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AYyTOMMMYHHBIU I'€IaTUT Y AETEU:
COBpPEeMEeHHOe COCTOdHUE ITPOOAEMBI

I'.B. Boabinen, A.1. Xaskun, T.A. CkBopiosa, B.B. Matkain

Hayuno-uccaedosamervckuil Kaunuvecku uncmumym neduampuu umenu axademuxa IO.E. Bearvmuwesa
BI'BOY BO «Poccutickuii Hayuonaivnvlii uccaedosamenvckui meduuunckutl ynusepcumem um. H. 1. ITupozosas,
2. Mockea, Poccutickass Dedepayus

Llenb 0630pa: 0606LUTb UTOMV UCCNEea0BaHMIn ayTOMMMYHHOro renaTtuta (AU y oeTei, noaxonbl K ero aguarHo-
CTVIKe 1 Tepanum Ha COBPEMEHHOM 3Tane.

OCHOBHbIE MONOXEeHUs. B COOTBETCTBMM C pe3ynbratamMu CEPONOrMYECKUX UCCNE0BAHNIA Yy AEeTEN BblAENSIOT ABa
Trna AU AU 1-ro Tvna npu BbISIBEHUM ayTOAHTUTEN K rMaakon myckynatype (ASMA) n/vnn aHTUHYKIIeapHbIX ayTo-
aHTuTen (ANA) n AUl 2-ro Tvna — npu BbISIBJIEHUM ayTOAHTUTEN K MMKPOCOMaM neyveHn n noyek (anti-LKM-1) n/unn
ayTOaAHTUTEN K LIMTO30JIbHOMY aHTUreHy nedeHm (anti-LC-1). MNapeHxnmMaTo3Hoe BocnaneHne NeYeHm XOpoLLo OTBeYaeT
Ha CTaHJAPTHYIO MMMYHOCYMNPECCUBHYIO TEPANMIO MPEAHV30JI0OHOM U a3aTMONPUHOM. PeumavBbl 3ab6osieBaHus OTMe-
yatotcs npumepHo Y 40 % naumeHTOB BO BPeMs fiedeHus. LlenecoobpasHo neunTs AeTeli B Te4eHve, no kpaiHel Mepe,
2-3 neT, Npexae YeM NpeanpUHNMATh NOMbITKU OTMEHbI JIEYEHUS, KOTOPbIE CNeAyeT Yy4UTbIBaTb TOJIbKO B TOM CJlyyae,
€CNN YPOBHU TpaHcamunHaa 1 IgG b HopMasbHbIMU 1 OTPULATENBHBLIM UM HU3KUMUK (1:20 MeTOA0M MMMYHODIIH00-
pecLeHLn) 6bIv TUTPbLI ayTOAHTUTEN B TEYEHME, MO MEHbLLEN Mepe, roaa. MNepes NonbITKoM OTMEHbI Tepanun crieny-
€T NMOBTOPUTb BUOMCKIO MEYEHWN 1 TMCTONIOMMHYECKOE UCCefoBaHne, YTOObI NCKTIIOYNTb OCTaTOYHbIE BOCMANIUTENbHbIE
n3MeHeHusi. He6onbLLIOMY KOIMHYECTBY MaLIMEHTOB, KOTOPbLIE HE OTBEYAOT HA CTaHAAPTHOE JIEYEHNE, U TEM, Y KOTOPbIX
PErMcTpUpYOTCS YacTble peuuayBbl 3a6oeBaHus, LieniecoobpasHo npeniaratb abTepHaTMBHOE MMMYHOCYNPECCHB-
HOE NneyeHne, aPOEKTUBHOCTbL KOTOPOIro BCE eLle HEOAHO3HAYHa 1 Masiou3yyeHa (B TOM YMCie B Nopsaake npyoputeta
MuKodeHonaTa MODETUI, MHIMOUTOPbI KaNbLUUMHEBPUHA, PUTYKCMA0, MHIMOUTOP dakTopa HEKpo3a onyxonun anbda).
B cnyyasx pedpakTepHOCTU K Tepanmm 1 NporpeccupoBaHni 3a6osieBaHns A0 LMpP0o3a NeYeHN 1 ero AeKoMreHcaumm
rnokasaHa TpaHcrnaHTaums neveHn. AVIC MoXeT peunamBmpoBaTh Mocsie TPaHCIaHTauum neyeHu.

De novo AUT pa3BurBaeTCcs Nocse TpaHCMIaHTaLMM NevYeHn No NoBoay HeayTOMMMYHHbIX 60Ne3Hen, xapakTepuayeTcs
Take npucytcTerueM aytoaHtuten (ANA, ASMA v TUMUYHBIM UV HETUMUYHBIM aHTU-LKM-1) 1 ructonornyeckom kap-
TUHOM, cxoxen ¢ Takosow rnpu AUT. De novo AT nocne TpaHcniaHTaumy NneYyeHn XopoLLo OTBEYAET Ha KJ1aCCUYECKYIO
MMMYyHOCYynpeccuBHyto Tepanuio AWM, HO He Ha CTaHOAPTHYIO aHTUPETPOBUPYCHYIO TEPANnUIO.

B cTaTbe paccmartpurBaloTCsa BOMPOCHI KIIMHUYECKUX MPOABIEHUN, AMArHOCTUKW, NOAXOA0B K JIEYEHWNIO N ASINTENBHO-
My HabnoaeHuto aetet ¢ AU, B Tom Yncne chopmynmpoBaHHbIE OCHOBHOM rpynnol YneHoB EBponelickoro obuue-
CTBa OETCKUX FACTPOSHTEPOJIOrOB, reNaTonoros v Hytpuumonoros (ESPGHAN).

SaknoueHue. AyToMMMYHHbIV renaTtut (AU y aeTei MeeT NporpeccupyioLLLee TeYEHNE C MCXOO0M B LIMPPO3 MEYEHU.
MpencTtaeneHHbIn 0630p 06006LLaET NOAX0Ab! K ANArHOCTMKE 1 NoABopPY Tepanvv ayTOMMMYHHOIO rernatuta y AeTel.
Kniouesble cnoBa: neTn, ayTOMMMYHHbIN renaTtuT, ayToaHTuTena K rmagkon MyckynaTtype, aHTUHYKeapHble ayTo-
aHTuTena, ayrtoaHTuTena K MMKPOCOMaM NeYeHn 1 NoYeK, ayToaHTUTeNa K LUTO30JIbHOMY aHTUIEHY NeYeHn, UMMY-
HOCYNpeccuBHas Tepanusi

KoHdnukT uHTepecoB.. ABTOpbI 3asBNSIOT 06 OTCYTCTBUN KOHMINKTA NHTEPECOB.

Ana untupoBaHusa: BonbiHel LB., XaBkuH A.N., CkBopuosa T.A., MaTkaw B.B. AyTOMMMYHHbI renatuT y geTeli: COBPEMEH-
HOe COCTOosiHMEe npob6nembl. POCCUICKMIA XypHan racTpOSHTeposiornm, renatonoruu, kononpoktonorun. 2018;28(5):18-34.
https://doi.org/10.22416/1382-4376-2018-28-5-18-34

Autoimmune Hepatitis in Children: The Current State of the Problem

Galina V. Volynets, Anatoly |. Khavkin, Tamara A. Skvortsova, Vasilisa V. Matkash

Veltischev Research and Clinical Institute for Pediatrics, Pirogov Russian National Research Medical University,
Moscow, Russian Federation

Aim. To generalize the results of existing research studies carried out to investigate autoimmune hepatitis (AIH) in
children, and the contemporary approaches to the diagnosis and therapy of the disease.
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Key points. According to the results of serological studies, two types of AIH can be distinguished in children. AlH
of type 1 is diagnosed, when anti-smooth muscle autoantibodies (ASMA) and/or antinuclear autoantibodies (ANA)
have been detected. AlH of type 2 AlH is diagnosed, when liver kidney microsomal autoantibodies (anti-LKM-1) and/
or anti-liver cytosolic autoantibodies (anti-LC-1) have been detected. Liver parenchymal inflammation responds well
to a standard immunosuppressive therapy with prednisolone and azathioprine. Disease relapses are observed in
about 40% of patients during treatment. It is expedient to treat children at least for 2—-3 years before attempting to
cancel the treatment, which decision should be considered only when the levels of transaminases have remained
normal and IgG has been negative, or autoantibody titers have been low (1:20 using immunofluorescence method)
for at least a year. Before attempting to cancel the therapy, liver biopsy and histological study should be repeated in
order to exclude the possibility of residual inflammatory changes. For a small number of patients, who do not respond
to standard treatment and those who suffer from frequent disease relapses, it is advisable to offer an alternative
immunosuppressive treatment, the effectiveness of which is still ambiguous and poorly understood (including, in
order of priority, mycophenolate mofetil, calcineurin inhibitors, rituximab, Inhibitor of tumor necrosis factor-alpha). In
cases of refractoriness to therapy and the disease progression to liver cirrhosis and its decompensation, liver trans-
plantation is justified. It is shown that AIH might relapse after liver transplantation.

De novo AlH develops after liver transplantation as a result of non-autoimmune diseases; it is characterized by the
presence of autoantibodies (ANA, ASMA and typical or atypical anti-LKM-1), and histologically characterized by a
pattern similar to that of AIH. De novo AlH after liver transplantation responds well to a classical immunosuppressive
therapy, but not to a standard antiretroviral therapy.

In the review, we discuss issues associated with the clinical manifestations and diagnosis of AlH in children. Approaches
to the treatment and long-term observation of such children are reviewed, including, i.e., those formulated by the main
group of the European Society for Paediatric Gastroenterology Hepatology and Nutrition (ESPGHAN) members.
Conclusion. Autoimmune hepatitis (AIH) in children has a progressive course with the outcome to liver cirrhosis. The
presented review has summarized approaches to the diagnosis and selection of AlH therapy in children.

Keywords: children, autoimmune hepatitis, anti-smooth muscle autoantibodies, antinuclear autoantibodies, liver
kidney microsomal autoantibodies, anti-liver cytosolic autoantibodies, immunosuppressive therapy
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AUKeMHOJIOTHSI AYTOMMMYHHOTO TenaTuTa OTCYTCTBUH JIeUeHNST 3aKaHYNBAOIeecs INPPO30M Tie-
yenu (IIII) u neuenounoil HepocraTouHOCTbIO. Yalle
BCTPEYAETCS Y JKEHIINH.

Pacnpocrpanennocts AT y neteit HemsBecTHA.
IToxasano, uro B Kanaje exxerognas 3a00/1eBaeMOCTb
ANT cocrasister 0,23 ma 100 000 gmereir [21]. Ilo

JIAaHHBIM JIETCKOTO Terarojioruieckoro Ienrpa Ko-

[lo HacTosiero BpeMeH# ayTOUMMYHHbIE 3260J1e-
BaHMS TedeHn B Bo3pacTHOU rpymme ot 0 go 18 jer
CUUTAIOTCS PEJKUMM, HO [MATHOCTHPOBATHCS OHU
CTaJIN 3HAYUTEJBHO Yallle, YTO OOBSICHSIETCS M yIyd-
[IEeHIeM KavecTBAa [IMATHOCTUKH ITHX 3a60JIeBAHMUIA,
U peasbHbIM yBeJmdeHueM 3a00J1eBaeMOCTH U/ UJn

CHIDKEHIEM 3a60/IeBAEMOCTH BUPYCHBIME TelaTHTaMU
BCJIE/ICTBUE TOBCEMECTHOW BaKI[MHAIIMKA IPOTUB Te-
natuta B m addexruBHocTbio sevenust renartuta C
[1—17].

Y nereit u MOJPOCTKOB uMeIOTCS 3 3a00J€BaHUS
MeYeH, KOTOPbIE, BEPOSITHO, BOZHUKAIOT B Pe3yJbTa-
Te ayTOMMMYHHOH aTaku: «ayTOMMMYHHDBIH TemnaTuTs
(AUT), <«ayTOMMMYHHBII CKJIEPO3UPYIONINii XOJaH-
rut» (ACX), u «de novo ANT» nocie TpaHCIIanTa-
IIUU T€YE€HN. DTU COCTOSIHUS MOTYT HE WMETHh SIPKOil
KJIMHIYECKOI KAPTUHBI UK [IPOTEKATD € KJANHUYECKHU-
MU TIPOSIBJICHUSME OCTporo renatuta. OHU OOBIYHO
OTBEYAIOT HA MMMYHOCYIIPECCUBHYIO TepaImio, KOTO-
pas Jo/DKHA OBITh Ha3HA4YeHa Kak MOXKHO ObIcTpee
[OCJIe YCTAHOBJIEHUSI [MArHO3a, YTOOBI IPEIyTpPeIUTh
IIPOTPeCCHpOBaHne 3a60eBAHN.

Ayronmmynnubiii renmatut (AT — ayTonMMyHHOE
3a60JIeBaHUE TIEYEHH, KOTOPOE BIIEPBbIe OBLIO OTHCA-
Ho B 1950-x romax [18—20]. [lns Hero xapakTepHO
mporpeccupyioniee BOCIAJCHUE TKAHU IE€YE€HU, TPH

posesckoro kosnemxa (King's College Hospital),
3a6oneBaemocth AW  gereit 3a mepuom Mexy
1990—2000 romamu yBesmumiach B 6 pas [22], a wuc-
ce/ioBanue, IpoBeieHHoe B Jlannu, moKa3bpIBaeT JIBY-
KpaTHOE YBeJWYeHHe 3a TOT Ke mHepuoj 3aboJeBae-
moctt AUT B3pocabix [23]. O6bsicusieTcst aT0T hakT
Ju6O yIydIIeHneM OCBEIOMJIEHHOCTH Bpadeil 06 3ToM
3a60JIEBAHNN U YJIyUIIEHUEM JIMAarHOCTUKH, OO pe-
AJbHBIM yBEJMYEHNEM YacTOThl ayTOMMMYHHBIX 3a00-
JIEBAaHUI IEUYEeHU.

[To ceposormueckomy TmpodmwiIio y aerell pasJn-
yator aBa tima AUT: AUT tun 1 (AUT-1), u AUT
2-it tumr (AMT-2). Tpu 4eTBepTH IMAIEHTOB C JTIOGBIM
tunoM AT — 3T0 >KeHIIMHBI.

AUT-1 BcTpeuaercs BO Bce BO3pACTHBIE TEPUO-
JIbl, HO MMEIOTCH JiBa IMKa 110//beMa 3a00/1eBaeMOCTH:
OJINH — Y TOJIPOCTKOB, a IPYTOil — B BO3PACTe OKOJIO
40 mer. Y pereit AUIT-1 cocraBsiser He MeHee JBYX
TpeTeil caydaeB n 00bIYHO MaHH(bECTUPYET B TOAPOCT-
KOBOM BO3pacre.
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AUNT-2 saBnsiercst peakuM 3a60jeBaHIEM, BCTpeYa-
eTcss B 6oee paHHEM, B TOM UHCJE B MJIAQJEHUYECCKOM
BO3pacTe, MOPAYKAET TJIABHBIM 06PA30M JieTeil 1 MOJIo-
JbIX JIoJell, XOTs BCTpedaeTcs: Uy MOKUIIbIX JIoAel.

Kiununuecko-1a6opatopHbie NPOSIBIEHUS
ayTOMMMYHHOTO renaTura y jAetei

B ne6iore o6oux tunoB AVI B chIBOpOTKe KpO-
BU OGBIYHO TOBbIMIaercs: yposenb IgG, xorsa y 15 %
nanuenToB ¢ AUT-1 u y 25 % mnarmentoB ¢ AUT-2
ypoBenb IgG mHaxomutcst B mpezenax pedepeHCHBIX
3HAYeHUIl, OCOOEHHO TIPU OCTPOM JlebioTe 3a0oJieBa-
Hus [24, 25].

Y GosbimHcTBAa B3pOCabIX naruentoB ¢ AUT-1
TedeHnne 3a60JIeBaHUSI XPOHUYECKOE C TaKUMU HecIie-
MUUUECKUMHI CUMIITOMaMM, Kak ObICTpasi yToMJise-
MOCTb, TOIIHOTa, GOJIM B KUBOTE W aprpairus [26],
a 'y gereit u nogpoctkoB AUT nmeer Gosee arpeccus-
HOE TeYeHHe.

Jlo HejaBHero BpeMeHU KJIMHUYECKHE TPOSIBIEHMS
AUT y peteil B OCHOBHOM ONNCHIBAHCH Y TIAIMEH-
TOB €BPOIIEICKOTO TTpoucxosxkaenus [24, 27—33], npu-
4eM 3TO 3a60JIEBAHUE PEJIKO BCTPEUAJIOCDH Y JIO/El 13
JIPYTUX aTHWYeCKuX Tpymil. OJHAKO, MCXOJS U3 He-
JIaBHUX WCCJIEOBaHUIl, 9TO yTBEPK/IEHNWE OKa3aJ0Ch
HeBepHbIM [33—43].

O6parmmaer Ha ce6s1 BHIMaHWE, UTO Y JeTell ¢ nc-
XO/IHO HOpMaJbHBIM ypoBHeM [gG Bo Bpems JsieueHust
yposenb IgG cumkaercs. [Ipumepno y 40 % mnaruen-
toB ¢ AUI-2 oTMedeH 4acTUYHBIH AePUIUT YDPOBHS
IgA B cpiBopoTKe KpoBH [24, 44].

B mambosice KpymHBIX, TPEUMYIIECTBEHHO €BPO-
nmelficKUX, MCCae/IOBaHNSIX MOKa3aHo, 4To MaHudecra-
s AUT nmeer ciegyiole KJINHUYECKHE IPOsIBJIe-
nua [21, 24, 30, 42, 45, 46]:

VY 40-50 % namuentoB ¢ AUT-1 nim AVT-2 3aperu-
CTPUPOBAHO OCTPOE Havyaso 3a00JieBaHMsI, HAIIOMUHA-
Ioliee BUPYCHbBIN TENaTUT, KOTOPBII COIPOBOK/IAETCS
TaKUMHU HecnelnduuecKuMI CUMITOMaM#, Kak He-
JIOMOTaHHe, TOIIHOTA,/ PBOTA, AHOPEKCHsI, CYyCTaBHbIE
n abG/JOMUHAJIbHBIE GOJIM C MOCJEAYIONIEH JKeATYXOi,
TEMHON MOYOH M 06ECIBEYEHHBIM KaJIOM.

Y 3 % mammentos ¢ AUI-1 u 25 % mnaiueHTtos
¢ AUT-2 B Tedenue ot 2 HeJe b J10 2 MeCAIeB oT 1edroTa
3a00JIeBaHUsI PA3BUBAETCS OCTPast IeYeHOYHasT HeI0CTa-
TOYHOCTD C TreueHouHoii sHiedanonarueii [I-IV crere-
HI — QyapmuHaHTHOE TedeHne AT B me6rote.

Y 40 % namumentoB ¢ AUT-1 u 'y 25 % maiueHToB
¢ AUT-2 mavano 3aboJsieBaHUs TOCTEIIEHHOE, KOTO-
poe B TeueHue OT 6 MecsIEeB JO HECKOJIbKUX JIET JI0
YCTaHOBJIEHUS IMATHO3a COTIPOBOXKIAETCS TAaKUMU He-
crennPuUecKUMi CUMITOMAMHU, KaK HPOrpeccupyio-
1iee HeJIOMOTaHue, ToJOBHAST GOJIb, PEIUIUBUPYIOIIAs
JKeATyXa, aMeHopes, aHOPEKCHUs, CycTaBHble U ab[10-
MUHaJIbHbIe 00JIN, Juapesi, MOTePsI Beca.

B ~10 % cayuaeB mpu oboux tunax AUIL 3a6o-
JieBaHue JeGI0TUPYET ¢ TAKUX OCJOKHEHUI IMppo3a
MevYeHd M TOPTAJbHON TUNEPTEH3UN, KaK KPOBOTeve-
HHUE U3 BaPUKO3HO PACIIMPEHHBIX BEH THIEBOAA,/ JKe-
JIyJIKa, TeMOpPparnvyecKkuii auares, CIJICHOMETansg —

6e3 TIpeIeCcTBYONEro aHaMHe3a 3a00JeBaHus Teve-
HU U/ WIN JKEJITyXU.

Cryuaiinoe oOHApy’KeHHE TOBBIIIEHUsST aMUHO-
TpaHcdepas 6e3 KaKuX-1u60 CUMIITOMOB WU MTPU3HA-
KOB 3a6oJieBanust nedeHn (peasbHasi 4acToTa BCTpeya-
emoctu Takoil Manudecraiun AT HensBectHa, XOTS
PErUCTPUPYETCS OHA PEAKO).

Takum o6Gpa3oM, B HacCTOsillee BPeMsl U3BECTHO,
yro Manudecranusg AUT y nereii He aBJsieTcs KIMHU-
4ecKu CTaGUJIbHO TPOSIBJISIONUMCS TPoileccoM u 6o-
JIe3Hb HEOOXOJMMO HCKJII0YaTh y BCEX MAIHEHTOB,
UMEIOTIUX JIINTETHHO COXPAHSIONINECS] CUMIITOMBI T10-
pakenus redenn. Hepeku anm30/ibl OCTPOTO remnaTh-
Ta, YepeiyIoniuecss CHOHTAHHBIM KIMHUYECKUM U OHO-
XUMUYECKUM YJIyUIlleHheM C PeluInBOM, KOTOpPbIe
4ACTO MPUBOJIAT K OMACHON 3a/IePyKKe B JIUATHOCTHKE
n neuennn. CrenoBarenbro, AT caemyer Beerga mo-
JI03PEBATh, KOTJ[a HCKJIOYEHbl M3BECTHbIE MPUYMHbI
OCTPOTO TeraThuTa.

He menee tpetn mammmenToB ¢ AUT uMerot 1uppo3
Ha MOMEHT YCTAHOBJIEHUS JMarHO3a HEe3aBUCHMO OT
ocobennocteit Manudecraiun 3aboneBanus [24, 25],
YTO TMPEXK/Ie BCETO YKa3bIBAET HA €r0 JJTUTEJbHOE Te-
yenue. Y naiuentoB ¢ AVT ¢ octpeiM nayanom 3a60-
JieBaHusT PU MOP(hOTOTUIECKOM HCCIEJOBAHUN O1O-
NTATOB TKAHU TeueHN OGHAPYKUBAETCS BBIPAKCHHDBIN
Gubpo3 miu uppos.

Tsokecth 3a60sieBaHUS  aHAJTOTUYHA TIPU  OOGOMX
turmax AUT. Tem ne menee AUT-2 umeer 6osee BbI-
COKYIO TEH[IEHITMIO K Pa3BUTHIO OCTPOH TIeYeHOTHON
HEJIOCTaTOYHOCTH U sBJisieTcst Gosiee pedpaKkTepHbIM
K tepanuu [24, 34, 41].

ITpu oGoux tumax AUT B 40 % ciayuaeB oTMeua-
€TCd OTArOLIEHHDBIH ceMeHHblil anaMHe3 110 ayTOUM-
MYHHBIM 3a00jieBaHusAM, W Tpubausurebio y 20 %
MAIMEHTOB JINO0 TIPU YCTAHOBJECHUW UATHO3a, JUO0
B IIepuo/ AajabHeiinero Habmoaenus (riaaBHbIM o6pa-
3oM, ipu AVIT-2) perucTpupyiorcst Takue nMMyHOMA-
TOJIOTHYECKHE 3a00JIeBaHusl, KaK ayTOUMMYHHbBINA TH-
PEOU/IUT, BOCHAJUTENbHbIE 3a00JI€BAHUS KUIIEYHUKA
(B3K), reMosmutuyeckas aHeMUs, BUTHJIMIO, 1I€JIUa-
KUs, MHCYJIWHO3aBUCUMBIN fnabet, 60e3Hb bexuera,
cungipom lllerpena, riomepysionedpur, uanonarude-
CKasi TPOMOOIUTOTIEHNYECKAsT MypIypa, MacTOIUTO3,
runorapatupeos u 6osesnb Axpaucona [24, 48]. Ta-
KUX MAIMEHTOB CJeAyeT aKTHUBHO HAGJI0/IaTh B TIJIaHe
HEOOXOIUMOCTH BO3MOKHOTO ONEPATHBHOTO JIEYeHUST
[49]. B sTtoM KOHTeKCTe OCOOEHHO Ba’KHBI TaKHE 3a-
60JIeBaHMs, KaK TUPEOUNUT C THIIOTHPEO30M, KOTOPbIi
BcTpedaercst y 8—23 % mnarmentoB [24, 47], menna-
Kisi, KoTropas auartoctupyercss y 5—10 % mnammen-
toB [48, 50—52], m B3K, o koTopbIX cooliaercs y
18 % Goabubix [30]. OrMmeueno, yro nanuenTsr ¢ AVIT
U 1eauaKkueil ocTuraior Ge3pernuiuBHON MPOIOJIKHI-
TeJTbHOM PEMUCCUN 3HAYMTEIBHO Yallle, YeM TaIlueHTbl
¢ AWT 6e3 tesmakuu, 4TO CBHJETEILCTBYET O BO3-
MOSKHOM [IJTUTETHHOM a/IbIOBAaHTHOM adhderre Ge3T.io-
TEHOBOM ameTsI [53].

ANT-2, uyBCTBUTENIbHBII K UMMYHOCYTTPECCUBHOMN
Tepanun, MOKET OBbITh YacTbhio AyTOMMMYHHOTO IT0-
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muraasgyispaoro cungpoma (AIIC) —  ayTocoM-
HO-PEIECCUBHOTO TeHETUYECKU JIETEPMUHUPOBAHHO-
ro 3a6osneBanus. AIIC xapakrepusyercst TPHAJIOI:
XPOHUYECKUM MYKOKYTAJTbHBIM KaHUI030M, THUIO-
napatupeo3oM u 60Jie3HbIO AJIINCOHA, TIPU KOTOPHIX
B 20—30 % cuayuae mpucyrtcrByer AUT-2 [54—56].
AyTtonmMMyHHBIE U uUMMYyHOJedUIIUTHBIE 3a60/€Ba-
HUS, BEPOSITHO, SBJSIOTCS PE3YJIbTaTOM IUCHYHKINN
UMMYHHON  cucreMbl. Tak, uAeHTH(UIMPOBAHDI
MHOKeCTBEHHBbIe Je(DeKThl OJHOTO TeHa, KOTOPbIe
aCCOIMUPOBAINCH € PEIKUMU  3a00J€BAaHUSIMU, CO-
MPOBOKIAOMIUMHUCST MMMYHOAEPUITITOM UJTH Ay TOMM-
MYHHBIM TIpoiieccoM, BrJovyas AUT [57—59].

Kak ynommuasoch Bbime, AT Bce varme amarso-
CTUPYETCST Y €BPOIENCKUX JIeTell 1 MOJIPOCTKOB, BEPO-
STHO, TIOTOMY 4YTO JTMATHO3 ayTOUMMYHHOTO 3a060JeBa-
HUS TIeYeHU TIPOIYCKAJICS U3-32 BBISIBJIEHUS BUPYCHBIX
renatutoB B mw C. McceaenoBanust B Tpymmax ot S5 0
181 (B cpeaneM 34) NaLMEHTOB, IIPOBOIMBIINECS
B Unmun [35, 42], Mamnaiisun [39], ITakucrame [38],
bBaxpeiine [37], Upane [36], Erumnre [34], Awmaiike
[43], Mekcure [41], — yKa3bIBalOT Ha KJIMHUYECKHE
MPOSIBJIEHUS] U OTBET HA UMMYHOCYIPECCHUBHYIO Tepa-
MU0, CXO/IHBIN C TAKOBBIM Yy €BPOTMEHCKNUX MAI[MEeHTOB,
HO B 11eJioM GoJjiee XYAIIUI OTBET Ha JieuyeHWe U HC-
X0/ 3a60JieBaHusl, BEPOSTHO, ObLI CBSI3aH C IO3/IHEN
JINAarHOCTUKON M 33/I€PKKOI HANPABJIEHUS TAIMUEHTOB
B CIEI[UATU3UPOBAHHbBIE TIEHTPHI.

JAuarHocTika ayTOMMMYHHOTO renaTuta y Jerei

TunuvHbIA, HO HE TATOTHOMOHWYHBIN THCTOJIOTHYE-
ckuit pusnak AUT — unrepdeiicubiit renmarurt [60],
KOTOPBIIl XapaKTepU3yeTcsl TIOTHBIM BOCIIATUTETbHBIM
UHQPUIBTPATOM, COCTOSIIUM U3 JUMDOIUTOB U T1Ia3Ma-
THYECKUX KJIETOK, MPOHUKAIOIINX Yepe3 MOrPaHNYHYIO
IJTACTUHKY, BTOPTAsCh B OKPYJKAIONIYIO IMapeHXUMY.
lenatonuTpl, OKPYsKEHHBIE BOCHATIUTEHHBIME KJIETKA-
MU, OTEKAIOT ¥ TIO/IBEPTAIOTCS MMKHOTHYECKOMY HEKPO-
3y. XOTsl Ha TpaHUIle U BHYTPU JOJbKH U XapaKTep-
HO O0WJINe TJIA3MaTUYeCKUX KJETOK, MPUCYTCTBUE MX
B HEOOJIBIIIOM KoJmyecTBe He ucKiouaer AU .

[Ipu octpom navane AVIT unm ipu penuinse TUCTO-
JIOTHYECKAs] KapTHHA COOTBETCTBYET MaHIOOYJISPHOMY
TelaTUTy € MOCTOBH/HBIM HEKpo3oM. [lpyrue Hecrie-
nuduyecKre XapakTepUCTUKH, TIPEJIOKEHHbIE KaK 60-
Jiee 3HAUYUMBIN TUCTONOTHYecKnil npusHak AUT, uyem
nHTep@elCHBI TenaTuT WM TJIa3MOKJIETOYHBIN WH-
¢unprpar [61], MoryT ykasbiBaTh Ha auarnoz AT —
910 sMmmepunoses (aKTMBHOE MPOHMKHOBEHUE OJHOI
KJIETKN B JAPYyTyIo, GoJiee KPYIHYIO, (€3 MOBPEeKACHIS
nocJeanell) 1 remartoruTapabie poserkn [62]. Oxnakxo
9TH MPU3HAKK TIPUCYTCTBYIOT He Yy BceX 00bHBIX. [lpn
CpPaBHEHUW PE3YJbTaTOB IMCTOJIOTHYECKOTO UCCJIEI0BA-
Hus TkaHu nedenn gereit ¢ AUT ¢ pesysabraramu ru-
CTOJIOTMYECKOTO MCCJIEIOBAHUS TTAIIMEHTOB C HEAy TONM-
MYHHBIMU 3260JI€BaHISIMU TIEYeHH, BKJII0YAs BUPYCHBII
renaTut, ObLJIO YCTAHOBJEHO, YTO MOPTAIBHBINA JUMEO-
jaMatuieckuii - MHUJIbTPAT, PO3ETKOOOpA30BaHNE
U HMIIEPHUIoJie3 HaGIo1aI0Ch JUib Y 56 % MalueHToB
¢ AUT. B uactHocTH, aMIiepuriosie3 1 po3eTkoo6paso-

BaHue ObLIM B 3HAYMTENbHON CTETIEHU ACCOIMMPOBAHDI
¢ AUT [63]. BaxHbIM AMAarHOCTHUYECKUM MapKEPOM
AUT npu puddepeHtinpoBannu ero ot Apyrux (opm
relaTiTa SIBJISIETCST HAINYNE THAJIMHOBBIX BKJIIOYEHII
B kaetkax Kymndepa. 'manmnnoBbie BRIOUEHUST OGHAPY-
skmBatoTcst nMeHHo nipu AUVT HezaBucmMo OT ero Tuma,
KOPPEJUpPYsl ¢ >2-KpaTHbIM yBesnndeHueM yposus IgG,
OTIPE/IEIIEMOr0 C MOMOIIBI0 MMMYHOTHCTOXUMUYECKOTO
anammsa [64].

PesynbraTbl  THCTOJOTMYECKOTO — MCCIEOBAHUS
TKAHU TIeYeHW TaKyKe I03BOJISIIOT OIEHUTH CTelleHb
(ubposa m MOMOTAIOT BBISABUTH NEPEKPECTHBIN CHUH-
JIPOM U JIHarHOCTUPOBATb BO3MOMKHBIE COIYTCTBYIO-
e 3a60jIeBaHUSI IeYeHU, B TOM YHCJIE TaKue, Kak
HEATKOTOJIbHAST JKUPOBasi 60se3Hb nevenu [65]. Xots
BOCHAJIUTE/IbHbIE W3MEHEHUsI B JKETUYHBIX ITPOTOKAX
MIPUCYTCTBYIOT Y HEGOJBIION YaCcTH TAIIMEHTOB ¢ KJIac-
cuyeckuM AUT, HO KOTrma OHM BBIPAXKEHBI, TO TPE-
nosiaraercst «Overlap-cuHAPOM» €O CKIEPO3UPYIONIUM
XOJIaHTUTOM B ero coctase [30].

Y nanueHTtoB ¢ OCTPOil TeYeHOYHON HeJ0CTaTOUHO-
creio (OIIH), B OTIMYME OT NMAIMEHTOB CO CKPBITHIM
TeueHneM 3a00JieBaHus, OTMEYEHbI THCTOJIOTHYECKHE
U3MEHEHMS TPEUMYIIECTBEHHO B IHEHTPOJOGYISAPHOI
ob6actu [66], KOTOpbIe YacTo COMPOBOXKIAAIOTCS Mac-
CUBHBIM HEKPO30M M MYJIbTUIOOYISPHBIM KOJIJIATICOM,
He otmunMbIM oT apyrux dopm AUT [67]. Tlokaza-
no, uro y gereit ¢ OIIH rucrosnoruyeckoe ucciaenosa-
Hue He T03BoJsIeT auddepeHImpoBaTh MEYEHOTHYIO
HeJoCcTaTOuHOCTh BeseactBue AUIT oT meuyeHOYHOI
HEJ0CTaTOYHOCTH APYTOoit aTnosoruu [45]. Tlpu Hamm-
YU KOAryJIONATHH OWOIICHS TI€YeHN JIOJKHA BBITIOJ-
HSTBCSI TPAHCDHIOTYJISIPHBIM TyTEM, KOTOPBIN Tak JKe,
KaKk ¥ JIpyrue BUABI OMOTICUU, WMeEET OTpe/eseHHbIE
PHUCKHU TIpU ee BbINoJHeHUn. Ecau TpaHcbioryaspHas
OUOTICHUS HEJOCTYTTHA TEXHUYECKU, OTCYTCTBHE T'MCTO-
JIOTHYECKOTO 3aKJTIOYEHUs He JIOJIKHO TPENSITCTBOBATD
CKOpeiileMy HadaJy UMMYHOCYTIPECCUBHOI Tepamui.
Ho 6uoncus moJ/sKHa BBIMOJHATHCS, KaK TOJBKO I0-
3BOJIAT TIOKA3ATEN KOATYJISIINN.

KaouespiMu B Jimarnoctuke AT asigiorcsa 1o-
JIOKUTETbHBIE ayToaHTuTena [68—71], kotopbie, Ha/I0
OTMETUTH, MOTYT MPHUCYTCTBOBATH W TPH JIPYTUX 3a-
60JIeBaHUAX TE€YEHN, He JAMArHOCTUPYEMBIX M30JHPO-
BanHo. K HUM OTHOCSTCS aHTUHYKJIEAPHbIE ayTOAHTH-
tema (ANA), ayroanTuTena K IJIaJKOH MyCKyJaType
(ASMA), ayroanTuTea K MUKPOCOMAM TIEYEHH 1 T10-
ek (anti-LKM-1) u aytoaHTuTena K IHTO30JbHOMY
antureny nedenn 1-ro tuma (LC-1), a takske aHTHMNI-
ToxOHApUaNbHbIe ayroanTutena (AMA), sapgonmecs
CEPOJIOTUYECKUM TIPU3HAKOM TIEPBUYHOTO OUINAPHOTO
XOJIAHTHUTA, HAJTMYUE KOTOPBIX CBUAETENbCTBYET MPO-
tuB auarnosa AUT [68—71], xots coobianoch o pei-
kux caydasx AMA-nonoxureapbHoro AUT, B TOM
gucse y gereit [72—75]. [lnurenbHoe HabmoeHue 3a
AMA-TIO3UTHBHBIMI ~ TAIMEHTaMW  CBU/IETETbCTBYET
o ToM, uTo Yepe3 30 Jer moce ge6ioTa 3a00/eBaHMs
y Hux passuBaercsa AWI, koropbrii GuoXuMuyecKn
U TUCTOJIOTUYECKH WMeeT OCOOEHHOCTH TEePBUYHOTO
ousapHoro xoJianruta [72].
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B Hacrosiiee BpeMs M3BeCTHO, YTO y [JleTel, Kak
yiKe YIOMWHAJIOCH BBINE, B COOTBETCTBUU C HATHYM-
eM TeX WJIM WHBIX ayTOAHTUTeJ BbIAEJSAIOT /Ba THIA
AUT: AUT-1 npu soigsienun ASMA u/umn ANA,
u AUT-2- npu BbisiBaenun anti-LKM-1 u/umm anti-
LC-1. Unorpa MosxeT ObITh OJHOBPEMEHHO HAJMUYNE
JIByX aytoanTtures [71, 76].

Y B3pOCTBIX TOJOXKUTENbHBIMA CUYUTAIOTCS TH-
Tpbl ayroantutesa 1:40, rorna kax y mereit g ANA
1 ASMA ToJOXNTeTbHBIMI CUYUTAIOTCS TUTPHI OT 1:20
i 1:10 gnag anti-LKM-1 [71].

N y B3pocabIX, Uy feTeil ayToaHTUTea MOTYT TIPH-
CYTCTBOBATb B HU3KOM TUTPE WJH JlaXke ObIThb OTPHIlA-
TEJbHBIMA W TIPU OCTPOM MU (PYyTBMUHAHTHOM Tede-
Hun 3aboseBanusi. [y GoJjiee YeTKOTO oOIpesiesieHus
AyTOAHTUTEN B COMHUTEJNBHBIX CIydasX UCIOTb3YIOT-
ca kiaerkun HEpP2, xoropble MMeOT BU3yaIM3UPOBAH-
Hble sgapa. Ho oM He peKOMEeH/TOBaHbI JIJIsi CKPUHWHTA
AUT n3-3a BbICOKOI 4aCTOTBI TOJOKUTEIBHOTO OTBETA
y 3M0POBBIX Jrojieit [71, 77, 78] n npu HaTWMYUW WH-
dexim, ocobenno y apereit [79]. IToaromy crangapt-
HBIM MeToZioM BbIsiBIeHHsT ANA ocraeTcsi MMMYyHO-
dmioopecrieHIus.

NmmyHodmoopeciienTHOe  okpamuBanne ASMA
Oo0HAPY’KUBAETCSI B apTEePUAJIBHBIX CTEHKaX COCY/I0B
MoveK, TeveHn n sKedayaka. B moukax ASMA mosker
nmerb 3 tuna: V (cocyapr), G (raomepyini), u T
(kanmampupr) [71]. V-Tun BeTpeuwaercss m npu Heay-
TOUMMYHHOM BOCHAJINTEJIbHOM 3a60JIeBaHUs TeYeHH,
a Tak)Ke MPHU AyTOMMMYHHBIX 3a00JIeBaHUSIX, HE MO-
PaXKAIOIMINX [eYeHb, U IPH BUPYCHBIX MH(MEKINAX, HO
tunel VG 1 VGT sBasitorest mokazatemsamu AUT. Tun
VGT coorBerctByer <«aktuny F» uanm mukpoduia-
MEHTY, HaGJI0aeMOMY C HCIOJb30BAaHNEM B KauecTBe
cy6cTpara KyJIbTHBHPOBAHHBIX pubpobaacrtos. Moue-
KyJSIpHAsl MUIIEHb PEAKTUBHON CIOCOGHOCTH MUKPO-
(pumamenTa ocraercs MaJToON3y4eHHONH. XOTS pPEeaKTHB-
HOCTb aHTHAKTHHA CUJIbHO accouuupyercss ¢ AN,
npubausureabto 20 % namuenroB AVT-1 we mmeror
antaktuHoBbix (ANA) anturen [71].

Anti-LKM-1 xapakrepusyiorcs sIpKOWl OKpacKoi
IUTOTIIA3MBl TEMATOIIMTOB M 4acTh P3 MOYeyHBIX Ka-
HasbiteB. Anti-LKM-1 Moxxno crmytath ¢ AMA, tak
Kak o0a ayTOAHTHTEJIA OKPAIIUBAIOT U T€YeHb, U TT0Y-
Ky, xora AMA, B ortamume ot anti-LKM-1, rtaxxke
OKpAINBaeT MapueTaJbHble KJIETKU Keayaka. Mmen-
TuUIIPOBATL MOJIEKYJIIpHYI0 Muierb anti-LKM-1,
nuroxpoma P4502D6 u AMA s paspenieHusi co-
MHHTEIbHBIX CJIy4aeB MOKHO C IIOMOIIbIO HMMYHO-
(epmenTroTO ananmm3sa [71].

Anti-LC-1, gonosnurtebHbI Mapkep s AUT-2,
MOJKET MPHUCYTCTBOBATH CAMOCTOSITENIbHO, HO YacTo
Bcrpeuaercst B couertanun ¢ anti-LKM-1 [80] u onpe-
JlelleH MOKeT OBITh C MOMOTIbI0 MMMYHO(MEPMEHTHOTO
a"Hasmsa [71].

[lpyrue ayToaHTHTENa, pexke omnpejeseMbie, HO
nMeloIre JUarHoCTHYecKoe 3HaYeHne, — 3TO ayToaH-
TUTEJMA K pacTBOpuMOMY aHTHreHy nedenn (anti-SLA)
u antuHeiTpoduabHble ayroanturena (pANCA).
Anti-SLA — 370 BbICOKOCTIEITN(DIYHDBIE AyTOAHTUTEJIA

st guarsoctuku AVT [81, 82]. OHu 103BOJISIIOT BbI-
JIeTUTDH TAIIMEHTOB ¢ MPOTHOCTHYECKH Oosee HeGIaro-
NPUATHBIM TeueHneM 3a6oseBanust [83]. B ormmune or
CTaHJapTHOH [AuarHocTuky, ayroaururena anti-SLA
He OOHAPYKUBAIOTCSI METOAOM HMMMYHODIII00pecIeH-
nun. OHYM ONPeESIOTCS ¢ TOMOIIBIO MOJIEKYISTPHBIX
MeTOo0B uccemsoBanus [84].

[Tpu AUT-1 gacto o6HapyskuBatorcst pANCA, Kak
U IIpU HEPBUYHOM CKJIEPO3UPYIOLIEM XOJIAHTUTE WJIN
B3K, o onn me gBasgiorcs tunnuabiMu. CoolIaer-
Cs, YTO OHM PearupyioT ¢ KOMIIOHeHTaMu nepudepu-
4ecKoil siepHOl MeMOpaHb!l HEeHTPO(DUIOB U TO3TOMY
TaK)Ke HasbIBAIOTCA NepudepruuecKuMu aHTHHYKJIeap-
HBIMU HEHTPOMUIbHBIMI ayTOaHTHTETaMu. B oTimyme
or AUT-1, nepudepuueckne aHTUHYKJEAPHbIE HeET-
TpopuIbHBIE ayTOAHTHTETA (PAKTHYECKH OTCYTCTBYIOT
npu AUT-2 [71].

UyBcTBUTENbHON K UMMYHOCYIIPECCUBHOI Tepanuu
aBiisieTcst cepoHeratuBrHas opma AUT, uto 6bL10 3a-
PETUCTPUPOBAHO B TIeIUATPUIECKITX PETPOCTEKTHBHBIX
HCCIIEeJIOBAHNAX, CBA3aHHDBIX C Pa3BUTHEM alljlacTHye-
ckoit anemun [36, 38, 85]. IIpu aToMm, ogHaKo, He IPO-
BOJIMJIOCH MCCJIE/JOBaHME HA ayTOAHTHUTEJA B COOTBET-
CTBUU C PEeKOMeHJAIusMn MeKIyHAPOHON TPYIITIbI
o U3yveHnto ayronMmyHuoro renartura (International
Autoimmune Hepatitis Group — TATHG). Wcrunnas
pacrpocTpaHeHHOCTh cepoHeraTuBHOW dopmbr AT
JUIST BCEX TIEPEYNCTEHHDBIX BbITE ayTOAHTHTET MOKET
OBITb yCTAHOBJIEHA TOJILKO IPH CTPOTOM IIPOCIIEKTHUB-
HOM WCCJIeIOBAaHWUH.

Takum o6Gpasom, muarnoctuka AWI ocHoBbIBaercst
Ha COYETAHWH KJIMHUYECKUX, OMOXUMUYECKIX, IMMYHO-
JIOTUYECKUX W THCTOJIOTMYECKUX JAHHBIX, a TaKXKe Ha
UCKJTIOYEHUN JIPYTUX WM3BECTHBIX TPUYUH 3a00J€BaHUI
Ie4yeH, KOTOpble MOTYT IIPOTEKATh CO CXOJHBIMU CEPO-
JIOTUIECKIMU U THCTOJIOTHYECKUMI OCOOEHHOCTSIMU, Xa-
pakrepubivu 1 a1t AV (mampumep, remarursl B, C,
E, 6ose3ub Buibcona, HeaJIKOrOJIBHBIN CTeaTOreIaTur,
JIEKAPCTBEHHO WH/YIIMPOBAHHOE TOPAKEHHUE TIEYEHI).
[l yTOUHEeHUsT [MarHo3a M OIEHKU TSZKECTH TOopaKe-
HUS IIeYeHn ToKasaHa 6uorcud nedenn [ 86, 87].

Emmaerit mmarnoctiraecknii Tect st AUT oreyterBy-
er. IAIHG paspaborania GLIbHYIO AHATHOCTHYECKYIO
CHUCTEMY JIJIS CDABHUTENBHBIX U HCCIEI0BATETbCKIX Tie-
Jiell, BKJTIOUATONIYTO B ce6s1 HECKOJIBKO MOJIOKUTETbHBIX
U OTPUIATEBHBIX OTBETOB, MO CyMMe KOTOPBIX OTpe-
JlesigeTcs 3HaueHMe, yKa3blBalolllee Ha BePOATHBIN Wn
onpenenernbii AUT [68, 70]. CymiectByer ynporieH-
Hag cucreMa ckpunuHra AUWI, koropas Jydiie moj-
XOJUT I KJIMHUYECKOro npuMenenus: [69]. Opnako
GaJiTbHAsd [UATHOCTUYECKas CHUCTeMa He HMOAXOIUT [
muarnoctukn AU y mereif, B 9aCTHOCTH, B KOHTEKCTe
dyapmunanTaoil  (0CTpoil) MEYEHOUYHOH  HeLoCTaTou-
nocr (OITH) [53, 88]. KpoMe TOro, AMarHOCTHYECKH
3HAYMMBble TUTPbI AyTOAHTUTEN Y JeTeil 4acTo MMeloT
6osiee HU3KIE 3HAYEHUS, 4eM y B3pocabix [71]. Kpome
Toro, GayubHag auarHoctudeckass cucreMa IAIHG ne
no3BoJsier quddepentmposars AU u ayromMMyHHDBIT
ckeposupytomuii xomaurur (ACX) [30, 89], koropsrit
JINATHOCTUPYETCS TOJBKO TOCJE TIPOBEEHNUST XOJTAHTHO-
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rpacpun. TeM He MeHee yCOBEpILEHCTBOBaHHAas GaJljib-
Hasd CHCTeMa MOYKeT IPUMEHATHCS A JUATHOCTHKE
AWNT y pereii (ta6a. 1) [90].

TpancnianTanus nevyeHu y getei
C ayTONMMYHHBIM T€NaTUTOM

Tpancrnanrauus neuenn (TII) aBasgercs Bapuan-
ToM JedeHus nanueHToB ¢ AT, y KoTopbIxX TsKesast
OIIH ne pearupyer Ha JiedeHUE CTEPOMIAMU. S-JIET-
Hag BbpKUBaeMmocthb noctae TII mpu AUT cocraBag-
er or 80 mo 90 % [91]. Pesyabrarer TII npu AUT
xopoiiue, Ho 60Jie3Hb MOXKET PEIUUBUPOBATL B aJi-
JIOTPAHCILJIAHTATE, HECMOTPSI HAa WUMMYHOCYIPECCHIO
[92—96]. Cpeanee Bpems or TII go penummusa co-
crasasier S Jjiet [87, 97], HO MOKeT TTPOUBOUTH y:Ke
yepes 35 aueil nocse oneparuu [98]. Uacrora peru-
nuBa AUT Bapwupyer ot 38 mo 83 % [27, 99, 100]
M 3aBUCHT OT KPUTEPHUEB, HMCIOJIb3YEMbIX S [lha-
THOCTUKU, UMMYHOJIEIIPECCAHTOB, TPOJOJIKUTETHHO-
cTi HAaGJIOJCHUS U PE3yJbTaTOB THCTOJIOTHMYECKOTO
UCCJIEeIOBAaHUS TKaHU TiedeHn. /[[Marnos peruganBupy-
omero AT ocHoBaH Ha MOABIEHUN KJINHUYECKUX
CUMIITOMOB T€NATUTA, TOBBIINIEHUN YPOBHS TPaHC-

amunas u [gG, ayroaHTuTes, a TakKe OTBETA Ha Je-
yeHue TPeJHU30J0HOM U aszatuonpunom [88, 101],
T.e. TeX KpPHUTEepHUEB, KOTOPbIe BKJIIOUEHBI B CUCTEMY,
pazpaborannyio IAITHG [68—70], u ucnosab3yiorcs
ansg guarHoctukyu AVID B HaTuBHOUM II€YeHU, XOTS
OHM W HEe MPOILIN CHCTEMATHYECKYI IMPOBEPKY Ha
JMarHoCTUKY peluguBupyioiero nocjae TIT AUT.

[Mpuuunbl, KoTOpbIE, Kak COOOIIAETCS, CBS3aHbI
¢ peuunguBoM AWI nocne TII: anTUreHbl THCTOCOB-
mectumoctn HLA-DR3 m6o HLA-DR4 [102, 103];
npekpateHue npuema Kopruxkocrepou/ioB mocyie TII
[104—106], Tts:KecTh HEKPOBOCHANIUTETBHON aKTUB-
HOCTH B HaTWBHON mneuern Bo Bpemst TII [98, 107].
Wurepecno, uro peruauBupytonmit AUT, kax coo6-
1aercs, pa3BUBAETCS Peske y MalneHTOB, TPaHCIIAH-
TUPOBAHHBIX MO TOBOAY (DYJbMUHAHTHOTO TEYCHUS
AUT ¢ OITH no cpaBHEHUIO ¢ MalMeHTaMU C XPOHU-
yeckoii hopMoil Teuenus: 3aboseBanus [108].

De novo ayTOMMMYHHBIH renaTuT
1ocJje TPaHCIJIAHTAIMK TeYeHu y AeTei

Boigensiercss de novo AUT, KoTtopblii pasBuBaercst
rocJie TPAHCIJIAHTAINY TIeUYeHN Yy MallleHTOB, TPaHC-

Tabauya 1. TIpeanaraeMble KPUTEPUU OLEHKHU JIJIsE AMATHOCTUKN ayTOMMMYHHOTO TelaTuTa y JaeTeii

Table 1. Evaluation criteria proposed for the diagnosis of autoimmune hepatitis in children

Kpurepuu [Tokaszaremnu Basnbr

>1:20
ANA un/mmn ASMA*

>1:80 2

. >1:10 1

Anti-LKM-1*

>1:80 2
Anti-LC-1 [HonoxuTenbHO 2
Anti-SLA [HonoxuTeabHO 2
pANCA [TonoxurenbHo 1
G Bosbie BepxHeil TpaHUIbIl HOPMbI 1
g

Bosbire 2 BepXHIX TpaHUIT HOPMBI 2
JlaHHbBIE THCTOIOINYECKOTO MCCICOBAHN He nckmowarone AT 1
Guonrara reveHu Tumuunbie gaa AT 2
Bupycubie renatutst (A, B, E, EBV), HAJKBII, o
TCYTCTBYIOT 2
6ose3ub Bunbcona, JIMIIII
BHenevyenounble ayTonMMyHHbIE 3200JI€BAHIS Ecrp 1
Cutyyanm ayTOMMMYHHBIX 3a00JIEBAaHUI B CEMbE Ectp
V3menenns: GUIMAaPHBIX IIPOTOKOB OTCYTCTBYIOT 2
Xonaurnorpacust OOG6HaPYKUBAIOTCS TTATOJIOTHYECKIE NU3MEHEHMUST _9
SKEJTYHBIX ITPOTOKOB
NHTEPIIPETAITUA
KounuectBo Gannos: >7 — Beposarubiii AUT; >8 — onpexenennsiii AUT.
Ipumeuanue:
* — ayToaHTHTeNA, ONpeJessieMble C TTOMOIIBIO HEMPSIMOH NMMYHO(IIIOOPECI[EHIINH Ha CY6CTpaTe IPHI3YHOB.

AUT — ayrommMmyHHBIH rematut; ANA — aHTuHyKJIeapHble antutena; anti-LC — aHTumedeHounsll murososnp tuma 1; anti-
LKM-1 — ayroanTuTesa K MHKpOCcOMaM IiedeHn u nodek tuma 1; anti-SLA — antupacrBopumblil anturen medenn; pANNA —

nepudepudeckue anTtusgepubie Heiitpodguibnbie antutesa; ASMA — ayroantutena K riajkoi myckymnarype; EBV — Bupyc
Ommreitna — bapp; [gG — nmmynorno6ymnmna G; HAJKBII — neankorosbHag xupoBas 6ose3udb nedenu; JIMIIIT — mexap-

CTBEHHO MHAYUHUPOBAHHOE ITOPAKEHUE ITEYECHU.
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MJTAHTHPOBAHHBIX TI0 TMOBOAY Pa3JIUYHBIX 3a60JeBa-
HUI TIeYeHHn, KpoMe ayTOMMMYHHBIX. XO0Ts 06pa3oBa-
Hue Hecrelu@uIecKnx ayToaHTUTe] OOHAPYKIUBAETCS
CO BpeMeHeM I0CJie TPAHCIIAHTAIINY [eYeHt, 3aTpa-
ruBasi >70 % pernunuentos [935, 109], pactpocrpanen-
Hocth de novo AUT y pereit kKome6iercst ot 2 10 6 %
[92, 93, 110—114]. OTu naroJsiorndyeckue M3MeHeHHs,
BO3HUKAIONINE y ~4 Y JeTell, TPAHCILIAHTHPOBAH-
HBIX IO MOBOJY PAa3JIUYHBIX HEAYTOMMMYHHBIX 32060-
JIeBaHUII TledyeHH, BriepBbie OblIN onucaHbl B King's
College Hospital (London, UK). [113]. ¥V mnauuen-
TOB pasBWBatach opMa MNCHYHKITMHA TPAHCILTAHTATA
€ 0COGEHHOCTSIMU, XapaKTEPHBIMU /IJIT KJIACCUYECKO-
ro AUT, a nMeHHO: BBICOKHWI yPOBEHb TpaHCAMITHA3,
TUMEPTaMMarJo0y TMHEMUS, TTOJOKHUTETbHBIE THTPHI
aytoantnter ANA, ASMA, TunnyHble W aTUTTNYHBIE
(T.e. OKpamMBaHHE TOJBKO IIOYEYHBIX KAHAJIBLIEB)
anti-LKM-1 u rucrosornyeckne ocOOEHHOCTH, XapaK-
TepHbIE JJISI XPOHUYECKOTO TeraTHTa ¢ MOPTaJIbHBIM,/
MEPUTTOPTATHHBIM BOCTATEHNEM U TIEHTPOJOOYISPHDI-
MU HeKpo3aMmu. [[pyrue npuannbl AucyHKIUN TPAHC-
IJIAHTATA TIOCJIE TPAHCIIAHTAIIMY [€YeHU, TaKue Kak
oTTopskeHue, nH(EKIUS U TpPoMOO3 TIeYeHOUHO apTe-
pun, O6bLTH WCKIOYeHbl. [lanmenTs ¢ de novo AUT
He pearnpoBaJil HA TPAJUINOHHOE AHTUPETPOBUPYC-
HOe JIedeHne, HO OTBeYa/I Ha KIACCHYECKOE JIeUeHIE
AWT. Hukto us geteil He moBeprayics TPaHCILIAHTA-
1IN IO TIOBO/IY AyTOUMMYHHBIX 3a00JIeBaHWIT TIEUeHH,
U BCe MMeJIN TepPaneBTUYeCKIe aHTUPEAKTUBHbBIE YPOB-
HU KOHIIEHTPAIUU MHTUOUTOPA KAJbIIMHEBPUHA ChIBO-
POTKH BO BpeMst muarHoctuku de novo AUT. Tlocie
9TOTO OBLIO €llle HEeCKOJBKO COOOUEHNIT O BO3HUKHO-
Bernu de novo AVT mocie TpaHCIUIAHTAUU MEYEHN
KakK y JieTeit, Tak u y B3pocabix. De novo AUT 6bL1
OTMCAaH TaK)Xe KaK OCJOXKHEHUE Y JIOHOPOB TIeYeHOY-
Hoii TpaHcmmantaiun [115]. B camoMm kpymHOM ¥WC-
CJIe/IOBAHNN y JleTell, omyOJIMKOBAHHOM HA CETOIHSIII-
HUl meHb, onmcbiBaercst 41 (5,2 %) marmmenT n3 788
C TpaHCIJIAaHTAIMEH TeYeHU, BBITOJHEHHOH B OHOM
IeHTpe, ¥ KOTopbix passuics de novo AUTL. Orrop-
JKeHUe TPaHCIIAHTaTa W CTEPOUHAS 3aBUCUMOCTD
OBl ompe/ieTeHbl Kak (hakTOpPbI pUCKA IS pas-
BUTHST 3TOTO OcyoxkHeHust [114]. Y B3pociabix ObLIO
BBICKA3aHO MPEIOJOKEHHE O TOM, YTO IPEICKa3aTh
Pa3BUTHE 3TOTO COCTOSTHUS MOJKET TMCTOJIOTHYECKast
KapTUHA, XapaKTepU3YIOIAsics IEeHTPOJIOGYIIPHBIM
BOCHIAJIeHNeM € HEKPOBOCHAIUTEJbHON aKTHBHOCTHIO
U TJIa3MOKJIeTOuHON uHpuabTpanueil [116]. Y nereit
HanboJiee PacCHpOCTPAHEHHOW TUCTOJOTUYECKO 0CO-
6ennoctbio de novo AUT ObLt JIOGYJISIPHBIN TelaTuT,
gacto 6e3 HEKPOBOCHAJIUTETbHON aKTUBHOCTH WJIN
MJIA3MOKJIETOUHBIX WHMMIbTpaToB [117].

JleueHue ayTOMMMYHHOTO remaTiTa y Jerei

C campix panHuX coobmieHnii o AU y nereit
YCTAQHOBJIEHNE JIEKAapCTBEHHO WH/YIIUPOBAHHOH pe-
MHCCHU TIPOBOJMJIOCH 110 6OJiee CTPOTHM KPUTEPUAM,
4YeM Yy B3POCJBIX, y KOTOPBIX B TeUeHHe INTEJbHO-
IO BpeMeHM YPOBHM TpaHcaMHUHa3, B JBa pasa lpe-
BBINIAIOMNE BEPXHIOI TPAHUIy HOPMBI, CUHTATHCDH

MIPU3HAKOM XOPOIIIEro OTBeTa Ha JiedeHue. B jgerckoM
Bo3pacre pemuccus gocruraercss y 60—90 % marmen-
TOB B 3aBUCHUMOCTHU OT TSKECTH 3a60JIeBaHUS TIPHU €ro
MaHudecTaru, OBICTPOTHI U CTETIEHN OTBETA HA Jiede-
HUe, W OINpPEeNsJach KaK MOJHOe KJIWHUYECKOe BbI-
3/I0POBJICHIIE C YPOBHEM TPAaHCAMWHA3, HAXOJSINXCS
B npesienax pedepencHboix 3Havenuii [61, 63, 64, 68,
87]. B mociennuwe rogpl K ONpEETEHUI0 PEMUCCHN
ObLIN  T0GABJIEHBI €llle TPU KPUTEPHS: HOPMaJIn3a-
st ypoBHs IgG, orpuiaresbHble WM OY€Hb HU3KUE
TUTPBI AYTOAHTHUTEJ] U TUCTOJOTUYECKOE paspelieHue
BOCITajIeHusT B TKaHu medern [69]. I'mcrosormueckmii
OTBET, OJIHAKO, OTCTAeT OT OTBeTa OHOXUMHUYECKOTO
[118—120], a KJIMHUKO-OMOXMMUYECKU-MMMYHOJIOTH-
YyecKash PeMHUCCHST He BCer/la OTPa’KaeT TMCTOJIornde-
CKOE paspellieHre mpoiecca, X0t y 95 % MalueHToB
UMeeTcss BbIPa)KEHHOE THUCTOJIOTHYECKOe YJydllleHne
B cpefHeM Toce 4 et apdextuBHOTO Meverns [119].

[TockosbKy GUOIICHIO TIEYEHH HENb3sT MOBTOPSITDH
4acTo, B KJIMHUYECKON TPAKTUKE PEMUCCHS CUUTAET-
cs TIOJTHOHM, €ecJIi OMNPEENSIOTCsI HOpMaJbHbIE YPOB-
H1 TpaHcamMuHa3 n [gG, oTpuiaresbHbIE MOKa3aTean
ANA u ASMA wuiu oHU ONpeJesisiioTcsl B HU3KUX TH-
tpax (<1:20), a anti-LKM-1 un anti-LC-1 cocrasns-
10T <1:10 s orpurareabubie [59].

ANT Heo6XonUMO TMOMO3PEBATh y BCEX JeTei
¢ mpusHakamMu 3a60JIeBaHUST TI€UYEHU IOCTe WCKJIO-
YeHNS X WHQEKIMOHHON M MeTaGoIMYecKOol 3THO-
gorun. AWNT npekpacHo pearupyer Ha HUMMYHOCY-
MPECCUBHYIO TEpanuio, W JiedeHne HY>KHO HAauyWHATh
He3aMe/IJINTETbHO JIJI TIPeJyTPEesK/I€HNs TIPOrPeccH-
poBaHus 3a00JIeBaHUS.

[lesb euyeHnss — yMeHbBININUTD WU YCTPAHUTDH BOC-
MAJTUTETHHBIN MPOIleCC B MEYEHU, TOCTUTHYTbH PEMUC-
CUU, HUBEJINPOBATDH KIMHUYECKUE TTPOSBIEHUST 3a60.1€e-
BAaHUS W yBEJIUYUTD OKUAEMYIO MPOJIOJIKUTENBbHOCTD
skusnu [69, 121, 122].

HecMoTpst Ha TO 4TO TIMPPO3 MPUCYTCTBYeT y 44—
80 % nmereit Ha MOMEHT ycraHOBJeHus1 guarHosa [60,
68, 120], cmeptHocTs BeaeactBue AUT B merckom/
MOJIPOCTKOBOM BO3pacTe J0CTaTOYHO HU3Kast, U GOJIb-
MIMHCTBO JIeTeil OCTAIOTCS KJAMHUYECKN CTAGUIbHBIMU
U XOPOIIO TMepeHocdaT jjurenbHoe jedenne. OHAKO
uccaegoBanne 30 fereit ¢ ayTONMMYHHBIMU OOJI€3HSI-
mu niedenn (AUT, mepBUYHBIN CKIEPO3UPYIONTHI XO-
gaurutr — IICX u ayrouMMyHHbIH CK/IepO3upyIOmnii
xosaurur — ACX) coo6Iaer o CHUKEHNHU MoKasare-
Jiell KadecTBa JKU3HW y TAIMEHTOB 0 CPABHEHUIO CO
3/I0POBBIMHU JTIOJIbMHU. XysKe ObLIN Pe3yJIbTaTbl 06ce-
JIOBAHMS Y JIUI] C OCJOKHEHUEM XPOHHYECKUX 3a00J1e-
BaHuil meuenn, B yactHoctu ¢ aciuroM [ 123]. TTokasa-
HO, uTO 73 % 13 30 mccre0BaHHBIX MAIMEHTOB UMETN
porpeccupoBanie GOJe3HH MEUeHH.

3a uckaodenneM (QyJIbMUHAHTHOTO TedeHUs 3a60-
sesanusi ¢ auHnedanonarneii, AV xopomo pearupy-
eT Ha WMMYHOCYNPECCUBHYIO TEPAIMIO0 HE3aBHCUMO OT
cTereHn HapylieHus (PyHKIUI TledeHn, Ipyu 9TOM 3ape-
ructpupoBana yacrora pemuccuu 10 90 % [73, 87, 89].

Hauvasnbnag tepammss AVT 3akmmouaeTcsa B HazHaye-
HUM MMMYHOCYTIpecCUBHOI Tepanuu. [Ipeske Bcero aTo
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npeannsonon 2 Mr/kr/cyr (mo 60 mr/cyr), mosa Ko-
TOPOTO TIOCTENEHHO CHIDKAETCST B TedeHue 4—8 Heenb
C €KeHeJleJIbHbIM CHIDKEHHEM [I03bl TAPAJLIEbHO CHI-
JKEHUIO YPOBHS TpaHCAMUHA3 IO TIO/JIEP>KUBAIONIEi
JI03bl, cocrasJstioneit 2,5—5 mr/cyr [3, 11, 86, 87 124].

Y GoupmmacTBa maieHToB 80%-HOe CHIDKEHNe
YPOBHSI aMUHOTpaHc(epas [JOCTUTAETCSI B IepBble
2 MecsIa JIe4eHnst, HO X MOJHAS HOPMaJTU3aIus MO-
JKeT 3aHATb HeCKOJIbKo MecdieB [3, 67]. B rteuenue
nepBbIX 6—8 Heleb JIeUeHUsT eKeHelebHO Celyer
IpoBePATh (PYHKINOHATBHOE COCTOSTHUE TI€UEHH, YTO-
Obl UMETHh BO3MOKHOCTH YaCTON KOPPEKIMU JI03bI, U3-
Oerasi cepbe3HbIX MOGOUYHBIX 3 HEKTOB CTEPOUIOB.

Bpems nobaBieHus K JIeYeHUIO a3aTHOTIPUHA B Ka-
YyecTBe IIperapara, II03BOJISIONIEr0 CHU3UTL 03y
CTEPOM/IOB, 3ABUCUT OT CTAHJAPTOB, MCIOJb3YEMbBIX
B KOHKDETHBIX IIeHTPaX. B HEKOTOpBIX ciydasx aza-
THONPWH 00ABJSETCS TOJBKO MPU HATHYUH CEpPbhe3-
HBIX TTOGOYHBIX 3(PDEKTOB CTEPOUTHON TEPATITUN WJTH,
€CJIi YPOBHU CBIBOPOTOYHBIX TPAHCAMWHA3 MPEKpaIia-
10T CHIIKAThCS Ha (DOHE MOHOTEPANNU CTePOUIAMH,
B Hava/bHOII fose 0,5 Mr/Kkr/cyrku. Ilpu orcyrcrsun
[IPU3HAKOB TOKCUYHOCTH /1032 a3aTUOIPHHA YBEJMYM-
BaeTcss MakcuMyM 10 2,0—2,5 Mr/Kr/cyTku 10 m10-
CTIKEHUST GUOXUMUYECKOH PEMICCHH.

HesaBucuMo 0T TPOTOKOJOB W CTAaHAApPTOB, Jie-
yeHne 85 % IalMEeHTOB B KOHEYHOM HTOre Tpedyer
J00ABJIEHNS a3aTHONPUHA. B HEKOTOPBIX Temarosioru-
YeCKUX IIEHTPAX HCIO0JIb3yeTcsl KOMOMHAIMS CTEPOH-
JIOB ¥ a3aTHOIPWHA C CaMOro HadaJa Jedenus [62],
HO TIPH TaKOM IIOJXOJIe PEKOMEH/YeTCs COOII0aTh
OCTOPOKHOCTb, TMOTOMY YTO a3aTHONPHUH MOXKET OBITh
rernaToTOKCUYHbIM, OCOGEHHO Y MAIMEHTOB C IUPPO-
30M TI€UEHN U BBIPAKEHHOI skenrTyxoii [86]. B npyrux
[EHTPAX a3aTUOINPHH J06ABJSIETCS K CTEPOUaM Yepe3
HECKOJIbKO Heziesb (06bIMHO 4epes 2 Hemenn) B 03€
or 0,5 10 2 Mr/Kr/cyTKu.

PerpocnektuBHbIll aHamM3 3DHEKTUBHOCTH Tepa-
mun AW mokasasn, 4To y HalMEHTOB, MOJY4YaBIINX
KOMOMHAIMIO Aa3aTHONPUHA U TPEIHU30J0HA Cpasy
[I0CJIe YCTAHOBJIEHUS [IMarHo3a, 60Jiee 4acTo BCTpeva-
miach noGounbie addextor (93 %) u Gonee BHICOKOR
6bina yactora peunansos (67 %) [125], yeM y gereid,
MOJIYYABITNX TEPANUI0 CTEPOUJAMU C TOCTELYIONIM
noGasienneM asaTnonpuHa (Kak yKasaHO BbIIIE): da-
crora peuuauBoB 33—36 %, moGouHble s deKTh —
18—38 % [24, 30].

B kadvectBe TpeauKTOpa MeTabOIM3Ma U TOKCHY-
HOCTH JIEKAPCTBEHHOTO CPEJCTBA /[0 HAvaja Teparuu
A3aTUONPUHOM TIPEJIOKEHO U3MepeHUe YPOBHS aK-
TUBHOCTH THONypuH Metuarpancdepassr (TPMT)
[67], xoTs1, o KpaiiHeil Mepe y B3POCJIBIX TMallleH-
TOB, IIPEACKA3aTbh TOKCUYHOCTb a3aTHOIPUHA IIPU
AWT moryTt He TeHotun mim akTuBHOCTHL TPMT, a
BbIpaskeHHbIil Hpu6po3 [126]. Coobuianocs, 4To ompe-
JleJieHre YPOBHSI MeTaGoJUTOB as3aTtuonpunHa 6-Tuo-
ryanuHa (6-TGN) u 6-MeTuIMepKanTolypHHa IpU
B3K momoraer BBISIBUTH TOKCHYHOCTH, a [JOCTHTHY-
Thiit ypoBerb 6-TGN mnosBossier mojo6paTh J03y Je-
KapcTB, KOTOpasi CUMTaeTcsl TepareBTuueckoit [127],

OJTHAKO €ro WuJeaJbHbll TepaneBTUYEeCKUl YPOBEHD
mist AUT we ycranossen. Ilokaszano, uro 87 % us
66 nereit ¢ AU coxpansim ycTOWYMBY10 OGMOXUMHU-
yeckyio pemuccuto (HOpMaJbHbIE YPOBHH TPaHCAMMU-
Has) 1pu yposHe 6-TGN, HaxoasIeMcs B JuanasoHe
or 50 mo 250 pmol, mpm mose azatmomnpuHa ot 1,2
no 1,6 mr/kr/cyrkn [128]. Bosee toro, B TOM 3Ke
nccJeJOBAaHNN TIOKa3aHo, 4To y marueHToB ¢ AVT-1
peMUCCHS MOKET COXPAHSATDHCS IIPU MOHOTEPAINH Ma-
JIoll 103011 azatuonpuna [128].

Penmpus xapakrepusyercsi yBeJUYEHHEM YDPOBHS
amMrHOTpaHc(epa3 B CBIBOPOTKE KPOBU MOCJTE JOCTHXKE-
HUS peMuccuu. YacToTa perugnBoB BO BpeMs JeUeHUs
BCTpevaercs: mpuMepHo y 40 % manueHtoB u Tpebyer
BPEMEHHOTO YBEJWYEHUS [[03bl CTEpOUJOB. BaxkHbIM
MOMEHTOM PEII/INBA ABJISETCS OTCYTCTBIE KOMILTAeHCa,
KOTOPOE 4acTo HaOiofaeTcss y nmoapoctkos [39, 129].
B cayuasx GoJiee arpecCHBHOTO TeueHUs 3a00J1€BaHUS
PUCK PeluinBa BbIIlle, eCIU CTEPON/IbI HA3HAYAIOTCS 10
AJbTEPHATHBHBIM CXeMaM, KOTOPbIE MCIOIb3YIOTCS st
TOro, 4T0ObI M36EKATh HErATUBHOTO BJUSIHUS TEPAIIU
Ha pocT peGerka. OpHAKO HEGOMbINE CyTOYHbBIE /03B
creponioB Gosiee 3(h(HEKTUBHBI B MO/IEPKAHUN PEMIC-
CUM ¥ MUHUMU3UPYIOT HEOOXO[INMOCTD TPUMEHEHWS UX
BBICOKUX /103 [P [TPOBE/IEHUH IyJIbC-TEPAIINU BO Bpe-
MSI PElUAUBOB C TIOCJEeMYIONMME 00jiee Cepbe3HbIMI
no6ouyHbIMU APeKTaMu U B UTOTE He BJUSIOT HA POCT
marmenTa [130].

[na nedenus pedpakTepHbIX K Tepaluy Haly-
€HTOB, TO €CThb TeX, KOTOpPble He TEePEHOCAT WJU He
pearupyior Ha CTaHJAPTHYIO UMMYHOCYIIPECCUIO U KO-
TOPBIX YaCTO HA3BIBAIOT «TPYAHO TOJIAONIMMUCS Jie-
YeHUI0», /IS MHAYKIUH peMucchu B ge6ioTe 3a6oJie-
BAaHMS U TONBITKH YMEHBIINTb MOOGOUHBIE 3((EKTHI
CTEPOU/IOB IPE/JIOXKEHDBI albTePHATUBHBIE METO/Ib Je-
yernst AUT. [IpuBrekatebHbIM mpenapaToM JJs WMH-
IyKIUu u nopajaep:xanusi pemuccun npu AUTL aBaser-
cst OyJIeCOHU/I — TMperapar ¢ MEHBITUM KOJNYECTBOM
1o604HbIX 3(PEKToB, YeM IpeaHu30s0H, >90 % re-
POPAJILHOI [JI03bI KOTOPOTO METaGOJU3UPYETCS B Te-
YeHU, MpeACTaBisd co00i HealbHOE CPEACTBO IS
JieYeHWsT TiedeHu, OoJiee MpUeMeMoe JIJis TalueHTOB
[131]. HemocrarkoM mpernapara sIBJISIETCSI TO, YTO OH
He MOKET MCMOJb30BAaThC MPU HAJTUYUU IIUPPO3a Te-
YeHU, KOTOPBI OOHAPYKMBAETCS 110 MEHbBINEH Mepe
y rtperu nauuentos ¢ AUT.

B wuccnenoBanuu, Briouaomniem 160 B3pocbix
u 46 mereii, TPOBe/leH CPABHUTEJIHHBIN aHATH3 (-
(extuBHOCTH  Tepanuu  KoMOWHaIMKU  GyJAeCOHUIA
B /I03e 3 MT 3 pasa B JIeHb U a3aTHONPUHA C KOMOW-
Halpeil npejHu3oHa B jo3e 40 Mr oJuH pa3 B JieHb
€ TOCJeIyIONMM CHUXKEHUEM [[03bI B COOTBETCTBUU
¢ nporokosioM, n azaruonpuna [132]. Pemuccus pe-
TECTPUPOBATIACH TIPU HOPMAJLHOM yPOBHE TPaHCAMMU-
Ha3 U OTCYTCTBUU TOGOYHBIX 3((HEKTOB CTEPOUTHBIX
nperapatoB. Uepe3 6 MecsieB JieueHUST IPU aHATN3€
BCell TpyIIbl manueHToB (1 B3POCJIble, U AE€TH) PEMUC-
cust 6buta gocturayTta y 60 % MAleHTOB U3 TPYIIIbI
Oyzeconm/ia, U TOJbKO y 39 % NaIMeHTOB U3 TPYIIIIbI
MpeHN30Ha, YTO YKA3bIBAaeT Ha TO, YTO KOMOWHAIIUS
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6yneconn]; + azaruonpun addexTuBHee, yeM KOMOU-
HalUs TPeJHN30H + azarnonpuH. OIHAKO pe3yJbTa-
TBI JIeUeHUs Y JleTeil 6bLa Gosiee Pa3oyapOBbIBAIOIIH-
Mu: vepe3 6 MecsIeB JIeUeHUS B I'PYIIe MAIl[HeHTOB,
HOJIy4aBIIMX GyleCOHM/] + a3aTUONPIH, PEMICCH pe-
rucTpupoBaiach B 16 %, a y HalueHToB, MOJIyJIaBITIHX
peJHN30H + asatmonpuH — B 15 %; uvepes 12 me-
CSITIEB JIeUEeHUST peMuccust OblIa COOTBETCTBEHHO B S0
u B 42 % cayuaes [133].

YdauTpiBasi, 4TO 4acTOTA MOJYyUYEHUS PEMUCCUU TTPU
UCIIOJIb30BAHUN AJbTEPHATUBHBIX METO/OB JI€UEHMs
€ MCTOJb30BaHueM GyjecoHnja Oblia CKpOMHee, 4eM
IPU UCIIOJIb30BAHUU CTAHAAPTHOTO JIeYeHUsI, TO C Iie-
apio mHAYKIEN pemuccnn AUD y nereft 6ymecoHmz
cJIe/lyeT MPUMEHSITb € OCTOPOKHOCTBIO [27]. Tloatomy
CYIIECTBYeT HEOOXOIMMOCTDb GoJiee JIeTaTbHOTO HCCTe-
joBanus addekTuBHOCTU OY/IECOHU/IA TTPU UHIYKIIUN
pemuccun AUT y nereii.

Wuaykius pemuccuu Oblia TIOTyYeHA TPU Jiede-
HUU JIeTell, WCHOJb3YIOMUX TOJHKO IUKJIOCTIOPHH-A
B TeueHune 6 MecsleB € TOCJEAYIONNM /106aBIeHIEM
K Tepanmnm TpeJHn30Ha n azartnonpuna. Yepes 1 me-
csIl uKIsIoctiopud ormensiics [134, 135]. Hukmnocno-
PUH TPUMEHSJICS B HAYaJIbHOW 103e 4 Mr/Kr/cyTKu
B 3 mpuema. IIpu HeoOXOIUMOCTH B TeueHHe 3 Me-
CAIIEB /1032 YBEJNYUBAIACH KaxK/ble 2—3 [IHA JO [10-
CTUKEHUST KOHIIEHTPAIUN ero B 1eJibHOi KpoBu 250 +
50 ng/ml. Ecin B mepBbie MecsIIibl jedeHnst ObLT Mo-
JIy4eH KJIMHWYECKUT U OGMOXUMHUYECKHUI OTBET, J03a
IUKJIOCIIOPUHA CHIDKANACh JI0 JOCTUXKEHUS KOHIEH-
tpauun 250 + 50 ng/ml B redenue ciemyonmx 3 Me-
CAIEB, TIPEXKJE YeM €ro OTMEHHTb. JTOT MPOTOKOJ
YCIIENTHO HUCIIOJNb30BAICS Y HeOOJbIIOT0 KOJNYECTBA
nereit ¢ AUT B University Hospital Centre (Zagreb,
Croatia) [136]. HesaBucuMo oT TOro, uMeer JHu 3TOT
croco6 WHAYKIUN PEMUCCUU KaKoe-TuO0 TpenMyIe-
CTBO TIepe]| CTAHJAPTHBIM JIeUeHHEM, €ero elle IIPej-
CTOUT OIEHUTHb B KOHTPOJHUPYEMBIX UCCJIETOBAHUSIX.

SIU30INYECKH IS UHAYKIUH PEMUCCUU Y B3POC-
aeix ¢ AWI umcnosbsoBascs 6ojiee MOIIHBIN, uYeM
IIKJIOCIIOPUH, HMMYHO/IEIIPECCAHT C AHAJIOTUYHON
TOKCHYHOCTBIO HTOTO KJacca MpenaparoB, WHTHGUTOD
KaJIbI[MHEBPIHA TakpoJnMyc. Vcronibp3oBanne Takpo-
aumyca nipu AUT y gereit mokasaHo B JIMIIb OJHOM
UCCJIe/IOBAHUY, T/e Ipernapar HazHavaJcs [Js Jiede-
Hug 17 pereil ¢ HemaBHO auarHoctTupoBaHHbIM ANT
¢ 06aBJIeHHEM MPEJAHU30J0HA U/ MM a3aTHOPHHA
nm 6e3 Hero m 3 JIeTsIM, KOTOpbIe He MOJIyYaau Tpa-
JIUIMOHHYIO Tepanuio. [lesieBble YpOBHU TakpoJMyca
ObLIN OTHOCHUTETbHO HuskuMu (2,5—5 ng/ml) u ana-
JIOTUYHBIMU HCHOJIb3yEMbIM MPH JIEYEHUU TAIHeHTOB
mocJie yCIEeNHOM TPAHCITAHTAINN TedeHn. XOTS Uc-
cJle/IoBaHKME TIOKA3bIBAET, YTO MOHOTEPAINUSI TaKPO-
JIUMYCOM B GOJIBIITMHCTBE CJIY4YaeB HEJIOCTATOYHA JIJISt
JOCTUKEHUsT TIOJTHON PEeMUCCHH, WHTHOUTOP KaJbI[i-
HEBPUHA, KaK COOOUIAETCS, TI03BOJISIET YMEHDIIUTD
JI03y TIPEIHH30JI0OHA U a3aTHONPHHA, HUBEJUDPYS HX
mo6ounble addexTol. Ha ¢doHe JsedeHns TaxpoJi-
MycoM y 10 mainueHTOB OTMEYANCh TOJOBHbBIE 6OJN
u/Wiu peruauBupyiome 6oJu B JKUBOTE, KOTOPBIE He

TpebOBaIN TPEKPAIeHNsT JedeHns, HO MPU 3TOM [Ba
MaIUeHTa JeYeHne MPeKPaTHn: OJlUH U3-3a Pa3BUTHS
B3K, a apyroii — BcaeactBue yxyieHus: QyHKIMH
rnevyeHu, uto norpebGoBasio ee Tpanciviantamuu [137].

[TepcniekTMBHBIM TIpeniapaToM i JedeHusi ped-
PAKTEPHDBIX K JICYCHWTO TTAIIUEHTOB MPE/ICTABISETCS M-
MyHozenpeccanT Mukodenonata modernn (MMD).
ITpu neuenuun AWT y neteil, y KOTOPbIX cranjapTHas
UMMYHOCYIIPECCUSI HE BbI3bIBAJIA CTONKYIO PEMUCCUIO
WJIT Y KOTOPBIX NMeJIa MECTO HEIIePEHOCUMOCTD a3aTHO-
npuHa, MM® ycrenno HazHavajcs B go3e 20 Mr/Kr
2 pasa B JIeHb BMecTe ¢ npejnu3osonoM [138].

HepaBunit Meraanain3, B TOM 4YucCJe JaHHbIE He-
CKOJIBKIX HEeOOJIBIINX WCCAeJOBAHNI, MTOCBANEHHBIN
JIeYeHUI0 BTOPOH JIMHUeH Tepanuu y JeTeil, HeBOCIpu-
UMYUBBIX K CTAHJAPTHOI Tepamuu, TMOKa3bIBAeT, 4TO
caMblil BBICOKHUI TOKa3aTeslb TOJOXKUTEJbHOTO OTBe-
Ta Ha JedeHme dyepe3 6 MecsIleB W CaMbINl BBICOKWI
ypoBeHb TOO0YHBIX 3(h(HEKTOB UMEIOT HHIHOUTOPHI
KaJIbITMHEBPUHA; BTOPBIM MO 3P (PEKTUBHOCTH Mpera-
paToM ¢ HU3KUM TpoduieM moGouHbIX 3(hdeKTOB ObLI
MM®O, uto moamep:KuBaeT uaeio o ToM, uto MM
JIOJKEH ObITh TIPernapaToM BbI6Opa BTOPOI JTHHUN
Tepanuu y JeTeil, pedpakTepHbIX K CTaHIAPTHOMY
sedennio AT [139]. TIpu mocTossHHOM OTCYTCTBUU
OTBETA Ha Tepanuio WJIN ecju HaOI0aeTcs Herepe-
Hocumoctb MM® (rosioBHas 6OJIb, AUapesi, TONIHOTA,
TOJIOBOKPYIKEHNUE, BBINaJEHNE BOJIOC U HEHTPOIIEHNS ),
CJIe/lyeT YUUThIBATH BO3MOXKHOCTD MCIIOJTb30BAHMS WH-
THOUTOPOB KAJIBIIMHEBPHUHA.

Coobrimaercst 06 3 GeKTUBHOM JeueHnn pedparTep-
Horo k tepanuu AUT, B ToMm umncie y nereii, WHQIMIK-
cuMaba (MOHOKJIOHAIBHBIX aHTUTET K (haKTOPy HEKpo3a
onyxom-anba — DHO-a) [118, 121]. Oxnako He-
00XO/IMMO TIIATEJHHO OIEHUTH BO3MOKHOCTD HCIIOJIb-
30BaHug  WHQIMKCUMa6a, YYUTBIBAS MOTEHIUATbHDIE
cepbe3Hble MHQEKIMOHHbIE OCJIOKHEHUsI TP €ero UC-
[0JIb30BAHKHU, & TAKKe renatotokcuaHocts [ 122]. Kpome
toro, umeiorcs coobierns 0 DHO-a-nHy IMpoBaHHOM
AUNT y B3pOCJBIX U JIeTell, MOSydaloniiX 3TOT Tpenapar
no nosoty B3K [122] 123]. Tloaromy, npesx/ie yeM pe-
KOMEeH/I0BaTh UCHo/b30Banue HHruOuTopos GHO-a s
nevennss AUT y pereit, Heo6X0OMMO HUCC/IE/0BATH €r0
poub B maroreneze AT nipn B3K.

YuurbiBast, uro namnuentsl ¢ AVT umeior nedexr
UMMYHODETYJIITOPHOTO MeXaHW3Ma, BJIHUSIONUH Ha
T-xnerxu [140], umerorca coobiieHnsd 06 UCIIOIb30BaA-
HUU y 4 TAIUEHTOB ¢ ped)paKkTepHbIM K Jedennio AT
UMMYHO/IEIIPECCAHTA — CHPOJUMYCA, MPeJ0TBpaIiaio-
mero aktuBammio T- n B-kaerok (anti-CD20*), moxa-
BJISISI MX OTBET HA uHTepJeiikun-2 [141], ¢ HegmTenb-
HBIM TIOJIOKUTETBHBIM addexToM y 2 u3 Hux [142].

Jleuenne AUT y gereit JOKHO HPOBOAUTHCA TIO
KpaiiHeii Mepe 2—3 rojia, U TOJIBKO TIPU CTaOUIbHO HOP-
MaJIbHOM B TeY€HHe ITOr0 BPEMEHU yYPOBHE TPAHCAMU-
Ha3 1 IgG CHIBOPOTKH KPOBH, OTPHUIATEIBHBIX TUTPAX
ayroanTures (MaKCUMaIbHO BO3MOKHBIN TuTp 1:20 1ipu
UMMYHODIIIOOPECIIEHTHOM aHAJN3€e Ha TKAHSIX TPBhI3YHA
anst ANA/ASMA) no KpaiiHeil Mepe B TedeHHe Tofa
MOJKHO TIBITAThCS MPEKPATUTDh Jiederue. lIpexae yem

Poc xypu ractposurepoJ rematon koaonpokros 2018; 28(5) / Rus J Gastroenterol Hepatol Coloproctol 2018; 28(5)



www.gastro-j.ru

O630pHI / Reviews

NPUHUMATL PelleHNe O NPEKpalleHUH JiedeHus, cJe-
JIyeT TOBTOPUTH GUOTICHIO TIedeHr U MopdoIornaeckoe
uccae/[oBaHne, Tak KaK OCTAaTOYHbIE BOCHAJUTENbHbIE
W3MEHEHUsT Jlake MPH HOPMAJbHBIX aHaIN3aX KPOBU
npuBeayT K peruauby [86, 87, 143].

Crenyst aTUM peKOMEHAINSM, yCHelllHast OTMeHa
Tepaliy Ha JJINTEIbHbII CPOK Bo3MoskHa y 20 % ma-
muentoB ¢ AUT-1, o me ¢ AUT-2, xorma mpu mo-
IIBITKE OTMEHBI JIEYEHUST PEIUIUB OTMedaeTcst B 45 %
ciayuaes [30].

B perpocriekTuBHOM 0630pe, KOTOPBIN BRJIOYAJ
21,4 % nereii ¢ AVl u CKJIEPO3UPYIOMINM XOJIAHTH-
TOM B COCTaBe IIEPEKPECTHOr0 CUHApPOMA, CO06Ia-
ercss 00 YCIIEIHON OTMeHe MMMyHocyIpeccuu y 14
n3 16 mnamuentoB ¢ AWT-1, HO HU B OJHOM cJyuyae
¢ AUT-2. HeBO3MOXXHOCTb YCIEIIHO OTMEHUTb UM-

MYHOCYIIPECCHIO aCCOLUMPOBAIACH C MOBbIIIEHHBIM
MEK/IyHaPOJHBIM ~ HOPMAJN30BAHHBIM  OTHOIIECHUEM
kposu (MHO), NONOKUTENIbHBIMA TUTPAMU AHTHU-
HEUTPO(MUILHBIX IMTOMJIA3MATHYECKUX AYTOAHTHUTE,
IUPPO30OM [eYEHU U HAJMYNEM BHEIEYEHOUHDBIX ayTO-
UMMYHHBIX 3a0oJieBanmii [28].

Oomnanexusaiomue pe3yabrarsl mpu AUT y gereii
KOHTPACTUPYIOT € JAHHBIMU y B3POCJBIX MAIUEHTOB
[143], Bo3MOkHO, M3-3a OTCYTCTBHUSI CTPOTUX KpHUTE-
pHUEB OTMEHDBI JICUCHMUS.

Takum o6pasom, B GosbinmnHcTBe caydaes AUT or-
BeYaeT Ha MMMYHOCYIIPECCHBHYIO Tepamnuio. Jleuerue
10CJIe YCTAHOBJIEHHS MAarHo3a J0JKHO ObITh Ha3HAUe-
HO HesamemymTesbHO. IIpu ero orcyrcrBum AUT, xax
[IPABUJIO, MIPOTPECCUPYET [0 MEeYeHOUHOIN HeJ0CTaTou-
HocTn, Tpebyiomeii TpanctanTain edern (puc. 1).

Her oTBera Ha JieueHue,
YacThIe PELUIUBHI
[Ipeman3omnoH + MUKOQEHOIaTa
MoheTHa
Hert otBeTa Ha neuenue,
YaCTHIC PEIUINBEI
IIpeanun3010H + HUKIOCTIOPUH
(MM TaKpOJIMMYC)

Hert oTBeTa Ha JICYCHHUC,
YacCTbIC pCHUANBBI

[Ipenuu3omnon + purykcumao,
nim aatu-OPHO-anmbda,
WU CUPOJIIUTMYC

Hert oTBeTa Ha medenue,
YacThl€ PELIUIUBBI

v

TpancmianTaus nNe4eHu
MIPU JCKOMITCHCAIIHH

[ToBblmeHne ypoBHS TpaHcaMHHa3, [gG, MONoKUTENbHbBIE ayTOAHTUTENA,
crnenuduIecKre rucTONIOrHYeCKue N3MEHEHUS

XonaHruorpadust (UCKIOUeHUEe CKIePO3UPYIoOueco X0NaHeuma)

JmarnocTupoBaH ayTOUMMYHHBIM renaTuT

[Ipenuu3oi10H + azaTuONpUH

— T

VYeroituuBas peMuccus

v

Jleuenue 3 roma

v

HopwmainbHblil ypoBeHb
TpaHcaMuHa3z, [gG

v

IlonpiTKa OTMEHUTH TCpaIunro

Hpumeuanue. Pemenue o jedeHUU BTODOI
U TPETbeil JMHUN CleyeT HPOBOAUTD M KOH-
TPOJIMPOBATDH TOJIBKO B CHEMATU3UPOBAHHbBIX
JIETCKHX TEHaTOJOIHYeCKUX 1IeHTPaX.

Puc. 1. Biok-cxema Jijist IPUHSITHS PEIIEHUsI O JEYeHUU JleTell ¢ ayTOMMMYHHBIM reratutoM [90]

Fig. 1. A flow-chart for the decision making about the treatment of children suffering from autoimmune hepatitis [90]
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Ycenemnraast mMonorepanust de novo AU mpennu-
30JI0HOM MJIM KOMOWHAIMell TpeJHN30J0Ha € a3aTh-
onpuHoM uian MMO conpoBoXkaalach BbLKUBAHUEM
TpaHcmianTatoB u nanuentos [144]. Ilomo6Ho pe-
KOMeHyeMoMy JiedeHnio kjaccudeckoro AW, npu
Teparuu Jereii ¢ de novo AWUT ciaexyer HasHavaTh
NPEIHU30I0H B HadajibHOW n03e oT 1 g0 2 Mr/Kr
6e3 TIPeBBIIIEHNST CYTOYHOIT /103bl 60 MT B codeTtaHun
¢ asatmonpunoM (1—2 mr/xr). /losa crepoumos 3a-
TeM JoJKHA ObITh CHUIKEHA B TeyeHue 4—8 Hezesib 10
JOCTYKEHUS TIOJIIEPKUBAIONIEN /TO3bI, COCTABJISIONIEN
or 5 o 10 mMr/cyr. Ilpu oTcyTcTBMM OTBETa Ha Jieye-
HUe a3aTHONPUH cJeayer 3aMmeHuTb Ha MMO [144].
BaxnocTp mopazepskuBaiolieil Tepanuy CTepOUaMu
mpu de novo AWT Oblaa mMoKasaHa B HCCJIEOBAHNM,
CpaBHUBAIOIIEM JieueHne ¢ 1 6e3 cTepou/ioB. B To Bpe-
MST KaK Y BCEX MAIMEHTOB, He TOJYYaBIINX CTEPOU/IDI,
au60 pas3BUiCS IUPPO3 TedeHu, JU60 OHU YMEpJH,
gnbo TpeGoBajach peTPAHCIUIAHTAIMS [eYeHH, HU
Yy OZHOTO W3 TIAIIMEHTOB, IOJYYaBIINX CTEPOU[bI, HE
ObLI0 TIporpeccupoBanus 3a6oseBanus [145].

Panee mnpoBeZieHHDbIE WCCIEOBAHUSI YKa3bIBAJIN
Ha CBSI3b MEXKJy WMMYHOCYIIpeccueil Ha OCHOBE Ta-
kponmumyca u puckom penuauBa AUI mocne tpanc-
mranrtaun meyenn [98, 146]. Omgmnako B JaabHEHIINX
MCCJIE/IOBAHUAX YCTAHOBJIEHO, UTO IMEPBUYHAS MMMY-
HOCYTIPECCHS C IUKJIOCIIOPUHOM WJIU TaKPOJUMYCOM
He BJUSLIA HA PUCK BO3HUKHOBeHus peruausa [147].

BosbmmHCTBO pENUNUEHTOB TpaHCIIAaHTATa € pe-
nuausupyiomuMm AUWID  pearmpyior Ha mOBTOpHOE
BBe/ICHIE WM YBEJUYEHUE [JJ03bI KOPTHKOCTEPOUIOB
U a3aTHONPUHA, KOTOPbIE WCIIOJIb30BATICH TIOCJE
ycTaHOBJeHNsT auarHos3a [92]. B caywae orcyrerBus
OTBeTa Ha JieyeHUe AaJbTePHATUBHO BKJIOYAIOT MMH-
KodeHonmar ModeTnsa BMECTO a3aTUONPUHA K CTaH-
napraomy Jedenuio [68—70], 3ameny Takposumyca
uKaocnopuHoM [148] m 3aMeHy MHIHOUTOPOB Kalb-
UHEeHPUHA CUPOTUMYCOM.

Penmpusupytomuit  mocie TII AWI, ocobenno
ecin ero OBICTPO He AMArHOCTUPOBATb M HE JIEYUTD,
MOJKET UMETh CepPbe3HbIe MOCJEACTBUS s (PyHKINN
TpaHCITaHTaTa, BIUIOTHh A0 perpaHciiantamuu [100].
CooOlmaercst Takske, 4YTO HU y OJIHOTO U3 MAI[MEHTOB
¢ AUT-1, y xoroppix pasdBuiics penuaus nocuae TII,
MATOJIOTHYECKUI TPOoIlece He TPOTPECCUpoBal 0 Ha-
pyureHust (byHKIME TpaHcIlaHTaTa, Toraa Kak 80 %
MaIMeHToB, IepBOHAYAIbHO TepeHecmmx ANIT-2,
HYK/JIQIUCh B perpaHciiantanuu [27]. Ycranosieno,
yto n3 174 pereit ¢ TII mo nosBogy AUI B mepmon
¢ 2002 1o 2012 rog 19 % norepsiin TpaHCIIAHTAT W3-
3a penuuBa 3aboseBanus [149].

3akaouyeHue

Coomsemcmeyioujue pekomMeHOauuu, Kacanuuecs
Juaznocmuru, aeuenust u OAUMeNbH0zZ0 HAGAI00eHUs
demeti ¢ AYMOUMMYHHBIM 2eNaAMumoM, 6vLau chopmy-
auposanvt ocnoenou epynnoi ESPGHAN u uienamu
Komumema no zenamonoeuu ESPGHAN, xomopuvie
nP020I0COBANU NO KAKIOMY NYHKMY DEKOMEHOAUUIL,

npouumuposannvlx nuxe. ESPGHAN ne necem om-
BEMCMBEHHOCINU 30 NPAKMUKY 8pauetl u npedocmas-
Jslem peKoMeHOauuu moJavko 6 Kaiecmee nokazame-
ael aywweld npaxmuxu. /uaznocmuxa u Jaeuenue
nposodsmces no ycmompenuio epadeii [90].

[lnarHocTka ayTOMMMYHHOTO TemaTHTa y [JeTei
OCHOBaHa Ha MPHUCYTCTBUU B CHIBOPOTKE KPOBU ayTO-
AHTHUTEJI, TIOBBIIIEHHOIO YPOBHS ChiBOpoTOoYHOTO IgG,
XapaKTePHBbIX MOPQOJOrHuecKnX W3MEHEeHU TKaH!
[IeYeH!, I[IOJIOKHUTEIbHOIO CEMEHOro aHaMHe3a B OT-
HOIIEHNN ayTOMMMYHHBIX 3a00JIeBaHUN W WCKJIOUe-
HUU JIPYTUX TIPUYUH XPOHUYECKUX OOJIe3HEN TNeueHun
(9 noanocmuio coznaciot, 3 cozaactwl).

BaskueilmuM  ucciaeoBaHueM  SABJeTCA  OMOIICHUSA
MeYeHn, KOTopas JO/LKHA ObITh BBINOJHEHA JI0 Havajia
JiedeHusl, eC/IM HeT TIPOTUBONOKA3AHUN, TAKUX KaK KOa-
TyJIONIATHs, aCIUT WK TspKeas Tpomborronenus. [1o-
BTOPHO OUOIICUIO TIEYEHU CIIEAYET OTJIOMKUTD JI0 TeX Top,
MOKa He YJIYYIaTcs CUMIITOMBbI 3a00sieBaHust Ha (hoHe
aeyenus (11 noanocmoro coenacuvl, 1 coznacen).

TunuyebiMU TUCTOJNIOTMYECKUMU TTpU3HaKamMu AT
SABJIAIOTCS  XPOHUYECKOe TIOPTaJbHOE BOCIAJIeHUe
C MOHOHYKJICADHBIMH M TJIA3MATHYECKUMHU KJIETKAMU
B uHduabTpare ¢ mHTEpQENCHOI aKTUBHOCTBIO, (hu-
6po3 WJIN TUPPOTUYECKKE M3MeHeHUs. Takyke MOryT
MPUCYTCTBOBATh PA3JUYHOI CTENEeHU BbIPAKEHHOCTU
U3MEHEHUST JKETYHBIX IIPOTOKOB M HEKPOTHYECKOE
paspyutenue renarouutos (10 noainocmvio coziacHot,
2 coznacmut).

JledyeHnue 1epBOHl UHUM — 3TO HAa3HAUEHUE TIPe-
HU30J10Ha,/ pegnn3oHa 2 Mr/kr/gens (go 60 mr/
JIeHb) C MOCTEAYIOIUM CHUKEHHEM [03bI B TedeHue
6—8 Hemenb M0 TOAEpP;KUBAIOIIEN, KOTOpPAs COCTaB-
JsileT oT 5 10 7,5 Mr/JieHb, ¢ MOHUTOPUHIOM GUOXH-
MUYECKOI AKTUBHOCTU YPOBHS aJaHWHAMUHOTPAHC-
(depasbr/acnapraramunorpancdepassr - (ALT/AST)
(7 noamnocmuio cozaacuvl, 5 coznacHvi).

OmbiT npuMeHenus: GyjiecCOHU/IA B KauecTBe Tepa-
WY [€PBOI JINHWKM OTPAHWYEH, a Pe3yJIbTATbl Mpejl-
BapUTEJIbHbIX UCCJIEJOBAHUN HE JIAIOT YeTKUX KJIMHU-
YeCKUX MPEeUMYIIEeCTB Tepel CTAaHIAPTHBIM JiedeHHeM
(8 noamnocmwvio coznacuwl, 4 coznachwl).

[Tapenxumarosznoe Bocnajenune npu AUT ynos-
JIETBOPUTEJBLHO OTBEYAET HA CTAHJIAPTHYI0O UMMYHOCY-
MPECCUBHYIO TEPANUIO MPEAHUB0JIOHOM,/ TPETHI30HOM
1 a3aTHONPUHOM.

ANbTepHATUBHBIMU BapuaHTaMu Jedenus (Tepa-
s BTOPOIl JIMHUM), €CIU IIPH JOGABICHUN K JIeue-
HUIO a3aTHOINpPUHA peMuccusi 3a00JIeBaHUS HE JIOCTH-
raercs Win a3aTHONPUH He TEPEHOCUTCS IallHeHTOM,
ABJSTIOTCS MUKO(DeHomata Mo(eTn, MUKIOCIOPUH U
TakposuMyc. SIBHbIE TPEMMYIIECTBA MCIOJIb30BAHMS
B severnu anti-CD20-anTtutes, anti-OHO-a u apy-
rux OMOJIOTHYECKUX METOAO0B JIeYeHUs B HACTOSIIEe
BpeMs OCTAIOTCA He JoKasaHHbIMU ( 7 NOAHOCbIO CO-
2]lACHbL, 5 COZJLACHDL).

Jleuenne MMMyHOIETIPECCAHTAMU JIOJIKHO TTPOJIOJI-
JKarbesd Kak MuHuMyM 2—3 roza. Ilosnas Guoxumu-
YyecKast ¥ MIMMYHOJIOTHYECKAs] PEMUCCUSI U TOBTOPHAS
6uoIICUsT TIeYeHU, TI0KA3bIBAIOIIAsl OTCYTCTBUE BOC-
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HajeHys, YBeJIUYUBAIOT IMAHCHI HA MOTEHIMAIbHYIO
OTMEeHy HUMMYyHoCyTpeccuu. PekoMeHayetcs mocTe-
HEeHHAsi OTMeHa MPEeJHU30I0Ha,/ TIPEHI30HA C MOCIe-
aqytoreil oTMeHoll azartmonpuHa. OHAKO ITAHCHI Ha
VCIIENTHYI0 OTMEHY WMMYHOCYIIPECCUBHON Teparuu
ocraiorcst B ipegenax ot 20 mo 40 % (6 noanocmovio
cozaacnul, 6 cozaacol).

[Tocsie oTMEHBI WMMYHOCYTIPECCHBHOI —Tepannu
HAIMeHThbl JOJDKHBI HAGMIOAATHCS B TeUeHHe KaK MHU-
HUMYM 5> Jjier ¢ koHtposieM yposHsi AJIT/ACT, cbl-
Boporounbix 1gG um ayroaHTuTeJa Kaskable 3 Mecsia
(8 noanocmuio cozaacuol, 4 cozracmut).
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