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Pesome

MpencTtaBneH KIMHAYECKUI CnyYait ayTOUMMYHHOrO renaTiTa ¢ GopM1poBaHnemM MUKPOHOLYNAPHOIO LMppo3a neve-
HI Yy toHoww 15 neT. [lnarHo3 yctaHoBneH B Bo3pacTe 11 neT. 3aboneBaHvie MaHNOECTYPOBaO CUMMNTOMaMI XofecTasa

1 UIHTOKCUKaLMKW NOCe nepeHeceHHow repnetudeckon HdekLmn. [lnarHo3 noaTBepaeH Ha OCHOBaHW BbIABIEHHOMO
JVArHOCTMYECKOro TUTPA aHTUMAAKOMbILeUHbIX aHTUTen (SMA) B TrTpe 1:1520. KonmuecTso 6anos no ynpoLeHHoW
AMarHocTudeckoi Wwkane IAIHG coctasuno 6 6annos. MauneHT HaxoanTCA Ha KOMBMHIPOBAHHOW VMMYHOCYNPECCUBHON
Tepanuu MeTUANPEHU30N0HOM ¥ a3aTUOMPUHOM C NMONOXUTENBHBIM IGHEKTOM.

Kntouesble cnoBa: ayTOVIMMyHHbII?I renatuT, aHTUHYKIedPHble aHTUTeNa, aHTUTIaAKOMbILWeYHble aHTUTeNa, UMMYHOCYNnpec
C/BHaA TepanmA

summary

A clinical case of autoimmune hepatitis with outcome of micronodular cirrhosis of the liver in a young man of 15 years is
presented. The diagnosis is made at the age of 11 years. The disease is manifested by symptoms of cholestasis

and intoxication after a herpetic infection. The disease was manifested by symptoms of cholestasis and intoxication after a
herpetic infection. Autoimmune hepatitis has been confirmed on the basis of the detected diagnostic titer of antigmuscular
antibodies (SMA) in a titer of 1: 1520. The number of points on the simplified IAIHG diagnostic scale was 6 points. Patient is
receiving combination immunosuppressive therapy with prednisone and azathioprine with a positive effect.

Keywords: autoimmune hepatitis, antinuclear antibodies, smooth muscle antibody, immunosuppressive therapy
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AyronMmmynHbIt renatut (AUT) — xpoHnueckoe
3abo/IeBaHue MTeYeH, XapaKTepU3yoleecs IUIep-
raMMario0y1nHeMelt, Halu4yeM U PKYIMPYIOLIX
ayTOAHTUTE, ACCOLMMPOBAHHBIX C I/IKOLMTAPHBIMMU
antureHamu yenoseka (HLA) DR3 uDR4, nepunop-
Ta/IbHBIM T€MaTUTOM IPHU TUCTONTOTMIECKOM MCCIIe-
IDOBaHMUM U OJIaTONPUATHBIM OTBETOM Ha UMMYHOCY-
npeccuio [1-4].

AVIT paccmaTpuBaeTcs KaK OTHOCUTE/IBHO pefi-
Kas 00JIe3Hb: ero pacIpOCTPaHEHHOCTb B EBpore
n CIIA cocrasnser 3-17 coy4yaeB Ha 100000 Hacere-
Hus. B Poccun B CTpyKType XpOHMYECKMX IelIaTUTOB
y meteit fonsa AUT cocrasnser 2,0%, mpuyeM feBOYKM
COCTaBNAT 75% 60MbHBIX [5].

B 3aBucHMOCTY OT BbIAB/IEHHBIX ayToOaHTUTeN, AVT
KIaccuGUIMpPYIOT Ha ABa Wiy Tpu nogruna. AVI-1
XapaKTepusyeTcs HaaM4uMeM aHTUHYK/IeapHbIX aHTH-
ten (antinuclear antibodies, ANA) u/unu aaturnagko-
MBIIIeYHBIX aHTUTEN (smooth muscle antibody, SMA)
B TUTpe =1:80 y B3pocnbix u >1:20 y meteir. AUTI-2
XapaKTepM3yeTcs HaIM4yeM CIeluduiecKiX aHTUTe
tumna 1 Kk Mukpocomam nedenn/movex (antu-LKMI),
vy aut-LKM tumna 3 (antu-LKM3), u/unu anturen
K IIMTO307TbHOMY aHTUTeHY HedeHy Tyma 1 (antu-LC1)
[5-8]. AT 2-ro Tuna cocraBiseT 0Kono 3-4% Bcex
ciaydaeB AVIL, 6071bIIyIo 4acTb 6OMIBHBIX COCTABISIOT
et ot 2 o 14 ner [3, 5,7, 9, 10].

HexoTopbIMM aBTOpaMy BbIfIeNIACTCA TPETUI 110J-
tun — AVI-3, npu KOTOpoM 0OHapY)XMBAITCA ayTO-
AHTMTeNa K PACTBOPMMBIM IIEYeHOUYHBIM AaHTUTEHAM
(anTu-SLA), UZEHTUYHBIM aHTUTENAM K GenKaM Ie-
YeHI/TIOJKeNyJOIHOI Kee3bl (aHTu-LP). ¥V mereil
IO CEPOIOTUYECKOMY TUITY BbIZIENAIOT ABA MO/ TH-
ma AVT. Tpu 4eTBepTH MALMEHTOB € TI0OBIM TUIIOM
AVIT — 5T0 manmeHTsl >KEHCKOTo 1mona [8].

B kauecTBe OCHOBHOTO 3TUONOTMYECKOTO (ak-
TOpa Pa3BUTUA AyTOUMMYHHOTO TellaTUTa paccMa-
TPUBaeTCA reHeTNYeCKas MpeipacIoNoXeHHOCTD
C HapylleH)eM UMMYHOPeaKTVBHOCT) OPraHU3Ma.
Tpurrepamy Ha3bpIBaIOTCA BUPYCHI KOpH, remaruta C,
SnureitH-bapp, 6akrepun, [posKKenofoO6HbIe IprobI
(rMmoTe3a MUMUKpPUN); TEKaPCTBEHHBIE IIpeIapaThl
(npenaparsl nHTepdepona, HIIBC, nurpodypanos,
KeTOKOHa30/a u fip.). B marorenese AVT Bepymyto
PO/b UI'paeT NOBLILNIEHNIO CYHTE3a IIUTOKNHOB, YCHU-
nuBaomux skcnpeccuto HLA I knacca u akTuBm-
pyromux sxkcnpeccuo HLA II xymacca Ha kneTkax
MIeYeHM C aKTUBaLMell CrienprIecKnux KIeTOYHbIX
M TYMOPAaJIbHBIX peaKuuii (ayTOpeaKTUBHBIX IMMY-
HOKOMIIeTeHTHBIX T-keTok 1 B-mumdonuros) ¢ mo-
CIIeAYIOWVM pasBuTueM [3].

Knnunka AT BapuabenbHa, BO3MOXHO, QyIbMU-
HaHTHOE TeJeHNe C JIeTaTbHBIM MCXOTOM, TaTeHTHAa s
MaHudecranus 1in pa3BUTIE CUMITOMOB OCTPOTO
BMPYCHOTO TrenaTura (BereTaTyBHbIE IIPOABIECHNS,
NMXOpafiKa, KeNITyXa, FUCIENCIs, abJOMIHATbHBII
CUHJIPOM, T'elIaTOCIIEHOMETa/IN s, KOXKHbIe BbICBITIA-
Hus, aprpanrus) [3, 7].

Huarnoctuka AVII' ocHOBBIBaeTCA Ha TUIIMYHBIX
KJIMHUYECKNX, Tab0PaTOPHBIX, UHCTPYMEHTaIbHBIX
MCCNIeOBAHNMAX ¥ MICKTIOUeHU N IPYTUX IPUINH XPO-
HUYECKOTO MMOpa)keHNs MedeH . VI3 mabopaTopHbIX
MeTOJOB AMaTHOCTUKM Hanbosiee JOCTOBEPHBIM SABIA-
€TCsA onpefie/ieHNe TUTPa Ay TOAHTUTEN B CLIBOPOTKe
kposu (ANA, SMA nipu 1-m tune; anti-LKM, anti-LC 1

pu 2-M). AHTHUTeIa K IeYeHOYHOMY PacTBOPUMO-
My aHTuTeHy (anti-SLA, antu-SLA/L) efuHCTBeH-
Hble ayTOaHTUTeNa, cnenuduunsie aas AUT, nux
omnpeyeneHne obnagaere BbICOKOI JUaTHOCTUYE-
CKOJ1 3Ha4MMOCTbIO, MOT'YyT BCTPeYaThCs NP BCeX
Tunax AT [3].

W3 MHCTPYMEHTaTbHBIX METOJIOB AMATrHOCTUKMA
PEeKOMEHJIyeTcsl yIbTPa3ByKOBOE MCC/IeJOBaHMeE Te-
YeHU, Celle3eHKN, IpoBefieHMe GpubporacTponyo-
meHockonuu. PekoMeHJ0BaHO TaKKe IpOBefleHMe
610TICHY TTeYeH N, IPY IOMOIIY KOTOPOI BO3MOX-
HO OIlpejiefieHMe CTelleHM aKTUBHOCTY Mpoliecca,
HO crieu@u4ecKuX r’UCTONOTMYECKUX IPU3HAKOB
AUT He cymecTsyer [5, 6].

B 1999 r. IAIHG (International Autoimmune
Hepatitis Group Report) npenniosxeHbl KpUTepUn
AMArHOCTMKM ayTOMMMYHHOTO TeIaTiTa Ha OCHOBE
6ay1bHOI cycTeMbl. CyIeCTByeT Tak)Ke yIpOILjeHHa A
puarHoctudeckas mkana IAIHG. IIpu ucnonb3osa-
HIUU yKa3aHHON mKanbl iuarnos AVI oueBupen npu
Ha/mM4nu =7 6anyoB; BeposiTeH npu =6 6anos [11-13].

IruorponHas tepanus AVII He paspaboTaHa.
ITanyeHTaM, 0COOEHHO B IeMaTPUIeCcKOl IpaKTu-
Ke, TPOBOJUTCS IMaTOTeHeTNYeCKass MMMYHOCYIIpec-
cuBHas Tepanus. IIpennoskeHo HECKOMBKO CXeM Te-
panmu: MOHOTepanus ITIOKOKOPTUKOCTEPOAMI;
KOMOMHMpPOBaHHas Tepanus (ITI0KOKOPTUKOCTe-
POMIBI M UMMYHOCYIIPeCOPHBIE aHTUMETa0OOTUTHI
(asatmonpuH). B medyeHNM TakKe MCHONb3yeTCA
renaTonpoTeKTopHaA Tepanus. [Ipum orcyTcTBUN
sddekTa OT MEJUKAMEHTO3HOI Tepalun y ereit
C IpM3HAKaMM LMPPO3a B CTAJUN HEKOMIEHCALIN
II0Ka3aHa TPaHCIUIAHTAlUA IedeHy. B HacTosmee
BpeM: BeJJyTCs 9KCIIepYMEHTaIbHbIe MICC/IeJOBAHN A
B obmacty ¢papmakorepanuu AV o npuMeHeHNIO
MMMYHOCYIIPeccopoB (MHTMOUTOPDI XeMOKITHOBBIX
pelenTopoB, MPOTenHa3, MOAYIATOPHl pelenTo-
poB cdunrosun-1-dpocdara), anrudpubporuye-
CKMX areHTOB, T-K/IeTOYHAA ayTOMMMYHOTEepaNNsA
(T-xneTounas BakuuHanus) (1, 13-16].

Mbp1 npefictaBigeM BameMy BHMMaHNIO KIMHIYe-
cknmit cmydait AVIT y Manb4mKa-mogpocTKa ¢ MCXO[0M
B IIMPPO3 MEYeHI.

Bonpnoit M.3. 15 neT nocTynun B KIMHUKY TOCIIN-
tanbHoll nepguatpun Kb um. C.P. MuporBopuesa
r. Caparosa B HOs10pe 2019 aiist 06¢mejoBaHMSA 1 KOP-
PEKTUPOBKI TePAINM C )Kal06aMI Ha CHIDKEHMe all-
MeTNTa, BBIPAXKEHHYIO TIOTANBOCTD, ITOBBIIIEHHYO
PasgpasKUTeNbHOCTD, IePUOfUIeCKe 60N B MbIII-
11aX, TOTIOBHYIO 6OJIb.

AHaMHes 3a6omeBaHus: 60jeH ¢ ceHTAOps 2015,
Korja Ha poHe BUPYCHOI MHPeKnu (repreTnyecKon
STMOJIOTUY) BIEPBBIE IIOABMIACE KENTYITHOCTD CKIIEP
" KO>KHBIX TOKPOBOB, BRICBHIIIAHNA Ha KOXKe, TeMIIepa-
TypaTena o 40°C, ppoTa C IPUMECHIO XKeTuu, aXOII4-
HBIII KaJI, TOTeMHEeHMe MOYN. Bbl/l TocINTann3upoBaH
B IETCKYI0 MHEKIMOHHYI0 KIMHIYECKYI0 OOIbHI-
1y Ne 5 1. CapaToB ¢ AMarHo3oM: VIHpeKIMOHHbI
MOHOHYKJI€03 cMeltanHoit atnonornu (IIMB, Bupyc
SnmreitH-bapp). Bropuynbiii renartut. Boinucan mo-
Clie TIPOBEJIEeHHOTO JIeYeHN A B YHOBIE€TBOPUTETbHOM
cocroanun. [To pekoMeHalMAM /Ievalero Bpaya
IoMa IpMHHUMAJ IpenapaT MHpepepoHa, ypcoze-
30KCHMXOJIEBOJI KVMCTIOTHI, )KeTYeTOHHBII Ipernapar
u sHTepocopbeHT. Ha poHe mpoBopmMolt Tepanumu
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COXpaHA/NACh XKEeNITYUIHOCTb CKJIep, B O1Moxummye-
CKOM aHajIy3e MOBBIIIeHNe YPOBH 0011ero 6umnpy-
61Ha 10 65 MKMOJIb/II, NpAMOTO — 10 33 MKMOJIb/II,
AJIT 697 EIl/n, ACT 1185 EJl/n. B gexabpe 2015 1. 11o-
CTYNIN/I B KIMHUKY rocnuranbHoil neguarpun Kb
um. C.P. Muporsopriesa r. CapaToBa /il yTOUHEHNA
myarsosa. [Ipy noctymneHun B OMOXMMIUYECKOM aHa-
7iu3e KpOBU OTMeYanoch Mopbinienne yposua AJIT
mo 307 ENl/n, ACT mo 1046 Ell/n, I'TT mo 107 Ell/n,
obiero 6unupy6uHa 0 64,7 MKMOJb/J, IIPAMOTO
mo 32,5 MxMonb/n. IIpoTenHOrpaMma: raMMa-rmnoby-
HBL 22%, 06111t 6eoK 78,3 1/1, ambOyMUHBI 25 T/11.
B o6wem ananuse kposu COJ o 40 mm/4. [Tpu Y3
OpraHOB GPIOLIHOI TOIOCTY BBIB/IEHA [eTIaTOCIIEHO-
Meranus, fuddysHble MU3MeHEHM s [IeYeH N, CeTIe3eHKN,
HO/KeTYJOUHO >Keresbl. ITpu anmacTorpadum neyenn
ycraHoBIeHa cragus ubposa F4. ITpn OI'IIC auar-
HOCTMPOBAaH XPOHMYECKMI NOBEPXHOCTHBIN FaCTPUT,
OYOIEHUT.

[TpoBeneHo ompefenenye cepoaOrnIecKoro mpo-
buns: BbIABIEHB AaHTUIIAZKOMBIIIEUHbIE aHTUTEI
(SMA) B tutpe 1:1520, AT K MUKPOCOMaNbHBIM (ppak-
uAM nedeHy u nodek (aHtu-LKMI) — oTpurarens-
Here. [TpoBofnIach Tepamysa IpegHN30TOHOM B [l03€e
35 mr/cyt (u3 pacyera 1 MI/KT), C HOC/IEYIOLIMM BBefie-
HUEM IIUTOCTaTUKa — asaTuonpuHa 50 Mr/cyT, Temaro-
IIPOTEKTOPA U IIPerapaTa ypcoyie30KCUXO0/EeBOI KMCTTOTHI
C TIOJTOXKUTENbHON MuHAMUKON. J[lo BecHbI 2016 cocTosI-
HIe CTabM/IbHOE, TPOV3BeieHa IIOMbITKA CHIKEHA
TO3bI TPEeTHN30/I0HA U TIePexo/] Ha TepaInio MeTuI-
npegHusononoM. Ha dome Tepanuy 6moxyummdeckmit
aHanu3 Kposu 6b171 6e3 matonornu. [lo ganusiM OITIC
BBISIBJIEHO yCU/I€HNE BEHO3HOTO PUCYHKA MUIIEBO/IA.
ITo JaHHBIM CTaTUYECKOI CLIMHTUTPadUM fUATHOCTH-
POBaHbI BRIpaKeHHBIE AN Py3HbIe U3MEHEeHN A ITeYeH I
U CeTIe3eHK, CITIeHoMeranus. B jekabpe 2016 — B 610-
XMMMYECKOM aHa/ly3e KPOBM OTMEUYEHO MOBBIIIEeHNE
YPOBHA TpaHCAMMHAS3 IO BYX HOPM.

[Tony4an Tepanuio MeTUNNPENHUIOTOHOM IO
4 Mr/cyT, asaTuonpuHoM 50 MI/CyT, relmaTonpoTeK-
TOPOM, NPENAPaTOM YPCOHE30KCUXOIEBON KUCTOTEI
C TIOJIOXUTENIbHO IMHAMUKON — YPOBHM TPaHCAMMU-
Ha3 HOPMa/IM30BaIChIO.

B anBape 2018 r npoBe/ieHO IIJTaHOBOE TPUIIZIEKCHOE
CKaHMPOBaHNe OPIOLUIHOTO OT/e/Ia A0PThI U COCYLOB
MeYeH !, BbIABIEHBl IPU3HAKM 9KTa3UM BOPOTHOI
BeHbI yMepeHHoIT crenienn. [Ipu OI'IC: sposuBHBIIT
AHTPAJIBHBII TACTPUT, pedriokc-930darut, pedrroxc-
racTpUT, JyofieHuT, h. pyloriIll ct. o6cemenenus. B as-
rycre 2019 r mpoBefieHO CepOIOrnYecKoe UCCIeloBa-
Hue, npu KotopoM obHapysxennl AT k JHK, a Takxe
aHTUARepHble AT, B CBA3M C 4eM, /1032 a3aTMONPUHA
IOBbIIIEHA J10 75 Mr/cyT. buoncus neyenn ne nposo-
IMJIach MO CEMETHBIM 00CTOATE/IbCTBAM.

AHaMHe3 )KM3HM: BOCIIUTLIBAETCS HalbHEN POJi-
CTBeHHIIIEN, MaTh Ma/lb4MKa yMepya oT 1uMdorpa-
HynoMarosa B 2016 1.

JlaHHbBIEe 06 BEKTUBHOIO MICCTIEAOBAHN S IIPU NO-
crymnennn. Ko)XHble IOKPOBBI O/IefIHbIe, )KeITYIIHbIE,
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najyibMapHasA 3pUTeMa, TPEMOP MasIbIleB KUCTe, A3bIKA.
Cy6UKTepUIHOCTD CKJIEP U CIU3UCTHIX. BpiparkeH-
HBIIl AMCTaNbHBIN runeprufpos. CrseHoMeranms.
Dusnyeckoe pasBUTHE HUXKE CPEJHETO, TAPMOHMY-
Hoe. [TomoBoe passutue coorBeTcTBYeT cTagum III
no Tannepy.

JJaHHbIe JONMOTHUTENbHBIX METOROB 06C/IeN0Ba-
Husa. Cepomornyeckoe MccaejoBaHme: JUaTHOCTH-
yeckuit Tutp IgG, IgM Kk Bupycy npocToro repueca
u IIMB. B 6uoxuMudeckom aHannuse KpOBY YBeIN-
YeHJe yPOBHA TpaHcaMuHa3 o 2 HopM. [Tpu Y3/
OpraHOB OPIOIIHON ITOJIOCTY BBIAB/ICHBI 9XO-IPU3HA-
k¥ 1 y3HBIX UBMEHEHNIT IeYeHH, CIIJIEHOMera-
nus. Ilo ganapiM OI'IIC — pacmnpenne BeH Mulie-
Bopa I ct. 9XO-Kkapauorpadusi: AMarHoCTUPOBaHa
MAPC (nponamnc cTBOPOK MUTPAIbHOTO KJIaNlaHa
peryprutanusA 1 cTemeH), aHOMaJAbHasA XOp/a ye-
BOTO Xenygo4uka). KoHcynbralusa HeBponaTosora:
LlepebpoacTeHNMIeCKMIT CHHAPOM C Ledanrueil Ha-
HpsDKEHUs, CUHPOM BereTaTUBHON AUCHYHKIIUIN.
KonudecTBo 6a/1/I0B 110 YIPOIIEHHON AMarHOCTHYe-
cxoit mkane IAIHG — 6 6anos.

Juarnos: OcHoBHOJ XPOHMYECKMIT Ay TOUMMYH-
HBIIT renatut 1 Tuna ¢ GopMUpoBaHNeM MUKPOHOLY-
JIAAPHOTO IIMPPO3a MeYeH .

ConyrcrByromuit XpoHU4ecKnii racTpojyone-
HUT, TacTpo-330dareanbHas perioKcHast 601€3Hb.
JlyoneHoracTpanbHbIi pedokc. AccolunpoBaHHasn
reprec-BupycHasa nadexnusa (IIMB, BIIT). MAPC
(mpomamnc cTBOPOK MUTPAbHOTO K/IallaHa peryp-
ruTanusA 1 cTerneHu, aHOMaabHAsA XOp/a IEBOTO JKe-
nymouka). Llepe6bpoacTeHNIeCKIIl CHHAPOM C Iie-
danrueit HaNps>KeHUA, CUHAPOM BereTaTUBHOI
IUCcPYHKIUN.

Ocnoxxnenns: IledeHOYHAaA HEJOCTATOYHOCTD
1 crenenu, pubpos meyeHu 4 creneHu, MOpTanbHAS
TUIepTeH3M, leyeHoYHas Gpopma. BapukosHoe pac-
HMpeHNe BeH NMUIEeBOyia.

Ilposenennas Tepanusa. Pexxum magammnii.
Cron Ne 2 (wapsmmit BapuaHT guers). Ilpornso-
BOCIAIMTeNbHASA Tepanusa: MeTUINPeTHN30/I0H
no 4 mr/cyt (1 Tab/cyT). ViMMyHOCyTIpecCuBHAsA Te-
pamust: asaTnonpuH mo 75 mr/cyt (1,5 tab mo 0,05 1).
lemaTonpoTeKTOpHI, KenueroHHble — IMpenapaT ypco-
Te30KCUX0/1eBoi1 KIcaoThl 1o 0,25 1o 2 xanc 1 p/cyT;
Ha HOYb ajIleMeTMOHMH 110 400 MT ¢ GpU3UOIOTNYeCcKON
pactBopoMm 200 My B/B KanenbHo 1 p/cyrt. IIpemapar
aHTAlMIHOTO AelicTBuA (anreafpar + MarHus ru-
apokcug) 1 p/cyT; mpemapar HHIMO6MTOPA IIPOTOHHOI
noMmitsl (oMernpason) o 0,02 1 p/cyT Ha HOYb.

Ha ¢doHe mpoBOfuMOIL Tepannuu COCTOSHUE YIyd-
HMIMJIOCh: YIYYIIN/ICSA alNeTUT, yMEHbIINIACh MTOT/IN-
BOCTbD, IleaqTnIecKnii CMHAPOM, HOPMA/IM30Ba/INCh
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