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PE3IOME. AyronmmynHbIi renatut (AUD) npencraBnseT coboii mporpeccupyloliee renarones-
JIIOJISIPHOE BOCIIAJICHUE HESICHOM THONOrHMU. B kayecTBe ocHOBHOTO (hakTopa natoreneza AU pac-
CMaTpUBAETCA FeHETUYECKasl MPEPaciooKeHHOCTh, TO €CTh MMMYHOPEAKTUBHOCTh K ayTOAHTH-
redaMm. AUI paccmarpuBaeTcs Kak OTHOCHTENHHO peikasi 0one3Hb. B HacTos1iee BpeMs BBIICISIOT
AWT 1-ro u 2-r0 TUTIOB. AyTOUMMYHHBIW T€NATUT XapaKTEPU3YETCs ITUPOKUM CIIEKTPOM KIUHUYC-
CKUX HpOHBHCHI/Iﬁi oT 6CCCI/IMHTOMHOI‘O JO TAXKEIIOro TCUCHHUA, C HAJIUYUEM HUJIN 0e3 BHEIeYeHOY-
HBIX TIPOSIBIICHHUM, KOTOPBIE MOTYT KacaThCs MOYTH BCEX OPTaHoOB W cucteM. Y gereid AU mmeet
Oosee arpeccMBHOE TEUCHHE, U paHHEE HAYallo JICUCHUs SBISCTCA KIFOYOM K PEMHUCCHH U TTpodu-
JIAKTHKE Pa3BUTHS LUPPO3a UIH MEYCHOYHOH HEIOCTaTOYHOCTH. BajkHO MOMHUTB, UTO JIIOOOH THII
AUT Gynet mporpeccupoBaTh €CTECTBEHHBIM 00pa30M K IUPPO3y MEUYEHH, €CIIH €ro He JICUYUTh, a
WHOT/Ia MOYKET TIPOTPECCUPOBaTh Maxe Ha ¢one Tepanuu. Jumarnoz AUIL cTaBUTCS IpH COYCTAHUH
KJIIMHAYECKUX TPOSBJICHUH, TaOOpaTOPHON OIIEHKH, THCTONATONIOTHH M MCKITIOYEHUS APYTHX pac-
npocTpaHeHHbIX 3a0oneBanuil neuenn. AUI 1-ro Tuna BcTpedaeTcs B Jr000M BO3pacTe, HO dalle
ot 10 o 20 net unu ot 45 1o 70 net. AUI" 2-ro tuma coctasisieT okono 3—4% Bcex ciayuaeB AUI,
OOMBITYIO YacTh OOJIBHBIX COCTABIIAIOT AeTH OT 2 1o 14 set. BoamoxkHO couetanne AUI 2-ro Tumna
C WHCYJIMH3aBUCUMBIM ITHA0ETOM, BUTHUJINTO U THpeonauToM. Beimeneane AU 3-ro tuma Goms-
IIMHCTBOM CIICL[MATUCTOB HE MOAAepKUBaeTcs. PaccMaTpruBaeMblil KITMHUYECKHUI CIydYai CITy>KUT
SIPKUM [IPUMEPOM JJIsl IPUBJICYEHUs] BHUMAHUS [IEAUATPOB, FACTPOIHTEPOJIOrOB U Bpaueil Ipyrux
CHenraJbHOCTE! K TpobJieMe ay TOMMMYHHOTO TeNaTruTa y AeTeH, a Takke K IpodJieMe TUarHoCTUKH
MaJIOCHMIITOMHBIX U CKPBITHIX (DOPM IIEeTHAKUH.

KJHKYEBBIE CJOBA: x1uHHYeCKUN clydail; ayTOMMMYHHBIA TeMaTUT; NeTH; CHUMIITOMBI,
JIUaTHOCTHYECKHE KPUTEPHUU.
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ABSTRACT. Autoimmune hepatitis (AIH) is a progressive hepatocellular inflammation of un-
known etiology. As the main factor in the pathogenesis of AIH, a genetic predisposition, that is,
immunoreactivity to self-antigens, is considered. AIH is considered to be a relatively rare disease.
Currently, AIH types 1 and 2 are isolated. Autoimmune hepatitis is characterized by a wide range
of clinical manifestations, from asymptomatic to severe, with or without extrahepatic manifes-
tations, which can affect almost all organs and systems. In children, AIH has a more aggressive
course, and early treatment is key to remission and prevention of cirrhosis or liver failure. It is
important to remember that any type of AIH will naturally progress to cirrhosis if left untrea-
ted, and can sometimes progress even with therapy. Diagnosis of AIH is based on a combination
of clinical features, laboratory evaluation, histopathology, and exclusion of other common liver
disease. AIH type 1 occurs at any age, but is more common between 10 and 20 years of age or
between 45 and 70 years of age. AIH type 2 accounts for about 3—4 % of all cases of AIH, most
of the patients are children from 2 to 14 years old. A combination of type 2 AIH with insulin-de-
pendent diabetes, vitiligo and thyroiditis is possible. Isolation of AIH type 3 is not supported by
most experts. The considered clinical case serves as a vivid example for attracting the attention of
pediatricians, gastroenterologists and doctors of other specialties to the problem of autoimmune
hepatitis in children, as well as to the problem of diagnosing asymptomatic and latent forms of
celiac disease.

KEY WORDS: clinical case; autoimmune hepatitis; children; symptoms; diagnostic criteria.

BBEQEHUE

B nenmarpuyeckodl NpakTHUKE CyLIECTBYET
IeNbI psin 3a00JeBaHUM TIEYCHHU, ACCOIUUPO-
BaHHBIX C lleJIMaKueil: ayTOUMMYHHBIN I'elaTuT,
MEePBUYHBIA OMIMAPHBIN XOJIAHTUT, NEPBUYHBIN
CKJICPO3UPYIONINH  XONAHTUT, HEaJIKOrOJIbHAS
KupoBas 00JIe3Hb NEUYEHHU, LIUPPO3.

AyrtonmmyHnHbli renatut (AUIDT) xapakTepu-
3yeTcsi HaJIM4MeM MEepUIOpPTalbHOIO TelaTuTa,
TUIIEPraMMarioOyIMHEMUH, TIe4eHOYHO-aCCOLHU-
HWPOBAHHBIX CHIBOPOTOYHBIX ayTOAHTHUTEN U TO-
JIOKUTEIbHBIM OTBETOM Ha MMMYHOCYIPECCHB-
HYIO TE€paIuio.

B mHacrosimiee BpeMsi IPUXOIUTCS KOHCTa-
THpPOBaTh, 4To 3THONOTHS AWI' HensBecTHa, a
rmaroreHe3 m3yueH Hemocrarouno. Jms AU xa-
pakTepHa TecHasi CBSI3b C PSAJOM aHTHUTE€HOB IJ1aB-
HOTO KoMIUiekca ructocoBmectumoctu (MHC,
HLA y uenoBeka), y4yacTBYIOIIMX B HUMMYHO-
perymsitopabix nporeccax (HLA DR3, HLA
DR4 u np.). B snuteparype obcyxnaercs poib
BUpycoB DnuteiiHa—bapp, kopu, renatuToB A u
C, a taxxe nexkapcTB (MHTep(depoH) B KaduecTBe
BO3MOXKHBIX TTYCKOBBIX (TPUTTEPHBIX) (PaKTOPOB
B BO3HUKHOBEHMHM 3a0oneBaHus. OQHAKO HE UC-
KJIFOYAeTCsl BO3MOXXHOCTH BO3HMKHOBeHUsT AUI
BCJICJICTBHE TEPBUYHO OOYCIIOBICHHOTO Hapy-
LIEHUS] UMMYHHOIO OTBETa, KOTJa IOsBJIEHUE
«3aIpPEeIEeHHBIX KJIOHOB» ayTOPEaKTUBHBIX KJle-
TOK MPOUCXOTUT U 0e3 BO3ACHCTBHS TPUTTEPHBIX
¢akTopoB. DTO B3aUMOACHCTBUE HHIYLUPYET
T-xyieTouHbIE UMMYHHBIE pEaKUUU NPOTHB aH-

TUT€HOB TENaTOLUTOB, YTO BEAET K Pa3BUTHIO
MPOTPECCUPYIONINX HEKPOBOCHAIUTEIBHBIX U
($uOpOTHIECKNX N3MEHEHHH B TKaHH TIeUeHH |8,
9, 23].

Pacnpoctpanennocts  AWUIT B EBpomne u
CHIA coctaBmnser 3—17 cioydgaes Ha 100 000 Ha-
celleHus, a exerojaHas 3aboneBaemocth — 0,1—
1,9 cnyugaeB Ha 100 000 macenenusi. B Poccun
B CTPYKType XPOHHWYECKHMX TIelaTUTOB y JeTeil
nonss AUD cocrtabmsietr 2,0%. J[eBOUKH W KeH-
IIAHBI COCTABIIIOT 75 % OOIbHBIX.

AUT" 1-ro Tuma xapakTepusyercs HaJIU4H-
€M B CHIBOPOTKE aHTHHYKJIeapHBIX (antinuclear
antibodies, ANA) u/HiIn aHTHIIIaIKOMBIIICYHBIX
aatuten (smooth muscle antibody, SMA) B TH-
Tpe>1:80y B3pocnbix n>1:20 y nereit. Ha nomro
3TOTO THUTIA, IPEACTABISIONIET0 COO0H KIaccuye-
ckuit BapuaHT 60se3Hu, mpuxonutcs oomee 90 %
Bcex ciydaeB AUI.

[Ipu AUI" 2-ro Tuma B CHIBOPOTKE OMPEEsi-
I0TCA aHTUTEeNa K MHUKpPOCOMaM KJIETOK IMEeYeHHU
U SIUTENMANIbHBIX KJIETOK KIIyOOUKOBOro amma-
para mouek tuna 1 (anti-LKM 1). 3aboneBanue
MOKET MPOTEKATh TSKENO, BIUIOTH 0 PA3BUTH
(GyTbMIUHAHTHOTO TemaTuTa W OBICTPOTO TPO-
rpeccupoBanusl 10 ctaauu nupposza. AUD 2-ro
ThTia Oosiee pPe3UCTEHTEH K MMMYHOCYIIPECCUB-
HOM Tepamuu; OTMEHa TpernaparoB OObIYHO Be-
JIeT K peluIuBYy.

IIpu pazsutun AUI 3-ro Tuma ceposoruye-
CKHMI MapKkep — aHTHUTeNa K pacTBOPUMOMY Iie-
YeHOYHOMY aHTHUreHy (aHTH-SLA) BcTpewaercs
kak npu AUI' 1-ro tuna, tak u npu AUI" 2-ro
tuna [2, 9-11, 14, 21, 23].
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Knununueckas kapruHa 3aboieBaHusl B Iie-
quatpuyeckoil momymsinuu B 50—65% ciydaes
XapakTepu3yeTcs BHE3alHbIM HAyajloM M Mpo-
SIBICHUEM KJIMHUYECKHX CHUMIITOMOB, CXOIHBIX
C CHMITOMaMH OCTPOrO BHUPYCHOTO TIe€NaTHTa
(pe3kast cmaboCTh, TOITHOTA, AHOPEKCHS, BHIpa-
KEHHasl JKeJITyXa, MHOIZa Jmxopajaka). B psine
ciTy4aeB 3a00JeBaHUE Pa3BUBACTCS HE3aMETHO C
ACTEHOBETETATUBHBIX IPOSIBICHUMN, apTpaJIruid,
MHUAJITHI, OoNel B 00JlacTH MpaBoro mojapede-
pbs, HE3HAUUTENbHOU KenTyxu. EcTh eme onHa
¢dopma npossiaenust AUI, korna oH IuarHocTH-
pyeTcsl B «IIPECUMITOMHONY CTaguu. 37ecCh Mo-
BBIILICHHBIH YPOBEHb TpaHCaMUHa3 00OHapyKUBa-
10T IIPU PYTUHHOU J1a00paTOpHOIl OLEHKE, HO Y
OOJIBHOTO OTCYTCTBYIOT KIMHUYECKHE CHMIITO-
MBI 3a0oneBanus. MHOW BapwaHT Hadajga 0oje3-
HU — TIOSIBJICHUE JINXOPAJKU C BHETIEYECHOUHBI-
MU TIPOSIBICHUSMU (ayTOUMMYHHBIA THPEOUTUT,
SI3BEHHBII KOJIHT, FTeMOJUTHYECKasl aHEMUS, UIH-
ornaruyeckas TPOMOOIMTONEHHS, caXapHbIi -
aber, uenuakus, rmomepyaonedpur u np.). XKei-
TyXa NpPU 3TOM BapHaHTE TEUEHUS IOSBISETCS
noxxe. 3abojeBaHHE HENPEPHIBHO IMPOrpeccH-
PYET ¥ HE UMEET CaMOTPOU3BOJIbHBIX PEMHUCCHH.
ViryduieHus caMO4yBCTBHsI ObIBalOT KpaTKOBpe-
MEHHBIMH, HOpPMaJIU3alUd OMOXUMHYECKHUX I10-
kazareneit He mpoucxomut [1, 11, 16, 19, 20].

Huarnoz AWI ngomxkeH OBITH 3amONO3pEH U
WCKJIIOYEH y BCEeX JIeTel ¢ KIMHMYECKHUMH MpOo-
SIBJICHUSIMH OCTPOTO, 3aTSKHOTO WIIU TSKEIOTO
TeueHus Ooe3Hu nedeHu [3, 24].

JlaHHBII KIMHUYECKUN CIlydail CIIy>)KUT SIPKUM
MPUMEPOM U1l TIPUBJICUCHHUS BHUMAHMS TeHa-
TPOB, TACTPOIHTEPOJIOrOB U Bpadel JPYTrux CIielu-
QJIPHOCTEH K mpobieMe ayTOMMMYHHOT'O IeraTuTa
y ZeTeH, a TaKke K MpodieMe JUarHOCTUKHM MaJlo-
CHUMITOMHBIX M CKPBITBIX (hOPM LIETTHAKHUH.

KNUHUYECKMI CIIYYAN

[ManuenTtka, 6 net, oOparuiach B CTal[MOHAP
¢ kanmo0aMu Ha TEePUOUYECKHe OOMU B KUBO-
T€, TOLIHOTY, HEJIOCTATOYHBIC BECO-POCTOBBIC
puOaBKU, OOWIBHBIN CTylT A0 3 pa3 B CyTKH,
n30UpaTeNbHBIN almeTUuT, OJIETHOCTh KOMXHBIX
ITOKPOBOB, YBEIMYEHHE B pa3Mepax IKHUBOTA,
nabopaTopHble W3MEHEHHS B BHJIE IMOBBIIICHUS
ypoBHs acmapraramuHoTpancdepassr  (ACT),
anannHamuHOTpanchepassl (AJIT). Jlannas ru-
nepdepMEeHTeMHsI, CO CJIOB MaTepu JICBOYKH,
Oblia OOHApyKeHa BIIEPBBIC BO BPEMs IKCTPEH-
HOU rocnuTanu3anuu B UHQEKIMOHHOE OTAeIIe-
nue Ne 1 kmuauku CIIGITIMY B despane 2022 1.
¢ ’)xamo0aMu Ha 03HOO, TOITHOTY, OOJIU B JKUBOTE;
panee He obcienoBana. [lo pesympraTam oOcie-

JOBaHUSl TPU TMOCTYIUVICHUH B HMH()EKIMOHHBIN
CTalMOHAp: TaHHBIX 3a OCTPYIO XUPYPrHUECKYIO
MATOJIOTHIO HE BBISBICHO; YJIBTPA3BYKOBOE WC-
cienoBanue (Y3U) opraHoB OpromrHOW I0IIO-
CTH, ITIOYEK U MOYEBOIO My3bIps — Y 3-IIPU3HAKU
muddy3HBIX W3MEHEHWH II€UeHU; B OWOXHMH-
YEeCKOM aHalln3e KpoBH — THNephepmMeHTeMus
AJIT 381,1 EJl/n, ACT 283,7 EJI/n, kpearuHuH
28,3 mmonw/n, CPBb orpunarensHo. JleBouka
oOcienoBaHa, JaHHBIX 32 WH(QEKIMOHHYIO Ta-
TOJIOTHIO, B TOM YHCJIE BHUPYCHBII TeNaTuT, He
nony4yeno. Jlns manmpHeimero oOcinegoBaHus H
JeyeHus peOCHOK NEePEBECH B raCTPOIHTEPOIIO-
ruueckoe oraeiienne kimauku CII6ITIMY.

W3 anaMHe3a W3BECTHO, YTO JEBOYKA POXKIe-
Ha OT 2-if OepeMEeHHOCTH, ITPOTEeKaBIIeH Ha (poHe
otekoB B III TpumecTpe, MHOroBOAMS. Posibl 2-¢
B CpOK, IyTeM ILIAHOBOTO KecapeBa CEUYCHHS
(KpymHBIN IO — Macca Tejda MPU POKICHUU
4100 1, puaa Tena 55 cM). PasButue mo 1 roma
0e3 ocobeHHOCTeH, BCKapMIIMBaJach IPyabio 110
11 Mmecsmes, mociae roga OTMeEYaanCh HEOOCTa-
TOYHBIE IPUOaBKHU Beca U pocta. [lepeHeceHHbIe
3a0oneBanus: Berpsinas ocna, OPBU nepuonu-
yeckn, COVID-19 (¢ 27.01.22 1. mo 07.02.22 ).
HacnencrBeHHbIll aHaMHE3, CO CIOB MaTepH Jie-
BOYKH, HE OTSTOIMICH.

IIpu Hacrosiel rocnuTalu3aluyd COCTOSHUE
JICBOYKHM PACIICHEHO KaK CpeIHEeH CTeNeHH TsKe-
CTH, OTMEYEHA BSJIOCTh; JuiMHA Tena — 106 cm
(-1,8 SD), macca Tena — 15 xr (neduuut 13 %),
UMT 13,6 xr/m* (SDS —1,3); KoKHBIE MOKpPO-
BBl YHCThIE, OJeIHbIC, S3bIK TeorpaduyuecKui,
TOHBI CEepALA SICHbIC, PUTMUYHBIC, KUBOT yMe-
PEHHO B3IYT, YpUaHHUE IO XOAY KHUIIKH, IEeYCeHb
HE BBIXOJUT U3-TIOA Kpas peOepHO#l myrH, cere-
3eHKa+ 1 CM; CTYJI eXeITHEBHBIN, OOMILHBINA, IO
3 pa3 B cyTkH. B mabopaTopHBIX HCCIICTOBAHUIX
BBISIBJIIGHBI TPU3HAKW HOPMOXPOMHON MHUKPOIIHU-
TapHOW aHEMUU JIETKOW CTENEHU TAKECTH, JIUC-
JUMUACMUY, TUuneppepMeHTeMun (TOBBILICHNE
ypoBHs ACT B 6 pa3 Bblllle BepXHEH I'paHUIIbI
HOpMBI, noBbIieHHe ypoBHst AJIT B 4 paza Beiiie
BEpXHEH TI'paHHIIbl HOPMBI, MOBBIILICHUE YPOBHS
ramMma-rIyraMmuiITpancdepasbl B 2 paza OoJblie
BEpXHEH TpaHUIIBI HOPMBI, HApYIICHHWE COOTHO-
meHns 0enKoBbIX (ppakiuii). antutena (AT) ayTo-
MMMYHHOH IaTOJIOTUX TIeYeHN HE OOHApy>KEHBI.
AHTHHYKIICApHBIA (AKTOp YBEIWYCH B JCCATKH
pa3. Auturena IgA n [gG k TkaHeBOW TpaHCTITyTa-
MUHAa3€ 3HaUUTEIbHO MOBBINIeHBI. Hanbonee 3Ha-
YHMBbIE C TOUYKH 3PEHUS ayTOMMMYHHOT'O reraTuTa
U [eJIMakuu J1abopaTopHbIe UCCIIeNOBaHUS TPE-
crapnenbl B Tabnuue 1. KanapmpoTekTuH B Kaje
(mmmyHOpepMenTHbIM ananu3, UDA) ysennuen
0onee ueM B 10 pa3. BeIsiBIIeHO 3HAaYUNMOE TTOBBI-
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Tabnuya 1

PeSyJ'IBTaTLI na60paTopH},1x I/ICCJ'IGZ[OBaHI/Iﬁ MMaMECHTKU 0 U ITOCJIC Hadajia CO6J'IIOI[CHI/I$I 0e3MII0TEHOBOM JAHUCTHBI

Table 1
Results of laboratory studies of the patient before and after the start of the gluten-free diet
IToxazarens / Indicator IIpu Uepes 6 Hexenb mocie Pedepencurie
MOCTYIUICHUH / Hayaa coONoIeHUs 3Ha4YeHUS /
Upon admission | Ge3rmroreHoBoii auetsl / | Reference values
6 weeks after the start
of the gluten-free diet
AcmnapraramMuHOTpaHCcpepasa / 352,00 en/m / 46,00 ex/n / units/1 (5,00-34,00)
Aspartate Aminotransferase units/l
AnannHamuHOTpaHcdepasa / 378,00 en/m / 45,00 ex/n / units/1 (0,00-55,00)
Alanine Aminotransferase units/1
lamma-rnytamuntpancdepasa / 82,00 en/n / 26,0 en/n / units/1 (9,00-36,00)
Gamma-glutamyltransferase units/l
Xonecrepun obmmii / Total cholesterol 2,54 mmoun/i / 4,67 mmouis/in / mmol/l (3,10-4,40)
mmol/l
AnTtuHyKIeapHblii Gpaktop / Antinuclear factor 1:1280 Tutp / title <1:160
AT ayTOMMMYHHO# aTOJIOTUH TIEYCHHU, OIOT / Anrturena k SLA/LP, LC-1, LKM-1, M2-
Antibodies autoimmune liver pathology, blot 3E, Sp-100, PML, gp210, PDC-AMA-M2,
SSA/Ro-52 ne obHapyskensl / Antibodies
to SLA/LP, LC-1, LKM-1, M2-3E, Sp-100,
PML, gp210, PDC-AMA-M2, SSA/Ro-
52 not detected
HNmmynornoOynud A / Immunoglobulin A 2,84 r/n/ g/l - (0,27-1,95)
Awntntena IgA x TKaHEBO#M TpaHCIIIyTaMHHa3e >200,00 ex/man / - (0,00-10,00)
(KonmmuectBennslii (en/mi))/ IgA antibodies to tissue units/ml
transglutaminase (Quantitative (units/ml))
Amntutena IgG K TKaHEBOH TpaHCIITyTaMHHA3E 15,85 en/mm / - (0,00-10,00)
(xommuectBenHsbli (en/mn)) / IgG antibodies to tissue units/ml
transglutaminase (Quantitative (units/ml))
Kansnporekrun B kane (MDA) / 950,8 mMkr/T / 71,1 Mxr/r / meg/g (0,0-50,0)
Calprotectin in feces (ELISA) mcg/g
Anbga-1-aHTUTPUIICHH, KOHICHTpALHs / 1405,00 mr/n / - 900-2000 mr/n
Alpha-1-antitrypsin, concentration mg/l / mg/1
Lepynomnasmus / 28,3 mr/min / — 20-60 mr/mn /
Ceruloplasmin mg/dl mg/dl
Menp (kpoBb) / 1,21 Mxr/mm / - 0,80-1,50 Mxr/
Copper (blood) mcg/ml M / meg/ml

menue IgA K TkaHeBoO# TpaHcTyTamHuHa3e (Oonee
200), 4TO CBUACTENBCTBYET O HAIMYNH Y IEBOUKH
LeMHakui U TpedyeT COOIONEeHUs CTPOroi 0es3-
DIIOTEHOBOU ITOKU3HEHHON nueThl. Habmonaercs
CHUHIPOM LIUTOJIN3a C TEHACHLMUEH K CHIKEHHIO.
B xone oOcnenoBaHusi HCKITIOYEHBI BUPYCHBIC T'e-
MaTuThl, neGunuT anbda-1-aHTUTPHUTICHHA, HApPY-
[IeHNEe MEH, TTATOJIOTHS IIIUTOBHUIHOM JKEJIe3bl.
I30¢hazozacmpodyodenockonus npu  no-
cmynjieHuu: TOBEPXHOCTHBIN 1yoAeHuT. I'ucro-
JIOTUYECKOE HCCIIeJOBaHUE: B HCCIIEI0BAHHOM
Martepuaie — (QparMeHT CIM3UCTON O0OO0JIOUYKH
JBCHAILUATHIIEPCTHON KHUIIKUA C MEJIKUM yd4acT-
KOM IIOJCJIM3UCTOH OCHOBBI, B KOTOPOM HaOJIIO-

JAIOTCSl MPOSIBICHUST XPOHUYECKOTO YMEPEHHO
aKTUBHOTO ayozaeHuTa. CTpomMa BOpPCHH C JH]-
¢y3Hoit suMbomnazMounTapHoil MHQUIBTpa-
IMeH, ¢ MPUMECHI0 TyYHBIX KIeTok (3—5 B mome
3peHust), P03WHOPWIBHBIX JeHKonuToB (3—5 B
nosue 3peHus). Kpome 3T0ro B BopcuHax oTMe-
4YalTCsl YMEPEHHBIE paccTpoiicTBa KpOBOOOpa-
nieHus1 (MOJIHOKPOBUE MHKPOIHMPKYISITOPHOTO
pycna, od4aroBble KpOBOHM3JIHMsIHUS). bBonbmas
94acTh BOPCHH CIVIAXKCHBI, TUCTPOYUICCKU U3Me-
HEHHbIE, MPEHMYIIECTBEHHO OTEYHBIC, KPHIITHI
HeryOokue. bokanoBuaHbIe KIETKU CIHM3UCTOM
000JI0YKM HEMHOTOUYUCIICHHBIC, PacIpeeIeHbI
HepaBHOMEpHO. llleTouHas kaeMKa AMUTEIHOLH-
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TOB HE BE3/€ XOPOLIO Pa3IMYMMa, HEBBICOKAS.
MexanurenuaibHble  JTUMQOIUTEI  BOPCHHOK
MHOTOUHCIeHHbIe, Ooiee 10 B moie 3peHus. B
TTOJICTTU3UCTON OCHOBE 0YaroBBIN CKIIEPO3.

Jlanapockonuueckaa o6uoncusa neuenu: Ma-
KPOCKOITMYECKH TeYeHb HE M3MEHeHa. | mcroro-
THYECKOe HCCIEOBaHMNe: B IMPHCIAHHOM Mare-
puasie TKaHb IEYEHH C YMEPEHHO HapylICeHHOH
cTpykTypoi. Karicyna medeHr HECKOJIBKO YTOJ-
mieHa. OTMevaeTcsi yMEpeHHO BBIPaKCHHBIN Iie-
PHUILICHTPATBHBINA CKIEPO3, CKIEPO3 MOPTaJbHBIX
TPaKTOB ¢ 00pa30BaHWEM TOHKUX HEPHUIIOPTalIb-
HbIX W TEPUICHTPAIBHBIX CENT M yMEPEHHON
JTUM(POTUCTHOIUTAPHOW WHOUIBTpALMEH C MpH-
MECBIO SIMHUYHBIX HEUTPODOUIHHBIX JTEHKOIIITOB
(1-2 B moire 3penus). YacTh remaTrouToB ¢ MEI-
KO m Oojiee KPYITHOW BaKyoOJNW3alMeH W 3epHU-
CTOCTBIO IMTOILIA3MbI, HEKOTOPBIE OE3bsICPHBIC
C OIITMYECKH IIyCTOM LIUTOIUIA3MOM. Sapa oTaesns-
HBIX TEMaTolUTOB C MapruHalUeld XpOoMaTHHA.
YacTs siaep TunepXxpoMHbIe, ApYrue CBETIbIe, Ma-
ToBble. OnpenenseTcs MOBPEKICHUE TePMUHALIU-
OHHBIX IITACTUHOK, MEIIKHE OYaKKH MEJIKOTIIBIO-
4aroro pacnaja. B coctaBe mopTalbHBIX TPAKTOB
eIMHUYHBIE, OOBIYHOTO BHJA JKEITYEBBIBOMISAIINC
npoToKU. [IpoTOKOBBIM M BHYTPUKIETOYHBIH XO-
JiecTas He onpenessieTcs. 3akioueHne: XpoHnde-
CKHIA c1a00aKTUBHBIN TermaTuT ¢ prudpo30oM TKaHU
nedeHn. CTajus THCTOJIOTMYECKOW aKTHBHOCTH
no kiaccupukanuu METAVIR (meta-analysis of
histological data in vir al hepatitis) MmoxeT coot-
BerctBoBath 0—I cramuu, craaust pudpoza — II.

Ilepecmomp oOuoncuu neuenu, 3aKnlouenue:
XPOHUYECKUH TeMaTuT C BBICOKOH THUCTOJOTHYE-
CKOM aKTUBHOCTBIO (MHJEKC THCTOJOTHYECKON aK-
tuBHOCTH (MI'A) mo Knobdell — 13 6amros, 1mo
METAVIR F3). Nmerormuecs MOpQoIorndecKue
mMeHeHns  («uHTepdelic-renaTuT», IUIa3MOKIIe-
TOYHBII XapakTep MaTOJOTMYECKON KJIETOYHOM
WHQWIBTPAMK TAPEHXUMBI TIEUCHH) XapaKTepPHBbI
JUTsl ayTOMMMYHHOTO Terniatuta. Mopgosnorudeckue
MPOSIBIICHUS HETSKEIIOTO XOJIeCTaTHIECKOTO JIeKap-
CTBEHHOTO MOpakeHusl neueHH. O4aroBblii MEJIKO-
U CpeAHeKaneIbHbII CTearo3 TeUeHH.

Y4uThIBass JaHHbIE TPOBEICHHOIO O00CIEeNo-
BaHWS B CKPUHHMHIE Ha ayTOMMMYHHBIA TENaTHT
(AWT'), BeIsBIeHO mTOBBIMIeHHE AH® mo 1/1280
(put HOpMe 1/40), yaNTHIBasT HATMIHE BBISIBJICHHOM
LETNAKAU C BBICOKAM TUTPOM aHTUTEN, TI0 TAHHBIM
anactomerpun Guopo3z 3 mo METABUP, nannbie
MepecMoTpa THCTOJIOTMYECKOTO 3aKIFOUCHHUS Tie-
4yeHd y peOeHka BbicTaBieH auarao3d «AUI 1-ro
THIIA», MOKa3aHa OasucHas Tepanus. PemeHo Ha-
YaTh MIPUEM TOMUYECKUX CTepoHuaoB (OyneHohanbk
CTapTOBO 6 MI/CyT)+BBEICHUE IMMYHOCTIPECCAH-
Ta (a3aTHOMPHH 25 MI/CyT).

Ha ¢one npoBomuMoOro JieueHus ¥ Hadasa co-
OnroneHust OE3MTIOTEHOBOM IHETHI HAOIIOAAIOCH
CHUKCHHE CHHApPOMA IUTOJU3a, CaMOYyBCTBHUE
JIEBOYKH YIIYYIIAIOCH, M OHA ObLJa BEITKCAHA U3
CTaIuMoHapa.

OBCY)XIEHNE

Knunnueckas xapTuHa 4acto SBIseTCA Tep-
BbIM IpPHU3HAKOM, KOTOPBI 3acTaBiseT Bpaya
paccmarpuBate AU kak BO3MOXKHBIM AMarHos.
OnHako, Kak 00CYXIaloch paHee, KIMHHYECKUE
nposiBinenuss AUI cunbHO pa3zianyaroTcsi, H0O3TOMY
JMAarHOCTHKA Y JIeTel MOXKeT OBbITh 3aTpyaHEHa U
00bruHO 3amepxkuBaetcs. M3-3a peaxoctu AUT B
HEPBYIO Ouepesb cleqyeT UCKIIIOUUTh Oosee pac-
IPOCTpPaHEHHbIE NPUUUHbI rernarura. Hekoropsle
W3 ATHX PacIpPOCTPAHEHHBIX COCTOSTHUN BKJIIOUa-
IOT BUPYCHBIN TenaTUT (BKJIIOYas TemaTuTel A, B
u C), JeKapCTBEHHBINA T'€MATUT, AJIKOTOIBHBINA Te-
naTuT (PeaKo M 3aBUCUT OT BO3PACTHOM TpyIIIbI),
HEaJIKOTOJIbHYIO JKHUPOBAl0 TUCTPOMUIO TEUEHH
u Oonee peakue coctosiHus — Oone3Hb Buibco-
Ha, ayTOUMMYHHBIH CKJIEPO3HUPYIOIINI XOJIAHTHT,
nepuuut anbga-1-anturpuncuna. Kak npasuio,
3TH BUPYCHBIC, HACIIEACTBEHHBIC, MeTaOoHue-
CKHE, XOJIECTATUYECKNE WJIN JEKapCTBEHHBIE CO-
CTOSIHUSL MOT'YT IIPUBOJUTDH K OCTPBIM MJIM XPOHU-
YeCKHUM TeratuTam y nereit [17, 18].

MexayHapoaHas rpymnmna no u3y4eHuIo ayTo-
ummynHoro renaruta (IAIHG, International
Autoimmune Hepatitis Group) oOHOBHIIA J1aH-
Hble 10 OCHOBHBIM napameTrpam AUI' B nerckoit
NoMmyJsiuuu: 1) HaTU4Yue ayTOAHTUTEN; 2) BBICO-
KUl ypoBeHb TpaHcamuHa3 u 1gG; 3) nHanmuuue
MPU3HAKOB TernatuTa («uHTepdeic-TernaTuT) mo
THCTOJIOTUH; 4) OTCYTCTBUE BUPYCHOT'O rernaruTa
[16, 22].

B mamem ciydae marpienTKa ObUTa cHadasia 00-
clleloBaHa Ha WH(EKIMOHHOM OT/IEJICHUH, TIe HC-
KITFOYMJIA XUPYPTHUYECKYIO MaTOJIOTHIO U BUPYCHYTO
9THONOTHIO TUTIepdepMenTemun. [lanee Ha racTpo-
SHTEPOJIOTUYECKOM OTICICHUU OBUTH HCKITFOYCHBI
Oone3nr Bunbcona—KoHoBasnoBa, ayTOMMMYyHHBIH
CKJIEPO3MPYIOINHA XOJIAaHTUT, JIEKapCTBEHHBIN TIe-
natut, 1eguuuT anbda-1-aHTUTPUIICHHA 1 HEaJKo-
roJibHas KMPOBasi AUCTPO(US TIEUCHU U BBISBIICHBI
JMAarHOCTUUYECKUE KPUTEPUH LEJMaKUU (3HAYMMOE
nioBpIreHue IgA u IgG k TKaHEBOW TpPaHCTITyTaMU-
Has3e, SH/IOCKOIMMYECKas KapTHHA TOHKOH KHIIIKH,
TIOBBIIIEHHBI YPOBEHb KaJbIIPOTEKTHHA B Kalle).
ITocne yero mposeneHa auddepeHIanbHas -
THOCTHKA TUTep(EpPMEHTEMUN: BBISBICHBI ayTO-
aHTUTENa — 3HAYUTENBHOE TIOBBIIIEHHE TUTpa
AHTHHYKJICApHOTO (hakTopa, OOJBLIOE KOIHYECTBO
antuten IgA u IgG k TkaHeBOM TpaHCIIIyTaMHHAa-
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3e, NoJIly4yeHa TUCTOJI0OrnYeckas KapTuHa XpOHHUYe-
CKOT'0 TenaTuTa C BBICOKOM T'MCTOJIOTMYECKOM ak-
THUBHOCTBIO M MOP(OJIOTHYECKUMH H3MEHEHUSIMHU,
XapaKTEPHBIMU JIJ1s1 ayTOMMMYHHOTO renarura [4, 5,
7,12,13, 15].

Taxkum 00pazoM, y NalMEHTKU HUMEIH MECTO
KaK KJIACCHUUYECKUE KEIyI0YHO-KUIIEUHbIC CHUM-
NITOMBI TIeJINaKUH, TaKUe Kak MepHOAHMYECKUE
0onM B JKMBOTE, B3JyTHE JXUBOTA, NOJH(eEKa-
7S, TaK YU BHEKHUIIEYHbIE CUMITOMBI, KOTOPbHIE
MPEICTaBICHBI 3aJCPKKON (PU3NIECKOTO pa3Bu-
TUSI B BUJE 33JCPKKH pocTa U OENKOBO-3HEP-
FeTUYECKON HEOCTAaTOYHOCTH JIETKOM CTEIeHH,
HOPMOXPOMHOW MHKPOLIMTAPHON aHEeMUEH, u3-
OupareabHBIM ANIETUTOM, SMU30JaMH BSUIOCTH,
cinaboctu. OMHAKO POIUTENN MAIMEHTKHA HE 00-
palany BHUMaHHE IeJuarpa NepBUYHOTO 3BEHA
Ha JJaHHbIe CUMIITOMBI, U JIeBOYKA He Obliia 1na-
THOCTHpPOBAHA.

SAKNHYEHNE

Kak rmokasaHo B pe/ICTaBIeHHOM KJIMHUYECKOM
cllydae, OCHOBHas TNPHYUHA HECBOECBPEMEHHOTO
BBISBIICHHS TIEJTHAKHHA W BOSHUKHOBEHUS Ha (oHE
LIEJIMAaKUH Ay TOMMMYHHOTO TeTIaTHTa 3aKIF04aeTCs
B UPE3BBIUAHOM MHOTOOOPa3HHM W Majoi BhIpa-
YKEHHOCTH KJIMHUYECKUX CHMIITOMOB. TpymHOCTH
B JMAarHOCTUKE LCJIMAKUN BO3SHUKAIOT HE TOJIBKO Y
racTPO’HTEPOJIOTOB, HO U Y CIIEIHAJICTOB CaMbIX
pa3HbIX CHENUATBHOCTEH, TaKk Kak MOXET Iopa-
xKatbes Mro0as cucTeMa opranu3ma. B marorenese
LeJIMaKuK Ha (POHE MOBPEXKIICHHUS CIM3UCTON 000-
JIOYKH TOHKOM KHIITKU U Pa3BUTHS MaTbaOCOpOIIUN
(hopMHpPYIOTCST HapyIIeHNS BHYTPUKHUIICYHOTO H
BHEKHUIIIEYHOTO METa0O0IM3Ma, KOTOPhIe ONpeIes-
10T KIMHAYECKYI0 KapTuHy 3aboseBanus [6]. Co-
YeTaHWE HApyLIEHUHN y Halled MarMeHTKH MOXET
CIIY)KUTb HaANAHBIM IIPUMEPOM  KOMILIICKCHOT'O
MopaX€Hust CUCTEM IIpU ATUITNYHON OeJIIMaKknuum.
JKEJTYJIOYHO-KUIIIEYHbIE PAacCTPOMCTBA, CHIKEHHE
W W30MpaTeNbHOCTh alleTHTa, 3aMeJICHHE TeM-
OB (PM3UUCSCKOTO PA3BUTHS, MUKPOIIMUTAPHAS aHEe-
MHUsl, CTa00CTh, HEYCTOWYMBOE HACTPOCHUE. B cBs-
3H C 3TUM CJIEYeT MPOSIBIISITh HACTOPOKEHHOCTh K
MaIMeHTaM ¢ HEeOObSCHUMBIMH CHMIITOMAMH, HE
TTOJIIAIOIIAMUCS JICUSHUIO CTaHAAPTHBIMU CXeMa-
MH, ¥ BKJTFOYaTh B IMATHOCTUYECKUH ITOUCK TITFOTE-
HOBYIO DHTEPOIIATHIO, TaK KaK HECBOEBPEMEHHBIN
JAardo3 HnejiIrMakun MOXKET IMPUBOJIUTH K Pa3BUTUIO
JKU3ZHEYTPOKAIOLIMX OCIO0KHEHHH.

3ajavya mnexuatrpa COCTOUT B TOM, YTOOBI,
3Has KIMHUYECKHUE MPU3HAKU /WK 1aboparop-
HBIC MapKephbl, 3arolo3puTh mnenuakuio u AUT
y peOeHKa U ObICTPO HAIPaBUTh K CIICIIUAIUCTY.
CriennanucToM J0JKeH 3PPEKTUBHO MOCTABIICH

MIpaBUJILHBINA IUATHO3 U HE3AMEIUTEIbHO HauaTa
Tepanusi, 4YTO MO3BOJIUT YMEHBIIUTH BEPOSITHOCTD
Pa3BUTUS LUPPO3a MEUCHU WM MEYEHOYHOU He-
JIOCTAaTOYHOCTU. B Takol cuTyaluu CTaHOBUTCA
OUCBHIIHOM TIMOTPEOHOCT, B HH(POPMHUPOBAHHH
KITMHUIIICTOB O HEOOXOJMMOCTH paHHEH KIu-
HUYECKOW JMArHOCTUKHU Y JIEeTeM, CTpalaroimx
LENMAaKUEH, YTO B 3HAUUTEIBLHOW MEpe YJIydlIUT
TEYEHUE U NMPOTrHO3 3a00eBanus. 3HaHHE 0COOCH-
HOCTEH KIMHUYECKUX MPOSBICHUN UEIHAKuH, a
TaKXe aCCOLMMPOBAHHBIX C LEJMaKuel MaToaorui
MO3BOJIMT BpayaM Oosiee aKTHBHO HCIIOIb30BaTh
JIOCTH)KEHHSI COBPEMEHHOW TaCTPORHTEPOSIOTHH U
obecrieunTh OoOJiee BHICOKOE KAaueCTBO KH3HU Ila-
IUEHTOB C STHM CIIOKHBIM 3200JIeBaHUEM.

NONOJIHNTENbHAA MHDOPMALIMA

Bxnan aBTopoB. Bce aBTOphI BHEcnu cyiie-
CTBEHHBII BKJaJ B pa3pabOTKy KOHIICHIIWH, MPO-
BEJICHUE HCCICOBAHUS W TIOATOTOBKY CTaThy,
NPOWIM U Of00pHIM (DUHATBHYIO BEPCHIO TEpen
MyOIMKaIreH.

Konduaukr nurepecoB. ABTOPHI ACKIApUPY-
IOT OTCYTCTBHUE SIBHBIX M HMOTEHIHMAJbHBIX KOH-
(ITUKTOB MHTEPECOB, CBA3AHHBIX C MyOIMKAIHeH
HACTOAIIEH CTaThH.

HUctounuk ¢puHaHcHpoBaHHUsI. ABTOPHI 3a-
SBIISIIOT 00 OTCYTCTBHH BHENIHEro (MHAHCHPO-
BaHUS TPU NIPOBEICHUU UCCIICTOBAHMSL.

HNudopmupoBanHoe coriiacue Ha mMyoOInKa-
IHI0. ABTOPBI MOJTYYHIIN MHCbMEHHOE COTJIacHe
3aKOHHBIX IIpeICTaBUTENCH NalueHTa Ha myOu-
KalUI0 MEAULUHCKUX JTAHHBIX.
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