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PE3IOME

AktyanbHocTb. Ceponoryeckuii npounb ayTonmmyHHoro renatuta (AU BknioyaeT B cebs WnpoKnin nepeyeHb MapkepoB, B TOM
ynCrie aHTUHENTPOUIbHbIE LuToNnasmatudeckme antutena (AHLLA), ogHaKo KNMMHWKO-AMarHoCTMYeckast posb MOCMEAHUX OKOHYa-
TENbHO He YCTaHOBMEHa.

Llenb — onpepnenuTb YacToTy o6HapykeHus, aHTureHHyo cneumduyHocTs AHLIA 1I9G y getein ¢ AT 1-ro Tuna (AMI-1) n B3anmo-
cBs13b AHLIA IgG ¢ ceponoryeckumm n Broxummndeckumi napametpamu AUr-1y neteit.

Martepuansi n meToAbl. B nccnenosarme by BkntoveHbl 38 naumeHTos ¢ AUT-1 1 5 naunenTos ¢ AUT 2-ro Tuna (AWT-2). Boisiene-
HWe ayToaHTUTeN MPOBOAMMIOCH METOLOM HEMPSMON peaKLyn MMMYHO(IOPECLEHLN, ONPEAENEHNE aHTUTEHHOW CeLMUYHOCTH
AHLLA 1gG — meTogom MMyHOGEPMEHTHOTO aHanuaa, ypoBHs obLero IgG — TypbruanmeTpuyeckum METOAOM.

PesynbTtartbl. Yactota obHapyxenus AHLIA IgG y naumenToB ¢ AU-1 coctasuna 81,6%, aHtuten k rmagkum mbiwuam (AFMA) —
84,2%. CouetanHoe obHapyxenne AHLIA IgG n ATMA Habnioganocs B 40,8% cryyaes, Tonbko AHLA 19G — 25,9% cnyyaes. B gebio-
Te AUI-1 y 64% nauneHToB coyeTaHHo onpegensnmce ATMA n AHLUA IgG, Torga kak B 8% crnyvaes otmevanucs Tonbko AHLIA 1gG.
Mpw onpegeneHnn aHTurenHomn cneumduuHoctn AHLA IgG y 43,8% nauneHTOB MONEKYNSIPHON MULLEHBIO BbICTyMana HenTpoduIib-
Has anacTasa. BoisiBnena ymepenHas koppensiyns AHLIA 1gG ¢ ATMA 1 6uoxumudeckon akTuBHocTbo AUT-1, cnabas — ¢ pesynbTa-
Tamu anacrorpacum u obimm IgG, 3ameTHas — ¢ ramma-rnyTamunTpaHcnentuaason (ITTM). YcTaHOBNEHbI pasnuuns pesynbTaToB
AIMA, anaHuHamuHoTpacdepasbl (AITT), acnaptatammHoTpacdepasbl (ACT) n ITTI B AHLIA-ceponosutueHoit u AHLIA-cepoHera-
TMBHOM rpynnax. Y 13 nauueHToB, MMEOLLMX TEHAEHUMO K CHkeHuo TuTpoB AHLIA IgG 1 ATMA, 6bino yCTaHOBNEHO AOCTOBEPHOE
ymeHbluenne AT, ACT, TTTI.

BiiBogkl. Betpevaemocts AHLIA IgG conoctaBuma ¢ yactotoin obHapyxerns ATMA npu AUAT-1'y neTeit, B NONOBUHE CNyyaeB 3a-
BoneBaHus faHHble ayToaHTUTENa BbISBASIOTCA CoYeTaHHO. HeliTpodunbHas anactasa senseTcs Hanbonee YacTol aHTUreHHON Mu-
weHbto AHLIA 1gG npu AUT-1y neteit. Tutpbl AHLA IgG npsmo koppenupytot ¢ ATMA, AITT, ACT, TTTT. MonoxuTenbHbIii pesynbTat
onpeaenenust AHLIA IgG MoXeT ObiTb eanHCTBEHHBIM Ceponorieckum mMapkepom AUM-1y neten.

KntoyeBble cnoBa: aHTUHENTPOUIbHBIE LUTONMNA3MaTUYECKNe aHTUTeNa, ayTOUMMYHHbIN renatuT 1-ro TMna y AeTei, aHTUreHHas
CneumnuYHOCTb, HEMTPOhUNbHAs SnacTasa, aHTUTena K rmagkMM Mbllilam, GUoXMMMYeckas akTUBHOCTb ayTOMMMYHHOTO renaTuta
1-ro Tna, anactorpacgus
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ABSTRACT

Background. The serological profile of autoimmune hepatitis (AIH) includes a wide range of markers, including antineutrophil
cytoplasmic antibodies (ANCA), but the clinical and diagnostic role of ANCA has not been definitively established.

Aim. To determine the incidence and antigen specificity of ANCA IgG in children with AIH type 1 (AIH-1) and the correlation of ANCA
IgG with serological and biochemical parameters of AIH-1 in children.

Materials and methods. The study included 38 patients with AIH-1 and 5 patients with AIH type 2 (AIH-2). Autoantibodies were
detected by indirect immunofluorescence, the antigen specificity of ANCA IgG was determined by enzyme linked immunosorbent assay,
the level of total IgG was determined by the turbidimetric method.

Results. The prevalence of ANCA IgG in patients with AIH-1 was 81.6%, smooth muscle antibodies (SMA) — 84.2%. Combined
detection of ANCA IgG and SMA was observed in 40,8% of cases, only ANCA IgG was detected in 25.9% of cases. At the onset of
AlH-1 SMA and ANCA 1gG were detected in 64% of patients, while in 8% of cases only ANCA IgG was detected. When determining the
antigen specificity of ANCA IgG, neutrophil elastase was the molecular target in 43.8% of patients. There was a moderate correlation
of ANCA IgG with SMA and the biochemical activity of AIH-1, a weak correlation was found with the results of elastography and total
IgG, and a noticeable correlation was found with gamma-glutamyl transpeptidase (GGTP). Differences in the results of SMA, alanine
aminotransferase (ALT), aspartate aminotransferase (AST) and GGTP were found in the ANCA-seropositive and ANCA-seronegative
groups. In 13 patients with a tendency to decrease the titers of ANCA IgG and SMA, a significant decrease in ALT, AST, GGTP was
found.

Conclusions. The incidence of ANCA IgG is comparable to the incidence of SMA in AlH-1 in children, in half of the cases of the disease
these autoantibodies are detected in combination. Neutrophil elastase is the most common antigenic target of ANCA IgG in children
with AIH-1. ANCA IgG ftiters directly correlate with SMA, ALT, AST, GGTP. A positive ANCA IgG test result may be the only serological
marker for AIH-1 in children.

Keywords: antineutrophil cytoplasmic antibodies, autoimmune hepatitis type 1 in children, antigen specificity, neutrophil elastase,
smooth muscle antibodies, biochemical activity of autoimmune hepatitis type 1, elastography
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BBEOEHUE

AyTOUMMYHHbI renatut (AWT) — 310 MMMyHOONOCpeno-
BaHHOe BOCManuTenbHoe 3aboneBaHne NeYeHn HeyCTaHoBMEH-
HOM 3TWOMOTWM, XapaKTepU3YHLEecs 3HA4YNTENbHOW reTepo-
FEHHOCTBIO KIMHWUYECKMX, TUCTOMOTMYECKMX M NabopaTopHbIX
NPOSIBIIEHMI 1 BLICOKAM YPOBHEM CMEPTHOCTW NPU OTCYTCTBUM
neyveHusi. PacnpocTpaHeHHOCTb U 3aboneBaemocTs AUT B Mupe
coctaBnstot 15,65 cnyyaes Ha 100 000 yenosek u 1,28 cnyva-
eB Ha 100 000 yenoBeko-neT cooTBeTCTBEHHO [12]. B Poccnin-
ckoit Pefepaummn gons AU cpeam BCex Cry4aeB XPOHUYECKNX
renatuTtoB y geten coctaenseT 2%. B 50-65% cnyyaes AUl y
[ETEN XapakTepu3yeTcs BHe3anHbIM Hayarnom C KIMHUYECKON
KapTUHOI, CXOXEl C MPOSIBNIEHNSIMU OCTPOTO BUPYCHOTO rena-
TuTa. BmecTe ¢ Tem 3aboneBaHne MOXET pa3BMBaTLCA Hesa-
METHO B Nerkomn opme 1ni, HaobopoT, C NOSBNEHUS NNXopaa-
KW M BHENEYEHOYHBIX MPOSIBIIEHWIA, YTO 3aTpyHAET CBOEBpe-
MeHHYI0 NOCTaHOBKY AnarHosa [1, 6, 11].

B 3aBucuMOCTM OT CnekTpa BbISBISIEMbIX ayTOAHTUTEN
BbiaenaiT AU 1-ro Tuna (AUI-1), XxapakTepusywLnics Ha-
NMYMeM aHTUHyKNeapHbix aHTuTen (AHA), aHTUTEn K rmagkum
Mblwlam (ATMA), aHTUTen K pacTBOPUMOMY MEeYEHOYHOMY
aHTUreHy (aHTn-SLA), aHTUHENTPOPUMBHBLIX LUTONNa3MaThye-
ckux aHtuten (AHLUA), n AUT 2-ro tuna (AWUT-2) — antuTten
K MUKpOCOMaM neveHmn u novek tmna 1 (aHtu-LKM1), aHtuten
K MeYeHOYHOMY LMTO30MbHOMY aHTureHy tuna 1 (aHtu-LC1) un
anTm-SLA[1, 2,10, 11, 19].

B knuHuyeckux pekomeHaaumsx EBponenckon accoupanmm
no m3yyeHuto nevenu (European Association for the Study of the
Liver, EASL; 2025) [11] u Coto3a neguatpos Poccum (2016) [1]
uccnefoBaHue CbIBOPOTKM kpoBuW Ha Hanuune AHLA pekome-
BYeTcs BbINOMHATb B Criy4ae MomnyyeHust oTpuLaTenbHbIX pe-
3yNbTaTOB BbISBMEHNS APYIMX CEPONOrnYeckux mapkepos AT

AHTUHeNTpoUnbHbIE LMTONNa3MaTieckme aHTuTena —
9TO CEMENCTBO ayTOaHTUTEN, HanpaBfeHHbIX K PasfnyHbIM
Bernkam uuTONNA3Mbl HEATPO(UMIOB W COLEPKUMOMY a3y-
podunbHbIX rpaHyn. CTaHmapTHbIM MeTodoM OBOHapyXeHus
AHLIA aBnseTcs Henpsmas peakuus UMMyHOMNOOPECLeHLN
(HPU®) Ha HeiTpodunax nepudepryeckoil KpoBM YEroBeka.
BblgenstoT Tpu OCHOBHbIX Tuna (naTTepHa) ceeyeHns AHLIA
knacca lgG (AHLA 1gG): umtonnasmatnyeckoe (LAHLA), nepu-
HykneapHoe (MTAHLIA) u aTunuyHoe okpalvBaHue nepugepun
aopa (xAHLA) [17, 18, 21].

OcHoBHoI aHTUreHHoi MuweHbko LAHLLA sBnsieTcst npo-
TeuHasa-3 ([1P-3), nAHLIA — mnenonepokcugasa (MMO). Tpa-
AMLNOHHO aHTK-P-3 BbicoKocneunuIHbI AN1s rpaHyneMartosa
C NOMMaHrMMTOM, a aHTU-MIMO — MUKPOCKONMYECKOro NonuaH-
rUTa M 303MHOUITLHOTO rpaHynemMaTosa ¢ nonmMaHrmToMm [9],
O[HaKo AaHHble ayToaHTUTENa Takxke 06Hapyxu1BaKTCs Npy 13-
BEHHOM konuTe [3, 4, 7] 1 ayTOMMMYHHbIX 3a60neBaHNsaX neye-
Hu, Bkmtoyast AM-1 v nepBUYHBIN CKNEpPO3NPYHOLLMIA XONAHIUT.
[MonHbIn nepeyeHb aHTUreHoB XAHLIA v ux guarHocTuyeckas
3HAYMMOCTb [0 KOHL|@ HE W3BECTHbI, HA AaHHbIA MOMEHT K HUM
OTHocsTCs mM3oTun 5 GeTa-TyOynuHa, Xenes3ocBs3blBaOLNIA
Benok nakrodeppuH v ero komnnekc JHK-naktodeppuH, kata-
nasa, ructoH H1, HernctoHoBble XpomMocomHble Genkn HMGH1

n HMG2, eHonasa, baktepuuymaHbiin/noBbILIAOLWMIA NPOHMULae-
mocTb 6enok BPI, katencuH G, nusouum, HenTpodunbHas ana-
ctasa (NE). OgHako BCe 3T aHTUreHbl MOTYT ObITb BbISIBIEHbI
Takke npu UAHLIA n nAHLIA [15, 18, 19, 22]. Bbicokocneyu-
unuHble gns AUT-1 aHTureHHble muwenn AHLIA okoH4aTenbHo
He BbisBNeHbl. Ponb AHLIA B auarHoctuke AUT-1 npuenekaet
Bce GOnblue BHUMaHMS, OAHAKO 3HAYEHUE AaHHbIX ayTOaHTM-
Ten [0 CUX NOP He YCTaHOBMEHO.

LENb UCCITEAOBAHUA

Llernb HacTosLLEro nccnefoBaHns — onpegeneHue YacTo-
Tbl 0BHapyxXeHusi, aHTureHHoi cneuunduyHoctn AHLIA 1gG y
peten ¢ AUT-1 v Baanmocesan AHLA IgG ¢ ceponornyecknmm
1 Groxmmmuyecknmn napametpamu AUr-1y peteit.

MATEPWAIBI U METOAbI

[ns uccnegosanus Geino otobpaHo 38 nauyneHToB ¢ aua-
rHo3oM AU-1 n 5 — ¢ AUT-2, koTopble npoxoannu obcneaosa-
Hve Ha base OI'BY «PepepanbHbli HAYYHO-KIMHUYECKUI LIEHTP
MHGEKUMOHHBIX GonesHen» ®MBA Poccun u B nabopatopum
[MarHoCTMKM ayTOMMMYHHbIX 3aboneBaHuin Hay4yHo-meToamnqe-
CKOTO LiEeHTpa Mo MosiekynsipHov meauuHe Munagpasa Poccun
®rbOY BO «Mepebint CaHkT-MeTepbyprekuii rocyLapCTBEHHbIN
MeaNLMHCKUIA YHUBEPCUTET UMeHMn akademuka W.M. Masnosa»
Munagpasa Poccum ¢ 2006 no 2024 rr.

Kputepusamn BkntoueHns B uccneposaHue bbinun: 1) nog-
TBEPXOEHHbIN AnarHo3 AWM, yCTaHOBMEHHbIN Ha OCHOBaHUM
JaHHbIX aHamMHe3a, KIMHUYECKON KapTuHbl, nabopaTopHbIX
VHCTPYMEHTaNbHbIX METOAO0B 00CnefoBaHus; 2) OTCyTCTBUE
APYrvX ayTOMMMYHHbIX 3abonieBaHuii NeveHu.

Bce naumeHTbl Habnoganuch B AMHaMKKe Ha (OHE MM-
MYHOCYNPECCWUBHOW Tepanuu, ¢ MHOMOKPaTHbIM KOHTPOMbHbIM
nabopatopHbiM obcnegosaHnem. B pamkax peTpoCneKTMBHOMO
KOrOpTHOTO CPaBHUTENBHOTO KIMHWUKO-NabopaTopHOro 1ccneao-
BaHWS Ha OJHOTO MaLlMeHTa MPUXOZNIOCh HECKOMbKO 06pasLoB
CbIBOPOTOK KPOBH, NOMy4eHHbIX B pa3Hble BPEMEHHbIE NHTEPBa-
nbl. CymMMapHo Konnekuus Guomatepuana Ans rpynmbl 60MbHbIX
AUT-1 1 AWUT-2 cocTasuna 235 1 35 npo6 cooTBeTCTBEHHO. MMy
OLIeHKe COOTHOLLIEHUS YacTOT BbISIBIEHWS pa3HbIX TUMOB CBEYE-
Hna AHUA 1gG, couvetanHoro Bbisenenus AHLIA IgG n ATMA
1 KOPPEnALnM Cepomnornyecknx MapkepoB, BUOXMMUYECKON aK-
TUBHOCTM U cTagumn hnbpo3a neyeHn no wkane METAVIR obb-
€KTOM 1CCreaoBaHmMs Cryxun obpaseL CbiBOPOTKM KPOBY Nawyyn-
€HTa B CBSA3W C U3MEHEHNEM [aHHbIX NOKa3aTenei B AMHaMUKe.

O6wwas xapakTepucTika 0TOBPaHHbIX ANst UCCMefoBaHNS
nauWeHTOB NpeacTaBneHa B Tabnuue 1.

Ons Boisenennss AHA B CbIBOPOTKe KPOBM MNaUWEHTOB
ObINO  BBLINOMHEHO OMpeAeneHne aHTUHyKneapHoro akTo-
pa meTtonoMm HPUA® Ha knetouHon muumm HEp-2 (IIFT: HEp-2,
EUROIMMUN, T'epmaHus) ¢ ykasaHuem TuTpa (pedepeHcHoe
3HauveHne <160) u TMNa CBEYEHMS COrNacHO MeXayHapOAHOM
HomeHknaType ICAP (International Consensus on Antinuclear
Antibody Patterns) [13].

Onpepenenne AIMA, aHTU-LKM1, aHTMMUTOXOHAPU-
anbHbix aHtuten (AMA) 6bino BbinonHeHo meTogom HPA®




Tabnuua 1. ObLas xapakTepucTika NaLUeHTOB C ayTOUMMYHHbBIM renaTuTom

Table 1. General characteristics of patients with autoimmune hepatitis

[Nokasatenb / Parameter (/l\\JM=|:_381 /nélzgg) A(nl;S2 /nTSI-é)Z
Mon, N (%) / Gender, N (%) Kenckuin / Female 21 (55,3%) 5(100%)
Myxckoit / male 17 (44,7%) 0 (0%)
BospacT Ha MoMeHT nocTaHoBku anarHo3a, ME [Q25; Q75] net / Age at the time of diagnosis, ME [Q25; Q75] years 10 [7; 1] 10 [5; 12]
[OnutenbHocTb 3abonesanus, ME [Q25; Q75] net / Duration of the disease, ME [Q25; Q75] years 2[1;4] 5[3; 8]
Cragms chubposa neyenm no wkane METAVIR, n (%)* / FO 12 (12%) 1(9,09%)
Stage of liver fibrosis on the METAVIR scale, n (%)* F1 23 (23%) 5 (45,45%)
F2 20 (20%) 3(27,27%)
F3 14 (14%) 1(9,09%)
F4 31(31%) 1(9,09%)
Buroxumunyeckas aktueHocTb 3abonesanus, n (%)* / Biochemical activity of the Beicokas / High 18 (8,7%) 2 (6,9%)
disease, n (%)" YmepetHas /Moderate | 25(12,1%) | 7 (24,1%)
MunumaneHas / Minimal 164 (79,2%) 20 (69%)

* ABComnioTHble U OTHOCUTENbHbIE MOKaaTenu paccuuTaHbl Mo AaHHBIM apxiBa MeAULMHCKON [OKYMEHTaLMK pesynbTaToB KJ'IVIHVIKO-J'IaGOpaTOpHOI'O obcnenoBaHus

NaluneHToB B AMHAMUKE.
lMpumeyarue: N — 4nCNO NALMEHTOB; N — YUCIIO UCCHEN0BaHWIA.

* Absolute and relative parameters are calculated according to the archive of medical documentation of the results of clinical and laboratory examination of patients

in dynamics.
Note: N — number of patients; n — number of studies.

Ha TPOWHOM cybcTpaTe KpbiChbl (MOYKM, MEYEHb, KEMYAoK) C
ncnonb3oBaHmem TecT-cuctemsbl IIFT: Mosaic Basic Profile 2
(EUROIMMUN, T'epmaHusi). PedpepeHcHble 3HauYeHUst TUTPOB
Mo JaHHbIM ayToaHTUTENaM cocTaBnstoT <40.

ObHapyxenne AHLUA 1gG ¢ nomowbto HPV® nposogu-
nocb Ha HenTpodunax nepucepuyeckon KpoBu YenoBeka,
(DMKCUPOBAHHBIX 3TAHOMOM U (hOPManMHOM, TECT-CUCTEMbI
[IFT: Granulocyte Mosaic 13 (EUROIMMUN, TepmaHus) ¢
onpefeneHnem tutpa (pedepeHcHoe 3Hadyenue <40) u Tuna
cBeyeHus. [N BbISIBMEHWS aHTUrEHHOW  cneunduyHoCTH
AHUA IgG npumeHsncs mMetog WMMYHO(EPMEHTHOTO aHa-
nm3a (MOA) ¢ ucnonbaosaHuem Tect-cuctem ELISA: pANCA:
myeloperoxidase, ELISA: cANCA: proteinase 3, ELISA: ANCA
Profile (EUROIMMUN, I'epmanus).

Onpepenenve obuero IgG B CbiBOPOTKE KPOBM NPOBOAM-
nocb TypbranmMeTpuyeckMM METOAOM Ha aBTOMaTMYeckom bro-
XMmMnyeckom aHanusatope BioSystems A-25 (Mcnanus) (pede-
PeHCHoe 3HayeHue 7-16 r/n).

BbisiBneHne aHtU-SLA Oblno BbINOSIHEHO METOAOM WM-
MyHOBMOTTMHra ¢ wucnonb3oBaHuem Habopos EUROLINE:
Autoimmune Liver Diseases (EUROIMMUN, 'epmaHus).

Cratuctnyeckass obpaboTka AaHHbIX NpoBoaWnach C no-
MOLLbIO  FIMLEH3MPOBAHHOMO  MPOrpamMMHOr0  obecneyeHms
GraphPad Prism 10.4.2. BbisiBneHue napHbix 3aBUCUMOCTEN
pe3ynbTaToB KMMHWKO-NabopaTopHOro aHanusa obpasLoBs Cbl-
BOPOTOK KPOBW OCYLLECTBASANOCh C MOMOLLbI0 pacyeTa koad-
(bULMEHTOB paHroBoit koppenauum CnvpMeHa, npy 3TOM nony-
KONMWYECTBEHHbIE MOKa3aTenu Obiny NepeBeAeHsbl B YUCTOBYHO
LKany no cteneHu BblpaxeHHocTU. OLeHKa pasnuunin pesynb-
TaToB DMOXMMUMYECKUX MOKA3aTenelt B 3aBUCUMOCTM OT Hanu-

uns um otcyTeTens AHLA IgG B o6pasuax CbiIBOPOTOK KPOBM
Bbina BbINOMHEHA C 1CNONb30BaHNeM kputepust MaHHa—YuTHu.
[ns ycTaHOBNEHNS pa3nuunin Mexay pesynbtatamu Broxumu-
yeckor aktuHoctn AUM-1 B AMHamuKe B rpynne nauueHToB ¢
TeHaeHumen k cHmxkeHno AHLIA 1gG n ATMA 6bin ncnonb3oBaH
t-kpuTepnin BunkokcoHa.

PE3YNbTATDI

Mpu ceponormyeckom obcnegoBaHuu rpynnbl 38 mayw-
eHToB ¢ AWT-1 metogom HPW® Obino ycTaHOBMEHO, YTO Y
81,6% nauuentoB onpegensanuce AHLA 1gG. CooTHoweHme
yactoT nAHLIA:uAHLIA:XAHUA coctasuno 4:1:2. Mpu aTom
vawe (61,1%) soisenancs nAHLIA. CeponosuTMBHOCTb MO
AI'MA 6bina ycraHoBneHa y 84,2% nauneHToB. CoueTaHHoe
obHapyxenne AHLIA 1gG n ATMA Habntopanocs B 40,8% cny-
yaes, a BbisieneHne AHLA IgG npu oTpuLaTensHoOM pesynbTa-
Te ATMA — B 25,9% cnyyaes. Y 10,5% naumeHToB x0Ts 6bl B
0fHOM 13 0BcneaoBaHmMin B AMHaMuke Obinn BbISIBIIEHbI N30MM-
posaHHble AHLA IgG npu oTpuuatensHom pesynbtate ATMA,
AHA n aHTn-SLA (Tabn. 2).

Y Bcex 38 naumeHToB, 06crneoBaHHbIX B AMHAMMKE, XOTS
Obl B OOHOM MccreaoBaHnM Bbin 0BHapYXeH NONOXNUTENbHLINA
pesynbtaT AHA, Npu 3TOM Yalle BCEro BbISBMANUCH SAEPHbIN
rpaHynspHbii (AC-2,4) (57%) n spepHbIn romoreHHbin (AC-1)
(30,6%) Tmnbl cBeveHus. Onpegenenne aHTM-SLA 6bino BbI-
nonHeHo y 20 naumeHToB (15 ¢ AUI-1, 5 ¢ AWUT'-2). B pesynbTate
nccnepoBanus aHTu-SLA Bbinu BbisiBneHsl y 13,3% naumeHTos
¢ AUr-1. Ons 24 nauweHtoB ¢ AUT-1 n 1 naumeHTta ¢ AUI-2
ObINo BbINOMHEHO OMpefAeneHne ypoBHs obluero 1gG, pesynb-
TaT Bbllle BepxHel rpaHuubl Hopmbl (16 /) Habniogancs
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Tabnuua 2. PesynbTtatbl nabopatopHoro 06cneaoBaHus AeTel ¢ ayTOMMMYHHBIM renaTuTom
Table 2. Results of laboratory examination of children with autoimmune hepatitis

AUNT-1/AIH-1 ANT-2 / AlH-2
Mokasatens / Parameter Nin MonoxvTenHble pesynsTatel / |, | MonoxuTensHble pesynbTat! /
Positive results, % Positive results, %
Ceponoruyeckue AHLIA 1IgG /ANCA IgG N=38 81,6 N=5 20
mapkepbl / Serological _
markers ArMA / SMA N=38 84,2 - -
AHUA IgG n ATMA / n=147* 40,8 - -
ANCA IgG and SMA
AHUA IgG (tutp >40) n=147* 259 - -
1 ATMA (tutp <40) /
ANCA IgG (titer >40)
and SMA (titer <40)
W3onuposaHHas AHLIA IgG N=38 10,5 - -
(tutp >40) / Isolated ANCA
IgG (titer >40)
AHA / ANA N=38 100 N=5 100
O6uwwmit IgG >16 r/n / N=24 62,5 N=1 100
Total IgG >16 g/l
AHTV-LKM1 / Anti-LKM1 - - N=5 100
AHTN-SLA/ Anti-SLA N=15 13,3 N=5 0
AMA N=38 0 N=5 0
[MaTTepHsb! cBEYEHNS nAHLIA / pANCA n=108* 61,1 n=1* 0
AHLA 1gG / Patterns
of ANCA IgG UAHLIA / cANCA 14,8 0
XAHLIA / xANCA 24,1 100
OueHka AHLA IgG AHLIA 1gG n ATMA N=25 64 - -
n ATMA ¢ pebrota (Tutp >40) / ANCA IgG
3abonesaHus and SMA (titer >40)
B AuHamuke / Evaluation
of ANCAIgG and SMA | AHLA GG (vrp >40) 8 - -
1 ATMA (tutp <40) /
from the onset !
X ANCA IgG (titer >40)
of the disease d SMIA (titer <40
in dynamics an (titer <40)
AHUA IgG (tutp <40) 20 - -
1 ATMA (tutp >40) /
ANCA IgG (titer <40)
and SMA (titer >40)
CepoHeratusHble no AHLIA 8 - -
IgG n ATMA / Seronegative
for ANCA IgG and SMA
AHTUreHHas cne- NE N=16 25 - -
yndpuuHocts AHUA 19G /
Antigenic specificity NE n MO / NE and MPO 6,25 - -
of ANCAIgG NE n MP-3/NE and PR-3 6,25 - -
NE v nakrocpeppuH / 6,25 - -
NE and lactoferrin
MnP-3/PR-3 18,75 - -
MO / MPO 12,5 - -
BPI 6,25 - -
MO n MP-3/ 6,25 - -
MPO and PR-3

* Konn4ecTBeHHble nokasatenu paccynTaHbl NO AaHHbIM apxmBa MeﬂVILU/IHCKOVI [OOKyMeHTaLuu pe3ynbTatoB KHVIHI/IKO-J'IaﬁopaTOpHOI'O o6cneﬂosava NaLWeHTOoB B AUHAMUKE.
lMpumeyarue: N — 4ncno NauneHToB; N — YUCIO UCCNEeAOoBaHMIA.

* Quantitative indicators are calculated according to the archive of medical documentation of the results of clinical and laboratory examination of patients in dynamics.
Note: N — number of patients; n — number of studies.




y 15 naumentos ¢ AUT-1(62,5%) n 1 naumenta (100%) ¢ AUT-2
(cm. Tabn. 2).

IMpu obcnegoBaHMM CbIBOPOTOK KPOBM FpymMbl 5 NauueH-
T0B ¢ AU-2 y 1 naywenta B 1 n3 11 HabmogeHuih B guHamu-
ke 6binn obHapyxeHbl XAHLA IgG B tutpe 40. Bce nauueHTbl
LaHHOM Tpynnbl SBASNUCH CEPONO3UTUBHBIMI MO aHTU-LKM1 1
B AMHaMUKe UMenn XoTs Obl O4MH MOMOXUTENbHBIA pe3ynsTaT
AHA (B 76,2% cnydyaeB Habnwopancs AC-2,4 Tvn cBeyeHus).
Y Bcex naumeHToB ¢ AUT Kkak B febioTe, Tak U B AUHAMUKe 3a-
6onesaHust AMA oTcyTcTBOBanu (cm. Tabn. 2).

PesynbTatbl nabopatopHoro obcnefoBanus B AeboTe
AUT-1 6biny nonyyeHbl y 25 NaUMEHTOB. YCTaHOBMEHO, YTO
64% naumeHTOB SBNANNCL CEpono3nTMBHbIMM Kak no AIMA,
Tak 1 no AHLIA IgG B Hauane 3aboneanus. Y 8% naumeHToB
BoisiBnsnuce AHLA 19G npu otcyTteteun ATMA B auHamuke ¢
BbICOKMMW TUTpaMu B ebioTe 3aboneBaHus ¢ UX nocnegyto-
wum cHmkenvem. Y 20% naumwentoB B Aeblote 3abonesaHms
Obinn 06HapyxeHbl Bbicokue TUTpbl ATMA npu oTpulatensHom
pesynbTate nccnepoBanns AHLIA IgG. CepoHeraTuBHbIMI NO
ATMA 1 AHLA I1gG Ha npoTsixeHnm Bcero nepuoga nabopatop-
Horo HabroaeHns aensanuce 8% naumeHTos (cm. Tabn. 2).

Onpepenexne monekynspHon muwenn AHUA I1gG 6bino
BbINONHEHO Y 16 AHL|A-cepono3nTMBHBIX NALMEHTOB. YCTaHOB-
neHo, uto 'y 7 (43,8%) nayneHToB aHTUreHHOM MuiueHbo AHLIA
IgG Bbictynana NE, npu aTom y 3 13 Hux Obina BhisIBNIEHa Takke
BTOpas aHTUreHHas muweHb — MIO, MP-3, naktodeppuH co-
OTBETCTBEHHO. Y 3 mauneHTOB Obinn 06HapyeHbl aHTUTena K
MP-3,y2—MrMO,y 1 —BPI, y 1 — MMNO v MNP-3. nga 2 nauu-
€HTOB aHTUreHHas cneynduyHocTb ¢ nomoLbo AHLA-nanenm
metogom VDA Gbina He yctaHoBneHa. CneyndnyHbIn naTTepH
cBeyeHnst AHLLA 1gG, accoummpoBaHHbIA C MUHOPHBIMU @HTH-
reHamu, He YCTaHOBMEH (CM. Tabn. 2).

Bbina BbinonHeHa oueHka napHom koppensyum AHUA IgG,
AIMA, yposHsi obuero 1gG, pesynbtatoB anactorpadum (dpu-
OpockaHa) (npeacTtaneHsl B KMA 1 COOTBETCTBYHLLMX CTaaMsX
thnbposa neyenu no wkane METAVIR), Guoxnmm4eckoir akTue-
HOCTW 3a60neBaHms (YpOBEHb anaHMHaMuHoTpaHcdepasbl (AITT)
1 acnapTaTamuHoTpaHcgepassl (ACT)), WwenoyHon docgatassl
(LL®), ramma-rnyTamuntpaHcnentuaasbl (M TIT) n obwiero 6unu-
py6uHa (OBn). MonykonuyecTtBeHHble pedynbTaThl AHLA IgG n
AIMA Gbinn nepeBefeHbl B YUCMOBYH) LUKy B COOTBETCTBUM
C BENUYMHON MX TUTPA. onyyeHHble KoaULIMEHTLI paHTOBOM

Tabnuua 3. KoppensumoHHas maTpuua Mexay ceponorsyeckumm Mapkepamu, GUoXMMUYecKUMU NokasaTensammu u pesynbTatamu anacrorpaguu

Yy nauneHToB C ayTOMMMYHHbIM renatutoM 1-ro Tvna

Table 3. Correlation matrix between serological markers, biochemical parameters, and elastography results in patients with autoimmune hepatitis type 1

OBy ®unbpo-
s AHUA/ | ATMA/ | b | cka (ka) | E AT/ ACT/ Lo / T/ OBn/
Pl aNcA| swma |9 Fibroscan ALT AST ALP GGTP TBIL
lgG
(kPa)
AHLIA /ANCA — | 3274%10°5 | 2,144%1072 | 3,230%1072 | 1,628x102 | 3.043%10°5 | 2,267%10 | 2,008X10-" | 6,748%1012 | 4,465%10""
ATMA / SMA 0,337 - 3,370%105 | 1,467%10 | 7,715%10°5 | 2,414%10°8 | 3,000%10° | 9,608%X10~" | 2,447%104 | 1,160%10""
O6wymn IgG / 0,287 | 0,49 - 4,988%107" | 7,947%10-1 | 1,078%102 | 2,595%10-3 | 3,217X1072 | 3,500%X10 | 8,091%10-"
Total IgG
®ubpockaH (kMa) /| 0,235 | 0,382 0,103 - 6,610%10°% | 8,851x107 | 3,718%10°5 | 1,452%102 | 1,510%10~# | 5,190%10~
Fibroscan (kPa)
F 0,263 0,396 0,040 0,973 - 3,287%10° | 1,562%10 | 1,916%1072 | 1,450%10 4| 1,009%10-3
ANT /ALT 0,345 0,336 0,332 0,473 0,450 - 8.906X10778 | 1,108X103 | 4,184%10-8 | 1,034%107
ACT /AST 0,308 0,302 0,388 0,404 0,373 0,909 - 1,096%10°5 | 8473%102 | 1,492%10°8
Lo /ALP 0,117 | 0,004 0,287 -0,254 -0,244 0,253 0,337 - 1,916%102 | 2573%10-"
TN/ GGTP 0593 | 0,318 0,465 0,406 0,407 0,654 0,680 0,208 - 3,274%10~
Obn/TBIL 0,069 | 0,130 0,034 0,362 0,345 0,406 0,429 -0,097 0,316 -

lMpumeyaHue: rs — K03 HULMEHT paHroBol koppensuun CnmpMeHa; p — ypoBeHb 3HAYUMOCTH.

Note: rs — Spearman rank correlation coefficient; p — significance level.
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Fig. 1.

Dynamics of ALT, AST, GGTP levels (ALT1, AST1, GGTP1 — at the time of high ANCA IgG and SMA titers; ALT2, AST2, GGTP2 —

at the time of decreased ANCA IgG and SMA titers during treatment) in patients with a tendency to decrease ANCA IgG and SMA titers

koppenauun CnmpmeHa (rs) ¢ OLEHKOM CUMbl CBA3M MO LuKane
Yepngoka 1 ypoBHW 3Ha4UMMOCTH (p) NpeacTaBneHsbl B Tabnuue 3.

OBpas3Lbl CbIBOPOTOK kpoBM nauueHTos ¢ AUM-1 B 3aBucu-
MOCTM 0T pesynbTaTta BbisiBnenns AHLA IgG Gbinv pasgeneHsl
Ha ase rpynnbl; AHLA-ceponoautusHble (n=108) n AHLIA-ce-
poHeraTuBHble (nN=49). YCTaHOBNEHO HanMyme CTaTUCTUYECKM
3HauMMbIx pasnuuuin peaynbtatos ATMA, ANT, ACT u TTTI
(p <0,0001) npwm Hannyum n otcyteTBun AHLA IgG B 06pasyax
CbIBOPOTOK KpOBM naumeHToB ¢ AUM-1.

B rpynne naumenToB (N=13), y KOTOpbIX B AMHAMWKe nocne
Hayana fneveHus Habntoaanock cHkeHne TuTpoB u AHLIA IgG,
n ArMA (p=0,0002), bbino yctaHoBneHo cHkeHne ANTT, ACT
(p=0,0034) n TTTM (p=0,0098) (puc. 1).

OBCYXOEHUE

B pesynbTate npoBeeHHOro 1ccnefoBaHus Gbino yCTaHoB-
neHo, 4To y naumeHTos ¢ AWM-1 Habrniopanack Bbicokast YacToTa
AHLIA IgG, cTatucTiyecky conoctaBuMas € YacToTon 0BHapyXeHus
ATMA. TMpn atom noyty B nornosuHe cryvyaes AHLIA 19G n ATMA
BbISIBNANNCL OAHOBPEMEHHO. 3HaunmocTb onpepenenns AHLIA
IgG npu obcnegoBaHMM NaUMEHTOB € Mogo3peHneM Ha AWT-1
MOATBEPXKAAETCA Cy4asMy M30NTMPOBAHHOTO BbISBMEHUS faHHbIX
ayTOaHTUTEN, OTMEYEHHBIMM Kak B febroTe 3aboneBaHus (B BbICO-
KuX TUTpaXx), TaK 1 Npu MocneayoLLmx 06CnefoBaHNsX B AMHAMUKE.

Onpepenexue aHTureHHon cnevmdunyHoct AHUA IgG noka-
3ano, 4To Hanbornee YacTo y nauueHToB ¢ AU-1 LeneBbIM aHTH-
reHom siensnack NE. YcTaHOBMEHNe KOHKPETHOTO TUMna CBEYEHNS
AHLIA I1gG npn AUT-1 nmeeT orpaHnyeHHy0 MHHOPMATUBHOCTb
B CBA3W C TEM, YTO OJHA M Ta Xe aHTureHHas muweHb AHLA
IgG moxeT ObITb BbISIBNIEHA NPY Pa3HbIX MATTEPHAX CBEYEHNS.

NE — 310 cepuHoBas npoTeasa, cofepxallasics B asypo-
(OUNBHBIX rpaHynax HeTPOdINoB, CNocobHas paspyLLaTh 3MacTuH,
konnareHsl, MaMUHUHbI 1 APYrie KOMMOHEHTbI BHEKIETOUYHOrO Ma-

Tpukca [14, 20, 23]. CywiectsyeT npeanonoxeHue o Tom, 4to NE
CBSi3aHa C YPE3MEPHON UHMIbTPALIMEN HENTPOGMIOB B NEYEHb W
WUrpaeT BaxkHyHO Porib B ee BocnaneHu [14]. VHdunbTpaums neveHu
HenTpohunamn Ha paHHen ctagun AUIT, Hapsgy ¢ NpUCyTCTBUEM
ayToaHTuTen, Brmovass AHA u ATMA, npuBoguT K 06pa3oBaHmio
HeTpOdMIbHbIX BHEKNETOUHbIX NoByLuek (NET) u ycuneruio ayTo-
ummyHHoro npouecca [9]. NET cnocobHbl 4oCTaBnsITh LuTonnasma-
TUYECKME aHTUrEHbI MONMMOPMHOSAEPHBIX NENKOLMTOB AEHAPUTHBIM
KneTkam, B pesynbTaTe Yero uHayuupyetcst obpasosaHie AHLIA
[16]. B nccrenoBaHnm Ha Mbllax Bbino nokasaHo, YTo UCTOLLEHNE
HEMTPOCHMIIOB B NepUEPUHECKOI KPOBM, OBYCTOBMEHHOE ayTOaHTY-
TeNnamm Un1 reHeTYeCkM AeEKTOM, MPUBOLWT K YXYALLEHWHO K-
PEHCa anonToTUYECKVX renaToLMTOB MOCPEACTBOM NEPGOpOLMTO3a
v npogykuum AHA, ATMA, aHTi-LKM 1 0Bwmx aHtuten IgG. Takoe
HapyLUeHne (yHKLMM HENTPOIIOB HabMAANOCh Y NaLMEHTOB C
ayTOMMMYHHbIMM 3a60neBaHNsMM neveHm [8].

MoxHo npeanonoxutb, 4yto AHLIA IgG k NE moryT yyacTso-
BaTb B 3aLL/THOM MEXaHW3Me Npu BOCMANNTENbHOM NOBpeXae-
HWUM NEeYeHU, a Takke NPUBOANTDL K UCTOLLEHMIO HENTPOUIIOB,
CENeKTUBHO (haroLuUTUPYIOLLMX anonTOTUYECKNe renaToLmTbl, u
Kak CreACcTBue, K ayTOUMMYHHOMY MOPaXeHWI0 NeveHn. Tem He
meHee camo no cebe nosienenue B kpoeu AHLIA IgG ob6bsicHs-
€TCS AOCTaBKOW aHTUrEHOB LEHAPUTHBLIM KNeTKaM C MOMOLLbIO
NET. Ocraetcs HesicHbIM, siBnsieTcs nu nosisnexHne AHLA IgG
B NepUEPUYECKON KPOBW NPUYUHON UMK CREACTBUEM ayTOUM-
MYHHOTO NopaxeHus nevexu, u kakoea ponb AHLA IgG, cneum-
tryHbIx No oTHoweHuto k NE, B natoreHese AUT-1.

B pesynbTate npoBeeHHOMO NCCNEA0BaHNUS Y NALNEHTOB C
AWM-1 Gbina ycTaHOBMEHa 3amMeTHast CTaTUCTUYECKN 3HAUMMas
koppensuns AHUA IgG ¢ ITTI, ymepeHHas — ¢ Tutpamu ATMA
n Broxmmnyeckoir aktueHocTbto AUT-1, cnabas — ¢ pesynb-
TaTamu dnactorpagum u ypoeHem obuiero IgG B CbIBOPOTKe
kposu. Cea3b AHLIA IgG c LLi® 1 OBn He ycTaHoBNeHa. YpOBHM




cogepxanua ArMA, ANT, ACT, ITTTMN y naynentoB ¢ AUr-1,
ceponosutueHbix No AHLIA 1gG, cTatucTMyeckm 3Hauumo oT-
NNYanuch OT TaKoBbIX Y cepoHeraTuBHbIx Mo AHLA IgG. Kpome
TOr0, aHanu3 pesynbTaToB nabopaTopHoro obcnepoBaHus B
OVHAMVKe MaLMEHTOB, KOTOPbIE HAXOAWMNCh HAa NEYEHUN W
nokasanu TeHgeHuno K cHuxeHuio Tutpos AHLLA 19G u ATMA,
MO3BOMMWN YCTaHOBUTb JOCTOBEPHOE CHIkeHue AJTT, ACT n ITTI.
B cBA3M ¢ BbilieckasaHHbIM MOXHO cenaTb NPeanonoXeHue,
yto obHapyxenne AHLIA IgG npu AUM-1 mMoxeT cnyxuTb [o-
MOMHUTENbHBIM MapKepoM LUTONN3a.

BbIBO[bI

1. Bctpevaemocts AHLA 1gG conoctaBuMa ¢ 4acTtoTol
obHapyxeHus ATMA npu AWUT-1y feTel, B NONOBUHE Cryyaes
3aboneBaHus BbISBNAKOTCA 06a TNa ayToaHTUTEN.

2. HentpodunbHas snactasa — Hanbonee yacras aHTu-
reHHas muwenb AHLA 19G npu AUT-1'y geten.

3. Tutpbl AHLUA 1gG npsiMmo KoppenupylT C YPOBHSMM
ArMA, ANT, ACT, TTTI, 4To onpeaensieT BO3MOXHOCTb MC-
nonb3osaHus AHLIA 1gG gns ceponornyeckon SUarHoCTUKN 1
MOHMTOpPUHra Gruoxmmmyeckoit aktueHoctn AUT-1y geten.

4. MonoxutenbHbld pesynbtat onpegenenns AHLIA 1gG
MOXET ObITb eMHCTBEHHBIM Ceponoryeckum mapkepom AUI-1
y AeTei kak B AebtoTe 3abonesaHus, Tak U Npu NocneaytLLem
nabopatopHom obcnefoBaHun B auHamuke. Bkntovenne AHLIA
IgG B mmarHoctuyeckne kputepun AUT-1 y peten sBnsieTcs
OnpaBAaHHbIM W LienecoobpasHbiM MpK CEPOHEraTUBHbIX Bapy-
aHTax 3abonesaHus.
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nybnukaLumen HacTosLLen cTaTbum.
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