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Pesome

CepoHeraTvBHbIN ayTOUMMYHHbI renatiT (AU — manomsydeHHas npobnema Kak y B3pOCbIX NALVEHTOB, TaK 1 Y AeTel.
Kniouom K amarHocTvike AUT ABNAETCA Hanvume UMPKYIMPYIOLLUX @yTOAHTUTEN, KOTOPble He 0OHAPYKMBAIOTCA NPU CEPOHe-
ratvsHom AT

[laHHbIX 0 BKNajAe ayTOaHTUTEN B NOBPEXJEHVE renaTtoumnTos Npu cepoHeratnsHom AUl HegocTatoyHo. Hanuuve nnasma-
TUYECKIX K/ETOK B OMOMTaTax neyeHu naluneHToB C cepoHeraTvBHbIM AT No3BONAET NPEeANOoKNUTb, UTO B €70 NaToreHese
YUaCTBYIOT CXOfHblE C CepOno3NTUBHBIM AU pr3nonaTonornueckme MexaHm3mbl.

B oTnmume oT B3poCblX, y KOTOPbIX OCTPble MPoABeHMA 3aboneBaHA BCTPEYAIOTCA PeAKo, Y ieTell OCTpble MPOABNEHNAX
cepoHeraTvigHoro AT Habmiodanuc y Tpex YeTsepTeld naumeHToB. [IoMUMO OTCYTCTBUA ayTOAHTHTEN, AMArHO3 YCNOXHAET
HEBbICOKMIA ypOBEHb ramMmarnobynrHoB B KpoBM Npw cepoHerataHom AT Mpu cepoHeraTeHom AVI yacTo passumBaeTca
renaTnT-accoLMMpoBaHHaA annacTuyecKan aHemus.

Mpu MOpdONOrNUeCcKoM UCCNeAoBaHNN BUOMNTATOB NMeYeHN MOXET BbIABIATLCA UHOWUABTPALMA C AOMUHUPOBaHKeM CD8*
T-KneTok.

JleueHue cepoHeratnsHoro AV BKMoYaeT MMMYHOCYNPECCHBHYIO TEPanuio, Kak U npu cepono3nTnaHom AU

EDN: UIYHJZ

MporHo3 npv cepoHeratnaHbIM AU 0ObIUHO 6NaroNpPUATHBIN.

Xota CepOHeraTVIBHbIIZ ayTOl/IMMyHHbIVI renaTnT He ABNACTCA PEAKOCTbO, Maslo YTO M3BECTHO O ero ANarHoCTunKe 1 neyeHnm.

KntoueBble cnoBa: CepOHEraTMBHbIA ayTOMMMYHHbIN FenaTuT, NatoreHes, KNMHUYeckre NpoABneHs, neyeHue, NporHos,
ayToaHTUTeNa, AeTw
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Summary

Seronegative autoimmune hepatitis (AlH) is a poorly understood problem in both adult patients and children. The key
to the diagnosis of AlH is the presence of circulating autoantibodies, which are not detected in seronegative AlH.

There is insufficient data on the contribution of autoantibodies to hepatocyte damage in seronegative AlH. The presence
of plasma cells in liver biopsies of patients with seronegative AIH suggests that its pathogenesis involves physiopathological
mechanisms similar to those of seropositive AlH.

Unlike adults, in whom acute manifestations of the disease are rare, in children’s acute manifestations of seronegative AIH were
observed in three quarters of patients. In addition to the absence of autoantibodies, the diagnosis is complicated by the low level
of gammaglobulins in the blood in seronegative AlH. In seronegative AlH, hepatitis-associated aplastic anemia often develops.

Morphological examination of liver biopsies may reveal infiltration with a predominance of CD8* T cells.

Treatment of seronegative AlH includes immunosuppressive therapy, as for seropositive AlH.

The prognosis for seronegative AlH is usually favorable.

Although seronegative autoimmune hepatitis is not uncommon, little is known about its diagnosis and treatment.
Keywords: seronegative autoimmune hepatitis, pathogenesis, clinical manifestations, treatment, prognosis, autoantibodies, children
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BeBepeHue

AyroummyHnHbIi rennatut (AVT) npepcrasisiet co6oit
Hporpeccupyioliee XpoHYecKoe 3a60/ieBaHe IeYeH N
HeN3BEeCTHOIT STVOIOTYHM, XapaKTepu3yoleecs Hapy-
MIeHVAMU VMMYHHO PeryIAINy, KOTOpble IPUBOJAT
K MOSAB/IEHUIO AHTUTEN K COOCTBEHHBIM aHTUTEHAM,
B 0COOEHHOCTH, K aHTUT€HAM, 9KCIIPeCCUPYeMBbIM
B [T€YEHM.

Inarnos AVIT ocHOBBIBaeTCs Ha COYeTAaHUU KJIN-
HUYECKUX, OMOXMMUYECKNX, UMMYHOTOTMIECKUX
0COOEHHOCTE U UCKIIOYEHNM JPYTUX M3BECTHBIX

IpUYVH 3a60/1eBaHM I IeYeH N, KOTOPbIE MOT'YT IMETb
ob1ye ceponornyeckme 1 rucCToIorn4eckue 0cobeH-
HocTy ¢ AUT (nanpumep, renatutel B, Cu E, 60mesub
BunbcoHa, HeaZTKOTOIbHBII CTEATOreNaTUT, TeKapCT-
BEHHOe€ [TOpa)keHue ITevYeHN) Py HaINIUy HeOpraHo-
crienuduyecKux ayToaHnTuTe. I HogTBep KeHnA
IMAarHo3a M OLIEHKM TsDKECTH IIpoliecca HeoOXoxuMo
Mop¢onornyeckoe uccueoBanme 6uonTaTa nedeun [1].

Hanmune ayToaHTUTEN 3HAYMMO He TONBKO IJIA
OMATHOCTMKU U onpefenenusa Tuna AV, Ho u gnsa
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Ta6bnuua 1.
AyToaHTUTENa
B AMArHocTmke
AU [2]

HaO/MIoeHN 3a aKTUBHOCTBIO 3a00/IeBaHN, BhIOOpa
TaKTUKI TepaIyy i OIpeJie/IeHIsA IPOTHO3a.

IlospHAA AMATHOCTUKA MOXKET YBEININTh CMePT-
HOCTb JieTell, BIIepBble IOCTYIMBLINX C OCTPOI Ieve-
HOYHOII He[JOCTATOYHOCTDIO, /I OyeT Hen3berxeH
LMPPO3 MeYeH! BCIEACTBUE IPOrPecCUPYIOLIEro Te-
JeHMs 3a60/1eBaHMN s, €CIIU €TO He JICINTh.

Knodom k guarnoctuke AUT aBnsercsa Hannune
IUPKYMUPYIOIMX ayTOAHTUTEN, XOTA ayTOAHTHUTeNa
MOTYT IIPUCYTCTBOBATDb 1 IIPYU APYTUX 3a00/IeBaHMAX
IedyeHy U caMu 110 cebe He SABIAITCA AMATHOCTIYe-
ckumu (Tabnuna 1).

AyTOaHTHUTE/IA CYUNTAIOTCS ITOIOKUTETbHBIMU, €CTIN
OHM IIPUCYTCTBYIOT B paspefieHun 1:40 y B3pocnbIx,
TOTZIa KaK y feTell, y KOTOPhIX ayTOaHTUTeNA PeTKO
OBbIBAIOT IOIOXKUTETBHBIMY B 3l0POBOM COCTOSHMUI,
K/IMHWYECK) 3HAUMMBIM SABIAETCS MONMOXKUTETbHBIN
pesynbrar B pasBefieHnn 1:20 11 aHTUHYK/IeapHBIX
ayroanturen (ANA) 1 ayTOaHTUTET K ITTAKOI MyCKY-
natype (ASMA) nu 1:10 1711 aHTUTE K MUKPOCOMaM
neyeHu u movek (antu-LKM1).

OO6Hapy>keHMe ayTOAHTHUTEIT He TONbKO IIOMOTaeT
B IUATHOCTHUKeE, HO 1 TT03BOJIsAeT A depeHnpoBaTh
AT Ha nBe popMbI:

nupemuonorus

[ToppobHas nHpOPMANMA O PACIPOCTPAHEHHOCTI Ce-
poneratuBHbIX AVI, mpy KOTOPBIX He BBIABIAIOTCA

o ANA 1 SMA cretuduunst s AUT 1 tuna;
o auTu-LKMI1 u autu-LC-1 cieunduyns g AVUT

2 TUIIA.

AHTUMUTOXOHJpUANbHbIe ayToaHTUTENa (AMA) —
CepOIOrMYeCcKuIl MPU3HAK IIEPBUYHOTO OMINAPHOTO
XOJIAHTUTa, Ha/lIM4Me KOTOPHIX IPEnATCTBYeT AMar-
HocTuKe AVIT, X0Ts1 cO00IaIOCh O peKNX CIydasx
AMA-nonoxurenbaoro AUI, B ToMm 4ucne y nereii.
InurenbHoe HaOMIOAeHYE 3a AM A-TIO/IOKUTETbHBIMU
HanyeHTaMy OIPaBIaHO, IIOCKOIbKY OBIIO ITOKa3aHO,
4yTOo y B3pocnbix ¢ AMA-nonoxurtensapiM AV pas-
BUBAIOTCA KIMHUYECKNE, OMOXMMUIECKUE U TUCTO-
JIOTMYeCKMe 0COOEHHOCTI IEPBUYHOTO OMIMAPHOTO
XOJIaHTMTa B TedeHMe 3 TecATUIeTUII OC/Ie IIePBOTro
nposiBeHus [1].

CepoHeraTBHOCTb OTHOCUTCA K COCTOSHUIO, IIPU
KOTOPOM ayTOQHTUTeIa He OOHAPY>KMBAITCH, HO
ApyTye NPpU3HAKM YaCTUYHO VMM ITOTHOCTBIO TOJ-
TBepKjaloT fuarHos AVII. HeussecTHo, ABnAeTCA
JIV CEpOHETaTMBHOCTD JIUIIb BOIIPOCOM CJIOKHOCTHI
7abOPaTOPHBIX MCCICLOBAHNIL MM XKe OHA IO pasy-
MeBaeT Haj4ue 3a60/1eBaHNA C [PYTUM aTOT€HE30M,
KJIMHUYEeCKMMY 0COOEHHOCTSIMY, aITOPUTMaMH /lede-
HUSI Y IPOTHO30M.

OOBIYHBIE AYTOAHTHUTENA, OTCYTCTBYeT. CepOHeraTuBHbIE
AT cocrapnaioT 5-20% Bcex ayTOMMMYHHbIX T€IIaTUTOB,

AyToaHTMTeNa LieneBoil aHTureH [lnarHocTnyeckoe 3HayeHme
ANA —
ANTIHYKTICAPHbIC XpomaTiH, pubOHYKIeOmPOTEN/ bl ANT 1 tumna
ayTOaHTHUTeNa
ASMA —“ayTOaHTI/ITeHa Huresugupiit aktus (F-akTun), AJIT 1 1yma
K T/IaIKOJI MYCKy/IaType BUMEHTHUT, IeCMUH
LKM 1—
oL L anTTena Lutoxpom 3450 2D6 (CYP2D6) AU 2 tuma
K MUKPOCOMaM II€4EHM I TI09eK
LKM tun 3 — aHTuTena Depment Y]ID- AUT 2 tuma
K MUKPOCOMaM IIeYeHU U ITI0YeK [JIIOKOpOHMITpaHCPepasa-1 Terratut D
AWT 1 tumna;

SLA — aHTHUTENA K PACTBOPUMOMY
AQHTUTEHY Ie4YeH)/IeYeHOTHO-
MaHKPeaTN4ecKOMY aHTUTEHY

Sep (O-docdocepun) nepenocsinas
PHK: Sec (ceneHonucrenn)
nepenocamasn PHK-cunTasa

o Tsxenniin AUT,

o Ilpornosupyer penupus
Tocie IeYeHns,

o Accouuupyercs
C He6TArOIPUATHBIM MCXOIOM

p-ANCA (atunu4nble) — B-1y6ynuH usorui 5 AWT 1 tuna
AHTUHENTPOdUIbHDIE . IlepBuUYHBI CKIEPO3UPYIOI ML
benku AfepHOIt IIIaCTUHKN
LMTONIa3MaTNIeCcKye ayTOAHTUTeNa XOMAHTUT
Actin — aHTMaKTUMHOBbIE AaHTUTETA Huresununiit (F) aktun AWT 1 tuma
Viccnenyerca
. HuteBupgunre
a-Actin — a-aKTMHOBbIE aHTUTENA A AWT 1 Tuma

AKTMH-CBA3bIBAIOIINE 6enkn

IIporHocTryeckuit 61omapkep

LC-1 — anTHTENa K INTO30/IBHOMY

AHTUTEHY II€YE€HN TUIIA 1 OqUKJIOI€aMIHa3a

DopmumMuHOTpaHChepasa

AWT 2 tuna

LM — anturena
K MMKPOCOMaM IIe4eHN

[uroxpom P450 1A2

JuruppanasyH-NHAYIVPOBAHHBI
remaTuT

AyTOoMMMYyHHas
TOTM3HOKPUHOTIATM A-KaH /03~
9KTOJlepMabHas JUCTPODUA

AMA — aHTUMUTOXOHJ|pUalbHble
ayTOaHTHUTENA

E2-cyb6pennuuubl pepMeHTOB
GeIKOBOro mupyBaTAeruaporeHastoro IlepekpectHsiit (overlap) curgpom
KOMILIEKCA MUTOXOHAPILIL

ITepBUYHBIIT OMINAPHBII UPPO3

(ITBLT)

(ITBLI+AWT)
AW 1 tuma
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¥ IOMIMO HEOIIPeNIeNIeHHOCTY OTHOCUTE/IbHO TOTO, Ka-
KMX [AIIMIeHTOB C/IeflyeT CYUTATh CepOHEraTMBHBIMY
(nexoTopble cyyan cepoHeratuBHoro AT kmaccu-
UUUPYIOTCA KaK KPUIITOTEHHDII TeIaTUT), CyIecT-
ByeT TaK>Ke BEPOATHOCTD JIO)KHOT'O-OTPUIIATe/IbHBIX
Pe3yIbTaTOB IPM OIPefeNeHIN ayToOaHTUTes [3]. Beimto

MaToreHes

IIpn AVIT kneTKu mevyeHU MOBPEXKTAIOTCA B pe-
3y/lbTaTe COBMECTHOTO ITATOT€HHOTO JIefICTBU A KJle-
TOYHOTO JI TYMOPaNbHOr0 GaKTOPOB MMMYHHUTETA.
IIpepmonaraercs, 4To MOpa>keHMe OpraHa-MUIIEHN
pasBuUBaeTCA IIPU IMOTepe UMMYHHOTO KOHTPOJIA,
HPOBOLMPYEMBIM BUPYCOM WM APYyruMu pakTopa-
MM Y 7IUI] C TeHEeTUYECKOI NMpe/ipacION0XeHHOCTIO.
IToTepsa MMMYHHOI TONEPAHTHOCTY K aHTUTeHAM
TeIaTOLMTOB (3TMMM aHTUTEHaMM CUMTAIOTCA ach-
a7IOT/IMKOIIPOTENHOBBIE PELIENITOPHI, IUTO30/IbHbIE
QHTUTEHBI IEYeHN M PACTBOPMMbIC AHTUTEHBI ITeYeHM)
U3-3a HapylleHn s PYHKIMOHNPOBAHUSA PETryaATOp-
HBIX T-K/JI€TOK NPMBOAUT K aKTUBauum T-KIeToK
CD4" u CD8*, koTopbIe BBIENAIOT TaKMe POBOCTIA-
JINTeNbHbIE UTOKIHEL, KaK MHTephepoH-y 11 pakTop
HeKposa onyxonn-a [5]. [TokasaHO CHUKeHME KO-
TUYeCTBa PETyNATOPHBIX T-K/IeToK B mepudepiu-
4YeCKOl KPOBY MAIlMIEHTOB C HeJleYeHbIM CePOI03N-
tuBHbIM AV BMecTe ¢ yBem4eHneM COOTHOILEH M
Tper/T-knerox u Tper/B-kneToK, BIABIEHHBIX IPK
MOP}OIOrnIecKOM UCCIeSOBAHNN OMOITATOB Iede-
HIL, ¥ 9TOT Pe3y/IbTaT OBbIJI CBA3aH C MUTPAINelt TUX
KJIETOK B o4ar BocnaneHus [6]. [IpoBocnanuTenbHbie
OUTOKMHBI MTHULVHUPYIOT TIOBPEXK/j€HMe TeraToI -
TOB U MPUBOJAT K MMMYHHOI aKTUBAIIUM U TIPO-
nudepanun Makpodaros, B- u T-kretok, a Takxe
€CTeCTBEHHBIX K/I€TOK-KU/IepoB. B-kneTku BIo-
CIIeACTBUM TPAHCHOPMUPYIOTCA B ITa3MaTHYeCKUe
KJIETKW, KOTOpbIE IPOU3BOJAT AaHTUTENA, CTy Kallue
MHCTpyMeHTaMU s guarHoctuxu npu AT [5].
AHTHUTeNa M AaHTUTEHBbI-MUIIEHN, ONIMCAHHbIe TP
CepoTO3UTUBHOM ayTOMMMYHHOM TeNaTuTe, mepe-
4JCIeHBI B Tabnuie 1.

T-xnetku cmy>at Tpurrepamu vanuuanym AVII 1 omo-
CpelyIoT aKTMBAIIMIO I'yMOPAaIbHOTO MMMYHHUTeETA [7].

B cBA3M ¢ aTuM BO3HUKaeT Bompoc: «Pasnmien
M matoreHes cepoHeratuBHOro AV 1 umeer nn
oH 6oJiee JlerKoe TedeHne»? B HOpMaTbHBIX yCIOBHU-
Ax T-K7IeTKM MHUIIMUPYIOT UMMYHHBIN KacKaj Ipu
ceponosutusHoM AWI, B To BpeMs Kak BOCIHajn-
Te/TbHbIE MPOLECCH NPOJIO/IKATCA C B-KmeTkamn.
AKTUBMPOBaHHbBIE B-KIeTKM, KOTOpBIE IPU CTUMY-
aAauuy T-KIeTKaMy MepekTovanTcsa Ha IaasMa-
TU4YeCcKue KIeTKM, BBICBOOOXK/JAIOT Ay TOAHTHUTEIA
U IUTOKMHBI/XEMOKIHBI, BBI3bIBAIOT OTIOCPEIOBAH-
HYIO ayTOQHTUTENAMM AaKTUBAINI0O KOMIIIEMEHTA
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TI0Ka3aHo, YTO y JieTell Ha MOMEHT yCTaHOB/ICHNA JIyar-
Ho3a cepoHeratuBHblil AVIT npenTudunmpyercs B 27,7%
CIy4aes, IIPM 9TOM 3HAUUTeNbHAsA 9acThb (60%) cayda-
€B — 3TO JieBOuKM, Kak u ipu AVI 1 Tuma. Cpegunii
BO3PACT Ha MOMEHT 00pallleHNs COCTaBI 5,7 TOfa y IMa-
LIMEHTOB C cepoHeratuBHbIM AVT [4].

U MaKpodaros/JeHAPUTHBIX KJIETOK U IPOLO/KAIOT

CII0CO6CTBOBATh BOCIATEHNIO, IIPEACTABISAA AHTHU-

res T-keTkaM, B TO BpeMs Kak, C JPyTroil cTopo-

HBI, TOJJaB/IAIOT IPOTUBOBOCIIA/INTEIbHOE JIENICTBIE

T perynartopubix u B-xnerox [1, 8, 9].

[TonHBIX JAHHBIX O BK/afie AyTOAHTUTEN B OBpe-
JKJIeHNe TelaTOIMTOB Ipu cepoHeraTusHom AVIT
HeflocTaTOuHO. Hanmmyne njaasMaTu4ecKnx KIeToK
B OMOITaTax IeYeH! MAallMIeHTOB C CEPOHETaTUBHBIM
AWT nosBossAeT NpefIoNoXNUTh, YTO B ITIaTOTeHe3e
cepoHeratuBHOro AVII' y4acTBYyIOT cxofHble pusu-
OIIaTOJIOTMYeCKMe MeXaHU3Mbl. BO3MOXXHO, nedexT
muddepeHIMPOBKY 1 cO3peBaHMA B-K1eTOK MOXeT
HApyIIaTh BBIPA6OTKY aHTUTE, HO €T0 BIMSIHIE Ha
perynanuio T-kmerok coxpansercsa. OfHaKo oKasa-
TeNIbCTB, TO/ITBEPXKAIOLINX 3Ty TEOPUIO y CEPOHEra-
TUBHBIX MAL[MIEHTOB, HEJTOCTaTOYHO.

Bo3MOXHBIMY IPUYMHAMMY JIOXKHONM CEpOHETaTyB-
HOCTH MOTYT OBITB:

1. TecTsl Ha ayTOAHTUTENA IIPOBE/IEHbI HE B COOTBET-
CTBUY C PEKOMEHIALMAMU:

e TIOPOTOBbIE YDOBHU ayTOAHTUTEN y €Tell HIXe,

4YeM y B3POC/IbIX.

e TECTUPOBAHMUA CBIBOPOTKM JIeTeil HEOOXOAMMO
MpPOM3BOANTD B HU3KNX pa3BefleHNAX.

2. Vicnonbsyemble METOJbI ONIPe/ie/IEH N Ay TOAHTUTETT
MOTYT M3HA4Ya/IbHO J1aBaTh I0)KHOOTPUIIATETbHbIE
pe3y/nIbTaThl U3-3a MHTEHCUBHONM peaKI Uy aHTHU-
TeH-aHTUTEJIO Y MALMEHTOB C OCTPOJI MeYEHOYHOI
HEJIOCTaTOYHOCTBIO ¥ OCTPBIM TeIIaTUTOM.

o BreueHne 3a00/1eBaHMA Y HEKOTOPBIX AL IEHTOB,
KOTOpbIe U3HAYa/IbHO OBIIN CepOHETaTUBHBIMI,
MO>KeT HabTI0AaTbCs CEPOKOHBEPCHSL.

o VIMMyHozmenpeccaHTbI (KOPTUKOCTEPOMIbI M a3a-
TUOIIPVH) MOTYT IIPUBECTU K IePeXony U3 ce-
POHETaTMBHOTO COCTOSHMA B CEPOIO3NTIBHOE.

3. VlccnemoBaHue TONMBKO CTAHAAPTHBIX aHTUTeNT ANA,
ASMA u aatu-LKM, torma kak antu-SLA, anTn-
LC-1 u gpyrux, npoTecTupoBaHHbIE METONAMMU
ELISA mam uMMyHOO/IOTTMHTA He TOJIeXXAT 13-
Y4EHHI0 BO MHOTUX IIeHTpaX.

o VccnenoBanne 3TUX ayTOAHTUTEN I HOBBIX aH-
TUTEJI, KOTOPBIE ellle MPefICTOUT OOHAPY>KNUTb,
MOXXeT CHU3UTb KOMMYECTBO C/IydaeB Cepo-
HeratuHoro AWI, korjga o6bIYHbIE aHTUTENA
OTpPUIIATENbHBIL.

Oc06eHHOCTU KNNHNYECKNX NPOoABNeHN cepoHeratuBHoro AUT

JJaHHbBIE, IONy4YeHHbIE OT B3POC/IbIX IAIIMIEHTOB, I10-
3BOJIAIOT IPEJIONIOXKNUTD, YTO OCTPbIE IIPOABICHIA Ce-
ponerarusHoro AT Bctpedatotcs peaxo [10]. B To ke
BpeMA y ieTell OCTPble IIPOAB/IEHNAX CEPOHETaTBHOTO
AT Habnmiofanuch y Tpex YeTBepTeil NareHTos [4, 11].

IToxasano, uro npu ceponeratupHoM AVII' B Tege-
Hlle HeCKOIbKUX HeJle/Ib MM MeCALEeB, PeKo — 4e-
pes roj mocje Havyana 3a60neBaHusl, pasBUBAETCS
rernaTuT-acCoMMPOBaHHAA all/IACTUYeCKAsd aHEMMA.
Y B3pOC/IBbIX MALIMEHTOB C allJIACTMYECKON aHeMueit
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pacnpocTpaHEHHOCTb TemaTUT-aCcCOLMUPOBAH-
HOII aIIaCTUYeCKOM aHeMuu cocrapnser 5% [12].
CunuraeTcs, 9YTO TreaTUT-ACCOLMMPOBAaHHAA all/la-
CTMYEeCKas aHeMMs Pa3BUBAETCA B pe3y/bTaTe ayTo-
MMMYHHUTETA, BBI3BAHHOTO HEM3BECTHBIM (PaKTOPOM,
XOTS TOJj03peBaeTCs Hau4Me BUpyca. XOTs renaTut-
accolMMpOBaHHAsA allJIacTU4YecKas aHeMU MOXeT
ObITh AMATHOCTMPOBAHA B II06OM BO3pacCTe, OJHAKO

OnarHocTuka

Kak u B cnydae ¢ ceponosutusabpiM AT, maToruno-
MOHHMYHBIX IPpU3HAKOB cepoHeratusHoro AUI ne
CYIIeCTBYeT, TO3TOMY Ba)KHO MCK/TIOUUTD IPYTHe 3a-
6oneBaHNusA, TaKMe KaK BUPYCHBI TeIAaTUT, ReUIUT
anbda-1-aHTUTPUIICKHA, MeTaboMMIecKe 3aboeBa-
HIS, TaKue Kak 60/1e3Hb BuIbcoHa, 1 TeKapCTBEHHO-
MH/IyLMPOBAaHHbIE IIOPa’keHN A eYeH M.

OpHuM 13 BaKHENIINX KPUTEPYUEB JUATHOCTUKY
ceponosutuBHoro AVII' aBnsAeTcsa runepramMmariio-
6ynunemus [3]. [IoMMMO OTCYTCTBUA ayTOAHTU-
TeJI, AMATHO3 elle OOIblle YCIOXKHAET HEBBICOKMII
ypOBeHb raMMarao6y/InHOB B KPOBY, KOTOpas He-
penKko BcTpeuyaeTcs npu cepoHeratuBHoM AVIL.
Xotsa npu ceponeraruBHom AUI yposens IgG
B CHIBOPOTKE MOYKET HAXOMTbCsA B IIpejiesiaX BO3-
PacTHOI HOPMBI, Ha (pOHe JIledeHN A MOXKeT Hab/I0-
JaThCs €ro CHVMKeHNeE TI0 CPAaBHEHUIO C MICXOTHBIM
yposHeM [9, 15].

Ecnn y 60nbpHOTO OOHapy)KeHa M30/IMPOBaHHAN
cToiiKasA MuMdoneHus 6e3 NpU3HaAKOB BUPYCHOII
uHdeKun, To, CKopee BCero, B OyAyIieM y Hero
Ppa3oBbETCA amIacTuyeckas aHeMMs. Y IMallMeHTOB
c ceponeratuBHbIM AL, y KOTOPBIX BIIOCTEACTBUM

COOOI[eH IS BOCHOBHOM MOCBSIIEHbI HeUaTPUYeCKIM
caydasm [13].

3aTpyAHUTENBHOI CUTYaLMell /s FUATHOCTHUKI
ceponeratuHoro AVI ABnAeTCcA CIOHTaHHAs HOP-
Manusalus TpaHcaMuHa3 6e3 KaKoro-anbo redeHus.
IToxasaHo, YTO HOBbILIEHNE YPOBHS TPAHCAMI{HA3 He
Hab/T0jaeTCs OC/Ie Pa3BUTIS TellaTUT-aCCOLUUPO-
BAHHOI aIl/IaCTUYeCcKoil aneMuu [14].

pasBUBAeTCs alIaCTUYeCKas aHeMIs, YacTo OOHapy-
XKuBaeTcs MMMQOIIEHN S 1O Pa3BUTHUA AIIACTIYECKOIT
aHemnu. [Toka3aHO, YTO y 3TUX NMAI[MEHTOB CHIDKALTCSA
konudecTBo T-kneTrox CD4+ [16].

JI71s TOATBep>KIeHU I IMAaTHO3a CePOHETaTUBHOTO
AWT B 6uonTarax me4eHy Ba>KHO BBIABUTD JII00ObIE
TUCTOIATONOTMYECKIIe 0COOEHHOCTH, creluuIHbIe
ma AVIT, X0Ts HeKOTOpbIe TMCTONATOMOTYeCKIe laH-
Hble MOXXHO Ha0II0aTh ¥ IIPU APYTUX 3a00/IeBaHMAX
mevyeHN. B caydasax, Korja BOSHUKAIOT TPYAHOCTHI
C IMArHOCTUKOI, a TaK)Ke B MCCIeIOBATETbCKUX I1e-
JIAX UCIIONIb3YIOTCS YIPOILEHHbIE JUaTHOCTIYeCKue
Kputepuiu, paspaboranusie ans AVT [3]. Ora cucre-
Ma OILIEHKM MMEET YyBCTBUTENbHOCTD 77% 1 4acTOTy
JIO>KHOOTPUIIATE/IbHBIX Pe3yIbTaToB 17%, 11 9TU MOXK-
HOOTpPUIIATeTbHbIE CTy4Yay AefICTBUTENTbHO ABMAIOTCA
ceponeratuBHbiM AT [17].

B cny4asx, Korga npu UMMYHO(IYOpeCcIeHTHOM
aHann3e OOBIYHBIE AHTUTENIA HAIOT OTPUILATEIbHBII
pesynbTaT, MOBTOPHBIE TECTHI C MICIONIb30BAHNEM
TaKUX MeTOZOB, Kak ELISA man uMMyHOOIOTTHHT,
U MICCTIelOBaHNe IPYTYUX ayTOAHTHUTEN MOTYT IIOMOYb
B quarHocTuke AVT.

Mopd¢onornyeckme oco6€HHOCTN CepoOHeraTuBHOro

AYTOMMMMYHHOrIO renatunTta

Y B3pOCHBIX TMCTONATOMOTMYECKNE JAHHbIE, CIIeIN-
¢uunble s ceponerarnsroro AVI, oTcyTCTBYIOT.
OpnHako UMpPpPO3 IeUYeHN Ha MO3[Hell IUCTOoNornye-
CKOIJI cTajuM yallle BCTpeJyaeTCs y CepOHeraTMBHBIX
HalVIeHTOB, YeM y cepono3nTuBHbIX [18]. HecmoTps
Ha OTPAaHMYEHHOCTb JaHHBIX MOP(OIOTMYECKOTO
UCCIe[oOBaHMA OMOINTATOB IIEYEHN y JeTeil ¢ cepo-
HeratusHbIM AT, yacTo onpepenseTca meHTPUIO-
Oy/IAPHBLIT HEKPO3, 00BACHAEMBIiT OCTPBIMU NIPOSIB-
neHusMu 3aboneBanus [4, 14]. Y HeKOTOPBIX JeTeit
¢ ceponeratuBHbIM AVII' 1 anymacTudeckoit aneMuen
B 6MorTaTax me4eHy MOXeT BBIAB/IATHCA MHUIbTpa-
s ¢ gomnuupoBannem CD8* T-kneroxk. [16]. ¥V ge-
Teil ¢ «OCTPOIL MeYEHOUHON HEJOCTATOYHOCTDIO HEN3-
BeCTHOJI 9TUOIOTUI», Y KOTOPBIX B 25% c1ydaes 6bl1a

JleyeHne

CsoeBpemenHoe nedyeHne AVII mosponser mpe-
HOTBPATUTh TaKoe TAXKe/loe OCIOXKHeHUe, KaK
LUpPPO3 IEeYEHN.

Jleyenne ceponeratuHoro AVI Bkio4aeT uMmy-
HOCYIIPECCHBHYIO TE€PAINIo, KaK U IIPU CEPOINO3N-
TuBHOM AUI.

rernaTuT-acCOMIPOBaHHasA aIl/IaCTUYeCKass aHeMMA,
B OMONTAaTax IeYeH! B GOIBUINHCTBE C/IyIaeB BBIAB-
nstercsa nnunsrpanns CD8* T-knerkamu. [Ipu aTom
MALMEHTHI C UAaTHO30M «OCTpas IedeHOYHas HeJlo-
CTaTOYHOCTD HEM3BECTHON 3TUOMOTUN» PaKTUYECKN
IIOJIHOCTBIO COOTBETCTBOBAJIN OIIpeJie/IeHNI0 CEPOHe-
ratusHOro AVIT. OHaKo yTBEp>K/aeTcs, YTO MHPUIb-
tpanusa CD8* T-kmeTkaMu IpoAB/IAETCA B Pa3IMYHON
CTeIleH! y HeOOIbIIOrO YMCIa TALIEHTOB C CEPOIIO3NU-
TuBHBIM AVIT, XOTS B 9TOM OTHOIIEH I HEOOXOIMMbI
manbpHeNme uccienopanms [19].

MOHNTOPUHT OTBeTa Ha JIeYeHNe Mpe/ICTaBIIA-
eTCs JIyYLIMM BapUaHTOM, ITO3BOIAOIUM u3be-
KaTh MOCMEeNCTBUN TO3MHeN quarHoctTuku AVT
(pucynox 1) [14].

Lenp nmeyenns ceporeratusHoro AVI' — monHoe
U CTOJIKOe OMOXMMMYecKoe (HOpMaan3aLus ypOBHs
TpaHcaM1Ha3 1 IgG) U rucTonmornyeckoe paspeleHne
MaTOJIOTUYECKOTO IIpoliecca JIA MpeJoTBpalleHn s
IaJIbHEIIeTo IPOTrpecCupoBaHMs 3a00/IeBaHNA Tie-
YEeHIU. K}II/IHI/I‘{CCKOC n 6V[OXI/IMI/I‘~ICCKOC ynqueHme

9
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PucyHok 1.
Anroputm
AMArHOCTUKN
CepoHeraT!BHOro
ayTOMMMYHHOFO
renatmTta

y peteii [14].

experimental & clinical gastroenterology | Ne221 (1) 2024

Mocne ncknioueHna Apyrnx 3aboneBaHui ne

YyeHu 1 bruoncum neyeHn nopospesaetca AU

Y

ANA, ASMA, anti-LK

M — oTtpuryaTtenbHo

OueHKa no 6annam <7* < > OueHKa no 6annam >7*
1gG BbICOKME  |= » 1gG HOpManbHble
Y
unu nosIoXKUMesbHo
anti-LC1, anti-SLA + ASGP-R »| HauHute neueHne AU
Y

HauHuTe neueHne AU

ompuyameJsibHO

Y

\ 4

OueHkKa no 6annam >7*

OueHka no 6annam <7*

Y

Y

MpoBepbTe
ayToaHTWTena yepes
HeCKOJIbKO Hefienb

nOBTOpI/ITe nccnenoBaHuA NCKNDYeHUA

v

HauyHuTe neyeHne AU

/

I'Iposepre AYyTOaHTUTENa Yepe3 HECKOJIbKO Heaenb

Mpumeuanue.

¥ — npepnaraemble KpUTEPUM OLEEHKMN ANA ANArHOCTVKU I0BEHUIbHOTO ayTOUMMYHHOTO 3aboneBaHUA NeYeH, MpesiokKeH-
Hble ESPGHAN 2018 [1]. CokpatueHua: AUl — ayToummyHHbI renatut; ANA — aHTUHYyKneapHble aHTuTena; ASMA — aHTu-

Tena K rnafkon myckynatype; LKM — aHTuTena Kk Mukpocoma

M neueHn u novek; IgG: ummyHornobynuH G; LC1 — aHtutena

K LIUTO30/IbHOMY aHTUreHy neyeru tuna 1; SLA — aHTTena K pacTBOPMMOMY aHTUIeHy neyeHn/neyeHoYHo-NaHKpeaTnye-
ckomy aHTureHy; ASGP-R — peuenTtop asmanornvkonportenHa.

OXNJIaeTCs Cpasy Mmociie Havasa aedeHus [3]. Jaxe
ecny ypoBeHb IgG HeBBICOKMIT, Ha QOHe JIeueH s 9acTo
OXUJJAETCSI ero CHIDKEHE 10 IIPefieioB BO3PACTHOI
HOPMBI, 11 9TO MOXXHO pacCMaTpuBaTh KaK MapKep
6uoxumudeckoro orseta. CefyeT mpoBeCTU IIOBTOP-
Hble TeCTbI Ha ayTOAHTUTE/Ia, YTOObI HAO/MIONATD, CTa-
HYT JIY OHJ TIOJIO)KMTETbHBIMIL BO BpeMsI JIeUeHN .

ITanMeHTRI, y KOTOPBIX Pa3BUBACTCA allIACTUYeCKA S
aHeMsI, 9aCTO M3HAYAIBHO MMEIOT MUMQOIIEHNI0, HO
y marjueHToB 6e3 MM OILIeHNI CTIeAYeT OLeHUTD, pas-
BuBaeTcs U TUMMGOIEHNS BO BpeMs JIEIeHIsI, JaKe
ec/Ii ypOBHM TpaHCAMUHA3 CHIDKAIOTCS MPYU IIpHeMe
MMMYHOJleTIpeccanTos [4, 11, 15].

AmnmacTudeckas aHeMMA MOXKET Pa3BUTLCA JjaKe
B PaHHEM IlepuoJie MHYKIVOHHOI Tepaluy KOpTH-
KocTepoupamu. [Ipu 9TOM MOXXHO HAYATh JIeUeHIE
KOPTUKOCTEPOUAAMI U IPOJO/KUTH JIeUeHNe HI3KH-
MU 03aM¥ KOPTUKOCTEPOUOB UV KOPTUKOCTEPOH-
[laM¥ B COUETAHNUM C a3aTHOIPIHOM MM MOHOTepa-
I1elt a3aTVOPUHOM.

OCHOBHOIT IpO6IeMOJI TPV JIedeHUM MAIJIEHTOB
¢ cepoHeratuBHbIM AV ABnAeTcsA BBIOOp BpeMeHN
Iepexofa Ha TaKue IpernapaTsl BTOPOI IMHNIM, KaK
MukodeHonmaTa MOGETUI MIN UHITUOUTOPDI KalbIii-
HEeBPNMHA, KOTJa MAL[JeHT He OTBeYaeT Ha Tepaluio
HepBOl IMHUM. B TaKMX CITydasaX peKOMEHIyeTCs Ipo-
BECTM IIOBTOPHYIO U depeHIaNbHYI0 JUATHOCTHUKY,
BKJIIOYasi MeTabOIIdecKie HapyIeHNusI, ¥ IIOBTOPHO

MPOBEPUTH CTATYC ayTOAHTUTEI MePe]; Ha4aIoM Te-
panuu BTOPOJ TNHUN.

Ortser Ha neyenue ceponeratusHoro AUI y mereit
He OT/IMYAeTCsA OT OTBETa Ha JIeYeHMe CePOIO3UTUB-
HBIX ManueHTos [4, 11, 15, 16].

[IpenmymiecTBa Tepanuyu KOPTUKOCTepouaa-
MM CIIOPHBI JJa)Ke Y TaIlMeHTOB C CEPONO3UTUBHBIM
AVIT ¢ ocTpoil me4eHOYHO! HeJJOCTATOYHOCTDIO.
BeoxuBaHMe 6€3 TPaHCITAH TV [IeYeHY BO3SMOXKHO
y TaIIMIeHTOB, HOMY YA NX KOPTUKOCTEPON/IbI, XOTS
CO001I1aT0Ch O MOBBIIEHHOM PYCKe Cercuca u cMep-
THOCTH! [20, 21].

IIpexpallieHre Tepamuy MOXeT OBITh pacCMOTpe-
HO, €C/IM B TeYEHNE He MeHee JIBYX JIeT II0C/Ie Havasa
Tepamnuy y nanyeHToB ¢ AVIT 1-ro tuma HabmogaeTcs
CTOVIKasAg GMOXMMUYecKas peMUCCUA U OTCYTCTBUE
nporpeccuposanuA Gpubposa 1o JaHHBIM I'MCTOJIO-
TUYeCKOTro UCCIefoBaHys nin ¢ubpoanacrorpadum.
W3-3a BBICOKOI YaCTOTHI pelUIMBOB TO/THAsA OTMEHA
Tepanuu nanueTam ¢ AVI 2-ro Tuma He peKOMeHAY-
ercs. HeAcHO, MOXXHO /I TPEKPATUTD JIe9eHNE Y T1a-
LMEHTOB ¢ cepoHeraTuBHbIM AT

[TanueHTaM ¢ OCTPOI MEYEHOIHONM HEOCTATOY-
HOCTDBIO M OTCYTCTBMEM OTBETA Ha TEPATNIO KOPTH-
KocTepongaMu (ecnu OblTa IpefNpIHATA MOIBITKA
CTEePOM/HOI Tepaluu) U MalMeHTaM C JeKOMIEeHCHU-
POBAHHBIM IIMPPO30OM IT€YEHN ITOKa3aHa TPAHCIIIAH-
TaluA MeYeH.



nepeposan ctatba | leading article

Ta6nuua 2.
Pasznunuuna mexpy
Cepono3nNTMBHbIM
N CePOHEraTUBHbBIM
ayTOVMMYHHbBIM
renatutom [14]

Cepono3nTUBHbIE NaLMEHTbI

CepoHeraTBHble NauueHTbl

Boicokuii yposenb IgG

Hopmanbublit yposenb IgG (MoxeT ObITH HOBBIIIEH)

He 06Hapy)KI/IBaeTCH AHOMaJ/INI KOCTHOTO MO3Ta

MoskeT 06HAPYKMBATHCS TMMPOTIEH IS
(kak npasuno, 6 Hauane 3a6071€6aHUS), U MOXKET
PasBUTHCA HEJOCTATOYHOCTh KOCTHOTO MO3Ta

ITpu o6¢cnepoBanun B febroTe 3a60/1eBaHMs
06HApY>KMBAIOTCs Ay TOAHTUTENA

ITonoxxurenbHbIN pe3ynbTaT Ha AayTOAHTUTE/NA MOXKET
Pa3BUTHCA IIOCIIE MMMYHOCYHPSCCMBHOﬁ[ Tepannmn

Hauaso 3a6oeBanHus 0OBIYHO IPUXOAUTCA Ha BTOPOE
necstuneTvie skusnu npu AVIT 1 tuna u B mo60M Bospacrte
B 1IepBOM flecsaTuneTry kusuu npu AT 2 Tuna

Hauvano sab6onesanns, ananornauo AV 2 tuma,
MOJKeT ObITh B TI060M BO3pacTe

OTBerT Ha /leveHne B oenoM XOPOH.[I/If/i

OTBer Ha JleveHe B IenoM XOPOLHI/Iﬁ

Bo3MOXHA OTMEHa UMMYHOJEIIPECCAHTOB (Yacmoma
peuuousos npu AVUI 2 muna sviuie, wem npu AVI 1 muna)

B03MO>KHa OTMeHA IMMYHOJEIIPECCAHTOB
(1acmoma peyu0UB06 Heu36eCmHa)

MporHos npu cepoHeraTMBHOM ayTOMMMYHHOM renaTture

HecMoTps Ha OrpaHMYEHHOCTD JAHHBIX O MeJMa-
TpUYECKUX MallMeHTaX, Y NaljMeHTOB C CepOoHera-
TuBHBIM AVIT IporHo3 o6bI9HO 6/1aTOIPUATHBII.
CpepHee BpeMA [0 IpeKpallleHn A UMMYHOCYIIpec-
cuBHOI Tepanuu B 20 u3 38 caydaeB coOCTaBU-
10 4 ropa (1-6 1eT), a y 1eBATY U3 TeX HAL[MEHTOB,
KOTOPBIM MMMYHOCYIIpecCUBHAs Tepamus Oplra
npeKpaljeHa, [AMaTHOCTUPOBAjach amaacTuye-
ckag aHemus [15]. [TammeHTaM € anaacTUYECKOI

3aKknwuyeHune

XoTs cepoHeraTUBHBIN ayTOMMMYHHBIV IeaTUT
He SIBJISICTCS PeIKOCTHIO, MAJIO0 YTO M3BECTHO O €ro
nuarHocTuke u nedeHum. OqHAKO, OCHOBBIBASICh Ha
OI‘paHI/I'{eHHI)IX OaHHbIX, MOXXHO 3aK/IIOYNTH cneny—
fomjee. [TockonbKy mpu mocTaHoBKe guarHosa AV
y JieTell JOCTaTOYHO MOM0XUTEAbHOTO pe3ynbTaTa
ayTOaHTUTEJI, IPU X OTCYTCTBUY HEOOXOAIMO IIPO-
BOAUTD 1abOpaTOpHbIE MCCIEeL0BAHN S, I03BOISIO-
IIJe TeCTMPOBATh AyTOAHTHUTENA B HU3KUX pa3Befie-
HUAX NN UCCIIEN0OBaTh npyrme (HeTpaJIMHMOHHbIe)
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