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AHHOTALMA

06ocHoeanue. [MpobneMa ayTOUMMyHHbIX 3ab0neBaHUiA NeYeHH, BKIYas ayTOUMMYHHBIA renaTuT, NepBUYHbIA BUnnapHbIi
XONAHIUT, NEPBUYHbINA CKJIEPO3UPYIOLLMI XONAHMUT U MX NEPEKPECTHbIe CUHAPOMbI aKTyasibHa 1Sl COBPEMEHHOW MEAMLMHI.
370 CBA3aHO C POCTOM KaK 3ab0n1eBaeMoCTH, TaK M pacnpoCTPaHeHHOCTM JaHHbIX HO30/10MMiA B pasHbIX pernoHax mupa. 0tcyT-
CTBME YCTaHOB/IEHHOrO 3TUONIOTMYECKOro (aKTopa, AnuTesbHoe DeCCUMNTOMHOE MU ManoCUMMTOMHOE TeYeHWe, oTCyTCTBUE
MaTOrHOMOHWYHOW KJIMHUYECKOW KapTWHbI, HECOBEPLLEHHbIE KPUTEPUM AMArHOCTUKM U HeloCTaToYHas MH(OPMUPOBAHHOCTL
Bpayen BeAYT K MO3AHEl AMArHOCTUKE ayTOMMMYHHBIX 3a0011eBaHWIA NeYeH W, COOTBETCTBEHHO, HECBOEBPEMEHHOMY Havasy
NIeYEHUS, YTO HEpeaKo CHUXKAET ero 3QMEKTUBHOCTb, BUAA HA LaNbHEMLUMIA NPOrHO3 U BbIXKMBAEMOCTb MaLMEHTOB. Takue
BosbHbIE HYXAAIOTCA B AJIUTESIbHOW, HEPEAKO NOXMU3HEHHOW Tepanun U AMCNaHCEPHOM HabnoaeHn. INMaEMMONOrMYeckue
PErucTpbl, B TOM YUC/IE M PErUCTPbl ayTOMMMYHHBLIX 3abo/ieBaHUiA NMeYeHH, BKIIOUAIOLLME Pa3/iMyHble HO30/10TMKM, 06pasyloT
Ba)KHYI0 0asy [aHHbIX 0 YacToTe, 0CODEHHOCTAX KIMHMYECKOW KapTWHBI, XapaKTepe pasBUTMA M TeyeHWUs 3aboseBaHus, Ba-
PUaHTax Tepanuu 1 oTBETE Ha Hee, HaNMYMK BHEMEYEHOUHbIX NPOSBIEHWN, a TaKXKe MO3BONAKT aHaNM3UPOBaTb BCE AaHHbIE
B AVHAMUKe.

Lleny uccnedoeaHus — npoaHann3WpoBaTh CBEAEHMSA O PasfiMYHbIX HO30/10TMAX ayTOMMMYHHbIX 3a00/1eBaHMI NeYeHu, fe-
MOrpaduyecKux noKasatensx, KIIMHUYECKON CUMNTOMATUKe, CPOKaxX MeXay NOsABIEHNEM NepBbIX CUMITOMOB U BepUBUKaLW-
e/ AnarHosa, xapaktepe BHeMne4yeHOYHbIX NPOSBIEHNN.

Mamepuanel u Memodel. B cTaTbe NpeacTaBneHbl faHHble PerucTpa ayToMMMYyHHbIX 3aboneBaHuin neyeHn CeBepo-3anag-
HOro LeHTpa renatonoriu (CeBepo-3anafHoro permcTpa ayToMMMYHHbIX 3aboneBaHuii nevern) C3IMY uMm. U.U. MeynukoBa.
Pesynemamel. MNonydeHbl faHHbIE O HO30OTMYECKONM CTPYKTYpe, AeMorpaduyeckux 0cobeHHOCTAX, CPOKax BepuduKaLmm
AMarH03a, KIIMHWUYECKMUX CUMMTOMaX W BHEMEYEHOYHbIX NPOSBAEHNAX ayTOMMMYHHbIX 3a0011eBaHNi NeyeHu.

3axmoqenue. Co3gaHune perncTpoB ayTOMMMYHHBIX 3aD0neBaHuii NeYeHH, BKITIOHAOLLMX MaKCMManbHbIM 06beM MHGOpMaLmmn
0 MauuMeHTax C AaHHbIMK 3ab0N1eBaHNAMM, MOMOXET OLLEHUTb 3QPEKTMBHOCTb UCMONb3YeMbIX MeTOA0B 00Cnen0BaHMSA U fe-
YeHus, a TakKe (aKTopbl, BNMSAIOLWME HA TeYeHWe U NPOrHO3 3aboneBaHuUA. AHanM3 NoNyYeHHbIX AaHHbIX MO3BOKT paspado-
TaTb CKPUHWUHIOBbIE MPOrPaMMbl, AJIrOPUTMbl AMArHOCTUKKM U AuddepeHLManbHON AMarHoCTUKM ayTOMMMYHHBIX 3a00/1eBaHuiA
MeyYeHu, YTo, B CBOK) OYEpeAb, 0ONErUNUT U YCKOPUT AMarHOCTUYECKMIA NpOLece, AAcT BO3MOXHOCTb Ha4yaTb Tepanuio Ha bonee
PaHHWX CPOKaX W COOTBETCTBEHHO YNYYLUMTb AaNbHEALMA NPOrHO3 U BbIKMBAEMOCTb NaLMEHTOB.

Kniouesble cnoBa: ayToMMMyHHble 3ab0neBaHUA NeYeHM; ayTOMMMYHHbIWA renaTuT; NepBUYHbIA BUIMapHBIA XonaHruT; nep-
BMYHbII CKIIEPO3MPYIOLLMIA XONAHTUT; NEPEKPECTHbIE CUHAPOMbI; PErUCTP; SNMAEMUONOTUS.
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Registry of patients with autoimmune liver diseases
in St. Petersburg: clinical and epidemiological data
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ABSTRACT

BACKGROUND: The problem of autoimmune liver diseases, which include autoimmune hepatitis, primary biliary cholangitis,
primary sclerosing cholangitis and their overlap syndromes is an urgent problem of modern medicine. This is associated with
an increase in the incidence and prevalence of these nosologies in different regions of the world. Absence of an established
etiological factor, prolonged asymptomatic or low-symptomatic course, lack of pathognomonic clinical picture, imperfect
diagnostic criteria, insufficient awareness of physicians lead to late diagnosis of autoimmune liver diseases and, accord-
ingly, untimely initiation of treatment, which often reduces its effectiveness, affecting the further prognosis and survival rate
for this group of patients. Patients with autoimmune liver diseases require long-term, often lifelong therapy and dispen-
sary observation. Epidemiological registries along with autoimmune liver diseases registries, including various nosologies of
autoimmune liver diseases, form an important database on the incidence, clinical features, development and course of the
disease, variants of therapy and response to therapy, presence of extrahepatic manifestations as well as allow analysis of
all data in dynamics.

AIM: To analize data on various nosologies of autoimmune liver diseases, demographics, clinical symptoms, timing of the
first symptoms, timing of diagnosis, and the nature of extrahepatic manifestations.

MATERIALS AND METHODS: This article presents data from the autoimmune liver diseases Register of the North-West
Hepatology Centre (North-West Autoimmune Liver Diseases Register) of the North-Western State Medical University named
after LI. Mechnikov.

RESULTS: The study obtained data on the nosological structure, demographic characteristics, timing of diagnosis verification,
clinical symptoms and extrahepatic manifestations of autoimmune liver diseases.

CONCLUSIONS: Establishing registers of autoimmune liver diseases, providing information about patients with these diseas-
es, will help to assess the effectiveness of examination and treatment methods, factors affecting the course and prognosis
of the disease. Analysis of the data obtained will help to develop screening programs, diagnostic algorithms and differential
diagnostics of autoimmune liver diseases, which, in turn, will facilitate the diagnostic process, shorten the time of diagnosis,
make it possible to start therapy earlier and, consequently, improve the prognosis and survival rate for this group of patients.

Keywords: autoimmune liver diseases; autoimmune hepatitis; primary biliary cholangitis; primary sclerosing cholangitis;
overlap syndromes; register; epidemiology.

To cite this article
Bakulin IG, Burlakova SA, Skazyvaeva EV, Skalinskaya MI. Registry of patients with autoimmune liver diseases in St. Petersburg: clinical and epidemiological
data. Herald of North-Western State Medical University named after I.I. Mechnikov. 2024;16(2):61-72. DOI: https://doi.org/10.17816/mechnikov627505

Received: 26.02.2024 Accepted: 18.03.2024 Published online: 17.06.2024
V-2
ECOeVECTOR The article can be used under the CC BY-NC-ND 40 license

© Eco-Vector, 2024


https://creativecommons.org/licenses/by-nc-nd/4.0/
https://doi.org/10.17816/mechnikov627505
https://doi.org/10.17816/mechnikov627505

OPUMHATTBHBIE MCCIELOBAHMA

OB0CHOBAHUE

Mpobnema ayToMMMYHHbIX 3aboneBaHuii neyenn (AU3M),
BK/OYas ayTOMMMYHHbIN renatut (AWUM), nepBuUYHbIA OU-
NnapHbin xonaHrut (MBX), nepBMYHLIA CKIEpPO3UPYIOLLMIA
xonaHrut (MCX) u ux nepeKpecTHble CMHAPOMBI, aKTyasnbHa
AN COBPEMEHHOW racTPO3HTEPONOTMM U MefMUMHbI. [laH-
Hble 0 rnobanbHOM 3aboneBaeMOCTM U pPacnpoCTPaHEHHOCTU
Hosonornyeckux @opm AU3M orpaHMyeHbl U3-3a OTCYT-
CTBMS KPYMHbIX AAUTENbHBIX MOMYIALMOHHBIX UCCNef0BaHUA
C UCMONIb30BaHMEM YETKUX KpUTEPMEB AUArHocTUKM. o cyLue-
CTBYHOLLMM CBefieHUsIM, 3aboneBaeMocTb 16X B eBpONencKuX,
CeBEepO-aMepUKaHCKMX, a3UaTCKUX M aBCTpalUHCKUX Nomyns-
umsx Bapbupyet ot 0,9 no 5,8 cnyyaes Ha 100000 Hacene-
HWA B rof, a pacnpocTpaHeHHoctb — ot 1,9 no 40,2 cnyya-
eB Ha 100000 HaceneHus B 3aBMCMMOCTM OT CTpaHbl [1-3].
3abonesaemocte AUl coctaenser 0,67-2,0 cnyyaes
Ha 100000 HaceneHus B rog, a pacnpocTPaHEHHOCTb —
ot 4,0 no 42,9 cnyyaes Ha 100000 HaceneHus B 3aBMCMMO-
CTU OT reorpaduyeckoro pervoHa [4, 5]. 3abonesaemoctb M1CX
B pa3/iMyHbIX nonynaumax Bapbupyet B npegenax 0,07-1,31
Ha 100 000 HaceneHws B rog, a pacnpocTPaHeHHOCTb — B Au-
anasoHe 8,5-13,6 cnydyaes Ha 100000 Hacenenus [2, 6, 7].
B TeueHne nocnepHero fecatunetus B 60NbLUMHCTBE permo-
HOB MMpa OTMeYeH pocT 1 3aboneBaeMocTH, U pacnpocTpa-
HeHHocT AU3I, 0 yeM coobLuatoT pesynbTaThbl 6ONbLIMHCTBA
anugemMuonornyeckux uccnegosavui [8—12]. B Poccuiickoid
®epepaunm HeT 0606LLEHHBIX CBEAEHU 0 3aboneBaeMoCTH
1 pacnpocTpaHeHHocTn AU3I1 KaK B LienoM, TaK U No 0TAeNb-
HbIM HO30/10TUAM.

OTCyTCTBME YCTAHOBNEHHOIO 3TUOMOTMYECKOrO (aKTopa,
AAuTENbHOE HeCCMMNTOMHOE WMAWM ManocUMMTOMHOE Teue-
HWe, OTCYTCTBME NMaTOrHOMOHWYHOW KIMHMYECKOW KapTWHbI,
HecoBepLUEHHbIE KPUTEPUM AMarHOCTMKM W HeLoCTaToyHas
MHGOPMMPOBAHHOCTL Bpayel BeyT K MO3AHei AWarHoCTU-
Ke AM3M u, cooTBETCTBEHHO, HECBOEBPEMEHHOMY Hauany
NeYeHus, YTO HEPESKO CHKAET ero 3GdEeKTUBHOCTb, BAMASA
Ha JaNbHEMLLMIA NPOrHO3 W BbIXKMBAEMOCTb NaLMEHTOB. Jlnua
¢ anarHoctupoBaHHbiMu AU3IT HyxaatoTCA B ANMTENBHON, He-
PELKO MOXW3HEHHOW Tepanun U AMCNaHCepPHOM HabnoaeH
C MPWBNIEYEHNEM He TONIbKO raCTPOIHTEPOIIONOB, HO U APYruX
CreumanvcToB: peBMaTosoroB, JepMaTonoros, TpaHCnnaHTo-
noros, natomopdonoros. Tepanuio ans nauueHTos ¢ AU3M
cnepyeT noabupatb B WHAMBULYaNbHOM PEXUME C Y4YETOM
0TBETa Ha Hee u mepeHocumocTu. Kpome Toro, addexTus-
HOCTb TOW MNM MHOW TPyNNbl NpenapaToB AaneKo He BCEraa
ONTMMaNbHa, YT0 NPUBOAMT K HEOOX0AMMOCTU WMHAMBULYa-
NIN3aLMN PEXMMOB Tepanuu, KOHTPONS LOCTUMEHUS Lieneu
1 OLLeHKM BEPOSITHOCTY PasBUTUSA HexenaTenbHbIX 3ddeKToB.
N xota AMU3IT BCTpeYaloTcs OTHOCUTENBHO PEAKO, UX KIMHUYE-
CKOE U 3KOHOMMYecKoe BpemMsi HenponopLMOHabHO BESTUKO
Mo OTHOLUEHMIO K UX MOKa3saTensiM 3aboiieBaeMocTu U pac-
MpOCTPaHEHHOCTU.

3ANULEMMONOTNYECKUE PETUCTPbI, B TOM YMCIE PErUCTpbI
AWU3I, srutovatoLLMe pasnYHbIe HO30M10rMK, 0BpasyioT Bax-
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Hylo 6a3y [faHHbIX 0 4YacToTe, 0COBEHHOCTAX KIIMHUYECKON
KapTWHbI, XapaKTepe pa3BuTUA W TeueHus 3abonesaHus, Ba-
pWaHTax Tepanuu 1 0TBETE Ha Hee, HaMYMKU BHEMEYEHOUHbIX
MPOABNEHNH, @ TaKKe MO3BONSAKT aHaNM3WpOBaTh BCE AaH-
Hble B AuHamuke. Cozaanue pernctpos AM3I, BKNoYatoLwmx
MaKCUMarbHbI 06bEM MHGBOPMaLMM 0 NauMeHTax C AaH-
HbIMU 3a00NIEBAHUAMU CMOXET MOMOYb OLEHUTL 3ddeK-
TMBHOCTb MUCMOMIb3YEMbIX METOA0B 06CNEN0BaHNSA U NeYeHUs,
a TaKe (aKTopbl, BAMAIOLLME HA TEYEHWE M NPOrHO3 3ab0-
neBaHus.

[laHHble perucTpoB MOMYT CITYXWTb OCHOBOW NS KiM-
HWYECKWX MCCNefloBaHWUN B [HOMOSHEHWE K reHepauuu rv-
noTe3 U NNaHWPOBaHWUI0 KONMYECTBa CNydyaeB (OCHOBbI Bbl-
bopkw) [13]. KpoMe Toro, bnarogaps peructpam cyliecTsyet
BO3MOXHOCTb [IMHAMMYECKOTO MOHMTOpUHra 6esonacHocTy
1 3 eKTMBHOCTM Tepanuu B rpynnax NauMeHToB, 0bbIMHO
He Y4yacTBYIOLMX B KJIMHWYECKWUX WMCCIefOBaHUAX, TaKuX
Kak 6epemeHHbIe JKeHLLMHbI, AETH, LA MOXWIONo U cTap-
YecKoro Bo3pacTa, KOMopbuaHble maumeHTbl U ap. BaHoik
XapaKTepHOI YepToii PErucTpoB, OTIMYAIOLLEN MX OT KiU-
HWYECKMX UCCNIE[0BAHMIA, OrPaHUYEHHBIX YETKUMMU BPEMEH-
HbIMU paMKaMM, SIBNISIETCA HEOrPaHUYeHHas AJUTENbHOCTb
HabnopeHua.

AHanus paHHbIX perucTpoB NOMOXKET pa3paboTaTb CKpU-
HWHIOBbIE MPOrPaMMbl, a TaKKe anropuTMbl AWMArHOCTUKM
n ouddepeHumancHoi auarHoctukn AU3I, yto B CBOIO 0Ye-
pefdb 06MErYMT U YCKOPUT AMArHOCTUYECKWUM Mmpouecc, Aact
BO3MOKHOCTb HauaTb Tepanuio Ha bonee paHHWX CpoKax pas-
BMTUA DONE3HM U, COOTBETCTBEHHO, YNYULIMTb AaNbHENLLINIA
MPOrHO3 W BbIXKMBAEMOCTb NaLWEHTOB.

HauuoHanbHble PerucTpbl

Bo MHorux 3apybekHbix cTpaHax BeLyTcs perucTpbl na-
uveHToB ¢ AM3IT Kak ¢ pasneneHneM, Tak u 6e3 pasaenequs
Ha Ho3onoruu. WHoraa Takue perucTpbl SIBASIOTCA YacTblo
0bLwux pernctpos 3aboneBaHni nevenn [14-16].

B TlMoprtyranuu co3paH o6LieHaUMOHaNbHbIA OHJANH-
peructp 3abonesBaHun nevenn — Liver.pt. B Hero BHocAT
[aHHble MaLMEHTOB, MO KpaliHen Mepe C ofHWUM 3abone-
BaHMEM MeYEeHW B KayecTBe OCHOBHOro auarHosa [14]. Co-
OpaHHble faHHblE BKJIKOYAIOT OCHOBHOW AMArHo3s, UCTOpUio
Gonesnn, ctapuio 3aboneBaHus neyeHW, COMyTCTBYOLLME
3aboneBaHus neyeHn M Apyrue COMyTCTBYIOWME NaToNo-
run, nabopaTopHble Mokasatenu M nedyenue. Bce nopty-
ranbckue BoMbHULBI MOTYT Y4acTBOBaTb B 3TOW COBMECTHO
0ase [aHHbIX M BK/OYATb CBOMX NaLMeEHTOB [06POBONBHO
W NocniefoBaTeNbHO. B 3TOT perucTp Take BHOCAT [aHHblE
nauuentoB ¢ AM3IM, 4to faeT BO3MOXHOCTb aHaNU3MpO-
BaTb Pa3/MyHble acnekTbl 3TX 3aboneBanuin. Tak, B 2021 .
Obinu onybnMKoBaHbl pe3ynbTaTbl UCCNENOBaHMS MO MOUCKY
MPEeaVKTOPOB HEMOJIHOMO OTBETA Ha Tepanuio YPCOAE30KCH-
XoneBoW Kucnotoi y naumenToB ¢ [1BX, naHHble KoTopbix
Oblnn BHeCEHbI B 0BLLeHaUMOHanbHbIA peructp [17].

B 2023 r. onybnukoBaHbl pe3ynbTaThl 06LLEHaALMO-
HanbHoro uccnepoBaHus AM3IMT Ha (Mapepckux oCTpoBax,
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0CHOBAHHOIO Ha AaHHbIX oTAenbHbIX peructpos AU3M [18].
Bce cnyyan AWT, TIBX u MCX, anarHocTMpoBaHHble Ha Pa-
pepcKux ocTpoBax B nepuog, ¢ 1 auapa 2004 r. no 31 peka-
6psa 2021 r., BKNKOYEHbI B 3T0 UccieaoBaHue. Ero pesynbrarsl
noKasanu, uto 3abonesaeMoctb AWT, TIBX u ICX Ha @apep-
CKMX ocTpoBax coctaeuna 5,2, 2,5 n 0,7 Ha 100000 Hace-
NEHWs B TOf, COOTBETCTBEHHO, @ TOYEYHas pacnpoCTPaHeH-
HocTb Ha 100000 Hacenenus Ha 31 pekabpsa 2021 r. — 71,8
ana AWM, 38,5 ona NBX n 11,0 gna MCX. MonyyeHHble faH-
Hble CBMAETENLCTBYIOT 0 [OCTAaTOMHO BbICOKMX 3abonesae-
MocTW 1 pacnpocTpaHenHocTn AU3M, ocobenHo AUT w MBX,
Ha Qapepckux octpoBax [18], 4To BbI3bIBaeT HEOOXOAUMOCTb
AanbHeNLWMX MeCTHbIX UCCef0BaHUIA 3Toi rpynnbl 3abone-
BaHWW L1 NyYLLIEro NOHMMaHUS UX TeYeHUs, OTBETa Ha Te-
panuio 1 NporHo3a. B peleHn AaHHOM 3aaum M noMoraet
HanMune HaLUMOHANLHOMO PermcTpa.

B LlBeiiuapum npoBOLAT KOropTHOE WCCefoBaHue
AWUI — obLieHauMoHanbHbIM perucTp, cos3paHHbid B 2017 T
B HeM cobpaHbl peTpoCneKTUBHbIE U NPOCMEKTUBHBIE KIW-
HWYeCKue AaHHble U Buonornyeckne 0bpasLbl OT NaLMEHTOB
Bcex BospacToB ¢ AW, npoxoasiumx neyeHwe B LUBeMLap-
CKUX renatonornyeckux uentpax [16]. B 2023 r. onybnuko-
BaH aHanM3 JaHHbIX peructpa 3a nepsble 5 feT. B obwei
CNOXHOCTU B HeM 3aperucTpupoBaH 291 naumeHt ¢ AUI,
Bktoyast 30 geteit. CpeaHuiA BO3pacT uL, B3pOCNOM KOropThl
Ha MOMEHT MOCTAHOBKM [MarHo3a coctaswn 54 roga (gua-
nasoH 42-64 ropa, MeXKBapTUNbHBIM MHTepBan 18-81 rop),
a neamatpuyeckon — 12,5 ropa (amanasoH 1-17 net, Mex-
KBapTWNbHLINA MHTepBan 8—15 net). Cpeayn naumeHToB B3poc-
OV KOropTbl eHLWMHbI coctaBunn 71 %, MywunHel — 29 %.
Y 20 % GonbHbIX BbISBNEH NepeKpecTHbI cuhapoM AUT c MBX,
y 8 % — nepekpecTHblit cuiapom AU ¢ 1CX, y 4 % — Boc-
nanuTenbHoe 3abonesaHue KuwweuHuka. Y 32 % nauueHToB
AVarHoCTMpOBaH BbIPaXKEHHbIN GUBPO3 NeyeHn Ha MOMEHT
MOCTaHOBKM AuarHo3a. B negmatpuyeckoii koropte 53 % na-
uMeHToB bblM AeBoukamu, 47 % — Manbumkamu. Y 32 % pe-
Tein gmarHoctpoBa AUT Il Tuna, y 27 % — nepeKpecTHblii
CMHLPOM C ayTOMMMYHHbIM CKNEPO3MPYIOLLMM XONaHTUTOM,
y 1 naumenta — nepekpect c MBX, y 15 % — Bocnanutens-
Hoe 3abonieBaHMe KULIEYHMKA. BbipaxeHHblid hnbpo3 Ha Mo-
MEHT NOCTaHOBKM AWarHo3a auarHoctuposanu y 41 % peteid.
B nccnepoBaHuv Take npoaHanusvpoBaHbl Apyre conyt-
cTBylOLMe 3aboneBaHus, BapuaHTbl Tepanuu, ee ddeKTuB-
HocTb [16].

B BenukobputaHum 1S ynydLleHus yxoAa 3a naumeHTamm
¢ MNBX Ha ba3e ogHoro 13 rocnutaneit JloHgoHa HavaTa pabora
Haf, CO3aHMEM JIOKaNbHOrO PermcTpa c nocneaytoLmM BHe-
LPEHWEM B ApYrUX MeOULMHCKUX YUpeXaeHusx cTpaHbl [19].
PelueHue o ero co3gaHnM CBA3aHO C BbISBIEHMEM HELOCTAT-
KOB KauecTBa MeAMLMHCKOW MOMOLLYM, OKa3biBaeMoW Nauu-
eHTaMm c [16X [20]. JaHHble, cobpaHHble U3 perucTpa, byayt
MCMONb30BaHbl A8 U3YYEHWUs TEYEHUS U NPOrPeccMpoBaHus
MBX, BNuAHMA 3aboneBaHMs Ha KauyecTBO XMW3HM, pasnnymii
B MCM0/Ib30BaHWM COBPEMEHHBIX METOI0B IEYEHMS U OKa3a-
HAWM MeLULUMHCKOW MOMOLLM, CTOMMOCTM Tepanum, Ucxoaax
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3aboneBaHns M CMepTHOCTW. 3TV AaHHble TaKXKe MOMOryT
060CHOBaTb KIIMHUYECKUE PELLEHNS, U3YUYMTb UCMOMb30BaHME
pecypcoB 3ApaBo0XpaHeHWs W OMpesenuTb 3aTparhl Ha ne-
yeHve nauueHToB c [1BX. AHOHMMUM3MPOBaHHbIE arpermpo-
BaHHble [JaHHbIE M0O3BONAT NPOBECTU CPABHUTENBHBINA aHANM3
Pe3ynbTaToB JIeYeHWs NaLMEHTOB B PasNIMUHbIX MEAULIMHCKUX
yupexaeHusx Benukobputanum [20].

B Poccuitckoit Qepepaumum ecTb e€AMHUYHble OaHHbIE
006 3NUAEMMONOTNYECKUX, KJIMHUYECKMX, BUOXMMMYECKUX
u Mopdonoruyeckux ocobeHHocTax AU3M Kak B LienoM, Tak
W N0 OTAENbHBIM HO30/10TUSM.

Mo onybnukoBaHHBIM AaHHBIM, TonbKo B Pecnybnuke
TatapctaH BegyT peructp AU3M. C 2008 no 2015 r. B Hero
BK/IK0YeHbI 138 naumeHToB ¢ pa3nnyHbiMK BapmaHTamn AU3[
M MpOaHanu3upoBaHbl MX CouManbHO-fLeMorpaduyeckue
U KIMHMYeckne ocobeHHoctn [21]. Y 52 (39 %) BKNoYeH-
HbIX NauueHToB auarHocTuposaH AWM, y 27 (20 %) — T1BX,
y 51 (39 %) — cunapom nepekpecta U y 2 (2 %) — MCX.
Hanbonee uacTblMM KJIMHMYECKUMW  NPOSIBNEHUAMM
npu AU3IM 6binm: cnaboctb (71,7 %), KoxkHbi 3yn, (50 %),
wentyxa (37 %), owylieHWe TSKECTM B NpaBoOM nogpe-
Bbepbe (35,5 %). Mpu paccMOTpeHUM KITMHUYECKON CUMMTOMa-
TMKM B 3aBMCMMOCTM OT HO30/10TMM OKa3asiochb, YTO YacToTa
anob 6bina npUMepHO 0LMHAKOBOI NpU BCeX 3aboseBaHuUAX.
Tak, xanobbl nosBnsMch B TedeHue 1 rona [0 NOCTaHOBKY
avarHo3a npu AUT B 55,7 % cnyyaes, npu MBX — B 59,3 %,
npu cuHapoMe nepexpecta — B 53 %. OgHako npu AU kKnu-
HWYecKas KapTuHa bbina Habonee MaHUheCTHON: CUMMTOMBI
pasBuBanuch 3a 1 Mec. 40 NOCTaHOBKW AuarHosa npu AUT
B 29 % cnyuaes, npu MBX — B 7,4 %, npu cuHapoMe nepe-
Kpecta — B 5,8 % cnyyaes.

Lenb uccnepoBanus — u3yuntb CeBepo-3anapHbilii
pernctp AU3M n paTb cpaBHUTENbHYIO 3NMAEMUONOTUYe-
CKYH0 U KIMHWYECKYI0 XapaKTepPUCTUKY NaLMeHToB C AMarHo-
cTupoBaHHbIMM AU3M1: BbIABUTH reHAepHbIE M BO3PACTHbIE
ocobeHHOCTH, onpefenuTb Bo3pacT bonbHoro mpu febrote
CMMMTOMOB M CPOKM [0 BepudMKaLuMM AMarHosa, OLEeHUTb
KJIMHUYECKME CUMMTOMBI M BHENEUYEHOUHbIE NPOSBNIEHNS.

MATEPWAJIbI U METObI

B nekabpe 2019 r. Ha Kadeape NponefeBTUKN BHYTPEHHNX
Bone3Hen, ractpoaHTeponoru u guetonorim um. C.M. Peicca
C3I'MY uM. N.N. MeuHuKoBa HavaTa paboTa Haj co3faHWeM
peructpa AU3I CeBepo-3anaaHoro LeHTpa renatonormm —
Cesepo-3anadHeim pezucmpom AM3[1. B Hero BHOCAT AaH-
Hble NaLMEHTOB, NPUXOAALLMX HA NEPBUYHBIA U MOBTOPHbIE
ambynatopHble npuembl B KoHCYnbTaTMBHO-AMarHoCTUYe-
CKWW LIEHTP, W FOCMWTaNN3UPOBaHHbIX B KMHWUKY C3IMY
uM. N.1. MeyHuKosa.

WHdopmaumio BKOYaT ¢ A06pOBONLHOIO MUCEMEHHO-
ro cornacus NauMeHToB, MONYYMBLUMX PA3bACHEHUS O TOM,
YTO MX JIUYHbIE [aHHbIE MOCTYNAlOT B 0OLLYI0 3MEKTPOHHYH
perucTpaumoHHylo cucteMmy. lMaumeHTbl BrpaBe OT 3TOro
oTKasaTbcs. Ha Kawpaoro m3 Hux chopMupoBaHa aHKeTa,
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OPUMHATTBHBIE MCCIELOBAHMA Tom 16,

BbIMOJHAKOLLAS WM JOMOMHAIOWAS Pofib MEpBUYHONA A0-
KyMeHTauuu. BeefeHue cBefeHWN NauMEHTOB B peructp
He BIWSET Ha NeyebHO-AMArHOCTUYECKYK TaKTWKY, ocy-
LLEeCTBNISIEMYI0 B TOT MOMEHT Ha aMbyNaTopHOM WNKM CTauu-
OHapHOM 3Tanax.

PE3Y/IbTATbI U OBCYXOEHUE

PaCHPEAEHEHME no HO30/10r’M4YeCKUM d)OpMaM

Bce naumenTsl ¢ AU3I pacnpeneneHsl B rpynnbl No aua-
FHOCTMPOBaHHLIM 3aboneBaHuaM, Brodas AWM, TBX, MNCX,
NeKapcTBeHHO-MHAYLMpoBaHHbIn AUT (JTTMAWT) u nepekpecT-
Hble cuHapombl (AUT/TIBX, AUT/TICX, AUT/NIBX/NCX).

Mo coctosHuio Ha 02.02.2024 B CeBepo-3anagHbin pe-
ructp AM3I npocnektMBHO BKAOYeHbl 215 nauueHToB
C AnarHoctupoBaHHbIMM AU3M, u3 Hux: 45 (21 %) — c AW,
84 (39 %) — c MBX, 13 (6 %) — c MCX, 46 (21 %) —
¢ AUI/NBX, 10 (5 %) — c AUI/NCX, 3 (1 %) — c NBX/MCX,
2 (1 %) — c NMBX/NCX/AUT, 12 (6 %) — c JINAUT. Takum
obpasoM, Haubornee yacTble Ho30M0rMM NpeacTasnieHsl 16X,
AWT 1 cuHapoMoM ayToumMyHHoro nepekpecta AUM/TIBX —
cymmapHo B 81 % cnyuaes (puc. 1).

BonbLuas yactb (86 %, 185) naumenTos B CeBepo-3anaa-
HoM peructpe AU3I npoxuBatotr Ha Tepputopumn CeBepo-
3anafHoro denepanbHOro OKpyra, YTo NO3BOSISIET pacLieHu-
BaTb [JaHHbIe PErUCTPa KaK NIOKaNbHO-CeLMpHUYHbIe.

JleMorpachuyeckue xapaKTepucTUKM

BospacT naumeHtoB B peructpe BapbupyeT or 19
no 84 net, cpemHuin Bo3pacT coctaenset 54,7 + 15,8 ropa.
CpepnHuin Bo3pact no HosonorusaM: AUl — 46,67 + 18,19 roga,
NMbX — 61,63 + 12,15 ropa, NCX — 46,85+ 15,9 roaa,
JINAUT — 46,1 + 11,1 roga, AWUTI/NBX — 57,02 + 12,98 roaa,
AUI/NCX — 42,6 + 21,26 ropa, NBX/MCX — 55 + 15,71 roga,
AUI/NBX/NCX — 32,5 + 13,43 ropa.

bes yueTa Ho3onoruit ivuamm noxunoro (60—74 net) Bos-
pacta 6binm 83 (39 %) naumenta, cpenHero (45-59 net) —
66 (30 %), Monogoro (18—44 net) — 54 (25 %), cTapyeckoro
(75-90 net) — 12 (6 %) (puc. 2).

Ecnm paccmatpuBath pacnpefeneHve no  Bo3pacty
B 3aBUCUMOCTM OT HO30/10rMU, TO cpeau nauueHToB ¢ AUT
npeobnagatT nmMua Monogoro BospacTa [19 (42 %) ueno-
Bek], ¢ MMBX — noxwunoro [43 (51 %)], c MCX — mMonoporo
u cpegHero [10 (77 %)), ¢ AUT/NBX — noxwnoro [19 (41 %)],

BectHuk Cerepo-3anaHoro rocyiapCTBeHHoro

Ne 2. 2024 MeIVILIVHCKOMO YHvBepeuTeTa uM. VW MeyHnkosa

6% 5% 1% 1%

21%
mMBX mAUI/MBX AUl = neX  mJIMAUT
PBC  AIH/PBC AlH PSC  DIAH
B AUM/NCX  mMBX/NCX  m MBX/MCX/AUT
AIH/PSC PBC/PSC PBC/PSC/AIH

Puc. 1. Hosonornuyeckas ctpykrtypa peructpa. AUl — ayTonMMyH-
Hbll renatut; [BX — nepBuyHbIN BunmnapHbiin xonaHrut; MCX —
nepBUYHbINA cKneposupytowwmii xonaurut; JIMAUT — nekapcTBeHHo-
MHAYUMPOBaHHbII ayTOUMMYHHBIA renaTut

Fig. 1. Nosological structure of the register. AIH — autoimmune
hepatitis; PBC — primary biliary cholangitis; PSC — primary scle-
rosing cholangitis; DIAIH — drug-induced autoimmune hepatitis

. 25%

6%

39% \

30%
Bospacr, net / Age, years

| 18-44 60-74
| 45-59 75-90

Puc. 2. PacnpepneneHue naumeHToB no Bo3pacTy
Fig. 2. Distribution of patients by age

¢ AUI/NCX — monoporo [6 (60 %)], ¢ JIMAUI — monoporo
u cpeaHero [12 (100 %)]. JaHHble o naumeHTax c MBX/MCX
n AUT/NBX/MNCX He ObIM 3HaUMMbI BCIEACTBUE MasIoi Bbl-
bopky (Tabn. 1).

Cpenv nauueHTos ¢ AU3I, BKNOYEHHBIX B perucTp, npe-
06naaator eHWwmHbl — 166 (77 %) naumeHToB (puc. 3).

Mpu pacnpeneneHnn NaLUMeHToB N0 HO30/I0MUAM KEHLLM-
Hbl Npeobnagatot B rpynne naunenTos ¢ AW, MBX, AUTT/TIBX,

Ta6nm.|,a 1. Pacnpep,eneHme NauneHToB NO BO3PAacTy B 3aBUCMMOCTU OT HO30J10MMK

Table 1. Distribution of patients by age according to nosology

Bo3spacr Aur neX nex JINAUT AUr/neX Aur/ncx NBX/NCX | AUF/NBX/NCX
Monogoin, % 42 6 38,5 50 20 60 33,3 50
Cpennuit, % 22. 35 38,5 50 33 10 33,3 50
Moxwnoi, % 33 51 23 - 41 20 33,3 -
Crapueckuit, % 3 8 - - 6 10 - -

pumeyarue. AT — aytouMMyHHbIM renatut; NBX — nepBuyHbIn BunmnapHbin xonakrut; NCX — nepBuUYHBIA CKNEPO3UPYIOLLMIA XONAHTHUT;
JIMAUT — nekapcTBEHHO-UHAYLMPOBaHHbIN ayTOUMMYHHbINA renatuT. Hanbonee Yacto BCTpeYatoLLMecs NOKa3aTeNu BblifesieHbl CepbiM LBETOM.

BOI: https://dol.arg/1017816/mechnikov627505
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Puc. 3. PacnpepeneHue nauveHToB no nony
Fig. 3. Distribution of patients by gender
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Puc. 4. PacnpeneneHve naumeHToB No nofy B 3aBUCUMOCTU OT HO-
3onorun. AUl — ayTouMMyHHBIA renatuT; NBX — nepeuyHbIi 6u-
NmapHblid xonaHrut; NMCX — nepBUYHBIA CKIEPO3UPYIOLLMIA XONaH-
rut; JIMAUI — neKapcTBEHHO-MHAYLMPOBAHHLIA ayTOMMMYHHbIN
renatut

Fig. 4. Distribution patients by gender depending on nosology.
AIH — autoimmune hepatitis; PBC — primary biliary cholangi-
tis; PSC — primary sclerosing cholangitis; DIAIH — drug-induced
autoimmune hepatitis

6%

4

21%

33%
40 %

Bospacr, net / Age, years
B [lo 18/ Under 18 m 45-59
W 18-44 60-74
Puc. 5. Bo3pact naumeHTtoB npu AebioTe CUMMNTOMOB ayTOMMMYH-

HbIX 3abonieBaHuiA neyeHu

Fig. 5. Age of patients at the onset of symptoms of autoimmune
liver diseases
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AUI/NCX, AUT/NBX/MCX, JIMAWUT, Toraa Kak MyX4uHbl CO-
CTaBnsAoOT 60nbLUyi0 YacTb naumenTos ¢ MCX (puc. 4).
TakuM 0bpasoM, cpean naumeHToB CeBepo-3anagHoro
peructpa AU3I1 npeobnagator:
+ naumeHTsl ¢ NBX — 84 (39 %) yenoBeka;
o KeHWwmHbl — 166 (77 %) nauneHToB;
+ JMUA NOXMWNOro BO3pacTa M CpefHero Bospacta —
83 (39 %) u 66 (30 %) nauneHTOB COOTBETCTBEHHO.

Cpoku Bepudmkauum guarHosa u MaHudecTauum
KJINHUYECKUX NPOSBIEHUN

AHanus paHHbIX perucTpa nokasan, 4To AebHT KuHu4e-
ckux cumntomoB AU3I 6e3 paspgeneHuns no oTAeNbHLIM 3a-
boneBaHMAM NpUXOAMNCS Ha CPEAHUIA BO3PACT, YTO COBMaso
C BO3pacToM Nnpu BepudUKaLmM auarHosa (puc. 5, 6).

Mo maHHbIM perucTpa, AUTENbHOCTb CUMMTOMOB Y Ma-
LMEHTOB [0 YCTaHoBMneHus auarHosa y 79 (37 %) naumen-
T0B 6bina MeHee 1 roga. OgHako y 73 (34 %) 6onbHbIX 3TOT
untepBan coctasun 1-5 niet, y 33 (15 % (33) — 6-10 ner,
y 30 (14 %) — 6onee 10 neT (puc. 7).

CpenHas NpoACIUTENBHOCTb OT MOSIBAEHWSA CUMMNTOMOB
A0 anarHocTuposanusa AU3[1, no gaHHLIM perucTpa, cocTaB-
nset noytn 5 net (594 Mec.).

Mpn aHanuse otaencHbix Ho3onorui AU3I nosene-
HWe nepBbIX CMMNTOMOB Yy nauueHtoB ¢ [1BX, JIMAUT
n MBX/MCX otMeyanu B cpedHeM BospacTe 40 (48 %),
6 (50 %), 2 (66,7 %) yenosek cootBeTcTBeHHO, ¢ AU, TCX,
AUT/NCX, AUT/NBX/NCX — B MonozoM Bo3pacTe 17 (38 %),
8 (62 %), 4 (40 %) n 2 (100 %) cootBeTcTBEHHO. [Ina AUT/MNBX
0e0T KNMHWMYECKUX CUMNTOMOB NPUXOLWUNCS B paBHOA
CTEMEHW KaK Ha MONOAON, TaK M Ha CpefHuii Bo3pacT —
y 16 (35 %) yenoBek B kaxaon rpynne (Tabn. 2).

Bo3pacTHoli nepmof NOCTaHOBKM AMarHo3a B 3aBUCUMO-
CTU OT HO30M10TWK, MO AaHHBIM perucTpa, bbin cnegyoLwmM:
npu MBX, NMCX v NMBX/MNCX anarHos 6bin ycTaHOBNEH B Cped-
HeM Bo3pacTe y 34 (41 %), 7 (54 %) n 2 (66,7 %) cooTBeTCTBEH-
Ho, mpu AWUT, AUT/NICX — B MonogoM BospacTe y 16 (36 %)

4%

4

31%

21%

38%
Bospacr, net / Age, years

M [lo 18/ Under 18 W 45-59

m 18-44 60-74

Puc. 6. BospacT nawueHTOB Npu AMarHOCTUPOBaHWM ayTOUMMYH-
HbIX 3a6oneBaHmil neyexu

Fig. 6. Age of patients at diagnosis of autoimmune liver diseases
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40 %

016 no 10 net
From 6 to 10 years

o ropa
Less than 1 year

Puc. 7. BpeMﬂ 0T nosBieHna CUMNTOMOB A0 AWArHoCTMpoBaHUA
adYTOUMMYHHbIX 3a0b0/1eBaHUI NeyeHm

Fig. 7. Time from onset of symptoms to diagnosis of autoimmune
liver disease

n 6 (60 %) coorBetcTBEHHO, Npu AUT/TIBX — B noxunom
Bospacte y 18 39 %, a npu JIMAUT u AUT/TIBX/NCX B MO-
7I000M U CpefiHeM Bo3pacTe B OfMHAKOBbIX aonsx (tabn. 3).

CpoKku MOCTaHOBKW [MarHo3a B 3aBMUCUMOCTU OT HO30-
norum 6einm cnepytowmmmn: AUT n JIMAWT vawwe auarHoct-
poBanu B TeueHue neporo roga — Yy 24 (53 %) u 6 (50 %)
naumeHToB cooteetcTBeHHO, 16X n [ICX — B TeueHue roga
M B cpoK or 1 fo 5 net B paBHbix fonsx — y 24 (29 %)
n 4 (31 %) cootetctBeHHo, AUT/TIBX u AUI/TICX B cpok
ot 1 go 5 netr —y 18 (39 %) n 6 (60 %) cootBeTCTBEHHO. AHa-
/U3 CPOKOB Mepe AMarHoCTMPOBaHUEM TPOWHOTO NepeKkpecTa
He NoKa3as 3Ha4MMOCTH BCIIEACTBME Masoi BbIbopky (puc. 8).

Cpenu 215 naumentoB peructpa y 32 % (69 naumeHToB)
BbISIBNIEH LMPPO3 NMEeYeHW Ha MOMEHT MOCTAaHOBKM JWarHosa
(puc. 9).

B 3aBucMMOCTM OT HO30M10MMM Ha MOMEHT BepUdMKa-
LMW omarHosa oTMedeH Lmppo3 nevenn ¢ AUT y 15 (33,3 %),
c NBX — y 26 (31 %), c NCX — y 4 (31 %), c JIMAUT —
y 2 (17 %), c AUT/MIBX —y 18 (39 %), c AUT/TICX —y 2 (20 %),

Tom 16, N° 2, 2024

BectHuk Cerepo-3anaHoro rocyiapCTBeHHoro
MeAVILMHCKOro yHvBepcuTeTa M. V1. MeyHnKoBa

MBX/MCX/AUT 50
PBC/PSC/AH  m— 50
33,3

33,3
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MBX/MCX
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AUT/NCX 60
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AWI/NBX 39
AIH/PBC

NVANT 50
DIAIH

AUIP 53
AlH

nex 4
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MBX o

PBC
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o ropa
Less than 1 year

Ot 6 no 10 net
From 6 to 10 years

70 %

071 005 ner
From 1to 5 years

B bonbuwe 10 net
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Puc. 8. Bpems oT nosBneHusi CUMNTOMOB [0 AVArHOCTUPOBaHUS
ayTOMMMYHHBIX 3ab0/1eBaHN MeyeHn B 3aBUCMMOCTW OT HO30J10-
rum. AUl — ayToummyHHbIW renatuT; NBX — nepBuyHbI bunu-
apHblid xonaHruT; MCX — nepBuYHBIA CKNepO3UPYIOLLMIA XONaHIUT;
JINAUT — nexapCTBEHHO-MHLYLMPOBAHHBIA ayTOUMMYHHBIN renatuT

Fig. 8. Time from onset of symptoms to diagnosis of autoimmune
liver disease depending on nosology. AIH — autoimmune hepati-
tis; PBC — primary biliary cholangitis; PSC — primary sclerosing
cholangitis; DIAIH — drug-induced autoimmune hepatitis

Ta6nuua 2. BospacT naumeHToB npu AebloTe CUMMTOMOB ayTOMMMYHHbIX 3360/1eBaHMiA eYeHW B 3aBUCUMOCTY OT HO30JI0TUM
Table 2. Age of the patients at the onset of symptoms of autoimmune liver diseases depending on nosology

Boapact | nBX | AP | nex | NVAUT | AW[/MBX | AMI/MCX | MBX/MCX | AMF/MBX/MCX
Jo 18 net, % 2 " 15 8 2 20 - -
Monopoit, % 18 38 62 42 35 40 33,3 100
CpeaHuit, % 48 27 23 50 35 30 66,7 -
Moxxunoit, % 25 24 - - 26 - - -
Crapueckuit, % 7 - - - 2 10 - -

pumeyarue. AT — ayTouMMyHHbIN renatuT; MBX — nepBuuHbIA bunuapHbIi xonaHrut; NCX — nepBMYHBIA CKNEPO3UPYIOLLMIA XONaHTUT;
JINAWUIT — nekapcTBEHHO-MHAYLIMPOBaHHbI ayTOMMMYHHBIN renatut. Hanbonee yacto BCTpevatoLmecs NoKasaTenn BblgeseHbl CEpbIM LIBETOM.

Ta6nuua 3. BospacT naumeHToB Npy AMArHOCTMPOBaHWM ayTOMMMYHHBIX 3a6051eBaHUI NeYeHu B 3aBUCMMOCTM OT HO30/10MHM
Table 3. Age of the patients at diagnosis of autoimmune liver diseases depending on nosology

Bospacr MBX AUT McX JINAUT AUI/NBX AUr/NCX NBX/NCX | AUF/NBX/NCX
Jlo 18 net - n 15 - 2 - - -
18-44 ropa 13 36 31 50 24 60 33,3 50
45-59 net 41 24 54 50 33 20 66,7 50
60-74 ropa 39 29 - - 39 10 - -
75-90 net 7 - - - 2 10 - -

pumeyanue. AUT — ayTouMMyHHbIN renatuT; NBX — nepBuyHbI BunnapHbli xonakrut; NCX — nepBUYHBIA CKEPO3UPYIOLLMIA XONaHTUT;
JINAUT — nekapcTBeHHO-UHAYLMPOBAHHbINA ayTOMMMYHHBIN renaTtut. Haubonee Yacto BCTpevatoLLmecs NoKasaTenm BbiAeNieHbl CEpbIM LIBETOM.

DOl https://doi.org/10.17816/mechnikové27505
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32%

W Het umpposa
Absence of liver cirrhosis

= LUuppos
Cirrhosis of the liver

Puc. 9. [lona naupeHToB ¢ LUMPPO30M NneYvyeHn Ha MOMEHT AuarHo-
CTMPOBaHMA ayTOUMMYHHbIX 3ab0s1eBaHUI NeyeHn

Fig. 9. Proportion of the patients with liver cirrhosis at the time of
diagnosis of autoimmune liver diseases
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Puc. 10. [lons naumeHToB C LMPPO30M NeyeHn Ha MOMEHT AnarHo-
CTUPOBaHWs ayTOMMMYHHbIX 3ab0NeBaHWI NeYeHN B 3aBUCMMOCTH
OT HO30M10T MM

Fig. 10. Proportion of the patients with liver cirrhosis at the time
of diagnosis of autoimmune liver diseases depending on nosology
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¢ NBX/MNCX n AUI/NBX/NCX — y 1 (33,3 %) 1 1 (50 %) coot-
BeTCcTBEHHO (puc. 10). BbisiBneHue LMppo3a NeyeHn Ha MOMEHT
MOCTaHOBKYW [MarHo3a, BEPOATHO, CBA3AHO C 0OBEKTUBHLIMM
TPYAHOCTAMW AMArHOCTUKM, a TaKKe C NO3fHel obpallaemo-
CTbl0, B TOM YUCNE, B CMELMANM31pOoBaHHbIe LEHTPbI.

TakuM 06pa3oM, AeDHT KIMHUYECKIUX CUMMTOMOB U NOCTa-
HOBKY AvarHo3a bes yyeta HO30/10r Ui Yalle perucTpupoBanm
y nmL cpefiHero Bo3pacTa. CpeaHAs Npoao/mKUTENbHOCTb OT NO-
SIBNEHNs CUMNTOMOB [10 AMarHoCTUPOBaHMS 3aboneBaHuns co-
cTaBuna noytv 5 net, npu 3toM y 69 (32 %) naumeHToB Ha Mo-
MEHT NMOCTaHOBKY IXarHo3a Obinl YCTaHOBMEH LMPPO3 NEYEHM.

Knuuuyeckue npossieHuUA

AU3I xapakTtepusytoTca LnUTENbHBIM HECCMMNTOMHBIM
TEYEHUEM, TETEPOreHHOCTbI0 KJMHWUYECKUX NPOSBNEHUN,
OTCYTCTBMEM MATOrHOMOHWUYHOM KIMHUYECKOI KapTUHbI.

Mo faHHbIM perucTpa BblLeneHbl Hanbonee YacTo BCTpe-
yawowmecs B febroTe 3aboneBaHusa cneuuduyeckue CuM-
MTOMbI: YTOMNIIEMOCTb, 60K/ anckoMdopT B NpaBoM noppe-
Bepbe, KOXHBIN 3y, CYXOCTb KOXW U CIM3UCTLIX 000M0YeK,
Xentyxa, bonm B cycraBax. OcTanbHble pefKo BCTpeYatLLm-
€Cs CUMMNTOMBI BblfieNeHbl B rpynny «[lpyrue cMMNTOMbI».

M3 215 naumentoB y 31 (14,4 %) 4enoBeka cuMmmnTo-
Mbl OTCyTCTBOBasM. Hanmume cuMNTOMaTMKU oOTMeve-
Ho y 40 (89 %) naumentoB ¢ AUI, y 69 (82 %) — c MBX,
10 (77 %) — c NICX, y 11 (92 %) — c JINAWT, y 41 (89 %) —
c MBX/AUT, y 9 (90 %) — c AUT/TCX. Moka3saTenu B rpynnax
nauuentoB ¢ MBX/MCX n AUT/TNBX/MCX He 6binK 3HA4MMBbI
13-3a Maroii Bblbopkm (Tabn. 4).

Hepenko AWU3I couetatotca ¢ apyruMn ayTOMMMYHHBIMM
MM UMMYHOOMOCPENOBaHHbIMU 3a00/1EBaHMAMM, NOCKONBKY
MauueHTbl C AaHHOIM NaTosiorven NoaBepKeHbl bonee BbiCo-
KOMY PUCKY Pa3BWTUA BTOPOTO UM JaXe HECKOMbKUX UMMY-
HoBOCMaNUTeNbHbIX 3aboneBaHuii. Tak, N0 AaHHBIM NuTepa-
Typbl, y nauveHTos ¢ B6X B 32-63 % cnydyaeB npucyTCTByHOT

Ta6nuua 4. KnuHuyeckne cuMnToMbl B f1e60Te ayTOMMMYHHbIX 3ab0/1eBaHMiA NeyeHun
Table 4. Clinical symptoms at the onset of autoimmune liver diseases

CuMnTOMbI | AUT NBX NcX JINAUT AUr/NBX AUr/NCX NBX/NCX | AUF/NBX/NCX
OtcyTcTBytor, % n 18 23 8 n 10 0 50
YromnsemocTb, % 76 56 L6 75 63 50 66,7 50
Bonb/amckomoopt 16 25 31 33,3 17 10 66,7 0
B NpaBoM nofpe-
oepbe, %

KoxHbin 3yg, % 18 42 38 17 48 40 33,3 50
CyxocTb KoM 2,2 5 8 15 6,5 0 0 0
U CIIU3UCTBIX

obonoyex, %

Hentyxa, % 67 34 15 42 33 30 0 0
Bonm B cycTaBax, % 9 8 15 8 n 0 0 0
Dpyrve, % 60 37 77 50 54 30 0 50

pumeyanue. AUT — aytoumMyHHbI renatut; NBX — nepBuuHbI Gunraphbiin xonakruTt; NCX — nepBUYHBIA CKNEPO3MPYIOLLMIA XONTAHTHUT;

JINAWUI — nekapcTBEHHO-MHAYLMPOBaHHbI ayTOUMMYHHBbINA renatut
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Tabnuua 5. BHeneyeHouHbIe NPOSABNEHMSA Y NaLMEHTOB perucTpa
Table 5. Extrahepatic manifestations in the patients of the registry
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Ho3zonorus AUT neX Nncx JIMAUT | AUT/NBX | AUF/NCX | NBX/NCX | AUT/NBX/NCX

bes BHeneyeHoUHbIX NPosBIeHuiA, % 62 69 15,4 75 63 40 0 50
BocnanutenbHble  6onestb KpoHa, % 44 6 38,5 0 20 33,3 0
3aboneBaHuA A3BeHHbI KomT, % 44 1,2 23 0 2 30 0 0
KULLEYHMKA

AyTOMMMyHHBIN TUpeouauT, % 13 13 77 8 13 0 66,7 0
AyTOMMMYHHBIN racTpuT, % 0 3,6 0 0 2 0 0 0
PeBMatonornyeckue 3abonesanus, % 16 14 0 17 17 0 33,3 0
[lepMatonoruyeckve 3abonesaHus, % 13 7 15,4 0 0 10 33,3 50

pumeyarue. AT — ayTouMMyHHbIN renatuT; NBX — nepBuyHbIA BunmnapHbii xonaHrut; NCX — nepBUYHBIA CKNIEPO3UPYIOLLMIA XONaAHTHT;

JIMAUT — nekapcTBeHHO-UHAYLMPOBAHHbINA ayTOMMMYHHBIN renaTuT.

pasnuuHble ayTOMMMYHHbIE UK peBMaTonoruyeckue 3abo-
nesaHua [2, 3, 22]. U3BecTHo, uto y 3,5-73 % nauueHToB
c MBX BoisBnstoT cuuapoM LlerpeHa, a Takke 0BHapyxu-
BalOT MaToNorMio LMTOBMAHOM Xenesbl B BUAE rMnotmMpeosa
[yawe — TupeompuTa Xawwmmoro (y 5,6—23,6 % naumeHToB)]
W cKnepopfepMuio [B 6OMbLIMHCTBE CNy4aeB B JIOKANM30BaH-
Hoi dopMe (y 1,4-12,3 % naumenToB)]. Pexe y nauueHToB
¢ MBbX HabniopaloT Takue 3aboneBaHMA Kak peBMaToMAHbLIN
apTpuT, CUCTEMHAsA KpacHas BOYaHKa, (ubposupylowimi
anbBeosmT 1 ap. [23].

AUT accoummpoBaH € HanMuueM LUMPOKOIo CreKTpa apy-
TMX ayTOMMMYHHbIX UM MIMMYHOOMOCPEAOBaHHbIX 3aboneBa-
HUM y 14—44 % naumenToB [24, 25]. K HUM oTHocsTCS ayTo-
MMMYHHBIN TUpeonauT (8—23 %), caxapHbid amabet 1 Tvna
(1-10 %), cunppom Lerpena (1-7 %), peBMaTouaHblit apTput
(2-4 %), BocnanuTenbHble 3aboneBaHmMs KULWEYHWKa (2—8 %),
CMCTEMHas KpacHas BoiuaHKa (1-3 %), uenuakus (1-6 %).
C MeHbLuen YacToton y naumenTo ¢ AU BcTpevatotca du-
Opo3upyIoLwMiA aNbBEONAT, TNOMEPYNOHEdPUT, reMoIUTUYE-
CKas aHeMWs, MOSIMMUO3MT, PAcCeAHHbIN CKNepo3 u ap. [9, 25].

OcobeHHocTblo ICX sBnAeTca uvacToe coyeTaHue
C BOCManuUTeNbHbIM 3aboneBaHMeM KuULeYHUKa. TaK, B 3a-
NafiHO-eBPONENCKON U CEeBEPO-aMEPUKAHCKON NOMyNALUAX
y 60-80 % nauueHToB 0TMeYeHa accoumauums MNCX ¢ socna-
JUTENbHBIMW 3a060N1EBaHNAMM KULLEYHWUKA, YalLie — C A3BEH-
HbIM KonuToM (bonee YeM B 75—80 % cnydaes), ocTaBLLMecs
20-25 % npuxopstcs Ha bonesHb KpoHa mumu Heknaccudgm-
umpyeMblid konut (oKono 5 %) [7, 26]. Mo maHHbIM CeBepo-
3anapHoro LeHTpa BoCManuTeNbHbIX 3aboneBaHWn Ku-
LWeYHKKa, vactota BbisneHus MCX npu A3BEHHOM KonuTe
coctaBnseT 5 %, npu bonesnn Kpona — 1 % [27, 28].

AccounmpoBaHHble ¢ AU3IT ayTouMMyHHble 3aboneBa-
HWS MOXKHO PaccMaTpuBaTh KaK BHEMEYEHOYHbIe MposB/e-
HWS, NpeaLIeCTBYOLLME MOABNEHUIO MPU3HAKOB MOPAXKEHMS
MeyeHu UK passUBaloOLLMECS BCELCTBUE HANOXKEHUS CUM-
MTOMOB Ha KIIMHKUYecKyto KaptuHy AU3I. MauuenTos ¢ AU3I
KaKk B MOMEHT MOCTAaHOBKM AMarHosa, Tak W B npoLecce
AVHaMW4ecKoro HabniofeHus LenecoobpasHo Gonee yrny-
BneHHo obcneaoBaTh Ha HanM4Me ayTOMMMYHHOW NaTono-
ruu, accouumpoaHHoii ¢ AU3I1. C opyroi cTopoHbl, Hannume

DOl https://doi.org/

ayTOMMMYHHbIX 3aboneBaHui, Haubonee 4acTo BCTpevaro-
wmxca npu AU3M, Bbi3bIBaeT HeOBX0AMMOCTb KaK NepBuy-
Horo obcnefoBaHus, TaK W OMHAMMYECKOTO MOHUTOPUHTA
MaLMeHTOB AJ1S CBOEBPEMEHHOIO BbisiBneHua AU3II.

Cpenu Bcex 215 nauMeHTOB peructpa BHeMeYeHoYHble
NpoABNeHNs oTMeveHbl Y 84 (39 %) yenoBek, U3 HUX naum-
eHToB ¢ MBX 6bino 26 (31 %), ¢ NCX — 11 (85 %), c AUl —
17 (38 %), ¢ INAUT — 3 (25 %), ¢ NBX/AUT — 17 (37 %),
¢ AUT/NCX — 6 (60 %). B rpynne naumentoB c MBX/MNCX
u AUT/NIBX/TICX He BbIsIBNEHbI BHEMEYEHOYHbIE NPOSBNEHNS,
BEPOATHO, U3-3a Maroii Bblbopkm (Tabn. 5).

TakuM 06pa3oM, No AaHHLIM peructpa, y 31 (14,4 %) veno-
Beka A3 npotekanu beccumnToMHo. 1N Takux 3abonesa-
HWN XapaKTepHa reTeporeHHOCTb KIMHUYECKUX MPOSBEHUN.
Y 84 (39 %) naumeHToB BepudMLMPOBaHbLI BHEMEYEHOUHbIE
NpOSBMEHNS: BoOCManuTeNbHoe 3aboneBaHWe KMLLEYHWKA,
ayTOMMMYHHbIA TUPEOMAUT, FacTpuT, PeBMATONOrUYECKUE
W LlepMaTonornyeckue 3aboneBaHus.

3AKJIO4YEHUE

MockonbKy B Poccuitckoii ®eaepaunn ecTb eAuMHUYHbIE
[aHHble 00 3NMAEMMONOTUYECKMX, KIMHUYECKUX, BUoXU-
MUYeckux u Mopdonormyeckux ocobeHHocTax AU3IM (Kak
B LIE/IOM, TaK W M0 OTAENbHBIM HO30110TUsAM), CO3AaHME peru-
ctpa AU3I Cesepo-3anagHoro LeHTpa renatonorun C3rMY
uM. U.N. MeyHnkoBa 0bocHOBaHO M aKTyanbHo. Peructp,
BKJTIOYAIOLLMIA MaKCUManbHBIN 06beM MHpOPMaLMK 0 Nauu-
eHTax C pasnuyHbiMu Hosonoruamm AU3I (gaHHble 06 3nu-
LeMUONOrUM, KITMHUYECKON CUMMTOMATUKe, pesynbratax na-
BopaTopHbIX M UHCTPYMEHTabHBIX MCCIeA0BaHUIA, Tepanuu
1 OTBETE HA Hee) NOMOXET OLEHUTb TeueHue 3aboneBaHus,
3(heKTMBHOCTL UCMONb3yeMbIX MeTofoB 06cneaoBaHus
U JIeYeHMs, @ TaKKe M3y4nTb (PaKTopbl, BAMSIOLLME Ha Teye-
HWe 1 nporHo3 3aboneBaHus. AHann3 JaHHbIX perucTpa no-
3BO/IUT pa3paboTaTb CKPMHWUHIOBbIE NPOrpaMMbl, anrOpUTMbl
ANarHocTUKM u auddepeHumancHon auarHoctuku AU,
uTO, B CBOIO 0Yepe[ib, YCKOPUT NOCTAHOBKY AMAarHo3a, a TakKe
MOMOXET HayaTb Tepanuio Ha bonee paHHMX 3Tanax W, cooT-
BETCTBEHHO, YNYYLUKNTb MPOTHO3 U BbIXKMBAEMOCTb NaLMEHTOB.
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WUctouHuk duHaHcupoBanua. liccnepoBaHue nposefe-
HO B paMKax KOMMMEKCHOM MHMUmaTBHOM TeMbl N® AAAA-AZ0-
12011390015-0 «KnmHmKo-nabopaTopHble 1 MOPdOOrMYecKie 0Co-
beHHocT bonesHer opraHos nuLLeBapeHus» ¢ 01.11.2020 no 31.12.2023.

KoHdnukT nHTepecos. ABTOpbI AeKNapMpyIT OTCYTCTBME SIBHBIX
W NOTEHUMaNbHBIX KOH(MKTOB MHTEPECOB, CBA3aHHBIX C NybnvKa-
LiMeN HACTOALLLEN CTaTbM.

Brnap aBTopoB. Bce aBTopbl BHECNM paBHbIN BKAL B pa3pa-
HOTKY KOHLLeNLwK, MPOBEAEHWE 1CCe[0BaHWsA 1 MOATOTOBKY CTaTby,
MpoYnM 1 0f0bpKNM GUHaNbHYIO Bepcuio Nepen nybnmKaumen.
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