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Pesrome. OnpeneneHre 1a00paTOPHBIX KPUTEPUEB IS COBEPIIICHCTBOBAHUS TrddepeHIIaIbHON 1ra-

THOCTUKU JieTeit ¢ ayrTouMMyHHBIM rertiatutoM (AWT) u 6one3nrsio Bunbcona (bB) siBnsieTcs aktyanbHbIM
B nienuatpun. OOHUM U3 KpUTEpUEB MOCTaHOBKM auarHoza AWI sBisieTcsl MOBBILIEHUE TUTPOB aHTUHY-
kiieapHoro ¢akropa (AH®) B ceiBopoTKe KpoBu. OnucaHbl ciydan, Korga BB MoXxeT KIIMHUYeCcKU IpoTe-
KaTb no tuny AMT ¢ BeisiBIeHHEM HecneuMPUIeCKUX ayTOaHTUTEII, YTO 3aTpyAHsIeT AuddepeHInaTbHYIO
nuarHocTuky. Lleab ucciaenoBaHusT — BBISIBUTH OCOOGHHOCTU OIpeAeieHUs aHTUHYKJIeapHoro daxkropa
Ha KJIeTOYHOU JuHuU Hep-2 1 cneuu@uueckux ayToaHTUTEN C MCITOJb30BaHUEM TPOWHOIo cyocTpaTa y
neteit ¢ AU u BB. O6c¢cnenoBano 62 peberka ¢ BB u 28 neteit ¢ AWI. Onpenensiiu aHTUHYKJIeapHbIii
dakTop (AH®) Ha kiretounoi TmaNT HEp-2 (K1eTku ameHoKapIIMHOMEI TopTaHu yelioBeka, ANA-HEp-2,
AESKUSLIDES®, Iepmanust) u cienuduyeckre ayToaHTUTEa ¢ UCITOJIb30BaHUEM TPOMHOTO cybceTpara,
TMOJYIEHHOTO OT TPBI3YHOB, KOTOPHIN BKIIIOUACT 00pa3libl TKaHEeH IMouky, neueHun 1 keayaka (LKS Mouse,
separated, [epMaHNSI) ¢ TOMOIIBIO peaKIIUM HEIIPSIMOiT (hIIFOOPECIEHINY C UCIOIb30BaHNEM aBTOMAaTHIC-
ckoro aHanuzatopa HELIOS® (Iepmanust). [1poBeneHHBI aHAIU3 BbISBUJ I1OJOXUTEIbHbBIE PE3YJILTaThl
uccienoBanuss AH® y 15 gereit u3 62 (24%) ¢ bB. IlonoxurenbHbie pe3yisratbl AH® nosaydeHbl y 26
nereit u3 28 (93%) ¢ AUI, nocroBepHo vaine AH® BrisiBisiercs y aeteii ¢ AWT o cpaBHenuto ¢ bB. I1pu
MCCIEIOBAaHUU CITEM(MUUECKUX ayTOAHTUTEN C MCIIOJIb30BaHUEM TPOMHOTO CyOCTpaTa ObLIM BBISBICHBI
MOJIOXKUTEJIbHBIE pe3yJibrathl y 34 nereii ¢ BB (55%) ny 26 nereit ¢ AUT (93%), nocToBepHO Yallle CIiell-
uduIeckKkre ayToaHTUTeNIa Ha TPOMHOM cyocTpaTte BoisBasItoTcsa y aeteit ¢ AUT (p < 0,001), yem y aereii ¢
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BB. I1pu ob6cnenoBaHuu pedbeHka ¢ mogo3dpeHueM Ha AT nipu BeISIBI€HUY TOMOT€HHOTI'O TUIIa CBEYEeHU ST Ha
kyetouHou nuauu HEp-2 1 mpu KoMOMHALIMY pa3InYHbIX TUTTIOB CBEUEHMsI Ha TPOMHOM CcyOCTpaTe Hellb3s
MCKJIIoUaTh Hau4uue y nauueHToB bB.

Karouesvie crosa: demu, aymoummyHHblil eenamum, 601e3Hb Buabcona, anmunykaeaphwlil pakmop Ha kaemouHoli aunuu Hep-2,
mpotinoi cyocmpam LKS Mouse, aymoanmumena Kk MUKpocomam neuenu u novex 1-eo muna, aymoanmumena K ena0Kum
MbLUYAM, AYMOAHMUMENQ K MUMOXOHOPUSM, AYMOAHMuUmMend Kk napuemanbHbiM KAemkam jceayoxka

LABORATORY CRITERIA FOR IMPROVING THE DIAGNOSIS
OF AUTOIMMUNE HEPATITIS AND WILSON’S DISEASE
IN CHILDREN

Zhuzhula A.A2 Kurbatova 0.V.2, Petrichuk S.V.2 Fisenko A.P.2,
Snovskaya M.A.?, Movsisyan G.B.?, Potapov A.S.*", Semikina E.L.»"

¢ National Medical Research Center for Children’s Health, Moscow, Russian Federation
b J. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russian Federation

Abstract. Specification of laboratory criteria for improving differential diagnostics of children with autoimmune
hepatitis (AIH) and Wilson’s disease (WD) is a relevant task in pediatrics. Increased titers of antinuclear factor
(ANF) in blood serum is among laboratory criteria for diagnostics of AIH. Some WD cases have been described
which can manifest as autoimmune hepatitis (AIH) with detection of non-specific autoantibodies, thus
complicating the differential diagnosis. The aim of our study was to identify the specific features for determination
of antinuclear factor on the Hep-2 cell line and specific autoantibodies using a triple cell substrate in children
with autoimmune hepatitis and WD. We have examined 62 pediatric patients with WD and 28 children with
AIH. ANF was determined on the HEp-2 cell line (ANA-HEp-2, AESKUSLIDES®, Germany). Specific auto-
antibodies were detected by means of a triple substrate obtained from rodents, which included samples of kidney,
liver and stomach tissues (LKS Mouse, Germany) using indirect fluorescence reactions applying an automated
analyzer HELIOS® (Germany). The analysis revealed ANF positivity in 15 out of 62 (24%) children with WD.
Positive ANF results were obtained in 26 out of 28 children AIH (93%), being significantly more common in
AIH compared with WD. The study of specific autoantibodies using a triple substrate revealed positive results
in 34 children with WD (55%), versus 26 children with AIH (93%), Hence, the specific auto-antibodies on
the triple substrate are more commonly found in children with AIH (p < 0.001) than in children with WD. In
children with suspected AIH, when a homogeneous type of luminescence is detected on the HEp-2 cell line,
and with a combination of different luminescence types on a triple substrate, the presence of Wilson’s disease in
patients cannot be excluded.

Keywords: children, autoimmune hepatitis, Wilson’s disease, antinuclear factor, Hep-2 cell line, triple LKS murine substrate,
autoantibodies to microsomes, LKM- I antibodies, liver, kidneys, smooth muscle antibodies, mitochondrial autoantibodies, gastric
parietal cell autoantibodies

BBeneHue

3aboJsieBaHUsI TIEYEHU — TPYMIIa HACAEACTBEHHBIX
U TIPUOOPETEeHHBIX 3a00JeBaHUl C Pa3HOOOPa3HOU
KJIMHU4YecKoi kaptuHoi [9]. K omHuM u3 pacmpo-
CTpaHEHHbBIX 3a00JIeBaHUI TIEYEHU y AETeil OTHOCST
ayTouMMyHHBbII renatut (AWI), 6one3npr Busbco-
Ha—KoHoBanoBa u npyrue.

bone3ns Bunbcona (bB) — Tskenoe penkoe Ha-
CJIE[ICTBEHHOE 3a0o0JieBaHUE, XapaKTepu3ylolleecs
HapylieHueM MeTaboim3Ma MeIu U M3O0BITOUHBIM
HaKOIUIEHUEM MEJIU B PA3JIMYHBIX OpraHaxX v TKaHsIX,
4TO TIPUBOJUT K COYETAHHOMY TTOPAXKEHUIO MTPEUMY-
LIECTBEHHO ITapeHXMMAaTO3HbIX OPTaHOB (TI€YEHbD)
¥ LIEHTPaJTbHOW HEPBHOU CHUCTEMBI (B Y€UEBUIHOO-
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Opa3HbIX SIIpax, B MIOJKOPKOBBIX s1/Ipax U B KOPe ro-
JoBHOTO MO3Ta) [4, 9, 10]. PacpoctpaneHHocTh BB
koneo6sercs ot 1:30 000 go 1:100 000 uyenosex [8, 10].
Yarre 60Jie3Hb BCTPEYACTCS Y MYXKUYUH, YeM Y KEeH-
muH [10].

bB BnizBaHa mytauueit B reHe ATP7B, KOTOpbIii
Konupyetr TpaHcMeMmOpaHHyio ATda3zy, TpaHcmop-
TUPYIOIIYIO MEIb, M3-3a YeTO U30BITOYHO HAKaTLIM-
BaeTCcs Mellb B renaTtoluTax, pa3pyiiasi uX U MOBbI-
11asi KOHIEHTPAIIMIo CBOOOIHOI MeIN B CHIBOPOTKE
KPOBH 1 YBEJIMICHHOM 9KCKPEIINN MEIN C MOYOIi [4,
9, 10, 11].

bB y nereii otinyaeTcs IIMPOKUM MTOJIUMOPGHU3-
MOM KJIMHUYECKON CUMIITOMATUKU: IeOI0T 3a00je-
BaHUSI HAaYMHAETCSl C TOpaXeHWEeM MedyeHUu B 5-18
net (40-45% ciydaes), B 30% ciiydaeB — ¢ pa3BUTHEM
HEBPOJOTUIYECCKUX U TICUXUISCKUX PACCTPOKCTB [4,
9]. BB saBnsieTcs TpyaHO AUArHOCTUPYEMBIM 3a001e-
BaHUEM MEeYeHU M3-3a UTUTETBLHOTO JIATEHTHOTO Te-
YeHMsI, 0COOCHHO Ha HayaJIbHBIX 3Tamax 3aboJjieBa-
Hus [8]. [ToaTOMy akTyajbHBIM SIBISIETCS U3yYeHUE
MalMeHTOB JETCKOTO BO3pacTa ¢ MaToJIOTUEl meve-
HU HEYTOUHCHHOM 3THUOJIOTUH JJIsI TIOATBEPXKICHMST/
uckaoueHus: bB [8].

Omnucansbl cydan, korna bB MoxeT KiimHUYecKn
npotekaTb no tuny AWI ¢ BbIiIBI€HUEM HeECIEll-
uUUECKNX ayTOaHTUTEN, 4YTO 3aTpydHseT aud-
bepeHIIMaIbHYIO ITMAarHOCTUKY, TIPU 3TOM HE WC-
KJIFOYaeT ayTOMMMYHHBII KOMIIOHEHT B ITaTOT¢HE3¢
BB [4]. OnucaHbl ciiydyanu oOHApy>KeHUsI aHTUTEN K
MUKpOCOMaM TiedeHu 1 mmoudek 1-ro tuma (LKM-1)
y mnauueHToB ¢ BB mocie 3nu30m0B OTTOpXKEHUS
TpaHCIUIAHTaTOB MeueHu [7]. TeM He MeHee JyacToTa
BBISIBJICHUSI HAJIMYUS CICHU(PDUUIECKUX ayTOAHTUTE
npu bB He u3yyeHa, MoaTOMY CieayeT MPOSIBISITH
HACTOPOXXEHHOCTh Tipu AuddepeHIInaIbLHON aua-
rHOCcTHUKe neyeHo4uyHoit ¢popmbl BB 1 AUT [13].

ANT — T1saKesioe XpOHUUYECKOE ayTOMMMYHHOE
BOCITJIMTESIbHOE 3a0ojieBaHUE TIEYeHU HEU3BECT-
HOM 3THUOJIOTUM, XapaKTEePU3YIOIIEEeCs NPOAYKIIUEA
ayTOAHTUTEI K COOCTBEHHBIM Tremarouutam |1, 3,
7, 14]. AUT gBnsietcs peakuM 3abojieBaHUEM, €ro
pacrnipoctpaHeHHOCTh B EBporie 1 CILIA kone0OseT-
cs 3-17 cnydaeB Ha 100000 yenosek [3]. B Poccuu
B CTPYKTYype XPOHUYECKUX TEIaTUTOB Yy JACTEH OIS
AMUT cocrapnsier 2%, nuiia XEHCKOTO To1a 60JIeIoT
yamie [1].

B pasButnu AWI onHO M3 OCHOBHBIX TPU-
YUH SIBJISIETCS HapylIeHWEe MMMYHOTOJIEPAHTHOCTH
OopraHusMa y TEeHETHMYECKU IpPeapaciiooKeHHbBIX
aun [1, 3]. HapylueHust B MMMYHHOI CUCTEME MOTYT
OPOSIBIISITBCS  Te(PpeKTOM (DYHKIMU PeTYISATOPHBIX
T-xeToK M HaIUMYMeM ayToaHTUTeN B KpoBu [1, 3].

AyTtoaHTuTena GUKCUPYIOTCS Ha MeMOpaHe renaTo-
UATOB, CIIOCOOCTBYSI MX Pa3pyIIeHUIO COOCTBEHHBI-
mu tumdonuramu |1, 3].

OmHUM U3 KPUTEPUEB ITIOCTAHOBKM IHUATHO3a
AWNT gaBngeTcs MoBbILIEHWE TUTPOB aHTUHYKJIeap-
Horo dakropa (AH®) B ceiBopoTKe KpoBu [1]. ¥ ne-
Teii B 3aBUCHMMOCTHU OT BBISIBJICHHBIX ayTOAHTHUTE]I
BoiaessoT 2 tuna AUITE AWT 1-ro tuma, npu KoTo-
POM BBISIBJISIIOTCSI CrieliMUUecKre ayToaHTUTeNa K
mraakoit myckyiarype (ASMA) u/wimn AH® u AUT
2-TO THIIA, TIPA KOTOPOM BBISIBIISTFOTCSI CITeIIM(pIIe-
CKHE aHTUTEeIa K MUKPOCOMaM TICYeHH U TT0YeK 1-To
tuna (LKM-1), u/unn aHTATEIAa K IIMTO30JIbHOMY
aHTureHy nedyenu 1-ro tuna (LC-1) [1, 3, 7]. AUT
2-ro tuIa cocranisieT 3-4% ot Bcex cirygaeB AUT |1,
3]. AHTUTENA K TIEYSHOUHOMY PaCTBOPUMOMY aHTH-
reHy (SLA) — ayToaHTuTea, KOTOpbIe CIeU(pUIHbBI
1 00J1a1aI0T BBICOKOI NMAarHOCTUYECKOU 3HAUYMMO-
cThio npu arooom turne AUT [1].

OmpeneneHue J1a0OPaTOPHBIX KPUTEPUEB IS
COBEPIIICHCTBOBAHMS ITU(phepeHINAIFHONM TUarHO-
ctuku geteit ¢ AU u bB saBisiercss akTyaabHBIM B
neauaTpuu.

Iens uccienoBaHusi — BBISIBUTH OCOOCHHOCTH
onpeneiiennss AH® na kiretouHoit simHum Hep-2 n
crreInGUIECKIX ayTOAHTUTENI C WCITOJh30BaHUEM
TpoliHoro cybctpara y neteii c AUT u BB.

Matepuans! 1 MeTogbl

B uviccinenoBaHue OBLIO BKITIOUEHO 62 pebGeHKa C
BB u 28 neteit ¢ AWUT, HaxoauBiuMecst Ha o0caenoBa-
HUM B TaCTPOIHTEpOJIorTnuecKoM otaeieHun B OTAY
«HMMWL 3n0poBbs neteit» Munsapana Poccuu.

Bcem netsam onpenenstiin AH® Ha KJIeTOUHOI 11 -
Hu HEp-2 (Ki1eTku aneHOKapIIMHOMBI TOPTaHU Ye-
JIOBEKA) ¢ TIOMOILBIO PeaKIIMU HENpsIMOii (rroopec-
uenuuu (PHU®, AESKUSLIDES® ANA-HEp-2,
IepMaHusi) ¢ MCIOJB30BaHMEM aBTOMATUYECKOTO
ananusaropa HELIOS® (AESKU.GROUP, Iep-
MmaHus) [2]. JJaHHOe ucciaeaoBaHUE SIBISIETCSI «30-
JIOTBIM CTaHAAPTOM» JIAOOPATOPHOW MUATHOCTUKU
BBISIBJICHUSI ayTOAHTUTEI B CHIBOPOTKE KpOBH [2, 3,
4]. Pe3ynbraT aHaim3a NpelcTaBlIsieT coboit mHpOP-
Mamuio 0 KOHEYHOM TUTPE W TUIIE CBEYCHUS SIpa U
nurtorazMel kKitetok HEp-2 [3]. OTtpunareabHbIMU
3HaYeHUsIMU cuutaan TaTpel AH® < 1/160, nipu
tutpe 1/160 OTBET cuMTaaIM HU3KOMO3UTUBHBIM,
1/320-1/640 — ymepeHHO MO3UTHBHBIM, 1/1280 u
BBIIIIE — BBICOKOTTO3UTUBHBIM [3]. JI1000¥i 13 BBISIB-
JICHHBIX TUITIOB cBeueHUT AH® MBI mpumHUMamm 3a
TOJIOXKUTEJILHBIN pe3yabrar [3].
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Bcem netsM omnpenensiin criennduieckKre ayTo-
aHTUTEJIa C MWCITOJIb30BaHWEM TPOWHOTO cyocTpa-
Ta, TMOJY4EeHHOTO OT TPBI3YHOB, KOTOPBIA BKITIO-
yaeT oOpa3llbl TKaHEH ITOYKU, TMeUYeHU U KeJIyaKa
(AESKUSLIDES® LKS Mouse, separated, Iepma-
HUsA). Meton ocHoBaH Ha PHU® u nmo3BossieT BbI-
SIBUTb ayTOAHTUTEIa K MUKPOCOMAaM MEYEeHU U MTOYEK
1-ro Tuna (LKM-1), kK rnagkum MeiiaMm (ASMA),
K MutoxoHapusiMm (AMA), K mapueTajbHBIM KJIET-
kam sxenynka (PCA) [3]. [Ipumepbl TUITIOB CBEUEHUST
IUIST BBISIBJICHHWE ayTOaHTUTE] C HCIIOJb30BaHUEM
TPOMHOro cyOcTpaTa TIpeAcTaBiIeHbl Ha pUCYHKe 1
(cM. 3-10 CTp. OOJIOXKKU).

CraTtuctruueckast 00paboTKa IIpOBOANIACH B ITPO-
rpamMme Microsoft Excel 2010 ¢ pacuyeToM OIIMOKU
CpemHeTo ISl JOJW BaphaHTa M JOCTOBEPHOCTH II0
t-KpUTEpUIO.

PesynbTaTthl 1 06CYyXaeHWe

IMTpoBeneHHBI aHAN3 BBISIBUJI MTOJIOXUTEIbHbIE
pe3ynbrarel ucciaenoBanuss AH® y 15 gereit u3 62
(24%) c BB. 13 Hux y 10 neteif 6bIT HU3KOIO3M-
TuBHBINA TUTP (1/160 — 16%), y 4 neTeii — yMepeHHO
no3uTuBHBIA TUTP (1/320-640 — 6%), y 1 pebeHKa —
BBICOKOIO3UTUBHLIA TUTP (1/2560 — 2%). I1ooxu-
TeJibHBIe pe3yibTaThl AH® noydeHsl y 26 nereit u3
28 (93%) ¢ AUTI. U3 Hux y 5 neteit ObL1 HU3KOIO3M -
TUBHBINA TUTP (18%), vy 10 neTeit — yMEepeHHO IO3M-
TUBHBINA TUTP (36%), y 11 nereit — BBICOKOITO3UTHB-
bl TuTp (1/1280-5120 — 39%). Takum oGpazom,
MOJy4eHO, UTO JocToBepHO yaine AH® BwistBIIsieT-
cay nereit ¢ AUT mo cpasuenuio ¢ BB (p < 0,001;
Tab6m. 1).

PesynbraThl JaHHOTO MCCIIETOBAaHUS CBUIETEIb-
CTBYIOT O TOM, UTO TUTPHI cBeueHrst AH®D BrIlIIe pu
AWT, yem nipu BB, cornacyroTcst ¢ JaHHBIMU JIMTE-
patypsl [3, 4]. CooblieHNs O BBISIBJEHUM ayTOAHTH-
ten nipu BB y geteit, nmpencraBieHble KIMHUYECKU -
MU CJIyYasiMU, MOATBEPKAAIOTCSI HAITMMU TaHHBIMU,
MOJIydeHHbIMU Ha 00J1b11I0# BeIOOPKE [4, 9].

IMpn anamum3e TunoB cBeueHuss AH®D y nereii ¢ BB
yallle BCTPeYaluCh: roMoreHHbli (33%), rpanyJssip-
Hbl (27%) 1 KOMOMHALIMKM TUIIOB CBEYCHUSI, TIPEH-
MYIIIECTBEHHO TOMOTE€HHOTO M IIUTOILIa3MaTUYeCKO-
ro (13%) (ta6a. 1). Y nereii c AUT yale BcTpeyaanuch
KOMOMHAIIUM THUIIOB CBEUCHMSI, IIPEUMYIICCTBEHHO
TOMOTEHHOTO M LMTOIUIa3MaTuIeckoro (62%), Tor-
Jla KaK TOMOTE€HHBII U rpaHyJISIpHBIN TUTIBI CBEUEHU S
BBISIBJISUIMCH B 12% cilydaeB KaxkKIblid.

CpaBHUTENBHBIN aHaN3 TUTIOB cBeueHuss AH®D y
nereii ¢ BB u AUT nokasan, uto ipu bB nocrosep-
HO 4alle BcTpevaroTcss romoreHHbiin (p < 0,02) tumn
cBeueHUss. OnHAKO pa3IMuYHble KOMOMHALIMM TUTIOB

CBEUEHMSI JOCTOBEPHO yaile BcTpevatorest mpu AUT
(p <0,001).

ComnocraBiieHHEe TTOJIYYeHHBIX JaHHBIX O Mpeod-
Janaromnx Tunax ceedyeHuss AH® y ngereit npu BB
YaCTUYHO COTJIaCyeTCsl C AAaHHBIMU JIMTEpaTypbl O
BBISIBJICHUM MIPEUMYIICCTBEHHO TPAaHYJISIPHOTO TUIIA
CBEUYCHMSsI, a TAKXKE TOMOT€HHOT'O M KOMOMHAIIMU TO-
MOTEHHOIO0 M IIMTOIUIa3MaTUYECKOIo TUIIOB CBEYe-
Hus [4].

INpn mcciaenmoBaHUM cHeIUMUICCKUX ayTOAHTU-
TE€Jd C MCIIOJb30BaHUEM TPOMHOTro cyodcTpaTa ObLIU
BBISIBJIEHBI TTOJIOXKUTEILHEBIC pe3ylbTaThl v 34 nereit
¢ BB (55%) ny 26 nereit c AUT (93%). Y nereii ¢ BB
yale BeISIBISUINCh aHTuTea K AMA B41%, Kk ASMA
B 18%, a TakKe K KOMOMHALIUSIM TUIIAM CBCUYCHMSI,
npeuMyliecTBeHHO K AMA u ASMA — 26%. Y neteii
¢ AUT gaie BeIsgBistinch antutesia K ASMA — 54%,
K AMA — 23%, xk LKM-1 — 12%. AHanu3 gaHHbIX
nokasaj, 4YTO IOCTOBEPHO valle crneuuduieckue ay-
TOAHTUTEIA Ha TPOMHOM CyOCTpaTe BBISIBIISIOTCS Y
nereit c AUT (p <0,001), uem y nereii c BB.

CpaBHUTEIBHBII aHAJIN3 TUITOB CBEYCHUS CITELI-
udurIecKX ayToaHTUTE Ha TPOMHOM cyOcTpaTe y
nereii ¢ BB u AWUT noka3zain, yto npu bB noctroBepHO
yallle BbISIBISIIOTCS KOMOMHALIUMY Pa3HbIX TUIIOB CBe-
yeHus creuuduyeckux ayroanturena (p < 0,001), a
npu AMUT gocToBepHO yallle BCTpedyaroTcsl aHTUTeIa
K ASMA (p <0,001).

AytoaHntutena y neteii ¢ bB BeisBisiorcst B 55%
cJIygaeB, XOTSI TSI HUX XapaKTepHbI MEHEe HU3KOIIO-
3UTUBHBIC TUTPHI CBEYCHMSI, KaK HA KJICTOUHON JI1-
Huu HEp-2, Tak 1 Ha TpoitHOM cyOcTpaTe. AyToaH-
TUTEeNa y neteii ¢ bB yarie BISIBISIOTCS Ha TPOWHOM
cyoctpare, yeM Ha tmHu HEp-2, B ¢B3M ¢ TeM, 4TO
VYUTBIBAIOTCS OO0Jiee HU3KME TUTPbLI CBEYECHUSI 00-
pasia, BKiirovast TuTpsl 1/20.

IMomygeHHBIC pPe3yIBTAaThl BEISIBJICHUST ayTOAHTH-
ten y nereid ¢ AUT' u bB cornacyiorcs ¢ naHHbIMU
JIUTepaTypbl O TMOBBILIEHUU COIAEP>KaHUSI TMPOBOC-
nanuteabHbix Thl7-1uM@oumnTOB, 4TO XapakTepHO
JIJIST ayTOMMMYHHBIX 3a00yieBaHuii [4, 5].

B HacTosI1IMiT MOMEHT IIPOI0JIKAETCST TOUCK J10-
MOJIHUTEIbHBIX crieuupruUecKuX MapKepoB IS Jia-
oopatopHoii auarHoctuku AWI u npyrux 3aboJe-
BaHUi neyeHU. [loTeHIIMaIbHBIM MapKepOM MOXET
SBJSIThCS MoaupeakTuBHbIl 1gG [12].

3aknoyeHne

Takum oOpazom, nmpu oOcieaoBaHNMM pedeHKa C
nogo3peHrueM Ha AWI mpu BBISIBI€HUM TOMOTE€H-
HOTO THMIIA CBEeUYEHUs Ha KyeTouHol JuHuu HEp-2
U IpU KOMOMHALIUY Pa3JIMYHbIX TUTIOB CBEUECHUS Ha
TPOMHOM CyOCTpaTe Helb3sl UCKII0YaTh Hajudue y
naneHToB bB.
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TABJALA 1. CPABHUTENBHASA XAPAKTEPUCTUKA TUMOB CBEYEHWSA Y AETEWN NPU BB U AUT
TABLE 1. COMPARATIVE CHARACTERISTICS OF THE TYPES OF LUMINESCENCE IN CHILDREN WITH WD AND AlH

Tunbl cBeyeHUs BB (n, %) AUT (n, %) AocTosepHbie
Types of glow WD (n, %) AlH (n, %) pasnuims, p
ypesotg 70 70 Significant difference, p
AH® Ha kneTo4Hon nuHum HEp-2
ANF on the HEp-2 cell line
FomorennLIv (h) 5; 33% 5,9 3; 12% 6,1 p<0,02
Homogeneous
MpaHynspHLIA (sp) 4;27% 5,6 3;12% 6,1 -
Speckled
LMTonnasmaTtuyeckui
(cytopl) 1;6,5% £3,1 - -
Cytoplasmic
LleHTpomepHbIN (centr) 1: 6,5% +3.1 B B
Centromere
CMelaHHbIN 4; 27% £5,6 20; 76% 8
Mixed:
—h + cytopl 2;13% +4,3 16; 62% £9,2
—h + sp + cytopl 1; 7% £3,2 1; 3,5% £3,5 p < 0,001
—nucl + cytopl 1; 7% £3,2 -
— sp + cytopl - 2; 7% 14,8
—h+sp - 1;3,5% £3,5
Beero 15: 24% £5,4 26; 93% +4.8 p < 0,001
Total
OnpeaeneHue crneuuUIeckux ayToaHTUTEN Ha TPOMHOM cy6ecTpaTe
Determination of specific autoantibodies on a triple substrate
ASMA 6; 18% +4,9 14; 54% +9,4 p < 0,001
AMA 14; 41% 6,2 6; 23% +8 -
LKM-1 - 3; 12% 6,1 -
PCA 1; 3% 2,2 1; 4% +3,7 -
CMmeluaHHbIN 13; 38% 6,1 2; 7% 4,8
Mixed:
— AMA + ASMA 9; 26% +5,6 -
—AMA + PCA 2;6% %3 - p < 0,001
—ASMA + PCA 1; 3% +2,2 -
— LKM-1 + PCA 1; 3% +2,2 -
—ASMA + LKM-1 - 2; 7% 4,8
Beero 34; 55% +6,32 26; 93% +4,8 p < 0,001
Total
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PucyHok 1. A1, 2 - aytoanTuTena k rnagkum mbiwuam (ASMA), B - k mutoxoHapusm (AMA), B1 — k napueTanbHbIM KneTkam
xenypaka (PCA), B — ayroaHTutena k MMKpocomam neyeHn u noyvek 1-ro tuna (LKM-1)

Figure 1. A1, 2, autoantibodies to smooth muscles (ASMA); B, to mitochondria (AMA); B1, to parietal cells of the stomach (PCA);
C, autoantibodies to liver and kidney microsomes type 1 (LKM-1)



