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Pestome

Hesb. M3yunth 0COOEHHOCTH TE€UYEHUS U KIMHUYECKHE MPOSBICHHUS] ayTOMMMYHHOTO T'eIaTUTa, BBISBUTh
(akTOpbI, CIOCOOCTBYIOIIUE PA3BUTHUIO TAHHOTO 3a00JIeBaHUSL.

Metoauka. Ilog Ha6J'IIOI[eHI/IeM Haxoawics manueHT H. 8-mu JIET, ¢ XPOHUYCCKUM ayTOMMMYHHBIM
I'CIIaTUTOM. HpOBO,Z[I/IJ'IOCL Q)HSI/IKaJ'ILHOG, KJ'II/IHI/IKO-J'I8.60paT0pHOe, HHCTPYMCHTAJIBHOC 06CJ'IGI[OB3.HI/IG u
JICYCHHUE COIJIACHO CTaHAapTaM OKa3aHHs MEIUIIMHCKOMN ITOMOIIH 110 l'IpO(bI/IJ'I}O 3a00JIeBaHUs.

Pesyabtarsl. IlpeactaBnen knuHuyeckuid ciydail manumenta H., 8 mer. [lanument nHaxomwncs Ha
crarrioHapHoM Jsiedernnd B nieauarpudeckoM otaeneHnn No2 OI'BY3 JIKbB r. CmoneHncka ¢ KITHHIYECKUM
JIMaTHO30M: XPOHHMYECKWH ayTOMMMYHHBIA TemaTuT | TUN, MeJAMKaMEeHTO3Has PEeMHCCHSI.
ComnyrcTByrommue 3a001eBaHus: KajJoMazaHue, SHKOIapes.

3akaouenue. B HacTosiiee BpeMsi CBOCBPEMEHHAsl UArHOCTHKA ayTOMMMYHHOTO TEIATHUTAa WIPAeT
OOJIBIIYIO POJIb B MOUCKE ATHONOrUU U 3(()EKTUBHOCTU JICUEHUs 3a00JCBaHMS, YTO MMOMOraeT JOCTUYb
KeIaeMbIX Pe3yJIbTaTOB.

Knioueswvie cnosa: XpOHUUECKUI ayTOUMMYHHBIH TeMaTHT, 1€TH, TeHETHYEeCKask PeIPacioI0KeHHOCTh

CLINICAL CASE OF AUTOIMMUNE HEPATITIS IN AN 8-YEAR OLD CHILD
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Abstract

Objective. To study the features of the course and clinical manifestations of autoimmune
hepatitis, to identify factors contributing to the development of this disease.

Methods. Patient N. aged 8 has chronic autoimmune hepatitis. We conducted physical, clinical,
laboratory, instrumental examination and treatment in accordance with the standards of medical
care for the profile of the disease.

Results. A clinical case of patient N., 8 years old, is presented. The patient was hospitalized in
the pediatric department N2 of the Smolensk Regional Clinical Hospital with a clinical diagnosis
of chronic autoimmune hepatitis type 1, drug remission. Concomitant diseases are calomasia,
encoparesis.

Conclusion. Currently, timely diagnosis of autoimmune hepatitis plays an important role in
finding the etiology and effectiveness of the treatment of the disease, which helps to achieve the
desired results.

Keywords: chronic autoimmune hepatitis, children, genetic predisposition

BBepeHue

AyroummyHHbIll renatut (AWUI) — 310 nporpeccupyloiiee BOCHAIUTEIbHOE 3a00JIeBaHHE MEUeHH,
KOTOPOE XapaKTepu3yeTcsl IOBBbILIEHHEM YpOBHEH amuHoTpaHcepas u IgG B ChIBOPOTKE KpOBH,
HaJIMYUEM ayTOAHTUTEJN U TUCTOJIOTMUECKON KapTUHOMN rernatuta Npu OTCYTCTBUU M3BECTHOM 3THOJIOrUU
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[1]. B nureparype valie ONMUChIBAIOTCS KIMHUYECKHUE CIyYau XPOHUYECKOIO ayTOMMMYHHOIO FelaTuTa y
B3pOCIIBIX M €JIMHWYHBIE KIMHWYECKHWe ciaydau y nereid. B 40% ciydaeB BcTpedaercs OTSATOMICHHAsS
HACJIEICTBEHHOCTh 110 ayTOMMMYHHBIM 3a0oseBanusiM [ 1, 2] u, okono y 20% nauuentoB ¢ AUI" umeror
COIYTCTBYIOLIUE ayTOMMMYHHbIC 3a00JICBaHUs, BKJIIOYas THPEOUJMT, PEBMATOUHBIA apPTPUT,
BOCHAJIUTENIbHBIC 3a00JICBaHMs KHUILIEYHUKA, [EIHAKHI0, CaXapHbld auader 1-ro Tuma, ayTOMMMYHHYIO
FEMOJIUTUYECKYI0O aHEMUI0 M TPOMOOIMTONEHHUIO, BUTWIMIO, TMCOpUA3, HEPPOTHUECKUN CUHIPOM,
rurnonaparupeos, Oone3nb Apmumcona u ap. [3, 6]. Y nmereit m mompoctkoB AUIT mmeer Oonee
arpeccUBHOE TEUEHUE, YeM y B3pocCibiX. [Ipu paHHEH MOCTaHOBKE JAMArHO3a ayTOMMMYHHOT'O T€laThuTa
MAIMEHT YJIOBJIETBOPUTEIILHO OTBEYAeT HAa WMMYHOCYIIPECCHBHYIO TEpamuio, B TO BpeMsl KaK IpH
OTCYTCTBHH JIeUeHHUsI 3a0051eBaHne OBICTPO MEPEXOANT B IIMPPO3 M MEUESHOYHYIO HEIOCTaTOYHOCTh. 1o
COOOIIEHUsIM psiZia aBTOPOB HA MOMEHT ITOCTAHOBKH JTMaruosa ot 36 1o 78% mereil y)xe UMEroT Luppo3
TIEYEHH, YTO CBUJETENLCTBYET 0 no3Hel nuarnoctuke AUIL [8, 10].

B kauecTBe OCHOBHOTO (hakTOpa MaToreHe3a ayTOMMMYHHOTO TelaTHTa PacCMaTpUBAETCS] TeHeTHYecKast
MIPEAPACIIONIOKEHHOCTh — UIMMYHOPEAKTUBHOCTH K ayToantureHam. J{ms AUI xapakrepHa TecHas CBS3b C
PSIOM aHTUTEHOB TJIaBHOTO Komruiekca ructocopmectumoctd (MHC, HLA y venoBeka), y4acTBYIOIINX
B mMMYHOperyisiTopHbIx Tporeccax (HLA DR3, HLA DR4 u nap.). Takxke B pa3BUTHH 3a00JICBaHUS
WUTPaeT pojb COYETAaHHE HECKOJBKHX (PAKTOPOB, KOTOPHIE BCTPEUAIOTCS y OOJBHBIX: BIUSHHE BHUPYCOB
renaruta A, B, C, D, G, Bupyca DmnmreiiHa-bapp, Bupyca mpocToro reprieca, BUpyca KOpPH, BIUSHUE
JIEKAPCTBEHHBIX CPEJCTB, (haKTOPOB OKpYKaromiei cpeabl u ap. OAHAKO HE MCKIII0YACTCS BO3MOXKHOCTD
BozHuKHOBeHHsI AUI BciencTBue mepBUYHO OOYCIOBIEHHOTO HApYIICHWS MMMYHHOTO OTBETa, KOTJa
MOSIBJICHUE <«3AlPEIICHHBIX KJIOHOBY» (ayTOPEAKTUBHBIX KJIETOK) MPOUCXOJUT U 0€3 BO3JCUCTBUS
TPUTTEPHBIX (PAKTOPOB. DTO B3aUMOJICHCTBHE HMHAYIMPYET T-KJIETOUHbIE UMMYHHBIC PEAKIMH ITPOTUB
AQHTUIE€HOB I'eNaTOIMTOB, YTO BEJIET K PA3BUTHUIO MTPOrPECCUPYIOIINX BOCHAIUTENBHBIX U (PUOPOTHUECKUX
W3MEHEHUI B TKaHU Tie4YeHd [6, 9].

AyTOUMMYHHBIM TIenaTUT PacCMaTPUBACTCS KaK OTHOCHTEIBHO peJKas OOJe3Hb Cpelu JCTel: ero
pactpoctpaneHHocTh B EBporie n CIIIA cocraBisier 3-17 cirygaeB Ha 100 000 HaceneHus, a exerogHas
3aboneBaemocthb — 0,1-1,9 cinyuaes va 100 000. B Poccuu B CTpyKTYpe XpOHUYECKUX IENATUTOB y JETEi
poinss AUIDT cocraBiser 2%. IlpencraBUTENbHULBI KEHCKOIO Moja cocTaBisitoT 75% OonbHbIX [7]. B
Hacrosimee Bpems Bbensitor AWML 1-ro u 2-ro TumoB. AyTOMMMYHHBIM Tematutr 1-ro Tuma
XapaKkTepu3yeTcsi HaJMYUMeM B CBhIBOPOTKE aHTHUHYKIeapHbiX (antinuclearantibodies, ANA) wu/unu
AHTHIJIaIKOMBIIICUHBIX aHTHTEN (smoothmuscleantibody, SMA) B tutpe >1:80 y B3pocibix u >1:20 y
neteil. Ha jomr0 3TOro THma, mpejcTaBisFoIIero co00N KIIaCCUYeCKUH BapuaHT OOJIE3HU, MTPUXOJIUTCS
6ostee 90% Bcex ciaydyaeB AT, AyTouMMyHHBIH renaTut 1-ro Timna BCTpeyaeTcs B J000M BO3pacTe.

I[Ipu AUD' 2-ro Tuma B CHIBOPOTKE OIPEACIAIOTCS aHTUTENA K MHUKPOCOMaM KIIETOK TICYCHH U
SMUTENUAIBHBIX KJIETOK KIIyOOuKOoBOro ammnapara rnouek tuna 1 (anti-LKM 1). AyTouMMyHHBIH renatut
2-ro THIa coctaBisieT okojo 3-4% Bcex ciydaeB AUI, Gonblnyro 4acTh OOJIBHBIX — 3TO AeTH OT 2 110 14
neT. 3aboyieBaHME MOXET MPOTEKaTh TSDKENO, BIUIOTh JIO Pa3BUTHS (YJIbMUHAHTHOTO TelaTuTa W
OBICTPBIM IIpOrpeccupoBaHreM o craauu 1uppo3a. AWD 2-ro Tuma Oojiee PE3UCTEHTEH K
MMMYHOCYIIPECCHBHOM Tepanuu, OTMEHa IpernapaTtoB oObIYHO BeAeT K penuauBy. Boigenenne AUL 3-ro
THTIa OOJNBITMHCTBOM CHEIIMAIMCTOB HE MOJIEPKUBALCTCS, TAK KaK €r0 CEpOJIOrHUecKUi MapKep aHTHUTeIa
K pacTBOPUMOMY Te4ueHOYHOMY aHTHreHy (aHntu-SLA) Bctpeuaercst kak npu AUL 1-ro tuma, Tak u npu
AWT 2-ro tuma [6].

HGJ'II: HCCIICAOBAHUA — H3YYUTH 0COOCHHOCTH TEUEHHUS W KIWHHUYECKUE NIPOABJIICHHUA ayTOMMMYHHOTI'O
rénaTtuTa, BhIABUTH (baKTOpLI, CHOCO6CTBy}OH.[I/Ie Pa3BUTHUIO JAaHHOT'O 3a00JIeBaHMUS.

OnucaHue KNMHU4YecKoro cny4as

[Mon nabmopennem B OI'BY3 JIKB crammonape Ne2 r. Cmonencka Haxoawsics Manpuuk H., 8 mer.
AHaMHe3 KHU3HU: PeOCHOK POJUICS OT 5-ii OEpeMEHHOCTH, MPOTEKABIIEH ¢ TOKCUKO30M M MPOSBICHUSIMHU
reprieTnueckoil napexuuu. Poxsr 2, cpounsle, ¢ ponoctumyisinueii. Macca Tena npu poxaennu — 3200
rp, AnmuHa Tena — 52 cMm. MckyccTBeHHOe BckapMiluBaHue ¢ 2 MecsueB. [lepeHeceHHble 3a00neBaHUS:
BeTpsiHasl Oclia, OOCTPYKTHBHBIM OPOHXHUT, C 8 MecsAleB peOCHOK OTHECEH K TPYIIe 4acTO OOJICFOIINX
JeTeld. AiieproaHaMmHe3 OTATOIICH, Y peOeHKa BBIABICH MOJUIMHO3. HacnmencTBeHHOCTh oTsAromieHa (y
MaTepy — ayTOMMYHHBI TUPEOHINUT, Y OTLa — OpOHXMANbHAs acTMa, Y JACAYLIKH [0 MaTepH CaxapHbIN
nuadeT U ayTOMMYHHBIM TUPEOUIUT, y 6aOYIIKU IO OTLY CaxapHbIM Auader, y mpajelylKd 110 MaTepu
TyOepKyIe3 JISTKUX ).

AmnamHe3 3a0oJieBaHUs: peOCHOK 0OJICH B TeueHue 4 JieT, KOorja BrepBbie mpu obcienoBanuu B LleHTpe
MMMYHOJIOTMHA U aJUIEProJIOTUU MO TMOBOMY TOJUIMHO3a B OMOXMMUYECKOM aHAJIU3€ KPOBU BBISBICHBI

99



BectHuk CMoneHcKon rocyjapCTBEHHON MeANLIMHCKON akagemum 2023, T.22, Ne 2

MpU3HAKK  CHHAPOMA  IUTOJIN3A: anannHamuHoTpanchepaza  (AJIT) - 324 El/m,
acmapratamuHoTpancamuHaza (ACT) — 175 EJl/n, ramma-rinyramuntpanchepaza (I'TT) — 37 EJl/n.
Mapkepbl BUPYCHBIX TenatutoB A, B, nuromeranoBupycnoit mHdpexiuu (LIMB), Bupyca DmmreiiHa-
Bappa (B3ObB) orpunarensusl. [Ipu nposenennn Y3U opranos OpromHo# monoctu (OBIl) ormeuanacek
remnatocruieHomeranusi. B nedennn pebeHok momydan ypcoaesokcuxomneByro kucioty (YAXK) 13 mr/kr
6e3 a¢dekra. B cBsa3u ¢ yem ManpuuK OBLI HANpPABICH Ha KOHCYJIBTALMIO U JIEYEHUE B OTIEIICHUE
racTposHTepojorun Poccuiickod [eTckoi KIMHHYECKOH OonbHUIBI I'. MOCKBBI C JMarHO30M:
XpOHUYECKUH ayTOMMMYHHBIH renatuT. [lo gaHHBIM mpoBeneHHOH ¢ubdposnactomeTpun GHudPo3
orcyrctBoBan (FO mo METAVIR). B kauectBe nuddepeHnnanbHOl TUarHOCTHKA OBUTH HCKITFOYCHBI:
Oosie3Hp Bunbcona, anbda-1-aHTUTPUIICMHOBAasT HENOCTATOYHOCTb, IEPBUUHBIA CKJIEPO3UPYIOIIUI
XOJIAaHTUT, XpoHUYeckue BupycHole renatutsl B, C, BOb, [IIMB, nennakus.

B nampneiimmem pebeHok HaOmogancss B HaluoHaabHOM MEIMIMHCKOM HCCIIENOBAaTENILCKOM LEHTpPE
(HMMULI) 3n0poBbst neTel, rie YCTaHOBIEHA OTpULATeIbHAs JWHAMUKA IO JaHHBIM OMOXMMHYECKOIO
ananusa kposu: AJIT — 163,4 EJl/n, ACT — 86,3 EJl/n, menounas ¢ocdarasza (LLID) — 570 EJl/n, ansda-
l-antutpuncun — 72.6 wmr/n. [lo nmaHHBIM (QUOPOITACTOMETPUHM TaKXKe BBISBICHA OTpHULATEIbHAS
nuHamuka: ymepeHHbIH ¢(ubpos (F2 mo METAVIR). [Ins yrouHeHuss JuarHo3a MpoOBeACHA
JIMarHocTuyeckas OMoIcus NeueHy. 3aKIioueHue: B penaparax NpucyTCTBYIOT IPU3HAKU XPOHUYECKOTO
nepuIopTansHoro remarura. Mugeke cxieposa mo decmer — 3 Oara (BeIpakeHHBIH). Pebenky Obuta
Ha3HaueHa WMMYyHOCynpeccuBHasi Tepamus. Yepe3 rox (B cenrsOpe 2020 r.) mpu MOBTOpHOU
rocrimtanuzanmu B HMUWL] 31n0poBest merell BBISBICHO 0O0OCTpEeHHE ayTOMMMYHHOTrO remarura. Ilo
J1a00PaTOPHBIM TaHHBIM OTMeuanoch noeitenue AJIT no 155 EJl/n, ACT no 74,4 EJl/n, IgG 20,29 /1,
9TO  COOTBETCTBOBAIO  OOOCTPEHHIO  ayTOMMMYHHOro  remaTturta. [lpoBegeHa  KOppeKUUs
HMMMYHOCYIIPECCUBHOM Tepanuu: azaTHonpuH 25 mr 1pa3 B nenp, YIXK 250 mr/cyT, MeTHITIpE AHU30JI0H
4 mr/cyt. 1o nanHBIM PuOpodIacTOMETPUHU Ha (POHE MPOBOIUMOI Tepanuy OTMEYalach MOJIOKUTEIbHAS
nuHamuka (FO mo METAVIR). Ilpu nosropHoii rocnimrammzannn B HMULL 3nopoBest aereit uepe3 6
MeCsIeB OTMEUYEeHa KIMHHUKO-TabopaTtopHas pemuccusi Ha ¢oHe Tepanuu. JlabopatopHO NpHU3HAKOB
[UTOJNIM3a W XOJIeCTa3a HE OTMEYaJoCh, OEIKOBO-CHHTETHYECKass (YHKIMS I€YeHH HE HapyIleHa, 10
JlaHHBIM (UOPOAITACTOMETPUH TIEUEHH IOKa3aTeNu 3macTudHocTH coorBercTBoBamn FO mo METAVIR.
PeGeHok BbIKCaH B yJOBIETBOPUTEIHHOM COCTOSHUHM HA HMMYHOCYTIPECCUBHOM TEpaIHH.

B cBs3u ¢ mosiBieHneM xano0 Ha IUIOXYH0 MPpHOaBKY B BECEe M 3alOpbl MallbiWK TOCHHUTAIM3UPOBAH B
HMMWUL] 3noposest nereit B mapre 2022 1. [lo mamneiM Y3U OBII 3akmiouenne — Y3U npusHaku
YMEPEHHOW TemaToMeralud, yMepeHHbIX Au(p(y3HbIX MNapeHXWMATO3HBIX H3MEHEHUH IIeYeHH,
NEpUIIOPTAIBHON peakluu B Ie4eHH, xosectasa. dubOposnacrorpadus medeHu: pe3ysabTaThl MOTYT
COOTBETCTBOBaTh OTCYTCTBHIO (prubpo3a meyenn (FO mo mxame METAVIR). Ilo cpaBHeHuio c
HCCIIEIOBAHUEM C Ipenblayliell rocnuranu3anueil — 0e3 cyllecTBeHHOM nauHamuku. JlaHbl
peKOMEHIAIMA TpU  BBINKMCKe: aszatwonpuH 25 wmr/cyr, YJAXK B cycmensun 250 wmr/cyr,
MeTHIIpeIHn305I0H 4 mr/cyT. Uepes 5 mecsnen pedenok rocnuranusupoBad B OI'BY3 JIKb cranuonap
Ne2 r. CMmoneHcka ¢ >xajo0aMM Ha CHIDKEHHBIH aIllIeTUT, IUIOXME NpUOaBKM Macchl U PpOCTa,
KaJloMa3aHue, HEYCUIYUBOCTb U THIIEPAKTUBHOCTD.

[Ipu oO6bexTUBHOM ocMoTpe: Temmeparypa — 36,6, UJ] — 24 B mun., YCC — 97 B MHH., apTepHalIbHOE
nmasienre — 105/65 mm. pt. ct. Bec 23 kr (SDS — 1,37), poct 122 cm (SDS — 1,80), UMT — 15,5 (SDS —
0,38), 4TO COOTBETCTBYET BhIpaXKCHHOMY AeduuTy Macchl Tena. CocTosiHne peOeHKa CpeJHeH CTereHn
TSOKECTH 3a CYET OCHOBHOTO 3abosieBaHHA. [10IKOKHO-KMpOBas KIIETYAaTKa pPa3BHTa HEIOCTATOYHO,
pacrpeesieHa paBHOMEPHO. ANIETHT CHUKEH.

Ilo pesynbrataM NpOBEAEHHOIO OOCIENOBAaHMS B KIMHUYECKOM aHAJIM3€ KPOBU M OMOXUMHYECKOM
aHann3e KPOBM MOKasaTelnu B mpenenax pedepeHcHbIX 3HadeHWid. [lpum mpoenenmn Y3U opranos
OPIOLIHOM MOJOCTH BBISBIICHEI TU((y3HbIE N3MEHCHHUS TAPCHXUMEBI TI€Y€HH, ICPHBACKYIIPHBIN (HHOPO3.
KocTHEIif Bo3pacT 10 TaHHBIM peHTICHOTpaUH KUCTEH COOTBETCTBYET NIPUMEPHO 6,5 romaM (0TcTaeT OT
KaJleHZapHoro Ha 1 ron 8 Mecs1es).

B CTauoHape IMPOBCACHO ITOJIUKOMIIOHEHTHOC JICUCHUE C IMPUMEHCHUEM KOM6I/IHI/IpOBaHHLIX CXEM
MMMYHOCYTIPECCHBHOM Tepamuu: a3aTHONPUH 25 MI/CYTKH JUTUTENBHO HEMPEPHIBHO IMOJ KOHTPOJIEM
JIEHKOIMTOB KPOBH, METWIIIPEIHU30IIOH 4 MI/CYT, C TEmaTONpPOTEKTOPHOHN LENb0 PEeOCHOK MOIydal
YPCOMIE30KCUXOJIEBYIO KUCIOTY 250 Mr/CyT.

O6cyxaeHue KNMHMYEeCKOro criyyas

B nureparype waie onmuchIBarOTCS KIMHUYECKHE CIy4yad ayTOMMMYHHOTO TemaThTa y B3pocibiX [3] u
€IMHUYHblE KIMHMYecKHe ciyyaun y gnerei [1]. IlpeactaBneHHbI HamMM KIMHUYECKUM ciaydaid
IeMOHCTpHupyeT ocobenHocTH TedeHns AWIT y peOeHka Miammero MIKOJBHOTO BO3pacTa, IaeT
BO3MOXKHOCTb IIPOaHAJIM3UPOBATh (PaKTOPhl pUCKAa BOSHUKHOBEHUS 3a00JIEBaHMSA, YTO BaKHO B CBSI3U C
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HEMHOTOYHUCIICHHBIMU ITyOJIMKALUAMHE 0 JaHHOU mpobsieme. Cpean (akTOpoB pUcKa y IeTeill Ha IepBOM
Mecte ctouT rerotunt HLA, DR3. [Ipu no3nHel quarHocTUKE 1 MO3HEM Hadase JISYSHUsT HaOIr01aeTcst
nporpeccupyromiee TeueHue ¢ (popmupoBanuem ¢udposa [6, 8]. dpyrumum Qaxkropamm pHcka
ayTOMMMYHHOTO TeNaTUTa sIBIsIeTCA BIMsHKUE BUpycoB renatuta A, B, C, D, G, Bupyca Dmmreitn-bapp,
BUpYyCa MPOCTOTO reprieca, BUpyca KOPH, BIUSHUE JIGKAPCTBEHHBIX CPEACTB, (PAKTOPOB OKpY’Karolien
cpenpl u np. [lpu aHanmze o030pa JHMTEpaTypbl MO AaHHOM TeMe Halle BHUMaHHWE HPUBIEKIO
WCCIIE/IOBaHNE, TIPOBEJCHHOE B YHUBEPCHUTETCKOW JAeTcKkoi kimHmueckoi Oompauie PI'AOY BO
«IIepBplii MoOCKOBCKHI TOCYZapCTBEHHBbIN MeIuIMHCKUM yHHBepcuTeT uM M.M. CeueHoBa», rae
HaOmomanuck 25 nereit ¢ ayromMMmyHHBIM rematutoM [4]. Ilo knuHmueckomy teuennto AUD y
OOJIBLIIMHCTBA JieTell XapaKTepU30BaJICsl BHE3AIIHBIM HAa4yajJOM MU IOSBJIEHHUEM CHUMIITOMOB, CXOAHBIX C
CUMIITOMaMH OCTPOro rematuta. Takue Npu3HaKW, KaK acTeHU3alMs, AUCIENCUYECKHE IPOSBICHUS,
MIOBBIILIEHUE TEMIIEpaTypbl Tejla, UKTEPUYHOCTb CKJIEP M KOXHU TUNepOMInpyOMHEMUs, IMOBbIILIEHHAs
TpaHCaAaMHHA3Hasi aKTHBHOCTH MPHCYTCTBOBAJIH Y OOJBIIMHCTBA OOJBHBIX. Y 9 MAllMEHTOB OTMEYaloCh
[IOJOCTPOE TEUYEeHUE. 3a HECKOJbKO MECALEB A0 IOCHHUTAIM3alUMU Yy 6 JeTel MOsBIICA CyCTaBHOH
CHUHIPOM, MEJKOTOYECYHAasl ChIlb, HOCOBbIE KpOBOTeUeHHUs. Y 3 jgereil oOpamanu Ha ceOs BHUMaHHE
4acThle BUPYCHBIE 3200JICBaHNUS, aJNIEPrHH, 3a1I0PHIL.

B OuoxuMuueckoM aHalu3e KpOBM Yy BceX JeTed ObulM BBISBICHBI: TUIEPOUIUPYOUHEMHUS,
[UTOJIMTHYECKAs AKTHBHOCTH, IHCIPOTEHHEMHs. Y BCeX OONBHBIX OBUIM HAMICHBI aHTHTENA B
JUArHOCTHYECKHUX TUTPaX.

[Ipu ynpTpa3BykoBOM 0OCIEIOBAaHMM OPraHOB OPIOLIHOM MOJOCTH Yy BCEX MAIMEHTOB OTMEYalloCh
yBEJIMUYEHHE pa3MepoB medeHu oT 1,5 no 5 cM, auddys3Hoe ymIoTHEHHE NMapeHXUMBbl IEYeHU pPa3HOH
CTENEHH BBIPR)XEHHOCTH. Y BEIMYEHUE Pa3MEPOB CeJIe3eHKH OT 1 10 5 cM oOHapyxeHo y 17 6onbHbIX. 1o
JIJaHHBIM ITyHKLIMOHHOW OMOIICHM ME€4YEHH, NPOBEAECHHON 18 neTsM, BbIABIEHBI NPU3HAKU XPOHUYECKOTO
reraTuTa pasHoH CTENeHW aKTUBHOCTH. Mopdomornieckie NpH3HAKH IMPPO3a MEUYSHH UMETHCh y 16
OOJIbHBIX: ¥ 7 MAallMEHTOB aKTUBHOCTh I'ENaTUTa ObLIAa BBICOKOH, Y 4 YMEPEHHOH, y 5 MHUHUMAaJIbHON. Y
OOJIBLIIMHCTBA JIeTel MPU3HAKU LUPPO3a NEeUeHHU ObUIM OOHApYXKEHBl YK€ Ha ME€PBOM WJIM BTOPOM IOAy
3a00ICBaHUSL.

VY Bcex netell ObLIM BBISABJICHBI TEYCHOYHO-ACCOIMHUPOBAHHBIC ayTOAHTHTENAa Ha (DOHE OTCYTCTBHUS
MapKepoB BHPYCHBIX TEMaTHTOB, YTO IOATBEPIKAAJIO IWArHo3. Y OJHOW JI€BOYKH AMArHOCTUPOBAH
¢ubpo3 cragumu F1 mo mkane METAVIR. ¥V 18 nanuentoB Obi1 0OHapyXeH HHUPPO3 TE€UEHH, HYTO
TOBOPHUT O MPOTPEeCCHPYIOUIMM TE€YEHHH B OTHOCHTEIBHO KOPOTKHE CPOKM 3aboseBaHus. B pesymprare
MPOBEICHHOTO HCCIEIOBaHKs OBUIO BBIABICHO, 4TOo y Tpoux jereii AWI mporekan Ha ¢oHe
ayTOMMMYHHOT'O ITOJIMTIIAHAYJISIPHOTO CHHAPOMa (TeHETUYeCKH OATBEPKACHHOTr0). [laToreneTnueckas u
3aMECTUTENIbHAs Tepanusi BCEM JAETSAM MPOBOJIWIACH B COOTBETCTBHH C BO3PACTHBIMU IO3UPOBKAMH C
MEePeXoOM Ha MOMJCPKUBAIOIINE J03bl IMOCHE YIyYIICHUS KIMHHUKO-Ta00paTOpHBIX IIOKazaTele,
KOTOpoe OOBIYHO HACTymano uepe3 1.5 Mecsa mociie Havajga Tepanud. Bcem OONbHBIM Ha3HAYAIU
MIPETHU30JIOH. A3aTHoTpuH monydanu 19 nereit (Tpoe OONBHBIX HE MPUHUMAIM J3TOT TpenapaTr u3-3a
VHAVBHUIYJTEHOW HEMIEPEHOCUMOCTH) [4].

3aknoueHue

IIpencraBneHHbll HAMM KIMHUYECKUH Clydaidl IE€MOHCTPUPYET OCOOEHHOCTH TE€UEHHUs] ayTOMMMYHHOI'O
rematura y peOeHka 8 JieT, JaeT BO3MOXKHOCTh MPOaHaJM3HPOBaTh (pakTopel pucka (GpopMupoBaHUS
JTAHHOTO 3a00JIeBaHMs, M OLIGHUTD PE3YJIbTAT OT IPOBEACHHOTO O0CIEIOBAHUS U JICUCHHUSI.

dakTopamMu pUCKa y JAHHOTO MHalMeHTa SBUIKCH OTATOIIEHHAsS HACIEACTBEHHOCTh 110 ayTOUMMYHHBIM H
aJJICPrUYeCKUM 3a00JIeBaHHUSIM, KOTOPbIE UMEIOT BRIPKEHHYIO Koppesuuto. ClieyeT moA4epKHYTh, YTO
(hakTOpaMu pUCKa HEOJIArOMPHUATHOIO TEUCHMS SIBJSIOTCS MO3IHSSA JUACHOCTHKA M HECBOEBPEMEHHOE
Hayaslo JieueHus, a Taxke renornn HLA, DR3.

[lenpto JICUCHUS SBISCTCS JOCTHKCHHUC ITOJTHOW PEMHCCHH HE TOJIBKO Ha OMOXMMHYECKOM, HO W Ha
MOP(OJIIOTHYECKOM YPOBHE. B ¢BsI3U ¢ TeM, 4TO ayTOMMMYHHBIH FeATHUT U3Y4YaeTCsl aKTHBHO, HAKOILICH
MaTepHas Mo TCHETHYECCKOW IPEIpacIoioKCHHOCTH, KIMHIYSCKHUM OCOOCHHOCTSM W JICUCHHUIO JTaHHOU
maroyioruy. Ho Heo0XomumMo oOpaTuTh 0C000C¢ BHHMAaHHE Ha CBOCBPEMCHHYIO AMATHOCTHKY M paHHEE
HayaJio JICYCHHS, YTO TPEOyeT MeTaabHOW HH(POPMHUPOBAHHOCTH Bpadeid, B YaCTHOCTH ITEPBUYHOTO 3BCHA
31paBOOXPaHEHUS.
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