-
Hus JKKT, B ToMm 4ncre ¢ pasBuTieM KpoBOTeUeHMI],
CTepPOMIHBIN CaXapHbIii iuabeT, apTepranbHasi IUIep-
TEH3UsA, OTEYHDINI CUH/IPOM U [ip.). B kadyecTBe anbrep-
HATVBBI IPETHU30/IOHY yKe 60stee 10 1eT IpuMeHseTCs
COBpEMEHHBIII ITIOKOKOPTUKOM/HBII ITperapaT HOBOM
renepannu 6yneconns (bC). Oxomno 90 % BC meTabonu-
3MPYeTCs B IEYEHU YOKe TIPY «IIEPBOM IIPOXOXKJEHU».
[pemapar o6majjaeT O4eHb BHICOKOI CTETIEHBIO CPOJ-
ctBa (abMHHOCTHIO) K crenndrIecKuM penentopam
I'KC, moaToMy okasbIBaeT MeCTHOE IiefleHaIllpaBIeHHOe
nevictBue. CUCTEMHOCTD €ro IeICTBUA MUHUMaTbHA
u cocrasiser 20 % (y npenHusonona 80 %), Ipy 9TOM
110 9¢p peKTMBHOCTH [ieVICTBYA OYIeCOHN B HECKOIBKO
pas MPeBOCXOAUT HpefHU30/I0H (3-9 Mr OynecoHna
COOTBEeTCTBYET 16-32 Mr IpefHU30/10Ha). Puck pasBu-
THS1 I060YHBIX 3 PeKTOB, XapaKTePHBIX A1 KOPTUKO-
CTEPOMJIOB, y IpenapaTa MUHIMA/bHBIIL.

4. Omcymcmeue sppexma — Ha bOHe TedeHNs Ha-
6/1r0faeTCst OTpULjaTeNIbHASL JUHAMMKA B KIVHU-
KO-6MOXMMMYeCKOI KapTuHe 3a00/IeBaHMA.

5. Peyuous 3a60ne8aHus — MOABNIEHME KITVMHNYECKUX,
OGMOXMMUIECKNX U TUCTONOTMYECKUX IIPU3HAKOB
AWNT mocne moCTUXXeHNUA TIOTHOM KAMHUKO-61MO0X1-
MUYECKOI PeMUCCUL.

B IpOCHEKTUBHOM, paHIOMU3UPOBAHHOM, JBOJI-
HOM-C/IETIOM, MY/IbTUI[EHTPOBOM UCCIIEOBAHNI IIPO-
BOIMJIOCH cpaBHeHue addexruBHOCTM Neyennsa AT
OyZecCOHNAOM U MPEeTHI30IOHOM (B 00eMX Ipynmax
B COYETAHMUY C a3aTHOLIPUHOM 1-2 Mr/Kr/cyTKn). Uepes
6 MecsiLieB IPOBOAMIICSA TIEPEXOJ] Ha OTKPBITYIO 4acTh
C Ha3HavYeHVeM GyIecOoHNa B KOMOMHAIMN C a3aTHO-
[IPUHOM e€llje Ha 6 MeCSIIeB HE3aBUCUMO OT IpeJIe-
CTBYIOLIEI Tepanum.

Pe3ynbTaThl MCCIefOBAHMSA IIOKA3a/IM, 4TO Oyaeco-
HUZ B jo3e 9 mg (+ asaTronpuH) apdeKTuBHEE, YeM
40 Mr IpegHM307I0Ha (+ a3aTronpuH) (GnoxuMmIecKas
peMIccHsI TToNydeHa Y JOCTOBEPHO GOJBIIEro I1c/a
[IAL[MEHTOB, IIPU JOCTOBEPHO MEHbIIEN YaCTOTE CTe-
poupHbix mo604uHbIX 93¢ dexToB). B cBA3K ¢ mydunm
COOTHOIIIEHNEM PUCK/TI0/Tb3a 6y IeCOHMT B HACTOsIIEe
BpeMsl SB/ISIeTCS IPEeAIOYTUTE/IbHBIM MIperapaToM
s nedenus AVIL y meteit v B3pOCHIbIX: C LIeNbIO MH-
DYKUUY peMuccuy — 3 mg x3 pasa B jeHb (9 Mr/n),
C Le/IbIO TOA/IepXKaHuA peMuccun — 3 mg x 2 pasa
B IeHb (6 MI/f), 10 BO3MOXXHOCTM PEKOMEHyeTcs
KOMOMHUPOBATH C a3aTUONPIHOM 1-2 MI/KI/CYyTKIL.

Cxema nepexopa ¢ cucremHbix N'KC Ha 6yaecoHnp,

CpoKu neveHus MpeaHn3onoH (Mr/cyT) Bbyneconung (mr/cyT)
1-1 Hemens 20 9
2-1 Heplens 15 9
3-a Hemens 10 9
4-51 Hepens 5 9
5-51 Henens 0 9
Bbi6op N'KC

Byodeconud 9 me/cym 6 koMOUHAUUU ¢ A3AMUONPUHOM
1-2 me/xe 6eca — AVIT 6e3 NpM3HAKOB LMPPO3a Ie-
YeHU, Ha/IM4Me CaXapHOro AuabeTa, apTepuanbHOIl
TUIEPTEHSNN, OCTEONIOPO3a, HeyKeJTaTe/IbHbIe SIB/IEHVIS
CUCTEMHOM CTEPOUIHOI TepaNInML

IIpednusonon 1 me/xe maccol mena (40-60 me 6 cym-
Ku) 8 KomOuHayuu ¢ asamuonpurom (1-2 me/xe éeca)
Y OTCYTCTBMM IIPOTUBOMOKA3AHNUI K TepaIINU CU-
cremusimu IKC, cragus nqupposa medenn (6p1cTpo pas-
BUBAIOIIMECS TOPTOCUCTEMHBIE IIYHTHI HUBETUPYIOT
9 deKT HepBOro MpoXoKAeHMsI OY[eCOHNA depes
IIe4eHb, yBeTMMBast YACTOTY CYCTEMHBIX CTEPOMHBIX
1n0604HbBIX 9 PEeKTOB HO COMOCTABUMOI C CUCTEM-
upiMu I'KC 1 Bbllite B CBA3K C BBICOKON a(pMHHOCTBIO
OyIecoHMa K perienTopam).

TakTuKa n ctpaterna neyeHna AUl
BonpmnHcTBO IMaEHTOB XOPOLIO IEPEHOCAT ITPOBO-
AVIMYIO T€pAINNIO. B CIy4aAax NajIeKo 3aleIIero 3a60—
JIEBAHUA H606XOI[I/IMO YMEHBbLIATb TO3bI IPEIIAapaTOB
13-3a HA/IN4YMA IIOPTOCUCTEMHBIX H_IyHTOB.

TpagunonHas MMMYHOCYIIpeCCHBHASA Tepanns
y 10-15 % manueHToB MOXXeT ObITh HeaeKTUBHOIA,
a B HEKOTOPBIX C/Ty4YasAX IMIPUBOAUT K yTAKETeHUIO
TedeHM 3a00/IeBaHMA Y Pa3BUTHIO IIEYEHOYHOI He-
TOCTAaTOYHOCTH. B Takoit cuTyauuu BO3MOXHO Npu-
MeHeHMe ITpenapaToB, IPMMEHAIOIMXCA B TPAaHCIIIAH-
TalMIOHHO MefuiHe. VIMeeTcsl ONbIT IpUMEHEHNU A
LIMKIOCTIOpUHA A B 03€ 3—-6 MI/KT 2 pasa B CyTKM
y 6ompHBIX AUT 1 THIIA, pe3NCTEHTHBIX K KOPTUKOCTE-
poupam. Yepes 10 Hemenb Ie4eHNA y 5 U3 6 60IbHBIX
Obl/Ia JOCTUTHYTA PEMMUCCH, J/IMBILIASCSA Ha GoHe
MpOJO/KaoIelica Tepanuy B TedeHue roza. Omuca-
HBI U IPyTHE CTy4Yay yCIEUIHOTO PMMEHEHNA 3TOTO
Ipemnapara Kak B Ka4eCTBe MOHOTEpANNy, TaK U B CO-
YEeTaHWY C a3aTMONPUHOM.

B cnyvae cTOiIKOM peMUCCUU MOXKHO IOCTEIIEHHO
CHIDKATb JI03y He paHee, 4yeM 4yepes 2 rofa OT Hayaza
nedenus. Ecmu Ha aToM doHe yxyamatorcs GyHKIMO-
HaJIbHbIe IPOOBI IIeYeHM, HeOOXOMM BO3BPAT K IIPeX-
HuM fosam. [lomHas pemuccns uepes 1 rop nedeHns
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pocTuraercay 25 %, yepes 2 rofa nedeHus —y 55 %, ye-
pe33roma—y70 %, uepes 4 roga — y 83 % maliMeHTOB.)

pekomeHaaLuuu Horp | recommendations

(V. Jleituruep, 2005). Y 80-90 % marmeHTOB 6€3 IOAKED-
SKMBAOLIEN Tepanuy pasBUBAETCs PEL/INB.

MNo6ouHble 3pPeKTbl UMMYHOCYNPECCUBHOWN Tepanun

ITo6ounvte appexmuvt mepanuu I'KC: yBenmueHme Macchl
TeJIa, OTeKI HIDKHUX KOHEIHOCTel! 11 06/1acTi KpecTia,
KYLLIMHTOUJ, TUPCYTU3M, CTPUY Ha XKUBOTE, CTEPOU/IHBIE
aKHe, CTepPOU/HBII f1abeT, CTePOMIHbIII OCTEOIOPO3.

ITo6ounvie agppexmor mepanuu a3amuonpuHom
IpefCTaBIeHbI B Tabmue.

Mo6ouHble 3¢ PpekTbl Tepanuu AUl asaTnonpmnHom

YrHeTeHne KOCTHO-MO3roBOro KpoBeTBOpeHUA

Heiirponenus

TpombouyTOneHNA

YBenudeHue pasMepoB 3pUTPOLUTA

MH(I)GKI.IVIOHHbIe OC/I0KHEeHnA

OmnoschIBarONIi TepIIec U [pyTue BUPYCHbIe MHOEKIMN

BakrepuanbHble MHOEKIN

I'pnbKxoBbIe MHBEKITNN

VIndexuym, BbI3BaHHbIE IPOCTENIINMU

LInToMeranoBupycHas MHGeKIus

3110KayecTBEeHHbIe onyxonun

HexomxknHckast mumdoma

KonopexTanpHblil pak

Annepruyeckue peakuyumu

TOI.HHOTa, pBOTa, TNXOpagKa

KosxHast cpinb

ITankpeaTtut

Huapes

Opyrve no6ouHblie 3¢ peKTbI

Xomnecras

BeHOOKK/II03MOHHas 60IE3Hb TIeYeHN

MepuarenbHas apUTMUA

AprepuanpHas TUNIEPTOHNA

AnpBeonuT

Hanb6ornee gacto (1-2 %) pasBuBaeTCs yrHeTeHME KOCT-
HO-MO3TOBOTO KPOBETBOPEHMA B BUJI€ IENIKOTIEHUM,
II03TOMY HeOOXO/IMMO KOHTPOIMPOBATh II0OKa3aTe/n
KPOBM BHayajie KaXkible 2 Hefleliu B TedeHue 3-X Me-
cAleB, 3aTeM — Kaxjble 4 Hefenu. [lpu cHM>xeHUN

TpchnnaHTau,vm neyvyeHun

IMannentel AVT ¢ TepMuHaNbHON cTaguelt 3ab6oeBa-
HuA (JeKOMIEHCHPOBAaHHBIN LUYPPO3 IeYeHM) U Ma-
LIMEHTHI, He OTBEYalolie Ha MMMYHOCYTIPEeCCUBHYIO
tepanuio (10-20 %) Hy>XJaWTCA B TPAaHCIIAHTALVN
nedenn (TII). ITo faHHBIM KPYIHBIX €BPOINENCKUX
LIeHTPOB, IATUIETHAA BbKMBaeMocTb nocne TII mo
nosopy AVIT cocraBnset 85 %. Yactora peunpgusa AVIT

MporHos 60nbHbIX AUT

ITporHo3 3aBUCKT OT CBOEBPEMEHHOCTY UATHOCTUKY
3a60/1eBaHys U TPAMOTHOCTM IIPOBELEHIS IOCIENO0-
BaTe/bHOM MUMMYHOCYIIpeccBHOI Tepanuu. Heba-
TONPVSITHBIMIU KPUTEPVSIMU SBIISIIOTCS:

o Tlo3gHAs GUMAarHOCTMKA U HAYasIo JIeYeH s

o BbIcOKast aKTMBHOCTD BOCITa/IEHU S

o IOnomeckuit Bospact

o Hannune renorumna DR3

IIpu cBOEBpeMEHHO Ha4aTOM JIe4eH MM TIOKa3aTen
10-neTHel BBKMBaeMOCTH COCTaBNAIOT 90 %, mpuyem

ypOBHSA efikoLuToB MeHee 3000/MM° 103y a3aTuOIpH-
Ha CJIeflyeT CHU3UTD U/IM OTMEHUTD Iperapar MoaHo-
crplo. Ipyrie mo6ouHble 3¢ PeKTh BCTPeYaroTcsa peKo
1 B OONMBITNHCTBE CITyJaeB ITOMTHOCTHIO MCYe3aI0T IT0CTTe
OTMEHBI TEPATINM.

B TpaHcIUIaHTaTe coctapinseT 30-40 %, yepes rop mo-
cie TII pasBuBaeTca npumepHO 8 % peLnauBOB, 4epe3
5 net — 68%. TsKecTh TeueHNA peluivBa B TPAHC-
MIaHTaTe COOTBETCTBYET OTMedaBIIeiCs 1O ONlepaliym.
ITpumepro y 50 % nanuenTos nocne TII BHOBD moAB-
JIAIOTCA Ay TOAHTUTENIA, OfIHAKO, IX BOSHMKHOBEHME He
KOppenupyeT C YaCTOTON BOSHMKHOBEHMA PeLUBA.

IPUMEPHO y IOIOBUHBI 60/IbHBIX Ha MOMEHT IIOCTa-
HOBKJ [IaTHO3a IMEEeTCsA NpeluPpOTUdIecKas CTaus
AWT mnu chopMupoOBaHHBIN UMPPO3 MEYeHN. DTU
[IOKa3aTeIM COOTBETCTBYIOT OOIMM ITOKa3aTelsIM
BBDK/BAEMOCTY B IOMY/IALVY BOOOIIe.

IIpr AUT 2 Tuma nmporH€os MeHee 6/1aTOIPHUATHBII
o cpaBHenuio ¢ AVT 1 tuma: 3aboneBaHme mporpec-
cupyert O6bICTpee, a OTBET Ha MIMMYHOCYIIPECCHBHYIO
TePanuIo Xy>Ke. PYCK pasBUTHA remarowuenIronsapHoi
KapILMHOMBI Y 601bHBIX ¢ AVIT 2 Tma Ha CTafgyum Lup-
po3a Ie4eHy B TedeHMe 5 jieT cocTaBsaeT 4-7 %.
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MepBuuHbIN GUNnapHbIn uppo3. MKB 10. K74.3

IlepBUYHBI OMIMAPHBI BMPPO3 — IPOTrPeCcCUPY-
olljee TPaHY/IEMaTO3HOE JIeCTPYKTUBHOE BOCIIa/IeHe
BHYTPUITeYeHOYHBIX )KeTYHBIX IIPOTOKOB C HAPyIIeHNEeM
OTTOKA YKe/TYM ¥ Pa3BUTIEM BHYTPUIIEYEHOUHOT'O X0/IeC-
tasa (BIIX) pasmmuHoii crenenu TskecTn. JImurenbHoe
CyIIleCTBOBaHME XO/IECTa3a COIPOBOXKAACTCA IEPUTYKTY-
NAPpHBIM Gn6Po30oM 1 GOpMUPOBAHMEM IIMPPO3a ICUECH.

ITaToreHes. BeipakeHHbIe UMMYHHBIE HAPYIIEHA
(TpurrepHble ¢paKTOpPLI: BUPYCHBIE, OaKTepuaabHbIe

BapuaHTbl ge6iota MNBL:

o Koxublit 3yx (76 %)

o JXenryxa (12,5 %)

o JIeKOMIIEHCMPOBAHHBI L[UPPO3 IeveHn (0Tey-
HO-acUUTUYeCKnt cMHAPOM —11,7 %, B eIMHUIHBIX

KnnHunuyeckmne cumntombl MNbL:

o Ko)xHbli1 3y/] pas/IM4HOI CTEIIEHN MHTEHCUBHOCTI
(75,8 %)

o Cnaboctp, yromnsaeMocTs (68,8 %); moxysaHue
(24,6 %)

o JVI3sMeHeHU: KOXKHBIX IOKPOBOB — 67,2 % (chOCTb,
TUIIEPKEePATO3, TUIIEPIUTMEHTALIV S, KCAHTE/Ta3MBbl,
KCaHTOMBI, CJIe[|bl paCcY€eCOB)

o JKenTyurHocTb KOXXHBIX TOKpOBOB (12,5 %)

o Tenmatomeranus (87,7 %), cineHoMeranus (46,7 %)

AnarHoctuka MNbL;

o IloBbllIeHMe YPOBHEl MapKepoOB XojnecTasa —
menovyHoit ¢pocdarassl (I[P), rammarnyTaMui-
tpancnentupasel (ITTII), mefiMHAMYHOIEIITH-
maser (JTAII).

o HesHauuTenbHOE MM YMEpPEHHOE IOBbIILIEHNE
depmenToB uuronusa — AJIT u ACT (06b14HO He
MpPeBBIIAIOT 3-4 HOPM).

o Ob6Hapy’keHMe B CBIBOPOTKE KPOBJ aHTVMUTOXOH-
ApuaabHBIX aHTUTeN THIa M2 (AMAM?2).

« IloBbllIeHNE YPOBHS MMMYHOITIOOY/IMHA KTacca M.

U JpyTUe aHTUTEHBI): MVHOUIbTPALMA SIUTENNA
JKeTYHBIX IPOTOKOB IUTOTOKCUMYECKUMU T-muMm-
dounTamMu, aKTUBaAUUA UUTOTOKCUYEeCKUX T-muM-
($houuTOB, CMHTE3 IPOBOCIATUTENbHBIX LIUTOKNHOB,
HOBpeX/ieHNe KIeTOK 6MINapHOTO SMUTEINU LIUTO-
KMHAMM, CUHTE3 AaHTYMUTOXOH/PMAIbHBIX aHTHUTE/
tuna M2 (AMAM?2), ycuneHue npoLeccoB amonTo-
3a — OCHOBHOTO MeXaHM3Ma I'6e/IM X0TaHT OIMTOB
npu ITBIT.

C/ydasx- KpOBOTeUEeHe 3 BAPMKO3HO pacIlMpeH-
HBIX BEH MUILEBOJIA)
« BHemeyeHOUHBIE CUICTeMHBIE TpoABIeHNs —1,5%

o IlopranpHas rumeprensus (29,5%): pacmupeHne
BOPOTHOI! 1 Ce/Ie3€HOYHOI! BeH, BAPMKO3HOE pac-
mupenne BeH nuigesoga (BPBII), oteyno-aciutu-
yeckuit cuagpom (11,7 %)

« Yacroe couyeranue (29,7 %) ¢ [pyruMy ayTOMMMYH-
HBIMM 3a00/IeBaHMUAMY U CHHApoMami (Grudposupy-
IOLINIT 7TbBEONIUT, Ay TOMMMYHHBIi TUPEOUIUT, PEB-
MAaTOMAHBI apTpuT, c-M Illerpena, c-M PeitHo u fip.)

o bBeccumnromuoe teuenue (7-9 %).

e JlaHHBIE TUCTOIOTMYECKOTO UCCAENOBAHMSA TKAHN
IeYEeHN: HETHOMHBIN JIeCTPYKTUBHBIN XONaHTUT,
TIOBpeX/leHMe SMUTENNA CENTANbHBIX Y MEXI0/Nb-
KOBBIX JKETYHBIX IIPOTOKOB (IeCTPYKILM, HeCKBa-
Mauus, fucTpodus), obpasoBaHme rpanyaeM (Mo-
IyT OTCYTCTBOBATH), IOPTA/IbHAS MHGUIBTPALIA,
nponudepauist FyKTYI, YMeHbIIeHIe KOTUIeCTBa
JKeTYHBIX IPOTOKOB, MOSAB/IEHNE «IIYCThIX» IOP-
Ta/IbHBIX TPAKTOB, popMyUpoBaHMe IEPULYKTYILAP-
Horo ¢pubpo3a, HAaKOIIEHMEe MefIU B TKAHM NEeYEH.

OnpepeneHne cteneHn Taxectu BMNX

Knaccudukauyuma BINX no cteneHm TaxKecTn

CreneHb TaxecTu BIMX

MNokasaTenb
(HopmanbHble ( 0 | 1] m
oTCyTCTBUE
3HayeHus) rkas HAA TAXKenas
Xonecrasa) (nerkas) (cpepnas) (raxenas)
I
(30-120 ex/m) N 121-300 300-600 >600
ITTII
(7-50 en/n) N 51-300 300-600 >600
JTIAII
(0-30 e/m) N 31-60 60-90 >90
JKK (0-10 Mxmob/m) N 11-40 40-80 >80
XC (1,4-5,2 mMonb/m) N 5,3-6 6-8 >8
BP (3,4-21 MKMO/B/1) N 22-80 80-150 >150

OLICHKY CTENEHM TAXKECTN PEKOMEHYETCA IIPOBOIUTD
He MEHEE, YE€M I10 YE€ThIPEM ITOKA3aTE/NAM.



JKCMepUMeHTaNbHasA 1 KNnHUYeckan ractpoaHteponorus | Bbinyck 119 | Ne7 2015

BapuaHTtbl TeyeHua MNbL

o Kiaccuyecknit AMAM2-nosutuBHbIT — 85-95 %

e AMAM2-HeraTuBHbI — OTCYTCTBYE AaHTUMUTO-
XOHZIPMATbHBIX aHTUTENI M2 IIpy XapaKTepHO K/IN-
HIKO-OMOXMIMIYECKOI ¥ TUCTOIOTMYEeCKOI KapTIHE
(otmmyaercs 6omee MATKUM TeYEHMEM U MEHbLIEN
YaCTOTOJ CUCTEMHBIX IPOABIeHNIT) — 5-15%. Y ua-
cTu 3TUX 60NMbHBIX onpenensoTcss AHA, takoit
BapuaHT 3a00/IeBaHMsI Ha3bIBAIOT Ay TOMMMYHHBIM
xomaururom (AVX)

o IlepekpecT ¢ ayTOMMMYHHBIM TelIaTUTOM (IIPUCYT-
CTBIE OBHOBPEMEHHO K/ITMHUKO-OMOXMMITYECKIX U TYI-
cronornyeckux npusHakos ITBI] u AUT) — o 15%

ITpu n060M BapuaHTe 3a607IeBaHNA BO3MOXKHO
OTCYTCTBYE KOXKHOTO 3y/ia, YTO He VCK/ITIoYaeT ya-
rHo3 I1BII.

Jleuenmue IIBII. basucuHasa Tepanua — ypcone3ok-
cuxoneBas kucnora (YIXK): YIXK HasHauatoT B 103e
13-15 Mr/KT Beca B CyTKM Cpasy IOC/Iie yCTaHOBIEHU A
mmarHosa, mpueM Y IXK no/mkeH 6bITh HellpephIBHBIM
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(mepepbIB MM MpeKpalljeHne Tepalny HelIPeMeHHO
BeJleT K PeIIUJIUBY) M I/INTEIbHBIM (II0>KM3HEHHBIM).
Sddextunocts YIXK 60ree BolparkeHa Ha paHHUX
cTapusAx 3a060/IeBaHNA, YeM Ha HO3THMX. [I/1S OLieHKU
sddexruBHOCTH MOHOTepanuu YIXK ncnonbsyor-
cs1 bapcenonckue xpurepuu (cHmxeHne yposs IO
depe3 rof aedeHns Ha 40 % u 6osee pacleHMBaeTCSA
Kak a¢pdexruBHoe nevenue). Ecnu 1D cuusnmacy
MeHee, yeM Ha 40 % OT MCXOIHO, peKOMEH0BaHO
koMOuHupoBaHHoe nedenne YIXK 13-15 mr/kr Beca
B cyTKu ¢ TKC 10 foCTMOKeHM A TOTHOI KITMHNUKO-6110-
XMMUYeCKOl pemuccuu (6yfecOHNE 9 MT B CYTKHU [i/1s
VHULMAIVY PEMUCCUY, 6-3 MT B CYTKM [1A IO /lepKa-
HusA pemuccun). Takke BO3MOYXCHA OLieHKa JIEYeHN A 110
ITapy>kCKUM KpUTepusM (4epes Tof iedeHN A yPOBEHb
CBIBOPOTOYHOTO OMMpy6Ha MeHee 17 MkMonb/i, I
<3 Hopm u ACT < 2 HOpM).

ITpornos IIBII. [Ipu cBoeBpeMeHHOI [UaTrHOCTUKE
U JIeYeHUY IOTPeOHOCTD B TPAHCIIAHTALIMY [Ie4eHN
yepes 10 j1eT COOTBETCTBYET TAKOBOM B IOIY/IALIMMA.

MNMepBUYHBbIN cKNnepo3upyowmnn xonaurut. MKb10. K 83.0

IlepBUYHBIi CKIEPO3UPYIOWMIT XOMTAHTUT — XPO-
HUYecKoe Iporpeccupyioliee 3aboneBaHue, COIpo-
BOX/Jjalolleecs CKAepO3UPYIIMM BOCIaTeHueM
BHYTpM— U BHEIIEYEHOYHBIX )KeTYHBIX IPOTOKOB

KnuHnueckasa kaptuHa MNCX:

« CHIDKeHMe Beca, IIOBBILIEHHA S yTOMIISAEMOCTb, 60/b
B [IpaBOM Inofpebepbe, KOXKHbII 3y, IPEXOAAIast
XKENTyXa.

« B pAane CHy‘iaeB K/JIVMHNYEeCKaA KapTuHa I/IMI/ITI/IpyeT
OCTPBIIt OaKTepuaIbHbIL XOTAHTUT: 03HOO U TUXO-
Paika, XKeNnTyXa, KOXHBII 3y 1 6onu B mofpebepbe.

OwnarHoctuka MNMCX.

« TloBbllIeHNEe CBIBOPOTOYHBIX Y POBHEI IIeI0YHOI oc-
darassl, 6unpy61Ha, ypOBHS Y-I7I06y1MHOB, IgM.

« MoryT onpefenarocsa antutena: AMA, AHA,
PANCA.

« IlIpu sxorpacdudeckom uccnegosanuu (Y3V) Bos-
MO>KHO BBISAB/I€HNE YTOMIIEHN CTEHOK >KeTIHBIX
TIPOTOKOB.

¢ OcHoBHOIT MeTOR iuarHocTuku — MPT-xomanruo-
rpadust mnu PXIIT, mpu KOTOPBIX BBISABISIOT MHO-
JKeCTBEHHBIE CTPUKTYPBI IPOTOKOB, Yepe/y ol u-
€cs C HOPMAJIbHbIMY M/IM CIerKa pacliMpeHHbIMMI
MpOTOKaMI («4eTKOOOpasHast KapTUHa»), @ TAKXKe
HEpOBHOCTb KOHTYPOB ITPOTOKOB.

Neuenne MNCX.

o YIXK 15-20 MI/KT B CyTKM IOCTOSHHO.

o C11e/bI0 CHVMIKEHM A MTHTEHCUBHOCTY KOXKHOTO 3y/ia
aHTUTMCTaMMHHBIE IpeNaparsl: AMa30/INH, PeHKa-
pon u fp. mo 1-2 fpake 2-3 pasa B CyTKM.

o Ilpu HanMYMM penuUAMBUPYIOLUIETO XOMAHIUTA —
aHTMOaKTepyanbHast Tepanus (UUIPOIOKCALIH
250 mr 1o 1 Tabm. 2 pasa B cyTku 10 gHeit)

¢ popMupoBaHIeM BTOPUYHOrO GUINAPHOrO LUPPO-
3a. BoIeI0T IpenMyiecTBEHHO MY>XYIHBI MOIOLLOTO
Bo3pacTa (cpepgHuit Bospacr 40 jer).

e Y 50-70% 60onbHbIX HabmomaeTca couetanue [ICX
¢ HeceMUUIECKUM A3BEHHBIM KOINTOM, ¥ 10—
13% — c 6onesnbio KpoHa, y 10-25% — usonupo-
BaHHas ¢popma I[ICX.

o IICX MOXeT COYeTaThCA C APYTUMIU Ay TOUMMYHHbI-
MII 3a007IeBaHUSAMH, B TOM YNCIIe C TUPEOUTUTOM
U caXapHBIM AuabeToM 1 Tuma.

o B gmarnoctuke IICX ¢ mpenMyIieCTBeHHBIM IIO-
pakeHMeM MeKMX BHYTPUIIeYeHOUHBIX IPOTOKOB
OMOIICHS IIeYeH N AB/IAETCS METOOM BbIGODA.

« Mopddonoruyeckoit ocobernnoctsio IICX sBs-
€TCs BBIPa)XEHHBIN CK/I€EPO3 CTEHOK IPOTOKOB
U BOKPYT IPOTOKOB CO CHaBJIeHMEM UX IIPOCBe-
Ta BIJIOTh O IIOJIHOIO McYe3HOBeHUA (0b6auTe-
pupytomuit cknepos). Cnenubnuusie gis [ICX
IpU3HAKY HPY OMOICUMU MEeYeHY BBIABIAIOTCS
HedacTo (10-30 % cnydaeB), 4TO 0O6YCIOBIEHO
HEPaBHOMEPHOCTDHIO MOPaXKEHUs MPOTOKOB, TEM
He MeHee 6MOIICK S NeYeHM HeoOXoAuMa IS MOJ-
TBEepXXJeHN A AMarHosa.

o IlIpu oTcyrcTBuM 3ddeKTa OT TeUeHNs 1 mporpec-
CYPOBAHUY IIPU3HAKOB N1eYeHOYHO-K/IeTOYHOII He-
TOCTaTOYHOCTY — TPAHCITAHTAI[MA TeYeHI.

ITporuos IICX: He6/maronpuATHLII, y GOMBIINHCTBA
607bHBIX pOpMUPYeTCst GUNIMAPHBLIL LUPPO3, Y 20 % —
PasBIBAETCS XOMAHTMOKAPLITHOMA.
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OnddepeHumanbHbIil AMArH03 ayTOMMMYHHbIX 3a6oneBaHNin neyeHn

(no M.P. Manns, 2010)
Kputepun AUT neL ncx
Myx/xeH 1:4 1:9 2:1
IIpeo6nagaer MOIOKOM . .
Bospact Bospact CpenHuit BO3pacT Mornogoit Bo3pacT
ITeveHOYHBIE PePMEHTDI ANTT, ACTT [TTIT, WO T, wnupy- [TTIT, W T, Sunupy-
6un T 6uH
VIMMyHOTTOOYTMHBI IgG T IgM T IgG T, IgM T
AHTuUTeNA ANA, SMA, LKM, (SLA) AMA M2 pANCA
IMopranbHblit, 106ynsipHelit  ['paHynemsl, numdonuTap- Dubposupyomuit o6muTe-
Tucronorus remaTuT, iasMaTuyeckye  Hast MHQUIbTpauyst 6uim- M
PUPYIOLUIT XONMaHTUT
KJIETKU ApPHBIX TPAKTOB, YKTOIEH NS
B3K +/- +/- +++
Buoxnmuyeckue napame- AMA M2, II®, 6unupy6un, PXIIT, @, 6unnpybus,
Kpurepun puarnosa TpHL, Ig G, ructomorusa, AT rucromorus MRCP (ructonorus)

AtununuHbie popmbl AU3IM

Il [UarHOCTUKM ATUNIMYHBIX POPM Ba>KHO BBIABUTD
MX CXOJICTBO C ay TOMMMYHHBIM FeIIaTUTOM. TUIIIHBIE
s AVIT 6umoxuMmdyeckme U3MEeHEHU S COYeTAITCA
¢ 1abOpaTOPHBIMI [IOKA3ATe/ISIMI, XapaKTePHBIMI AL
XOJlecTasa, MM NpeBanupyIoT Hafl HUMU. Boiendoor
HepeKpecTHbIe CUHPOMBI U 060C06/IeHHbIe GOPMBI
(cuuppomer) AV3IL.

TepMmuH «nepekpectHblit cuHppom» (I1IC) osHava-
€T, 4TO Y OJHOTO ¥ TOTO e OOIBHOrO MPUCYTCTBYIOT
IIPM3HAKM JBYX ayTOMMMYHHBIX 3a60/IeBaHIIT Iede-
Hu. C 2011 roa aTOT TEpMMH HOfIBEPTaeTCsA KPUTUKE

nuaemnonorua MNC.
AWT/TIBII BcTpevaercs ¢ yactoToit 10-15%, AVIT/
[ICX — 1-6%, XI' C/AUT — 10 %, AUT/AUX — 11%.

KnuHnueckasa kaptunHa NC.
CoueraHue KIMHNYECKNX, TaOOPATOPHBIX, MUHCTPY-

MEHTAJIbHbBIX U TUCTONTOTUYECKNX NPU3HAKOB IBYX

ATununyHbie (BapuaHTHble) popmbl AU3IM

u epecMoTpy. B HacTosA1ee BpeMs HEKOTOPbIE aBTOPBI
IpefIaraioT ciepynouie popmynuposku: ITBI] ¢ mpu-
sHakamy AVT n IICX ¢ mpusnakamu AU

Sruonorus. He n3BecTHBI MPUYNHBIL, 10 KOTOPBIM
y 4acTu 60nbHBIX pasBuBaercs IIC. ViMerorcs mpen-
BapUTENbHbBIE TAHHDBIE O TOM, YTO ayTOMMMYHHBI
xommoHeHT npu [1BI] pasBuBaeTcs y alMeHTOB, MMe-
romux rarnorun HLA, xak npu AVI: B 8, DR 3, DR 4.
B03MOXHO Tak>e, 4TO MMeeTCs 0TOOpHasA SKCIpec-
cust HLA 1 Kmacca HeIOCpefCTBEHHO U CHe(UIHO
B JKe/TYHBIX IIPOTOKAX.

OJIHaKO, MMeEIIIMeCA B HaCToALllee BpeMs HaHHbIE 110
pacupocrpanenHocTy IIC mpOTUBOpEYNBEIL.

ayTOMMMYHHBIX 3a6oneBannit. YacTo nmpusHaKy of-
HOro 13 3a00jIeBaHNII Ipeob1afaoT.

CuHppom

OTAnumnTenbHble NPU3HaKn

MepeKpecTHble CUHAPOMbI

AyTOVMMYHHBII TeaTUT
VI TIEpBUYHBII OMImMap-
HbBIII UMpPpPO3

I'mcTonornyeckme IpU3HaKM HETHOMHOTO AeCTPYKTUBHOTO XOJITAHTUTA B COYETAHUM C
MOCTOBM/IHBIMY U CTYTIEHYAaThIMY HEKPO3aMI, Ha/IM4e IIa3MaTHIeCKMX KI€TOK, OTIO-
SKeHUsI Me[I/ B ITeYeHN

IToBbIlIeH1e aKTUBHOCTY MapKepOB XosecTasa (11e104Holt ¢pocdarasnl, raMMaraIyTaMuI-
TPaHCIENTHAA3EL U [IUTONN3A), Hanudre AMA

Xopomas OTBeTHas peaKI1sA Ha KOPTUKOCTEPOUFHYIO TePANNIO B COYeTAHNUN C IIperapa-
TaMJ YPCOJEOKCUXOIEBOI KMCTOThI

AyTOMMMYHHBIII TeTaTUT
M ayTOMMMYHHBIIT XO/IaH-
rut (AMA-HeraTuBHbIII
BapuaHT I1BII)

I'mcronornueckue npusuaku AU u ITBL]
IToBblmenye aKTUBHOCTY MapKePOB X0/IecTasa I LUTONN3A
OrcyrcrBue AMA, Hanumuue AHA, ATMA

AyTOMMMYHHBIII TeIaTUT
U TIEPBUYHBINA CK/IEPO3U-
PpYIOLMIL XOTAHTUT

T'mcronornueckue npusHaku IICX u AUT

Hanuume XpoHN4eCKOro 3B€HHOTO KO/IUTA

XapakTepHble U3MeHeHM A 6unmapHoro fAepesa mo gaHHbIM MPT u/unn PXIIT
IoBblenye aKTUBHOCTY MapKePOB X0/1ecTasa, OTCyTcTBue AMA
OTCyTCTBUE OTBETHOM peaKIjy Ha KOPTMKOCTEPOUTHYIO TePANINIO

AyTOMMMYHHbIV renaTuT N XxpoHnyeckasa C-BupycHaa MHPeKLMA (NepeKkpecTHbIi CMHAPOM)

C npeobnafanuem ayTo-
MMMYHHOTO KOMIIOHEHTa

CrymneHvaTplit HEKpO3, TOOYIAPHBII TeaTUT, MHOIMIBTPATHI U3 II/Ta3MaTHYeCKIX K/IETOK
B IOPTa/IbHBIX TPAKTaX
Tutrp ATMA n AHA >1:320, HCV RNA +

C nmpeo6naganueM BUpyc-
HOTO KOMITOHEHTa

JIumbonnHble CKOIIEHNs B IIOPTATbHBIX TPAKTAX, CTEATO3 W/IN IIOPAsKeHNMe XKeTIHBIX
IIPOTOKOB
Tutrp ATMA n AHA < 1:320, nanmnane LKM-1 u Bupyca renaruta C B kposu (HCV RNA +)
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CuHppom

OTnuuuTenbHblie npu3Hakun

060co6neHHble popmbl (cuHapombl) AU3M

AyTOMMMYHHBIN XO/aH-
rut (AMA-HeraTuBHBbIN
BapuauT [1BI1)

T'mcronormyeckme Npu3HaKM IOPa>keHNM S KeTIHBIX IIPOTOKOB
OTcyTcTBUE M3MEHEH NI )KeTIHBIX MPOTOKOB 10 FaHHbIM MPT n/wmn PXIIT
TToBpIlIEHME aKTMBHOCTY MapKepoB X0JIecTa3a, Hajm4yne BICOKMX TUTpoB ATMA, AHA

XpoHMUeCKNit UAMOIATH-
gecKuil (KpUIITOT€HHBIT)
renaTuT

Kaxk nmpasuno, vannune HLA-B8, HLA-DR3 nnn HLA-AI-B8-DR3

T'mcronormyeckue Npu3HaKy ayTOMMMYHHOTO TellaTuTa

Otcyrcrue ATMA, AHA u LKM-1 npu nepBryHOM 06C/Ie[OBaHNY MaIlIeHTa, BO3MOX-
HO UX II037Hee o6pa3oBaHue

Xopomras peakijus Ha KOPTUKOCTEPOUTHYIO TEPATINIO

OnddepeHymanbHaa AMarHoCTMKa aTUNUYHbIX (BapyaHTHbIX) GOpPM ay TOMMMYHHbIX
3a6oneBaHu neyenu (no M.P. Manns, 2010)

Kputepun AUT/NbL AUT/NCX AMA-HeraTusHbiv MBL|
ITponopuus >KeHIMH 87 % 57% bonee 90 %
Bospact cpemHUIt MOJIOHOM cpemHui
[leyeHouHbIE HEePMEHTHI AHT%QEV;FI”;;;I?%HI@’ AHT&QE:I”;GF:I?,’THI@’ [TTIL II®, 6wrnpy6us T
VIMMyHOrIO6y TMHBI IgG,IgM T IgG, IigM T gM 7T
AnTnTena ANA, SMA, AMA ANA, SMA, pANCA ANA, SMA

AKTUBHBII reaTUT,

AKTUBHBIII renaTuT, Gu-

I'panyneMaTO3HasA ¥ TUM-
¢dounrapHas nHUIBTPa-

Tucronorus UCYe3HOBEHME JKeTYHBIX 6po3upyomuuit o61uTepu-
o s J)KeJTIHBIX IIPOTOKOB,
IIPOTOKOB pyroommnmn XomaHTruT
OYKTOIIEHN
B3K +|- + +|-

JleueHure aTMNUYHBIX (BapuaHTHbIX) GOPM ayTOMMMYHHOIO renaTmuTta

Coueranne I'KC (I13 10-15 mr/cyT nnu B3 9 mr/cyT) ¢ ypcopeokcuxone-
Boit kucnoroit (YAXK) 13-15 MI/KT B CyTKI

I1C AUI/ IIBL Coueranne I'KC ¢ YIXK u asatuonpunom B gose 50-100 Mr/cyTku
Coueranne YIXK c asaruonpurom
TpaHcnmaHTanuA NeYeHn
Coueranne I'KC (I13 10-15 mr/cyTkn mnu B3 9 mr/cytku) ¢ YIXK
15-20 MI/KT B CyTKM

IIC AUI/TICX ITpu HeabdexrusrocTn Tepanuy I'KC — monorepanusa YIIXK B gose

15-20 Mr/KT B CyTKM
TpaHcITaHTaUMA TTeYeHN

IIC AUT/ AUIX (AMA-HeraTuBHbIit Bapu-
anT [1BI])

Mounotepanusa YIXK 13-15 MI/KT B CyTKHI

Coueranne I'KC (I13 10-15 mr/cyTku unu B3 9 mr/cytku) ¢ YIXK
13-15 MI/KT B CyTKM

TpaHCITAHTaLMA TTeYeHN

I1C AUT/xpounyecknit renatut C
ITpeo6nafanne ayTOMMMYHHOTO KOMIIO-
HEHTa

ITpeo6nafianye BUPYCHOTO KOMIIOHEHTA

I'KC
TTpoTuBOBMpYCHAS TepalA: COBpeMeHHbIe IIPeNapaThl B CTAHAAPTHBIX H03aX
TpaHcnIaHTaLMA IeYeHN

AyTOMMMYHHBIIT X0maHTUT (AMA-Heratus-
Hblt BapuauT I1BI])

Momnorepanusa YIXK 13-15 MI/KT B CyTKI

Coueranne I'KC (II3 10-15 mr/cyTku unu B3 9 mr/cyrku) ¢ YIXK
13-15 MI/KT B CyTKU

TpaHcnmaHTalMA IeYeHN

XpoHudecKuit uRMONaTUYeCKMit (KPUIITO-
TeHHBIN) TeaTUT

I'KC (I13 unu B3) B 03ax, peKoMeH/IyeMbIX Ipu Knaccudeckom AVIT
TpaHcnmaHTa KA IeYeHN
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