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AYyTOMMMYHHbIW FrenaTuT y AeTen KakK npoABneHue
ayTOMMMYHHOTIO NOJAUINAHAYAAPHOro CMHAPOMA

E. H. Tiopuna?, A. B. Topenos®?, U. B. CuuunaBa?, A. . luwos?, E. B. bopucoea?, M. U. lpammaronyno?!

T [lepsbili Mockosckuli 2ocydapcmseHHbil MeduyuHckull yHusepcumem umeHu Y. M. CevyeHosa MuH3dpasa Poccuu
2 llempansHbiti HUW anudemuonoauu PocnompebHadsopa, 2. Mocksa

Llenb uccnepoBanuaA: nposefeHne oueHkn febiota aytoummyHHoro renatuta (AWT), saBnstowerocs ogHUM U3 NPOABNEHWIA ayTOMMMYHHOTO
nonaumanpynspHoro cuiapoma (ANC), n febiota AUT, NpoTekatoLiero Kak caMmocToATeNbHOE 3a6oneBaHue.

DM3aiH: uccnepoBatensckas pabora.

Marepuanel n metopbl. Mop HabnogeHuem Haxoaunuck 25 peteit (17 aeBoyek U 8 ManbyMKoB B Bo3pacTe oT 4 fo 15 net). Cpepn HUx Gbinu
22 pebeHka c AUT B KauyecTBe CaMoCTOATENbHOTO 3aboneBaHus (rpynna 1) u Tpoe geteii ¢ AMNC, ofHUM U3 paHHUX NPOSABAEHNIT KOTOPOTO ABAAN-
ca AUT (rpynna 2).

B rpynnax npoBOAMAU KAMHMYeCKOoe U N1abopaTopHO-UHCTPYMEHTaNbHOE 06CnesoBaHuUe, B TOM Yucae 06Wnii, GUOXUMUYECKUI U UMMYHONIO-
TUYECKNil aHann3bl KPOBM, OOLMIt aHANU3 MOYM, YNLTPA3BYKOBOE UCCIe[0BaHMEe OPraHoB GPIOLWHON NONOCTY, 330haroracTpoayofieHOCKONUIO,
NYHKUMOHHYI0 6uoncuio nedequ. fuarto3 AMNC Gbin NOATBEPXKAEH NPU reHETUYECKOM UCCNeS0BaHUM KPOBH.

Pesynbratbl. AUT kak 0fHO M3 Befylwux npossaeHuii B geblote AMNC He yctynan no Taxectn AUT, npoTekaBlieMy KaK caMmocTosTenbHoe 3a60-
fieBaHue. He3aBUCUMO OT HANNYUA UM OTCYTCTBUA ayTOUMMYHHOTO NOPAXEHUs ApYrux opraHoB U cuctem, AUT y 60abWIKMHCTBA 6OIbHBIX UMEN
nporpeccupyoliee TeyeHne ¢ GopMUPOBaHUEM LLMPPO3a NEYEHN B OTHOCUTENbHO KOPOTKWUE CPOKM OT Hayana 3abonesaHus.

3aknioueHue. Pefkas BCTpeyaeMocCTb, CIOXKHOCTb B MOCTAHOBKE AMarHo3a u TaxecTb TeyeHus AMC, a Takxe Bbicokas yactoTa nepexopa AUT
B LMPPO3 NeyeHu, B TOM yucne y 60nbHbix ¢ AMC, 06ycnoBnnBaioT HE0OXOAMMOCTb COBEPLIEHCTBOBAHNA PaHHEN AUArHOCTUKM ayTOMMMYHHBIX
3a6oneBaHuil. MpakTMyecKnm Bpayam HeoOXOAMMO YUUTLIBATL BO3MOXHOCT Ae6toTa AMNC ¢ nposisnexnit AUT.

Kntoyessble cnosa: ayTOMMMYHHbIN FrenaTuT, ayTOMMMYHHBbI NOAUMIAHAYNAPHBIA CUHAPOM, ETH, KTUHUKA, ANArHOCTUKA.

Juvenile Autoimmune Hepatitis as Part of Polyglandular Autoimmune
Syndrome
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Study Objective: To study the onset of autoimmune hepatitis (AIH) as part of polyglandular autoimmune syndrome (PAS) and as a separate
disorder.

Design: This was a research project.

Materials and Methods: Twenty-five children (17 girls and eight boys, aged 4 to 15) were observed. Twenty-two of these children (Group 1)
had only AIH, and three children (Group 2) had PAS with AIH as an early manifestation.

Study participants underwent physical examination, laboratory tests, and instrumental investigations, including complete blood count, blood
chemistry, immunological blood tests, urinalysis, abdominal ultrasonography, esophagogastroduodenoscopy, and core liver biopsy. PAS was
confirmed by genetic testing of blood samples.

Results: The severity of AIH was similar in patients who had it as a major early manifestation of PAS and those who had no other abnormalities.
In most of the cases, AIH was progressive and resulted in liver cirrhosis relatively soon after onset, whether or not it was associated with
autoimmune involvement of other organs and systems.

Conclusion: The infrequency of occurrence, challenging diagnosis, and severity of PAS, as well as high rates of AIH conversion to liver
cirrhosis, including in PAS patients, underpin the necessity of improving the early diagnosis of autoimmune diseases. Practitioners should
remember that the onset of PAS may manifest as AIH.

Keywords: autoimmune hepatitis, polyglandular autoimmune syndrome, children, clinical manifestations, diagnosis.

lee renaTouenntaspHOe BOCMANEHUe HEACHOW 3TWO-

NIOTUK, XapakTepusyloleecs Hanuyuem nepunopTab-
HOrO renaTuTa, NeYyeHOYHO-aCcCOLMUMPOBAHHBIX CbIBOPOTOUHbIX
ayTOAHTUTEN U MOJOXWUTENbHBIM OTBETOM Ha MMMYHOCYNpec-
CUBHYI0 TEpanuio.

ﬂ yToumMMmyHHbIl renatut (AUT) — 370 nporpeccupyto-

Yacrota Bctpeyaemoctv AUT BapbmpyeT cpeau pa3Hbix C0eB
Hacenenus [18]. B Espone n CLIA ero pacnpoctpaHeHHOCTb
cocTaBnsieT oT 3 go 17 cnyyaes, a exerofHas 3abonesae-
Moctb — oT 0,1 po 1,9 cnyyas Ha 100 000 HaceneHus [2].
B Kaname cpemu peteit exerogHas 3aboneBaemMocTb paBHa
0,23 Ha 100 000 [16].
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B Poccuu B cTpyKType xpoHuuyeckux renatutos y peteit AUT
coctaenset 2% [2, 3]. Cpean peteit yaule 6oneoT feBoYKM [9,
15] u pebioT 3aboneBaHus npuxogutcsa Ha 6-10 net [8].

B kauectBe (haKTOpPOB, CMOCOOGCTBYIOLWMUX BO3HUKHOBEHMIO
3a60neBaHus, MOTyT BbLICTYNATb BUpPYCHble U GaKTepuanbHble
BO3OYAWUTENM, KOTOpblE MpWU HAMUYUU  UMMYHONOTUYECKOI
npeppacnonoxenHoctu (HLA) npuBOAAT K HapylEHUIO UMMY-
HONIOTMYECKOW TONEPAHTHOCTU W Pa3BUTMIO AYTOMMMYHHOIO
npouecca [4, 5].

Mpu UccnesoBaHUM CbIBOPOTKU KPOBM Y GOMbHBIX BbISABASIOT
aHTWHYKNeapHble aHTuTena (aHm. antinuclear antibody — ANA),
aHTUMaKoMbIWeYHble aHTuTena (aHm. smooth muscle antibo-
dy — SMA), aHTUTENna K MUKPOCOMAM KIETOK NeYeHu W 3nUTenu-
arnbHbIX KNETOK Kiiy6o4ykoBoro annapara noyek tuna 1 (aHm. liver
kidney microsomal type 1 antibody), aHTuTena k pacteopumomy
neyeHo4yHoMy aHTureHy (aHm. anti-soluble liver antigen) [13, 17].

Mpu oTCYTCTBUM neyeHus 3aboneBaHue NPUBOAUT K pas-
BUTUIO LIMPPO3a MEYEHU yXKe B MepBble rodbl OT Hadyana 3abo-
nesanus [1, 12].

EnvHCTBEHHBIM aKTOPOM, CAEPXKMBAIOWMM NPOrpeccupoBa-
HUe ayTOMMMYHHOrO BOCMANeHUs, ABAAETCA KOMOMHUPOBAHHas
MMMyHocynpeccuBHas Tepanus [10, 20].

YauTbiBas, uto npu AU Hepefku BHEMEYEHOUYHbIE NPU3HAKK
MMMYHHbIX HapylleHWit (ayTOMMMYHHbIA TUPEOUAUT, Hecneuu-
(bUyecKnit s3BEHHBbI KONUT, BUTUAKUTO, CaxapHblit AMadeT u ap.)
[2, 11], Heob6x0AMMO MPOBOAUTL UX PAHHIO AMATHOCTUKY ANs
ONTUMW3ALMUM NleYeHus. B yacTHOCTH, NpW ayTOMMMYHHOM NOJU-
maHpynapHom cunpgpome (AMNC) yacToTa nopaxeHws neyeHu
coctaenset 13-20% [6, 7].

Boipenatot Heckonbko Tunos AMC. Mpusnakom AMC 1-ro u
2-ro Tunos (AMC-1, -2) ABnseTca HaANOYEYHMKOBAA HE0CTaTOY-
HocTb. AMC-1 — 3T0 MOHOreHHoe 3aboneBaHue C ayTOCOMHO-pe-
LLeCCMBHbIM TUMOM HacnefoBaHuA [19], KOTopoe HauMHaeT npo-
ABNATL cebs yKe B AeTckom Bo3pacTe. B Poccun y nuy ¢ AMC-1
Haubonee 4acTo BCTpeyaeTcs MyTaums R257X B 6-M 3K30He reHa,
Koaupytolero 6enok — aytToummyHHelii perynatop (AIRE) [6].

ATC-1 puarHoCTUpyIOT NpWU HaAMYMKU JBYX U3 TPeX OCHOB-
HbIX CMMNTOMOB: XPOHUYECKUA KOXHO-CAWU3UCTHIA KaHAWAO3,
rMnonapatupeos, XpoHuyeckas nepBUYHAA HaAMOYeYHWUKOBAS
HEeLOCTaTOYHOCTb. Ecnn umeloTcs pOACTBEHHUKM MepBoOro psaa
C YCTAHOBNIEHHbIM AWarHo3om unu ¢ cumntomamu AMNC-1, gocra-
TOYHO OJHOTO M3 TPeX OCHOBHbIX NpU3HaKoOB [7] .

Kpome Toro, yacteimu npossneHuamu AMNC-1 asnatotca AU,
anoneuus, CUHAPOM ManbabcopbLuu, NEpHULMNO3HAA aHeMUs,
caxapHblii anabeT, rMNOroHagM3M, ayTOMMMYHHBIA TUPEOUZHT,
BUTUNNTO, KEPATOKOHBIOHKTUBUT. Cpean paHHMX MposiBAeHuit
ANC MoryT 6bITb TaKKe ypTUKApHble BbICHINAHMUS, TMNONNA3unsA
3yGHOII 3Manu, [UCHYHKLMA KuweyHuka [14].

Lenb uccnepoBaHua: nposefieHue oueHku pebiota AW,
ABnsolerocs oaHumM u3 npossnenuit AMNC, u pebiota AUT, npo-
TeKalLWero Kak camoctosTeNbHoe 3abonesaHue.

MATEPUAJIbI U METO[1bl

B YHuBepcuTeTcKoit feTckoit knuHuyeckoit GonbHuue (YOKB)
®TAQY BO «MepBbiit MOCKOBCKMI roCYnapCTBEHHbIA MefULMH-
ckuit yHusepcutet um. M. M. CeyeHoBa» MuH3ppaBa Poccun
(CeyeHoBckuit YHusepcuteT) ¢ 1993 no 2014 r. HaGnoganuch
25 peteii ¢ puarHosom AUT. U3 Hux y 22 yenosek (16 feBoyek
1 6 manbunkos) AUT npoTekan kak camocTosTenbHoe 3abonesa-
Hue (nepsas epynna), a y Tpoux feteit (04HON AEBOYKM W [iBYX
ManbyukoB) — Ha dore ANC (8mopas 2pynna). Ha MoMeHT nep-
BowW rocnutanu3aumu B YK Bo3pacT gerteir B nepsoit rpynne
cocTanan ot 5 fo 15 net, Bo BTOpoii — 0T 4 fo 7 ner.

Bcem petam oGeux rpynn nNpoBOAMAM KAMHMKO-Nabopatop-
Hoe 00CnefoBaHNe, BKNOYABLUIEE, B YACTHOCTM, OOLWMIA aHANU3
KpoBM M Moy, Guoxumuyeckuit aHanu3 kposu, Y3W opraHos
OprowwHoii nonocTy, 33odaroractpopyoaeHockonuio (3rAC).

CopepxaHue uMMyHOTNoGynMHOB KnaccoB A, M, G oueHuBanu
METOAOM papuanbHoii ummyHoauddysum no Manuunu; ANA
1 SMA — meTofoM MMMyHotOOpecLeHUun. Mapkepsl BUpYC-
Hbix renatutoB A, B u C (HAV, HBV, HCV), a umeHHo aHTu-HAV
IgM, HBsAg, anTn-HBc IgM u cymmapublie aHTu-HCV, onpege-
NAAN NOCpefcTBOM MMMyHotepMmeHTHOro aHanusa; QHK HBV
1 PHK HCV — meTopom nonumepasHoi LIeNHO peakuuu.

[letam BTOpOW rpynnbl BbINONHANNUCE TOPMOHaNbHOE MUCChe-
LoBaHue Kposu (Ha kopTuson, T4cs., TTI, untakTHelin MTI, AKTT,
aHTUTena K TUPEeornobynuHy M K TUPeOMAHON nepokcuaase)
1 reHeTWyeckoe uccneposaHue kposu. lpu nposefeHun noc-
nepHero B MeKo-reHeT4eCKOM HayYHOM LieHTpe Y BCex TPOMX
Oblnn BbisBAEHbI MyTauuKM R257X B reHe AIRF. MauueHTsl 6binn
MPOKOHCYNBTUPOBAHbI B JHLOKPUHONOTMYECKOM HAyYHOM LiEH-
Tpe Mun3gpasa Poccuu, rae um yctaHosunm guarsos AfC-1.

MyHKUMOHHas Guoncus BeinonHeHa 20 petam (18 — u3
nepeoil rpynnbl U ABOMM — W3 BTOPOi), B 12 cnyyasx mop-
tonoruyeckoe uccnepoBaHne MaTepuana OCYLECTBIEHO B
naboparopuun natomopctonorun CeyeHoBCKOro YHUBEpCUTETa C
MCNONMb30BaHNEM KA4yeCTBEHHbIX XapaKTepUCTUK. buoncuitHbiin
maTtepwuan, B3aTbi y 10 geTei, uccnefoBaH TakKe C NPUMEHeHU-
€M MOJIYKONMYECTBEHHOTO aHanu3a — Obli onpefeneH WHAEKC
ructonoruyeckoit aktusHoctu (uHpgekc KHopenns). OpHomy
pebeHKy nposefeHa thubposnactorpadus B YHUBEPCUTETCKOI
KnuHu4yeckoit 6onbHuLe Ne 2 CeyeHoBCKOro YHUBEpCUTETA.

Cratuctuyeckas o6paboTka NpoBoAMNACh C YYETOM TOYHOTO
kputepus Puwepa (P). Pasnuuuna cyutanu cTaTMCTUYECKM 3Ha-
YumbiMu npu p < 0,05.

PE3VNbTATbI

[locToBepHbIX pasnnyuit no Bo3pacty AebloTa natonoruyec-
KOro npouecca y fieTteil NnepBoi W BTOPOM rpynn He HalnfeHo
(maba. 1).

Y 9 nauueHToB 06eux rpynn oTMeYanu NoAoCTpoe Hayano
AWUT, a'y 16 peteit peGloT 3aboneBaHnUs NpUBAMKANCSA K KapTU-
HEe OCTPOro BMPYCHOTO renartuta. Ha nepsbiit NaaH BbiCTynanm
acteHusaumus (y Bcex 25 peTeit), AUCNENCUYECKUEe SBREHUSA
(y nonoBuHbl 60MbHLIX), NUxopagka ot 37 go 39 °C (y Tpetu
nayueHTos). Y nopasnswowero 60MbWMHCTBA OONbHBIX 06enx
rpynn npu nepeuyHOM obpalleHnm No MeCTy KUTeNbCTBA Obinn
BbISIB/IEHbI XENTYWHOCTb KOXM U CKNEp, y BCeX — yBeandyeHmne
nedeHu. Y GONbLWMHCTBA AeTell NepBOM rpynnbl OTMEYanach
CrieHOMeranus no AaHHbIM naabnaunuy, y AeTei BTopoi rpynmnbl
yBENMYEHME CENe3EHKM NaNbNaTopHO He onpeaensioch.

3a HecKoNbKo MecsueB Ao gebioTa 3abonesaHns B obeux
rpynnax HauyMHanu nNposBAATLCA CYCTaBHOW cuHppom (6 6onb-
HblX), MENKOTOYeYHas NATHUCTO-Nanynes3Has U remopparuye-
CKas CbiNb, HOCOBblE KPOBOTEYEHUS. Y OAHOW MALMEHTKU U3
nepeoit rpynnsl GblM MUKpOrematypus, apTepuanbHas runep-
TEH3Us, 0TeKu (napaopOuTanbHble U Ha HoOrax).

Cpeaw aeteil BTOPOW rpynmbl y OAHOMO ManbyMKa B paHHEM
aHamHe3e obpalwanu Ha cebGs BHWMaHMe yacTble BUPYCHble
MHMEKUMN, annepruyeckne BbiCbiNaHUA, 3anopbl. B gpyxner-
HeM BO3pacTe y HEro MosBUAUCL PBOTA, UKTEPUYHOCTb KOXKM
W CKnep, yBeiuyeHue nedyeHn. [MNOKOPTULU3M Obinl BbisIBIEH
nouTn Yyepes rog ot Havyana AWUT.

Y Apyroro Manbyuka BTOPOM rpynnbl C MepBbiX Mecsues
U3HU HAbMIOAANUCh KaHAMAO03, aHTYANT, OH YacTo 6osnen nHes-
MOHMAMYK (1-2 pasa B rod), NOBTOPHbIMU TOKCUKOUHDEKLUAMMY,
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KanHuKo-Aa60paTOpHBIE IPU3HAKU ayTOMMMYHHOI'O F€IATUTA, IIPOTEKABIIIETO
KaK CaMOCTOATEABHOE 3a00AaeBaHue (rpymmna I), m ayroMMMyHHOIO reIIaTUTA,

Tabanma 1 l

ABAABIIEr0CA MIPOABACHHUEM AyTOUMMYHHOTIO IIOAUTAAHAYAAPHOTro cuHApoMma (rpyrma IT)

MpusHakm fpynna I (n = 22) fpynnaII (n = 3) P
a6c. % a6c. %

Bo3spacrt pebiota 3abonesaHus:

® 1-4roaa 3 13,6 2 66,7 0,87

® 5-9 net 5 22,7 1 333 0,446

® 10-14 net 14 63,6 0 0 0,072
Hayano renartura:

® ocTpoe 14 63,6 2 66,7 0,47

® nogocTpoe 8 36,4 1 33,3 0,47
AcTeHusunuus 22 100,0 3 100,0 1
[lucnencuyeckne apneHus 11 50,0 3 100,0 0,158
MoBblweHne Temnepatypsl Tena: 37-39 °C 36,4 1 333 0,47
CycTaBHOW cUHApPOM 5 22,7 1 33,3 0,448
VIKTEepUYHOCTb KOXM U CKNep 22 100,0 2 66,7 0,12
MaTHUCTO-Nanyne3Hble BbICbINAHNSA 1 4,5 2 66,7 0,029
[emopparuyeckue BbicbinaHma 1 4,5 1 333 0,22
YacTble HOCOBbIE KPOBOTEUEHUA 1 4,5 1 33,3 0,22
KaHanao03 KoXu, CAM3UCTbIX, HOFTEBbIX NNACTUH 0 0 3 100,0 0,0004
Anoneuus 0 0 1 33,3 0,12
[enaTomeranus 22 100,0 3 100,0 1
CnneHomeranus 17 77,3 0 0 0,024
TunepbunupyouHemMus 22 100,0 3 100,0 1
TpaHcamMuHa3Has aKTUBHOCTb:

® 2-5 HopM 10 45,5 1 333 0,435

® 6-20 HopM 12 54,5 2 66,7 0,435
AytoaHTuTena:

° ANA 6 27,3 1 333 0,466

° SMA 14 63,6 1 333 0,294

® ANA + SMA 2 9,1 1 333 0,137

[Tpumeuanme. ANA

no3)e NPUCOELUHUNUCH YacTble HOCOBble KPOBOTEYEHMUS.
B Bo3pacte 4 net noasBuaucb cumnTombl renatuta. B 5 net
y pebeHKa BO3HMK 3MWU30[ CYLOPOr C MOTEpei CO3HaHUA.
[lnarHocTMpoBaHa HaaMoOYeYHUKOBAA HEAOCTATOYHOCTb.

[leBouka 13 BTOpOM rpynnbl 3abonena B Bo3pacte 5 fer,
KOrAa NOABUANCH NUXOPAfKa, annepruyeckue BbICbiNaHUS,
apTpUT KOMEHHbIX U MexanaHroBbIX CycTaBoB Kucteir. Mpu
Y3 KoneHHbIX CYCTaBOB BbIABAANMN YTOIEHNE KOPTUKANbHOTO
Cnos, y3ypaLuu, rMnepaxoreHHble BKAtoyeHus. bonbHas Habno-
Lanacb M0 MecTy XUTeNbCTBA C LMArHO30M IOBEHW/bHBINA peB-
MaTOMAHbLIA apTPUT, anneprocenTuyecknit BApUaHT, akTUBHOCTb
III cteneHu». MoBbIWeHWE YPOBHA TpaHCaMuHa3 6610 06Hapy-
XeHo yepe3 6 mecsues, a AlC gnarHoctupoBaH yepes 2 roga
0T Hayana apTpuTa.

Mpu 0bcneaoBaHNM NO MECTY KUTENLCTBA Y 6ONBHBIX 06eKX
rPYNn BbISABAANMN LUTONUTUYECKYIO aKTUBHOCTb BbILLIE BYX HOPM,
npuyeMm y NONOBUHbI JeTeil cofepaHne TpaHCaMMHA3 COCTaB-
nano ot 6 o 20 HopM. Mapkepsbl renatutoB B u Cy Bcex 60nb-
HbIX GbIIN OTPULLATENbHBIMY.

Bce rocnutanuaMpoBaHHble MO MECTy XWUTENbCTBA [ETU
nonyyanu WHAQY3UOHHYI W CUMNTOMATUYECKYyl Tepanuio.
K momenTy rocnutanusaumun B YOKB CeueHoBckoro YHuBepcu-
TeTa 14 GonbHbLIX NepBoW rpynmbl U 4BOE — BTOPOW MONyYany

AHTHHYKACApHBIE aHTHTEeAd; SMA

AHTUTI'AAAKOMBIIIICYHBIC aHTHUTCEAA.

NpefHU30/10H, OAUH MaNbyuK U3 BTOPOW Fpynnbl — FUAPOKOP-
TU30H U DNYAPOKOPTU3OH.

Y 9 peteii 06eux rpynn neyeHue GbiIO HEPETYASPHBIM, YTO
NPUBOAMIO K HAPaCTaHUIO BbIPaXEHHOCTU KIUHNKO-nabopaTop-
HbIX U3MeHeHUiA. POfOMKUTENLHOCTE 3a001€BaHUA K MOMEHTY
noctynnexus B YOKB coctaBnsana ot 1 mecaua o 4 net (B cpea-
Hem 1 rog 3 mecsaua).

Mpu noctynneHumn y 60nbHbIX 06eUX rpynn OTMEYanuch cna-
60CTb, CHUXEHME anneTuTa, TOWHOTA.

B nepBoit rpynne y nosoBUHbI [eBOYEK NMyGepTaTHOTO BO3-
pacta Habnwpanucb JUCMEHOpes M aMeHopes, a Yy OfHOrO
ManbyuKa — rHeKomacTus, y 13 geteit Gbian TeneaHrnaKTasmnm
Ha nuue M Kuctax. Y 6onbHbIX 0beux rpynn oGHapyxuBanu
MKTEPUYHOCTb KOXMW W CKAep, renatomMeranuio. Y Bcex getei BTO-
poii rpynnbl Npu ocMoTpe GblAW BbISIBNEHbI MPU3HAKM KOXHO-
CAN3UCTOrO KaHAMA03a.

Mpu obcnenoBaHumn y Bcex 25 feTeit KOHCTaTUPOBAHO MOBbI-
weHune CO3. CHuxeHMe reMorno6MHa UMENO MecTo Y MONOBUHBI
GonbHbIX. B 0beux rpynnax coxpaHanuch runepbunupybuHe-
MUS, LUTONUTUYECKAA aKTUBHOCTb, [UCNPOTEUHEMUS.

Y Bcex 60NbHbIX ObIIM BbIABNEHb ayToaHTUTENA B [ua-
FHOCTUYECKUX TUTpax. B nepsoii rpynne SMA o6HapyxeHbl
y 14 peteit, ANA — y 6 nauueHToB, coyeTaHne SMA 1 ANA 6bin0
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y 2 6onbHbIX. Bo BTOpOIi rpynne y ofHOro Manbyuka onpefe-
nanuce SMA, y apyroro 6bin10 couetanHne ANA n SMA, y neBoyku
npucytcrsoBanu ANA.

Mpn Y3W y peteit obeux rpynn OTMEYANUCh YBENUYEHUE
pa3mepoB neveHn ot 1,5 go 5 cm, auddysHoe ynnoTHeHue
napeHX1MMbl Pa3HO CTeNEHN BbIPAXEHHOCTU. YBeNnYeHne pas-
MepoB ceneseHku OT 1 fo 5 cM obHapyxeHo y 17 60bHbIX
nepBoOii rpynmbl.

Mo [aHHbIM MyHKUMOHHOW GMONCKUM NeyeHu, NMpoBefseHHoO
18 petsam nepBoi rpynnbl, y BCex 06CNEeA0BaHHbIX BblABAEHbI
MPU3HAKNW XPOHWYECKOro renatuta pasHoil CTeneHn akTUBHO-
ctu. Mopdonornyeckne npusHaku LMPpo3a NeYyeHW MMenuchb
y 16 60NbHbIX: ¥ 7 aKTUBHOCTb renaruTta Obina BbICOKOW, y 4 —
YMEPEHHOW Uy 5 — MUHUMANbHOI. Y 6ONbIIMHCTBA AeTelt Mop-
(honornyeckme NpuU3HaKK LUPPO3a NeyeHn Obinu 0OHAPYIKEHbI
V)Ke Ha NepBOM MW BTOPOM rofy 3aboneBaHus.

Bo BTOpoit rpynne 6uoncus neveHu OGbina nposefeHa
V ABYX MaJbyMKOB. Y OHOTO M3 HWUX pe3ysbTaTel MOpdonoruye-
CKOro uccnefoBaHus ceupetenbcTBoBanu 06 AUT ymepeHHo
CTeneHW aKTUBHOCTY, Y APYroro OblAW BbIABAEHBI XPOHUYEC-
KUA renatut BbICOKOW CTEMeHW aKTUBHOCTU, MOHONOOYNsAp-
HbI LMPPO3 MEYEeHM CO CTPOMANbHOM W NapeHXWMaTO3HOM
aKTMBHOCTbIO. B3ATMe maTtepuana pna mopdonorunyeckoro
“ccnefoBaHMA NpoBoAMNoCh Yepes 1,5 roga oT maHudecTaymm
3aboneBaHus B NepBoM HabmogeHUM W yepes 6 mecsueB —
BO BTOPOM.

[leBouke 13 BTOpOI rpynnbl GUONCUA NEYEHW He NPOBOAM-
nacb. Mo aaHHbiM ubpoanactorpacduu, BbINONHEHHON Yepes
4 ropa ot fieblota 3abonesaHus, y Hee BbisiBneHa ctapus F1
(hnbpo3a neyenu no wkane METAVIR.

B pesynbrate npoBefeHHOro o6cneoBaHus y Bcex fAeTent
o6eux rpynn 6bin guarHoctuposa AUT.

Y 6onbHeix BTopoii rpynnbl AUT npoTekan Ha goHe AMC (reHe-
TUYeCKM noaTeepxaeHHoro). NMomumo AUT, Hanbonee yacTbiMu
nposieneHnsamu AMNC ABAANUCE XPOHUYECKUIA KOXKHO-CTU3NCTbIN
KaHAMA03, XPOHMYECKas HafnoyeyHWKOBAA He[OCTaTOYHOCTb,

3HTeponatus (mabs. 2).
TabAwira 2 l

HPOHBACHHH AyTOUMMYHHOI'O
ITIOAUTAAHAYAAPHOI'O CHHAPOMA 1-ro Tuma

MNpoaBneHua KonuuectBo 60nbHbIX
(n=3)
aée. %

AyTOMMMYHHBIN renatuT 100,0
XPOHNYECKMNII KOXHO-CAU3UCTbIN 100,0
KaHAMAo3
[unonapatupeos 1 333
XpoHuYeckas HafjnoyeyHnKoBas 2 66,7
He[0CTaTOYHOCTb
Anoneuus 1 333
AyTOMMMYHHbI TUPEOUANT 1 333
JHTeponatus 3 100,0
lMnonnasus 3y6HoM amanu 1 333
AHemuns makpouuTapHas, 1 333
rmnepxpomHas
l[eHeTuyeckas myTauma R257X:

® B TOMO3UIOTHOM COCTOSHUK 2 66,7

® B reTepo3nroTHOM coctoaHun |1 33,3

Kpome Toro, obpawanu Ha cebs BHMMaHWe annepruyeckue
peakLum, YacTble U TAXKENO NPOTEKaBLIWe BUPYCHbIE MHMDEKLNUY
B aHaMHE3e, y OJHO AEBOYKM — apTpuT. Anoneuus 1 aHemus
6binn Gonee NO3AHUMMU NPOABNEHUAMU 3a00N€BAHNS.

MaroreHeTMyeckas M 3aMecTUTe/NbHAs Tepanus BCeM AETAM
ob6eux rpynn npoBoAunacb B COOTBETCTBMM C BO3PACTHbLIMM
LO3MPOBKaMU C NepPexofjoM Ha NojJepXKuBaiolLue [O3bl NoCie
VAYYLIEHUA KNUHWUKO-1abopaTopHbIX MoKasaTenel, KOTopoe
06bIYHO HacTynano Yepes 1,5 mecsua nocne Hayana Tepanuu.

B nepBoii rpynnbl Bcem GONbHbIM Ha3HAYanu NpefHU30NOH.
AsatuonpuH nonyyanu 19 peteit (Tpoe 6ONbHBEIX HE MPUHUMANH
3TOT Npenapar U3-3a UHAUBUAYANbHOW HENepeHOCUMOCTH).

[leBoYKa M3 BTOPOW rpynnbl B CBA3M C AMArHO30M «ayTOUM-
MVHHbIA renatut, ubpo3 neyeHn I cTeneHu, ayTOMMMYHHbII
NOMUMAHAYNAPHLIA CUHAPOM 1-ro TUNa» mosiy4yana npefHuU3o-
JIOH 1 a3aTMONPUH. Y OfHOrO U3 MaNb4YMKOB BTOPOIi Fpynmbl no
NOBOAY AMArHO3a «ayTOMMMYHHbLIN renaTuT, yMepeHHas aKkTuB-
HOCTb; ayTOMMMYHHbIA NONUIHAOKPUHHBIA CUHAPOM 1-ro TMnay
NPUMEHANUCL TUAPOKOPTU30H U yapokopTu3oH. [pyroi
ManbyuK nonyyan QuyapoKOPTU3OH WM NPEJHU30NOH B CBA3M
C AMArHo30M «ayTOMMMYHHbIA renatuT c nepexofom B LUPpPO3
neyeHu, MUHUMaNbHas aKTUBHOCTb; ayTOMMMYHHbIA NOAUMAH-
BYNSPHBIA CUHAPOM 1-TO TUMAY.

OBCYXOQEHUE

Mo knuHuyeckomy TeyeHuio AUT y peTteit obeux rpynn xapak-
TEpMU30BaNCA BHE3AMHbIM HAYaNoOM W NOABJEHUEM CUMNTOMOB,
CXOJHBIX C CUMNTOMAMMW OCTPOro renatuta. Takue NpuU3HaKH, Kak
acTeHM3aums, jucnencuyeckue ABneHUs, NoBblleHWe TeMnepa-
TYpbl T€Na, UKTEPUYHOCTb KOXM U CKNep, renatoMeranus, runep-
OunMpyOUHEMUSA, MOBLILEHHAsA TPaHCAMUHA3HAA aAKTUBHOCT,
NpUCYTCTBOBaNMU Yy OGONbWMUHCTBA OONbHBIX, M AOCTOBEPHbIX
pas3anyuin B 4acToTe UX BCTPEYAeMOCTW y AeTel ABYX rpynn He
6bino (p > 0,05).

He 06HapyeHO 4OCTOBEPHbIX Pa3fuyuil U B YacToTe BCTpe-
4aeMoCTH CYCTaBHOrO CUHAPOMA, FfeMopparMyeckux BbiCbiNaHmnii
M HOCOBbIX KpoBoTeuyeHwuii (p > 0,05), KoTopble OTMeYanuch
Y He6obWOro KoaMYecTBa 6oMbHbIX.

Y Bcex fieTeit 0beux rpynn BbisiBAEHbI NeYEHOYHO-ACCOLMM-
pOBaHHble ayToaHTUTeNa Ha OHE OTCYTCTBMA MAapPKEPOB BUPYC-
HbIX FenaT1ToB, YTO NOATBEPKAANO0 anarHo3 AUT.

Mo Taxectn TeueHus pebiot AU, asnsslwerocs ogHUM u3
nposenenuit AMC, 6bin conoctasum ¢ aebiotom AUT, npotekas-
Lero Kak caMoCTosTeNbHOe 3aboneBaHue.

B rpynne peteit ¢ AUl B KayecTBe O[HOrO M3 MPOABIEHUN
ANC y peBoukM 6bin guarHocTupoBaH ¢ubpo3 ctagum F1 uy
OAHOTO MaNb4yMKa BbIABEH LMPPO3 NeYeHU, a cpenu 6OMbHBIX ¢
AWT, npoTekaBWMWM Kak caMmoCTosTenbHOe 3aboeBaHue, LMppo3
nedyeHu G611 06HapyeH y 16 u3 18 nayueHToB, KOTOPbIM NPOBO-
Aunack buoncus neyeHu (cratuctuyeckas ob6paboTka He BbINON-
HeHa B CBA3M C HEOAHOPOJHOCTHIO METOA0B 06CIEf0BaHNSA).

Y Tpoux peTen, Boweawnx B AanbHenwWwem Bo BTOPYIO rpynny,
paHHUMU nmpusHakamu AWM 6GbinM NpoOsABNEHUA KOXKHO-CIW3U-
CTOrO KaHAMA03a, HaANOYeYHWKOBOW HEAOCTaTOYHOCTHW, rMUMo-
nnasus 3yOHOW 3Manu, SHTEpPONaTUs, B CBA3M C YeM AeTAM Obino
NpOBEeAEHO IHJOKPUHONOTUYECKOE U reHeTuYecKoe obcneaoBsa-
HWe c noaTBepxAeHnem guarnosa AlC-1.

3AKJIIOYEHUE

AyToumMMyHHbIi renatut (AUT) y 6onbWwKHCTBA 6ONbHBIX 06enx
MCCNeAoBaHHbLIX TPYyNN MMen nporpeccupyloliee TeyeHue c
(hopMMpOBaHMEM LMPPO3a MEYEHU B OTHOCUTENBbHO KOPOT-
Kue Cpoku oT Hayana 3abonesaHus. Bo BTopoit rpynne peteit

52 | Doctor.Ru | Pediatrics No. 4 (133) / 2017



ITEAUATPUA ||

AUT 6bin oaHMM W3 BedylMX NposBfeHuid B aeGloTe noau-
rnaHgynapHoro cuHppoma (ANC) v no TaxecTu He ycTynan
AWT B KauecTBe CaMOCTOATENbHOTO 3ab0NeBaHus y aeTeit nep-
BOW rpynnbl. PeKas BCTPEYaeMOCTb, CIOKHOCTb B MOCTaHOBKE
amarHosa u TaxecTb TeyeHus AMC, a Takxe BbiCOKas 4yacToTa

JINTEPATYPA

1. baparos A. A., Kazaros b. C., TiopuHa E. H., lomse C. B. KnuHuyeckas
XapakmepucmuKa u meyeHue aymoummyHHo2o eenamuma 1 u 2 mu-
na y demeli // leduampus. 2003. N° 1. C. 42-49. [Baranov A. A.,
Kaganov B. S., Tyurina E. N., Got'e S. V. Klinicheskaya kharak-
teristika i techenie autoimmunnogo gepatita 1 i 2 tipa u detei.
Pediatriya. 2003; 1: 42-9. (in Russian)]

2. bapanos A. A., Hamazosa-baparosa Jl. C., [yHdobuHa 0. C., lopenos
A. B. ®edepanbHbie KNUHUYECKUE pPeKOMeHOauuu No OKA3aHUIO
MeOuyuHCKol nomowu Oemsm C aymouMMyHHbIM 2enamumonm.
M., 2015. 18 c. [Baranov A. A., Namazova-Baranova L. S., Gundo-
bina 0. S., Gorelov A. V. Federal'nye klinicheskie rekomendatsii
po okazaniyu meditsinskoi pomoshchi detyam s autoimmunnym
gepatitom. M.; 2015. 18 s. (in Russian)]

3. lonosanosa H. 0., Monuwyk A. P., 3pdec C. Y., PamHukosa
M. A. Coyemanue aymoummyHHo20 2enamuma C mybepKyne3om
neekux y pebeHka namu nem. KnuHuyeckoe HabnwodeHue //
Hokmop.Py. 2012. Ne 3 (71). C. 5-9. [Golovanova N. Yu.,
Polishchuk A. R., Erdes S. I., Ratnikova M. A. Sochetanie
autoimmunnogo gepatita s tuberkulezom legkikh u rebenka pyati
let. Klinicheskoe nablyudenie. Doktor.Ru. 2012; 3(71): 5-9.
(in Russian)]

4. Wsawkun B. T., byesepos A. 0. AymoummyHHble 3a601e8aHUs nede-
HU 8 npakmuke KauHuyucma. M.: M-Becmu, 2011. 112 c. [Ivash-
kin V. T., Bueverov A. 0. Autoimmunnye zabolevaniya pecheni v
praktike klinitsista. M.: M-Vesti; 2011. 112 s. (in Russian)]

5. JlonamkuHa T. H. AymoummyHHbIU 2enamum u e20 8apuaHm-
Hble (hopmbl: HOBbIL 8327180 U HOBble BO3MOXHOCMU Jleye-
Hus. [llocobue ons spayed. M., 2014. 34 c. [Lopatkina T. N.
Autoimmunnyi gepatit i ego variantnye formy: novyi vzglyad i novye
vozmozhnosti lecheniya. Posobie dlya vrachei. M.; 2014. 34 s.
(in Russian)]

6. Opnosa E. M., Kapesa M. A. [lepsuyHas Hadnoye4HuKkosas Hedo-
cmamoyHocms y Oemeli: KAUHUYECKUe BapuaHmsl, OUA2HOCMUKA,
neqerue. llocobue ons spayed. M., 2008. 51 c. [Orlova E. M., Kare-
va M. A. Pervichnaya nadpochechnikovaya nedostatochnost' u detei:
klinicheskie varianty, diagnostika, lechenie. Posobie dlya vrachei.
M.; 2008. 51 s. (in Russian)]

7. Opnosa E. M., Ky3neyosa 3. C., [lemepkosa B. A. AymoummyHHsIl
nonuanaHoynspHsil cuHopom 1 muna. lMocobue 0ns spaved. M.,
2007. 34 c. [Orlova E. M., Kuznetsova E. S., Peterkova V. A.
Autoimmunnyi poliglandulyarnyi sindrom 1 tipa. Posobie dlya
vrachei. M.; 2007. 34 s. (in Russian)]

8. laxomosckas H. /1., Mlomanos A. C., BonsiHey I. B., Yemkuna T. C.
OcobeHHocmu meyeHus aymoummyHHoeo eenamuma y Oemel //
Med. secmH. CesepHozo Kaskaza. 2010. T. 19. Ne 4. C. 47-48.
[Pakhomovskaya N. L., Potapov A. S., Volynets G. V., Chetkina T. S.
Osobennosti techeniya autoimmunnogo gepatita u detei. Med.
vestn. Severnogo Kavkaza. 2010; 19(4): 47-8. (in Russian)]

Bubanorpaduyeckas ccbinka:

nepexoaa AUT B uuppo3 nedyeHu, B ToM yucne y 6onbHbIx ¢ AMC,
006yCNOBNMBAIOT HEOOXOAMMOCTb COBEPLIEHCTBOBAHUA PaHHel
LAMATHOCTUKM AyTOMMMYHHbIX 3aboneBaHuii. [paKTUYeCcKUM
BpayaM Heob6X0o4MMO yuYuTbIBaTb BO3MOXHOCTb feboTa AlC
¢ npossneHuin AUT.

9. TiopuHa E. H., CuyuHasa W. B., lopenos A. B., bopucosa E. B.
K Bonpocy u3sydeHus aymoummyHHo20 2enamuma y Oemel //
C6. me3ucos IX Hayy.-npakm. KoHpepeHyuu «CosepuwieHcmBosarue
neduampuyeckoli npakmuku. Om npocmozo K CHOKHOMY».
M., 2014. C. 54-55. [Tyurina E. N., Sichinava I. V., Gorelov A. V.,
Borisova E. V. K voprosu izucheniya autoimmunnogo gepatita u
detei. Sb. tezisov IX nauch.-prakt. konferentsii “Sovershenstvovanie
pediatricheskoi praktiki. Ot prostogo k slozhnomu”. M.; 2014: 54-5.
(in Russian)]

10. TiopuHa E. H., CuyuHasa W. B., lopenos A. B., PamHukosa M. A.
OcobeHHOCMU KIUHUYECKO20 MeYeHUs U mepanuu aymoummyHHO20
2enamuma y oemeli // Bonp. npakm. neduampuu. 2008. T. 3. N¢ 4.
C. 16-20.[Tyurina E. N., Sichinava I. V., Gorelov A. V., Ratnikova M. A.
Osobennosti klinicheskogo techeniya i terapii autoimmunnogo
gepatita u detei. Vopr. prakt. pediatrii. 2008; 3(4): 16-20.
(in Russian)]

11. lisapy B. AA., Hozannep A. M. AymoummyHHbili 2enamum // KnuH.
meduyuxa. 2013. Ne 1. C. 57-61. [Shvarts V. Ya., Nogaller A. M.
Autoimmunnyi  gepatit. Klin. meditsina. 2013; 1: 57-61.
(in Russian)]

12. Cropley A., Weltman M. The use of immunosupression in autoimmune
hepatitis: A current literature review // Clin. Mol. Hepatol. 2017.
Wol. 23. N 1. P. 22-26.

13. Czaja A. J. The variant forms of autoimmune hepatitis // Ann.
Intern. Med. 1996. Vol. 125. P. 558-598.

14. Ferre E. M., Rose S. R., Rosenzweig S. D., Burbelo P. D. et al.
Redefined clinical features and diagnostic criteria in autoimmune
polyendocrinopathy-candidiasis-ectodermal dystrophy // JCI
Insight. 2016. Vol. 1. N 13: e88782. URL: https://www.ncbi.
nlm.nih.gov/pmc/articles/PMC5004733/ (dama obpaweHus —
05.02.2017).

15. Gregorio G. V., Portmann B., Reid F. et al. Autoimmune hepatitis
in chailhood: a 20-year experience // Hepatology. 1997. Vol. 25.
P. 541-547.

16. Jimenez-Rivera C., Ling S., Ahmed N., Yap J. et al. Incidence
and Characteristics of Autoimmune Hepatitis // Pediatrics. 2015.
Vol. 136. N 5. P. 1237-1248.

17. Krawitt E. L. Autoimmune hepatitis // New Engl. J. Med. 1996.
Vol. 334. P. 897-902.

18. Luck N. H., Tasneem A. A. Autoimmune hepatitis in Pakistan //
J. Pak. Med. Assoc. 2016. Vol. 66. N 12. P. 1512-1514.

19. Palma A., Gianchecchi E., Palombi M., Luciano R. Analysis of the
autoimmune regulator gene in patients with autoimmune non-
APECED polyendocrinopathies // Genomics. 2013. Vol. 102. N 3.
P. 163-168.

20. Pniewska A., Sobolewska-Pilarczyk M., Pawlowska M. Evaluation of
the effectiveness of treatment with prednisone and azathioprine
of autoimmune hepatitis in children // Prz Gastroenterol. 2016.
Vol. 11. N 1. P. 18-23. Dl

TiopuHa E. H., Topenos A. B., Cuuunasa W. B., Wuwos A. f., bopucosa E. B., lpammaronyno M. W. AyTOUMMYHHbII renatut y AeTeit Kak nposBneHue
ayTOMMMYHHOTO noAumaHaynapHoro cuiapoma // foktop.Py. 2017. Ne 4 (133). C. 49-53.

Citation format for this article:

Tyurina E. N., Gorelov A. V., Sichinava I. V., Shishov A. Ya., Borisova E. V., Grammatopulo M. I. Juvenile Autoimmune Hepatitis as Part of Polyglandular

Autoimmune Syndrome. Doctor.Ru. 2017; 4(133): 49-53.

Ieanarpus Ne 4 (133) / 2017 | Dowmop.Py | 53



