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KIIMHNYECKHNE ACIIEKTDbI 1 TEYEBHA S TAKTUKA
IIPV1 AYTOVMMMYHHDBIX 3ABOJIEBAHUAX IIEYEHUN

YO «benopycckuti eocyoapcmeeHHblti MEOUUUHCKUTE yHUBepCUmen»

AymoummyHHble 30071€6aHUS Ne1eHl XaAPaKMepUu3yomcs UMMYHOONOCPeOBAHHBIM NOBPeHOeHUeM CIPYKIMYP nedeHy pasiuy-
Hotl cmenenu evipascerrocmu. COCOSHUS, NPU KOMOPBLIX 00HOBPEMEHHO OOHAPYHCUBAIOMCA CUMNIMOMbL 08YX PA3TUMHBIX AYHO-
UMMYHHBIX 3a007Ie8aHUTI NeweHU, OMHOCIM K CUHOPOMAM nepekpecma. B coléopomie Kposu npu aymoummyHHbIX 3a0071e6aHUSLX
neueHu onpedensTIOMCs AymoaHmumend, OUazHOCMUUeCKULl CNeKmp Komopbix ompajiier 6 00HOUMEHHOTI cmambve asmopos [12].

Xponuueckuti aymouMmMyHHbLI 2enamum moxem pas3eusamocs nocmenenno. Knunuueckue nposienenus mozym Ovimo
0M MANOCUMNINOMHBLX 00 BbIPANEHHBIX 6 COUEMAHUU C BHENEUEHOUHLIMU NOBPeNOeHUIMU. VIMeem s HecKonbKo noOmunos
AYMOUMMYHHBIX 2eNAmMUmMos, accouUUPoBanHvLx ¢ pasnuunvimu peromunamu HLA, umo omparcaemcs Ha ocobeHHOCMAX
KnuHuveckux nposenenuti. Ilpusedenvt Ilapusxckue Kpumepuu 071 OUAZHOCMUKY AYMOUMMYHHO20 2eNAmuma 6 couemanuu
¢ xonecmamudeckum nopaxeruem newernu. OceeuseHvl 0NPOCHL IEKAPCMBEHHO20 NOPANEHUS NeueHU U UHOYUUPOBAHHOZ0 AY-
MOUMMYHHO20 2enamuma, mpyoHocmu ux ougdepenyuanvroti ouaznocmuxu. Jlanot cospemenivie npedcmasnieHus: 06 aymo-
ummynnom IgG4-accoyuuposannom xonaneume, HISORt-kpumepusx, 60npocos ouddepenyuanvroti OuazHocmuky ¢ nepeut-
HBIM CKLePO3UPYIOULeM XOTIAHZUNOM.

JlewebHas makmuka npu aymoumMmyHHoLX 3a00/1e6aHULX Ne1eHU UIONEHA C YHerom KauHu4eckozo npomoxona M3 Pb
u pexomenoayuii Eeponeiickoti accouuayuu no usyueHur neueHu.

Kntouesvie cnosa: aymoummyHHvie 3a6071e6aHUS neueHU, KTUHUYECKUe 0CO0eHHOCU, JleeOHAT MAKMUKA, CXeMbl Mepanu.

V. I. Kurchenkova, N. V. Kapralov
CLINICAL ASPECTS AND TREATMENT TACTICS IN AUTOIMMUNE DISEASES OF THE LIVER

Autoimmune liver diseases are characterized by immune-mediated damage to liver structures of varying severity. Conditions
at which symptoms of two different autoimmune liver diseases are simultaneously detected are referred to as cross-over syndromes.
Autoantibodies can be detected in serum of people with autoimmune liver diseases. The diagnostic spectrum of those diseases
is reflected in the article of the same name by the authors [12].

Chronic autoimmune hepatitis can develop gradually. Clinical manifestations can be from asymptomatic to severe
in combination with extrahepatic lesions. There are several subtypes of autoimmune hepatitis associated with different HLA
phenotypes, which affects the clinical manifestations. The Paris criteria for the diagnosis of autoimmune hepatitis in combination
with cholestatic liver damage are given. Covered issues of drug damage to the liver and induced autoimmune hepatitis, the
difficulties of their differential diagnosis. Given the current understanding of autoimmune IgG4-associated cholangitis, HISORt-
criteria, questions of differential diagnosis with primary sclerosing cholangitis.

The treatment tactics for autoimmune diseases of the liver is described taking into account the clinical protocol of the Ministry
of Health of the Republic of Belarus and the recommendations of the European Association for the Study of the Liver.

Key words: autoimmune liver diseases, clinical features, treatment tactics, therapy regimens.

yTOUMMYHHble 3aboneBaHusa neuenu (AU3M) npea- KOUMTapHbIMKU aHTUreHamu yenoBeka (HLA) DR3 n DR4, nepu-
CTaBASIIOT rpynmny 3aboAeBaHWI, K KOTOPOW OTHOCATCSA ayTo-  MOPTaAbHbIM renaTtMToM MNpPU FMCTOAOTMYECKOM WCCAEAOBaHUU
UMMYHHBIVM renatut (AUT), nepBrYHbIA BUAMapHbIA uuppo3 (MBLL), 1 bAaaronpusTHbIM OTBETOM Ha MMMyHocynpeccuto [1, 3, 4, 8,
nepBUYHBIA CKAEPO3UpytoLLMin xonaHruT (MCX), a Takxe 1gG4-ac- 9, 10, 14, 15, 24]. U3-3a T0oro, Yto NATOrHOMOHUWYHbIE CUMMTO-
COLMMPOBAHHBIN XOAAHTUT (MAX). Mbl 6OAE3HM OTCYTCTBYHOT, NPU AMarHoctuke AU cAeAyeT UCKAIO-
AUT - xpoHuueckoe 3aboneBaHUE MeYeHwu, yalle nopaxa-  YaTb XPOHUUECKUIM BUPYCHbIA renaTtuT, aAKOTOAbHbIA renaTuT,
follee XEHLUMH U XapaKTepusylolleecs runepraMmmarnobyAMHe- — HEaAKOTOAbHYH XUPOBYIO AUCTPOOUIO NMeYeHU, AeKapCTBEHHbIV
MUEW, HAaAMYMEM LIMPKYAMPYIOLMX ayTOaHTUTEA, CBSI3bIO C AEW-  renaTuT, AOKasaTb OTCYTCTBME HACAEACTBEHHOM NMaToOAOTrUU Mneye-
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HW: HEAOCTATOUHOCTb anbdal-aHTUTPUNCUHA, 60Ae3Hb BUAbCOHA,
remMoxpomaTtos, a TakxXe NPOBECTU AUPdEepeHLMaNbHbIN AUarHo3
mexay AU3IT, MapKepbl KOTOPbIX AETaAbHO ONMncaHbl B ctatbe [12],
HanWcaHWe KOTOPOM NPEeALEecTBOBAAO AAHHOW NyOAMKaLMK U AB-
ASIeTCSl €€ HEOTbEMAEMOW YacTblO.

AUl uaule pa3BMBaeTCA y AEBYLUEK WU MOAOABIX KEHLLUMH
B Bo3pacTe oT 10 A0 25 AeT, pexe y XeHLMH B Bo3pacte 45-60 neT
B NepuvoA MeHonay3bl. Y MyXuuH 3aboneBaHWe BcTpedyaeTcs
peako, He 6oree 20% oT oblero umcaa 60oabHbIX AUT [10, 14,
15, 21, 33, 34].

KAMHMYecKas KapTMHa Hauyana 3aboneBaHUsi OTAMYaeTcA
60AbWNM pasHoobpasneM: OT MaAOCUMMTOMHOIO AO TSXEAOTO
TEUYEHUS, KOTOPOE MOXET COMPOBOXAATLCA U BHEMEUYEHOUYHbIMU
nposBAeHUsIMU. Yalle oTMeyaeTcs nocteneHHoe pasBuTue 3a6o-
AeBaHWs. BOAbHbIE XanytoTcsi Ha 061Uyt cAaboCTb, BbICTPYO YTOM-
ASIeMOCTb, cybdebpuAanTeT. CHUXAETCS anneTuT, MOXET NOSBUTLCA
OTBpaLLEeHUE K MULLE M AaXe K ee 3anaxy. [ocaeayrolime KAMHU-
yeckue NPosBAEHWSA — TAXEeCTb B 06AacTM npaBoro noapebepbs,
TEeMHas Moya U XeATyxa C NoBblleHremM buAnpybuHa 1 TpaHcamu-
Ha3 [4, 15, 16]. He meHee yem B yeTBepTh cayyaeB AUT AAMTEABHO
npotekaeT 6eccMnToMHO. Y 10-20% 60AbHbIX NepBble NPosBAE-
HKUA 0ObHapyXMBatOT Ha CTaAMK LMpPPo3a nevenu [14, 21, 33].

AUl conyTCTBYIOT MHOFOUYMCAEHHbIE CUCTEMHbIE MNPOSIBAE-
HUS. Y HekoTopbix 60AbHBIX ¢ AUT HapylwaeTca OyHKUMS LWUTO-
BWAHOM Xene3bl, BO3MOXHO pa3BUTHE caxapHoro puabeta, s3-
BEHHOI0 KOAMTA, BTOPUYHOM aMeHOpeu, MUOKapAWTa, nepukap-
AMTa, MAEBPUTA, PEBMATOMAHOIO apTpuTa, MOAMMUO3NTA U APYTUX
3ab0neBaHWI U CMHAPOMOB ayTOMMMYHHOrO reHesa. B cayuae
npeobrapaHnsa B KAMHUYECKON KapTUHE CUCTEMHBIX NMPOSIBAEHUI
3ab0AeBaHWSA Hap NPU3HAKaMK NOPAXEHUS MeYeHn, MOryT nos-
BWUTbCA OWMOKKU B AMarHocTuke [15, 16, 21].

B 3aBucUMOCTM OT onpepensieMblx ayToaHTUTeA 3aboneBa-
HUe KAaccuUUMPYIOT Ha ABa UAK Tpu Tuna. AUT-1 xapakTepuayet-
ca npucytcteuem ANA n/uam SMA [3, 12, 14, 16, 22]. NMpu AUT-2
onpeaenftoTca cneumduyeckue aHtuTena tuna 1 K MMKpocomam
neuveHun/novek anti-LKM1 uau, pexe, anti-LKM3 u/van aHtutena
K LMTO30AbHOMY aHTUreHy nevyexu anti-LC1 [12, 22]. O6Hapyxe-
HWEe ayTOaHTUTEA K PACTBOPUMbIM MEYEHOUYHbIM aHTUreHam anti-
SLA, KOTOpble, KAk OKa3aA0Cb BMOCAEACTBUM, MAEHTUUHBI paHee
OMMCaHHbIM aHTUTEAAM K BEAKAM MeYeHN/MOAXKEAYAOHUHOM Xene-
3bl anti-LP 1 noatomy Ha3BaHbl aHTUTeAnaMu anti-SLA/LP, no3so-
AMAO BblAGAUTL TpeTu Tun - AUI-3 [3, 12, 14, 16, 22].

C yyetom T10ro, 4to AUT NOAPa3AEAAIOTCA Ha HECKOABKO TU-
noB, CAeAyeT OTMEeTUTb, uto AU 1-ro TMna, accouMMpPOBaHHbIN
¢ ¢eHotunom HLA-DR3, value pa3BrMBaeTCsa Y MOAOAbIX NaUMeH-
TOB (AEBOYEK M MOAOABIX XEHLLWH), NpoTEKaeT ¢ bonee arpeccus-
HbIM TeYEHUEM, XYXe NOAAAETCH TAFOKOKOPTUKOCTEPOUAHON (FTKC)
Tepanuu, HO pexe COMPOBOXAAETCA CUCTEMHbIMU BHEMEUEHOU-
HbIMW NposiBAeHUsAMU BoaesHu [1,6,9,33].

AUT 1-ro TMNa, accoUMMPOBaHHbIN ¢ peHoTrnom HLA-DR4,
BCTpeyaeTcs yallle B CTapluen BO3pacTHOW rpynne, 4acTo conpo-
BOXAAETCA CUCTEMHbBIMW PEAKLMAMMU U XOPOLLO OTBEYAET HA UM-
MyHOcynpeccuBHyto Tepanuto. AUT 2-ro Tuna B 60% cayyaes pas-
BMBAETCA y AeTel, OTAMYaeTcA 6oaee arpecCUBHbLIM TEYEHWEM CO
cAyYyasiMu GYyAbMUHAHTHOIO TEYEHUS U YacTo TpaHChopMUpyeTca
B LMPPO3 neuveHu. Pasanuma mexapy AUM-1 n AUTM-3 BbipaxeHbl
MeHbLe, yem mexay AUM-1 m AUI-2 [1, 9, 12].

CywecTBytoT BapuaHTbl couetaHua AUl u xonectatuue-
CKOF0 nopa>keHus neveHu, Koraa y nauveHtos ¢ AUl Habatopa-
toTCs AMOO OAHOBPEMEHHO, AMOO NOCAEAOBATEABHO KAUHUYECKHME,
6UOXMMHUYECKME, CEPONOTUUYECKUE U TMCTOAOTUYECKUE NPOSBAE-
Hua MBL, nan MCX [2, 7, 31]. BbiBaeT HaobopoT, y psaa nauueH-
TOB € aMarHo3oM [BL, naun MNCX kKoHcTaTupytotcsa nposiBaeHusa AUT.
Takue cayyan MmeroT psipa 0603HAUYEHWUI U TEPMUHOB, Hanpumep,
«HaCAaunBaloLLMECH» CUHAPOMBDI, «renatutHble dpopmebl MbLy, «BTO-
PUYHBIA @YyTOUMMYHHbIW renaTum, «KOMOUHUPOBAHHbIN renaTut-
HbIM/XOAECTATUUYECKUI cuHAPOM» [2, 10, 12, 14]. B Hawen cTa-
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Tbe [12], cornacHO AUTEpPATYpPHbIM AA@HHbIM, MOAOOHbLIE CAydYau
0603HayeHbl, Kak ayTOUMMYHHbIEe NePeKPECTHbIE CUHAPOMbI UAK
overlap-cuHapombl: AUT/MBLL, AUT/TICX. PacnpocTpaHeHHOCTb Ba-
puanTta AUT/TIBLL coctaBasieT 8-10% cpeamn B3POCAbIX C AUArHO30M
MNBL uan AUT [2, 7, 10, 12, 14]. Ans anarHocTikun AUT/TIBLL npume-
HAOT MapuXKCKUe KPpUTepUU — HaArume He MeHee ABYX M3 Tpex
OCHOBHbIX KPUTEPHEB KaxXAOro 3aboneBaHUs.

A AU 1) akTuBHOCTb AAT = 5*BI'H (BepXHAS rpaHuLa HOPMbI);

2) CbIBOPOTOYHbIV ypoBeHb IgG > 2*BIH uan npucytcteue
anti-SMA;

3) B 6oncuiHOM npenapate nevyeHu yMepeHHbIH UAU Bbl-
paxeHHbIV NepUnopTanbHbIv UAM NEPUCENTAAbHBIA AMMdOLUTapP-
HbIA MEAKOOYaroBbli CTyneHYaTbii Hekpo3 [14].

Ans NBL: 1) aktueHoCTb WD > 2*BIH namn y- I'TM > 5*Br'H;

2) Hanmume AMA (@HTUMUTOXOHAPAAbHbIX @HTUTEA);

3) BbIpaxeHHbIe NopaXeHUs XeAUHbIX MPOTOKOB B BUONCUI-
HOM MaTepuane neyveHu.

BapuaHTbl couetanma AUT v MNBL, Bceraa caeayeT UMeETh B BUAY,
€CAU AMarHocTMpoBaHHbIi MBLL chabo pearvpyeT Ha nprMeHeHWe
YAXK, T.K. B TaKOM CAyYae peluaeTtcs Bonpoc o Bbibope 0ocobon Tak-
TUKW A€YEHUST C MPUMEHEHWeM nmmyHocynpeccumn [31, 33]. Mpu-
3Haku 060ux 3aboAeBaHWI MOTYT NPUCYTCTBOBATb OAHOBPEMEH-
HO, HO B OTAEABHbIX CAyYasax Hayano AUl no BpeMeHu He COOTBET-
cTByeT pa3BuTHio MBL, KOTOPbIN 06bIYHO Pa3BMBAETCA PaHbLUE.

CouetaHue nposBaeHun AUT u MCX. Takas kombuHauMA
HabAAaeTCs valle y nauMeHTOB MOAOAOFO BO3pacTa C ayTouM-
MYHHbIM MOopaxeHuem nevenu [2, 3, 7, 8, 31]. YpoBeHb pacnpo-
CTPAHEHHOCTH, NO AUTEPATYPHLIM A@HHbIM, NpUMepHo 7-14% [8,
10, 31]. AnarHo3s MNCX KpynHOro NpoToka AOAXEH BbITb OCHOBaH Ha
TUMWYHOM XOAAHIMOorpadUUYeCcKor KapTuHe. B Toxe BpeMs BO3MOX-
Ha AOXHas KapTHHa CKAEpPO3a BHYTPUMNEUYEHOUHOIO BUAMAPHOTO Ae-
peBa npu 3aboAeBaHWK NeyeHn ¢ pacnpocTpaHeHHbIM GUBPO30M
1 Y3EAKOBOW pereHepaumen nan npu umppose [6, 7, 14]. MNaunen-
Tl ¢ AUT 1 MNCX Takxe HyxAatTca B UMMyHocynpeccun [14, 25].
Ecan AUT pa3BuUACS B 3peAOM BO3pacTe, Npu OTCYTCTBMM XOAeCTa3a
HeT He0BXOAMMOCTU NPOBOAUTbL MarHUTHO-PE30HAHCHYIO XOAAHTU-
onaHkpeatorpaduto (MPXII). 310 nccrepoBaHUE pPEKOMEHAYETCSH
BbINOAHATb MOAOABIM B3pOCAbIM ¢ AUTT M NposiBAEHUSIMU XOAeCTa3a,
a Takxe naumeHtam ¢ AU 1 MPOAOAXKAIOLLIMMCS XONECTa30M (paxe
NPy aAeKBaTHOM UMMYHOCYMPECCUM) C LieAbIO BbiiBAeHMA MCX.

HenpocTtbie Bonpocbl BO3HUKAKOT NMPU AEKApPCTBEHHOM
nopaxeHuu neuenu (AMM) u AUTL. BoipenstoT Tpyu BapuaHTta pas-
BUTMA npouecca [14, 18]:

1) AMNM ¢ CUABHBIM MMMYHOAAAEPTUUYECKMM KOMMOHEHTOM,
UMUTUPYLOLLUM AUAT;

2) AU, nmutupytowmin AMMM, ecAM nauMeHT B TeyeHue mno-
CAEAHUX HEeAEAb MPUHUMAA Kakue-AMbo npenapaTtbl, a NMOCAE WX
OTMEHbI MPOU3OLLAO YAYYLLEHWE;

3) AUI, cnpoBOLMPOBAHHbIM AEKAPCTBEHHbLIM NpenapaTom
(AMM-MHAYUMPOBAHHbIN AUT).

3T COCTOAHUSI YACTUMUHO XapaKTepuaytoTcs OOWMUMU KAK-
HUYECKMMU W TUCTOAOTUYECKUMU MNPOABAEHUAMM, MOCKOABKY
CBfA3aHbl CO cneundUYeCKUMU MMMYHHBIMU peakLUAMU Ha aHTu-
reHbl B renatoumtax. AuddepeHuMarbHaa AMarHocTuka TpyaHa,
T.K. AA AT He cyllecTBYET HaAEXHbIX AMArHOCTUUECKUX KPu-
TepueB. AMarHo3 OCHOBaH Ha KAMHUYECKUX U CEPOAOTMYECKMX
nokasarteanx [14, 24]. BaXxHbIM B AMArHOCTUKE CAYXWUT aHaMHe3
nawumeHTa, U3 KOTOPOro BbISICHAETCA HeAaBHeE BO3AEMCTBUE Npe-
napaToB, cnocobHbix Bbi3biBaTh AMM-MHAYUMpPOBaHHbIN AUT (AUT-
AMN) [14, 24]. KAMHUYECKU B TPETH CAyYaeB MOTYT HabAOAATbLCA
AMXOpaAKa, Cbifb, 303MHODUAWA, Kak MNPOABAEHWA TFMnNepyyB-
cTBUTEAbHOCTU [14, 18, 24]. AUT-ATT ¢ TSXEAbIM TEYEHUEM MOA-
A@EeTCA AeYEHMIO BbICOKMMU po3aMu TKC, Kak U AeueHre TaXeNo-
ro AUT. Mocae otmeHbl TKC AT He peunamBupyeT, Toraa kak AUT
nocAe npekpaweHns MMMYHOCYNPECCHUU 0ObIMHO peLMAMBUPYET
B TeUEHWe HECKOAbKMX MecsiLeB. MHOraAa TOAbKO Takoe HabAoae-
HWe No3BoASIET AuddepeHumpoBaTte AUT 1 AMM.



AyTouMMYyHHbIN IgG4-accouunpoBaHHbIi XoAaHTUT (MAX).
M npuYmHbI, U TpUITEPHbIE MEXaHU3Mbl HEW3BECTHbI, NPEAMNOAA-
raeTcsi HaCAeACTBEHHasi MPeAPacnoOAOXEHHOCTb. pu n3yyeHuu
TMCTOAOTMU BbISIBASIKOTCS MPU3HAKWU HETHOMHOTrO AECTPYKTUBHOIO
xoAaHruTa. B 2008 r. T. Kamisavan n A. Okamolo npeAAOXHUAK HO-
BbIl KAMHUKO-NATOAOrMYECKU CUHAPOMOKOMMAEKC M 0603HaUUAK
ero kak |gG4-accounmpoBaHHas ckaepo3supytoLLas 6oAe3Hb — CUC-
TEMHOE ayTOMMMYHHOe 3aboneBaHWe, XxapaKTepU3yoLeecs UH-
dUAbTPaLMEN Pa3AUMUHBIX OPraHoB, BKAIOYAs OUAMAPHBIVA TPaKT,
18G4-NO3UTUBHBIMKU NAG3MaTUUYECKUMU KAETKaMKU U T-AumdoLmTa-
Mu. T. 06p. IgG-accouMnpoBaHHbIN XOAGHTUT SIBASIETCA renaTobuAm-
apHbIM BapuaHToMm IgG4-accoumnrpoBarHoi 6oaesnu [5, 11, 32].
AwnarHoctnka MAX oCHOBbIBaAETCA Ha aHaAM3e KAMHUYECKUX
NPOSIBAEHUI, A@HHbIX AaBOPaTOPHbIX U MHCTPYMEHTaAbHbIX WC-
CAepAOBaHUiA. B 3apybexHon AuTepaType OHW MOAYYMAM Ha3Ba-
Hue HISORt-kpuTepuu (Histology, Imaging, Serology, other Organ
involvement and Response to corticosteroids).
MpU 3HAOCKOMMUYECKON BUOMCUU INUTEAUST KEAUYHBIX NPOTO-
KOB B rMCTOAOrMK onpeaensitotcs IgG4-no3nTnBHbIE NAA3MaTUye-
CKMe KAeTKK (bonee 10 B none 3peHus) B 88% cayuaes [5, 11,
20]. UHOUABTPAUMA CTEHKM XEAYHbBIX NMPOTOKOB 3TUMU KAETKAMK
ABASIETCS OCHOBHbIM MPW3HAKOM, MO3BOAAIOLLUM OTAMUKUTE MAX
OT APYTMX BUAOB XOA@HTUTa U paka BUAMApHOro TpakTa.
lMcTonornyeckasa kaptuHa npu MAX nopobHa U3MEHEeHUsM
B CTEHKE XeAYHOro ny3bipsa npu 1gG4-accoummnpoBaHHOM XOAeL -
ctute (AUX) U B NOAXEAYAOUHOW XeAe3e NpU ayTOMMMYHHOM MNaH-
kpeatute (AWUM) u xapakTepusyeTca TpaHCMypaAbHbIM ¢UOPO-
30M, MAOTHOM AMMGOMNAE3MOLMUTAPHON MHOUABTPaLMEN CTEHKM
XENYHOro NpoToKa. Kpome Toro, B nepunopTanbHoW obaacTu ne-
YyeHU BbIIBASIETCH 06AUTEPUPYIOLLMI daebuT [5, 11, 20, 32]. He-
CMOTPS Ha BbIpaXeHHOe NepPUAYKTaAbHOE BOCMANEHWNE XEAUHbIN
anuteAnit npu MAX 06bIYHO MHTAKTEH, B TO BpeMS Kak npu NCX Ha
CAU3UCTOM 0BOAOUKE YACTO HAXOAST 3p03UKN. HENTPODUALI, 0ObIY-
Hble ANl TUCTOAOTMUECKUX NpenapaTtoB npu MNCX, He xapaKTepHbl
AAst UAX. DUOPO3HO-CKAEPOTUUYECKUE NMPOLIECChI, COMPOBOXAAID-
wue MAX, xapakTepHbl U AN APYTUX XOAGHTUTOB, NO3TOMY HE0O-
XOAMMO NPOBOAUTb AU dEPEHLUANBHYIO AUATHOCTHKY U B NEPBYHO
ouepepb ¢ MNCX. MNpu AOKaAM3aumMK B AMCTaAbHbIX OTAEAaX 0bLLero
XeAyHoro npotoka MAX yacto couetaetca ¢ AWM. B aTux cayva-
AX GUOPO3HO-CKAEPOTUUECKME UBMEHEHUS HAXOAST U B TAGBHOM
naHkpeaTMyeckom npotoke. Mpu MCX nopxeAyaOuHas Xeaesa
B npoLecc He BoBAekaeTcs. B otamume ot MNCX IgG4-accoummpo-
BaHHbIM CKAEPO3MPYIOLLMI XONAGHTUT HE CBfA3aH C BOCMAAUTEAb-
HbIMW 3a60AEBAHUSAMM KULIEYHMKA, @ coyeTaeTcs ¢ Hone3HAMMU
noyek, Aerkux, NPocTaThbl, CAFOHHbIX XeAe3 [5, 11, 20, 32].
Haunbonee yactble KAMHUYECKME cUMNTOMBI NpK UAX: XenTy-
xa, NoTeps Macchbl Tena, ymepeHHaa abpoMUHanbHas 60Ab, cTe-
atopes. OtAanuntb MAX 1 MCX nomoraetr aHaAu3 KAMHWUYECKOro
TeyeHus 3aboneBaHuA. KAMHWYeCKOM ocobeHHocTbo MNCX sBAs-
eTCA NporpeccupytoLLee Te4eHne ¢ BOBAEYEHUEM B NMPOLLECC BHY-
TPUY- U BHENEYEHOYHbIX XEAYHbIX MPOTOKOB, YTO B UTOTE MPUBOAUT
K pa3BUTUIO LMPPO3a neyveHn. IGdeKT OT KOPTUKOCTEPOUAHOM Te-
panuu npu MNCX COMHUTEABHbIN, ONPEAEAEHHYIO HAAEXAY Ha BO3-
MOXHOE BbI3BAOPOBAEHUE AAET TPAHCMNAAHTaLMA nevenu [25, 27].
MCX BcTpeuaetcsi 06bluHO B Bo3pacte 30-40 AeT M yacTo
CBfi3aH C BOCMAAWUTEAbHbIMU 3a60AEBaAHUAMM KULLEYHMKA. Mauu-
eHTbl ¢ UAX (IgG4-cBA3aHHbIM CKAEPO3UPYIOLLMM XOAAHTUTOM)
cTaplle nauneHToB ¢ M1CX, umetoT 6onee BbipaxeHHyto 06Typaum-
OHHYHO XEATYXy, TOrAa Kak xeAtyxa npu MNCX nossasietca Ha 6onee
no3aHux ctapmax [ 1. Mpu xonaHrnorpadumn MAX xapakrepusyetca
6OABLUMM KOAMYECTBOM CEFMEHTAPHbIX CTPUKTYP U CTPUKTYP AUC-
TaAbHbIX XEAUHbIX MPOTOKOB MO cpaBHeHUto ¢ ICX, npu KOoTopom
npeobaapatoT CTPUKTYPbI, HaNoMUHatoLwKe cBaA3Ky byc [11, 25, 27].
CornacHO AMTEPATYpPHbIM A@HHBIM, MPU PETPOCMEKTUBHOM
aHanuse 6oablKx rpynn y 7-9% 60AbHbIX MCX HAXOAMAM MOBbI-
LUEHHbIN ypoBeHb IgG4 B KpoBW. [103TOMY YacTb U3 HUX BEPOATHO
6bIAM naupeHTamu ¢ MAX, HO OLIMBOYHO MOTAM BbiTb PacLEeHeHb
kak ¢ MNCX [5, 32].
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NeueHue

B pekomeHpauuax EBponeickoi accounaum no U3yvyeHuro
neyeHn (EASL) onTUMUCTUYHO 3BYYMT LieAb A€YEHUS ayTOUMMYH-
HOro renatMta - AOCTMXEHMWE MOAHOW pemMuccuun 3aboneBaHus
1 NPeAOTBPALLEHUE NPOrPECCUPOBAHUSA NOPaXEHUS MEYEHH.

CornacHO KAMHUUYECKOMY NMPOTOKOAY NO AMArHOCTUKE U AeYe-
HUIO MauMEHTOB C 3abOAeBaHUAMMK OpraHoB nuuieBapeHuss M3
PB (2016 r.), AeueHne akTUBHOM da3bl AUT HauMHaeTCs ¢ KOM-
6UHMPOBaAHHOM Tepanuu NnepopanbHbIM NPUEMOM MPEAHU3OAOHA
M a3aTMOomMprHa Mo CAEAYIOLLEN CXEME:!

1-as Hepensl - NPeAHU30AOH 60 Mmr/cyT;

2-af Hepens — NPeAHU30A0H 50 mr/cyT;

3-9 HepeAst — NpeAHU30A0H 40 MI/cyT n azatmonpuH 50 mr/cyT;

4-an Hepens - NpeaHn30A0H 30 mi/cyT n a3atnonpuH 50 mr/cyT;

5-asi Hepensl — NPEAHM30A0H 25 Mr/cyT v azatonpuH 100 mr/cyT;

6-aa HepeAs — NPeAHU30A0H 20 Mr/cyT 1 asatronpuH 100 mr/cyT;

7-ast HEeAeAst — MPEAHU30AOH 15 Mr/cyT 1 a3atnonpuH 100 mr/cyT;

8-as 1 9-as HepeAn - NPEeAHU30AoH 12,5 mr/cyT 1 asaTtuo-
npuH 100mr/cyT;

10-aa HepeAq — NpeAHM30A0H 10 Mr/cyT U a3aTMONPUH
100 mr/cyT.

[pn HENEpPEeHOCMMOCTU a3aTUOoNpPUHa, UAW HAAUUUST MPOTU-
BOMOKa3aHW AAA €ro Ha3HauyeHWusi, pEKOMEHAYETCA MOHOTepa-
nusa nepopanbHbIM MPEAHU3OAOHOM:

1-as Hepenst - NPeAHM30AOH 60 mr/cyT;

2-asi Hepensl — NPeAHU30A0H 40 Mr/cyT;

3-aa u 4-as HepeAn — NpeAHU30A0H 30 Mr/cyT;

5-as 1 6-aa HepeAn — NPEAHU30A0H 20 Mr/cyT.

MNoaaepxuBatolas Tepanua B ¢pasy peMUccum NpoAOAXKaeT-
ca 2-4 ropa.

BonHOO6pa3Hoe TeueHue 3aboreBaHWsA 1 BO3MOXHOCTb Cy6-
KAMHUUYECKOTO NPOrpeccMpoBaHnsa yKasblBaeT Ha TO, UTO €CAM Na-
LMEHT C Aerko ¢opmMoi BOAE3HU He MOAyYaEeT AeUeHUE, OH BCe
PaBHO AOAXEH PeryAsipHo 06CAeA0BaThCS, B TOM UYMCAE C BbIMOA-
HeHWneMm BMONCHU NeYeHu, ECAU MPOUCXOAUT KonebaHWe aKTUBHO-
¢t AAT 1 ypoBHS IgG. MauMeHTOB C KAMHUYECKUMU MPOABAEHUS-
MW U MaUWEHTOB C BblpaXeHHbIM GUOPO30M UAKM LMPPO30OM BCET-
Aa CAEAYET HauMHaTb AEUYWTb, MOCKOAbKY 3TWU COCTOSIHUA CAyXaTt
OTPULLATEABHBIMW MPOTrHOCTUUYECKUMKU  daKTopamu. YcnewHoe
AeUYEHUE MOXET MPUBOAUTL K 3HAUUTEABHOMY PEFPECCY CKAEPOTU-
yeckux nameHenun [10, 19, 23, 35, 36].

NeueHne nepBUYHOrO OGUAMApPHOro UMPpPO3a BKAKOUAET,
COTAACHO KAMHWYECKOMY MPOTOKOAY, CAEAYIOLLYI0 MeAUKaMeH-
TO3HYIO Tepanuio: YPCOAE30KCMXOAEBYHD KMCAOTY 13-15 mr/Kr/cyT
B 2 npuema, AAMTEAbHO; MPU KOXHOM 3yae: pudamuumH 150 mr/
CYT C NOBbILIEHUEM AO3bl A0 600 MI/CyT NOA KOHTPOAEM Aabopa-
TOPHbIX NMEYEHOUHbIX TECTOB; MPU HE3IPDHEKTUBHOCTU — CEPTPAATUH
70 100 mr/cyT. MNpun ocTeonopose - npenapatbl kaabums (1000-
1500 wmr/cyT) u BuTamunH D (400-800 EA/cyT), npyv HaAMuUM
B aHaMHe3e NaTOAOrMYecKoro nepeaoma W 3HauyeHus T-kpuTe-
pusi < -2,5 HasHauatoTca buchochoHaThl (Hanpumep, aneHAPOHOBast
kucnota 10 mr/cyT uam 70 Mi/Hep, baHApoHoBas Kucnota 150 mr
1 pa3 B Mmecsu). Mpwu cteatopee: petuHon 3300ME 1 pa3 B 10 aHew
BHYTPb; MeHaanoH 10 mr B Hepento B/M; Tokodepon 200 mr/cyt
BHYTPb; NPU CyXOM CUHAPOME UCMOAL3YIOTCH UCKYCCTBEHHbIE CAE3bI
N UCKYCCTBEHHAs CAIOHA; MPKU PeGPaKTEPHOCTU K HUM — MUAOKAPMWH
1% - no 1-2 kanaun 2-4 pasa/cyT 3aKanblBaTb B KOHbIOHKTUBAAbHbIN
mMewok. MauuerTsl ¢ MBL, noarexat ancnaHcepHOMy HabAOAEHWIO,
OTHOCATCA K rpynmne puUcka no renatoLeAntoAaIPHOMY pakKy.

NeueHue ayToummyHHoro IgG4-accouMMpoBaHHOr0 XOAaHIUTa

KopTrnkocteporaHasn Tepanus SBAAETCA OCHOBHbIM METOAOM
AedeHuu. Mocne 3 mecAues MMMyHOC)/I'IDECCVIBHOVI Tepanun Ao-
cTuraetcs aGPeKT B OTHOLLEHUM NOABBAEHUA akKTUBHOCTU UAX u,
KaK NpaBuUAO, HAaCcTynaeT NnoAHasa pemMuccusa. OpHako ocobeHHo-
CTWU AOKaAM3aLMUKW MATOAOTMYECKOro npouecca oTpaxarTca Ha
OTAAAEHHbIX pe3yAbTaTaX AeYeHUA. PeTpOCFIeKTVIBHbIVI aHaAn3
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NOKa3bIBaeT, YTO y NaLMEHTOB C NMOBPEXAEHMEM MPOKCUMAABHbIX
BHEMNEUYEHOUHbIX M BHYTPUNEYEHOUHbIX XXEAYHbIX MPOTOKOB 6onee
BbICOK PUCK PELMAMBOB MO CPABHEHUIO C BOAbHBIMU, UMEIOLLUMU
TOAbKO AMCTaAbHblE CTPUKTYPbI XEAUYHbIX MPOTOKOB (64% npoTunB
32%). MpeaHU30A0H HasHauatoT B po3e 0,6-1,0 Mr/kr/cyT. O6blYHO
AO03a yMeHbluaeTcst Ha 5-10 Mr kaxable 1-2 HeAeAU A0 CYTOYHOM
A03bl 20 Mr, a 3aTeM CHMXAEeTCa No 5 Mr Kaxable 2 HepeAn. A3a-
TUOMPUH B AO3€ A0 2 MI/KI/CyT Ha3HayatoT Npyu NPOKCUMAAbHbIX
BHEMNEYEHOUYHbIX U BHYTPUNEUYEHOUHbIX CTEHO3aX, a TakXe npu
peunanBax. 3HaUUTEAbHbIM NMPOLEHT nauneHToB ¢ MAX TpebytoT
BPEMEHHOIrO CTEHTUPOBAHMA XEAUHBIX MPOTOKOB B LIEAAX BOCCTa-
HOBAEHUA OTTOKA XeAuu. /\eueHue B TeuyeHue 3 mMec. AoCTaTou-
HO AASt BOAbLUMHCTBA BOAbHbBIX, HO MOAAEPXMBatOWas Tepanus
B MOHWXEHHbIX AO3aX MOXET MPOAOAXATbCH, €CAM aKTUBHOCTb
60AE3HM He UCUE3HET NMOAHOCTBIO M UMeeTCs yrpo3a 060CTpeHus.
OTpa@NEHHbBIM NPOrHO3 HeW3BecTeH. HecmMoTps Ha nepunopTanb-
HOe CKAepo3upytolee BocnaneHue, GMOPo3 UAM LMPPO3 NeYeHH
BCTpeyaeTcsi peako. MMetoTcsi TOAbKO OTAEAbHble COOOLLEHUS
0 BO3MOXHOCTU NpOrpeccupoBaHnst 6OAE3HU A0 LMppo3a C nop-
TaAbHOW runepteHauent [5, 6, 10, 35, 36].

OcBellasi BONPOChbl AeYEHUsI ayTOMMMYHHbIX 3aboAeBaHUi
neyeHu, CArepyetr OTMETUTb, UTO CTaHAAPTHOE AedyeHue addek-
TUBHO Y BOAbLUMHCTBA, XOTA U He y BCEX MaumeHToB. Aaxe npu
HaAMuMK 3ddeKTa y NauMeHTOB MOryT pas3BuMBaTbCst NMOOOUHbIE
ABAEHWS, CBA3AHHbIE C AeueHueM. He cnepyeT 3abbiBaTh 0 pucke
WHOEKUMIN U NEeYEHOYHOW HEAOCTATOYHOCTU WM, BO3MOXHO, MPO-
GUNAKTUYECKM MPUMEHATb aHTUOMOTMKKM U NPOTUBOrPUOKOBbLIE
npenapatbl [10, 14]. TpaHCNAQHTaALUIO NEYEHU PEKOMEHAYETCS
paccmMaTpuBaTb Kak aAbTepHATUBY MEAWKaMEHTO3HOW Tepanuu,
ONTUMAaAbHbIE CPOKM €€ BbINOAHEHUA MOTYT ObiTb PA3AUYHBI U UH-
AmBUAYanbHbl [10,14]. Kopotko 06 AUT de novo, KOTopbli MOXET
pa3BWUTLCA CMyCTS rOAbI MOCAE TpaHCMAaHTauuKu. Ero crepyeT otam-
yaTb OT OCTPOr0 UAM XPOHUUYECKOTO OTTOPXEHUS, BUPYCHON UHDEK-
LMK M NoboyHOro addeKTa AeKapCTBEHHbIX CpeACTB. CTpaTterus ne-
UeHus Takas Xe, kak npu peunanse AUT [14, 29, 30]. Ecav AUT de
NOVO MPOrpeccupyeT A0 NOTEPU TPAHCNAAHTaHTa, CAEAYET paccma-
TpUBaTb BO3MOXHOCTb MOBTOPHOM TpaHCcNAaHTaumu [14, 29, 30].

B uTore paHHOro coobLieHUs cAeayeT OTMETUTb, UTO B Ha-
cTosiLee BpeMsi HOAbLLUMHCTBO NMaUMEHTOB BbIHYXAEHbI €XEAHEB-
HO B TEYEHUE BCEW XUIHU MPUHUMATb A€KAPCTBEHHbIE CPEACTBA.
MeaMUMHa CErOAHSILLHErO0 AHA HE MOXET MPEeAANOXWTb MOAHOE
n3AeUYeHKe Npu ayToMMMYHHbIX 3aboneBaHUsaX neyeHn. Hapexaa
Ha TECHOE COTPYAHMUYECTBO YUeHbIX GyHAGMEHTAAbHbIX HayK, AO-
CTUXEHUIN B U3YYEHWUU MMMYHONOTUU, TEHETUKM U AP. HayK [6, 7,
10, 13, 14, 17, 26, 28].
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