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Aymoummynnuiii eenamum (AVI) umeem 6ce xapaxmepHvie NPUSHAKU AYMOUMMYHH020 3a6071e6aHUS, 0071a0aem
8apuUabenvHOCMbI0 KTUHUHECKUX NPOS6/IEHULL 68 3A8UCUMOCTNU O 803PACA, NOLA, HATIUMUS CONYMCMBYou4el
namono2uu, 20pMOHANILHO20 POHA, MONEN OMIUYAMbCS YACTOMOU UMMYHOONOCPe00BAHHbIX 3a001e6aHUT,
ceponozuteckum npogunem, HeoOUHAKOBbIM OM6Eermom Ha ummyHocynpeccusHyro mepanuto (VICT), umemo
pasnuuHble sapuanmot 0ebrma, meueHus U ucxooa 3abonesanus. Bce amo ycnosxrsem ouazHocmuky

u onpedensem yenecoo6pasHocMy évioeneHus Kaunudeckux genomunos AVI. Pacnosnasanue gpeHomunos

AT 6 pasnuuHviX KAUHUYECKUX CUMYAUUIX UMeem peutarujee 3HaveHue, NOCKOIbKY PAHHASL OUAZHOCMUKA

u ceoespemenras VICT no3eonatom He monvKo yay4uums Ka4ecmeo HUu3Hu, COXPAHUums mpyoocnocooHocmy,

HO U 6 psde CTy4aes CNACU KU3Hb nayueHma. B oannoii cmamve Mol npo8oOUM 6cectnopoHHULL 0630p
KauHudeckux genomunos AVI, noouepkusas KIUHU4eCKy eemepozeHHOCHb 3400716 aAHUS.

Kniouesvie cnosa: aymoummyHHuiii eenamum, aymoanmumend, PeHOMun, UMMYHOCYNPecCUBHAS mepanus
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BBepeHue

AyTtoummyHHbI Tenatut (AUI) - xpoHndeckoe um-
MYHOBOCIA/IUTe/IbHOE 3ab0/IeBaHme, KOTOPOe XapakK-
TepU3YeTCs CIOKHBIMY U MHOTOTPaHHBIMY 3BEHbAMMU
HaToreHesa, MMPOKON BapuabeTbHOCTHIO KIMHUYEC-
KIX, CEpOIOTMYECKIX, UMMYHOIOTUYECKMX U TUCTO-
JIOTMYEeCKUX MPOsIBIeHnit. B cmekTpe Bcex 3abomneBa-
HUI UMMYHOIOTUYECKOTO KOHTUHYyMa AVUT umeeT
XapaKTepHble IPU3HAKM ayTOMMMYHHOTO 3abojeBa-
Husa (AVI3): moTeps TONEPaHTHOCTU K COOCTBEHHBIM
aHTUTEHaM BCIeACTBUE abepPaHTHOTO M TUIEPUM-
MYHHOTO OTBETa, CBA3b C OIpefeeHHbBIMY JIOKYCaMI
YyeloBe4YecKoro neiikouurapuoro anturesa (HLA),
IpeUMYIleCTBeHHAsA acCOUMalMs C XKEeHCKUM II0TIOM,
Ha/nu4ue MOJMMKIOHANbHOM TUIIepraMMariobynnHe-
MUU C CeJIeKTUBHBIM IOBBIIIEHNEM YPOBHA MMMYHO-
rno6ynuna G (IgG) u UMPKYIUPYIOINX ayTOAHTUTEN
(AT), Hanu4Me Opyrux MMMYHOOIIOCPEJOBAHHBIX 3a-
60eBaHNII, TOMOXUTENbHBI OTBET HA MMMYHOCY-
npeccusHylo tepanuio (VICT) [1].

Tpagnunonusie npencrasnenns o6 AVUIL kak o pen-
KOM 3a00/IeBaHMIU MOJIOABIX SKEHIIUH C OCTPBIM XKeJl-
TYIIHBIM Ha4yaJOM IIePeCMOTPEHBl U CYLIeCTBEHHO
pacmupunuck. AUT xapakTepusyerca KpaliHell re-

TepOTeHHOCTBIO: BCTPeYaeTcsi BO BCeM Mupe, 601eT
KaK JeTY U MOJPOCTKMU, TaK M B3POCIIbIE, KEHIIMHbI
U MY>X4UHBI, B 1I060M Bospacte (ot 18 mo 85 ner,
¢ nuKoM 3aboneBaeMoctu B 45-65 ner). B mpocnek-
TUBHOM MccaegoBanuy (205 manmeHToB) 6bIIO IIO-
KasaHo, 4To AV B monomgom Bospacte (18-30 seT)
BBIABNEH B 15% cinydyaeB, B Bo3pacte 31-39 mer —
B 15%, 40-49 net - B 21%, 50-59 neT - B 25%, cTrapue
60 et — B 23% cnyuaes [2]. 3abomeBaeMOCTb 1 pac-
npoctpaHeHHOCTh AVIT o cpaBHeHMIO ¢ TIOKa3aTe-
namu go 2000-x rogos ysenmunnnuch B 3,1 n 2,8 pasa,
0COOEHHO Cpefy XEHIMH U B3POC/IBIX cTapiue 65 JeT.
ImobanpHuas coBokymHas 3aboneBaemocts AU co-
craBuna 1,28 cydas Ha 100 ThIC. 9enmoBeko-neT (95%-
HBIJT JOBepUTeNbHbI MHTepBan (95% 111) 1,01-1,63),
a pacpoCTPaHEeHHOCTb B 3aBUCUMOCTH OT reorpadu-
YeCKMX PermoHOB cOoCTaBisAeT oT 15,65 Ha 100 ThIC.
(95% O 13,42-18,24) mo 27,4 nva 100 TeIc. (95% O
23,58-32,0) xurenen [3, 4]. YBenuuenue 3abonesa-
eMocTu u pacnpoctpaHeHHoctu AVI pasBuBaercsa
napannenbHo ApyruMm AV3, 4ucio KOTOpbIX 3a IO-
clefgHMe HecATUIeTUS Pe3KO BO3POCIO, IPU 3TOM,
KaK yTBEP>KJaloT VICCTIef0BaTe/N, FeHODOH] He CHUIb-
HO M3MeHWICA. lleHTpanbHYI0 pO/Ib B 3TOM BO3pa-
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cranuu AV3 omnpepmendioT ¢pakTOpbl OKpy Kalolleil
cpens! (BO3feiicTBME KCEHOOMOTUKOB, CTpece, IuTa-
Hue u npod.). OTMedaeTcss aKTMBHOE BIIMAHME SIU-
TeHeTH4eCKNX (PakTOpOB Ha (PeHOTUNNYECKMEe TIPO-
siB/IeHMs1 3a60/1eBaHNs, KOTOPble CTAHOBSTCS KpaliHe
pasHoOOpasHbIMM.

OTcyTCcTBME CTPOTMX NTATOTHOMOHMYHBIX MapKe-
pos AWI, mupokas reTeporeHHOCTb KIMHUYECKUX
IpOABIACHUI B 3aBUCUMOCTY OT IIOJIa, BO3pacTa, re-
HeTNYeCKON MpefpacloNoXeHHOCT (IIpU y4acTUN
($aKTOpOB BHELIHEN Cpefbl 1 SMUTeHETUYECKNX Me-
XaHM3MOB), HAMNYMA/OTCYTCTBUS SPYIUX XPOHMUYe-
CKMX 3a00/IeBaHMII NTeYeHU, Pa3Inu4Nil B OTBeTe Ha
VICT omupenensoT 1e1eco06pasHOCTb BbIeIeHNUs
KInHUYeckux ¢penornmnos AUL, 94TO IO3BONMNUT BbISB-
n4Th nauueHtoB ¢ AVI, mpoBofnTh CBOEBpeMeHHOE
7edeHue U 6IarONPUATHO BIUATD Ha MCXOJBL.
®enorun AVT mMoxeT 6BITh OIpefesieH KakK Xapak-
TepHasl YepTa MIM KOMOWHAIMS HPU3HAaKOB 3abore-
BaHNA, KOTOPbIE ONMCBIBAIOT PA3ININA MEX Y IMany-
eHTaMy ¢ AVIT u cBsI3aHBI C KIMHNYECKU 3HAYMMBIMU
ucxopgamu (IposiBIeHNe 060CTpeHNil, Hanu4due pe-
LMIVBOB, OTBET Ha TePaIlNio, TeMIIBl IPOrpeccupo-
BaHMsI, CMEPTh U HEOOXOAUMOCTb TPaHCIUIAHTALIUU
neuyenu) [5]. HegocTatouHo BbIenuTh pEeHOTUIDI,
Ba)XHO Ba/JIMAVPOBATD UX IO ONpefeleHHbIM KpuUTe-
pusaM. B atom koHTekcTe peHoTun AUT 6ymet mo60it
Hab/TI0faeMo XapaKTepUCTUKOI 3a60/IeBaHNs, TAKOl
KaK KIMHUYECKMe, 6MOXMMIYeCKIe, IMMYHOIOTH -
4yeckue, MOpQororndecKne MapKepsl, I0J, BO3pacT,
reHeTudeckuii ¢poH uan GpaxTopsl BHELIHeN Cpenbl,
KoTopble 3amyckaioT AVI.

Inpoknit crieKTp KIMHUYIECKUX NPOABIEHUN B CO-
YeTaHUU C OTCYTCTBUEM CIeLU(PUIECKUX WIN IYB-
CTBUTE/TbHBIX Tab0OPaTOPHBIX MapKepoOB 3aTpyAHAET
puarHoctuky AWUT paxe pna skcnepros. IlosTtomy
MexayHapoJgHON I'PYINOi CIeNaniucToB 10 U3Y-
yenuio AVl (IAIHG) 6bi1m ycTaHOB/IEHBI U KOZU-
¢unyupoBaHbl AUarHocTudeckyme kpmrepuym AV
(mepecmoTpennble pacmupenubsie (IAIHG, 1999)
n ynpoienusie (IAIHG, 2008)), koTopble aKTHBHO
VICTIONIB3YIOTCS B KIMHMYECKOII TpaKTukKe [6, 7].
IIpnsnakam AVI He xBaTaeT AMATHOCTUYECKOI CIle-
UUIHOCTH, IO3TOMY B JUATHOCTUYECKNX KPUTEPU-
ax AUT ypenderca 6onplioe 3HaueHMe UCKTIOUYEHNIO
Ipyrux sabonesaHunit medeHn. OJHAKO IOABIAETCA
Bce Oonbllle JaHHBIX O TOM, uTo AVT He ABnseTcCs
IVMaTHO30M JMICK/TIOUEHMsA ¥ MOXKET COYeTaThCs C Y-
rumu 3a60/1€BaHUIMY [IEY€HN, YTO CO3/4aeT FOIOMTHNU-
TeJIbHbIe TPYLHOCTHU B iUarHOCTUKe [8, 9].

HecMoOTps Ha yCIIEIIHOCTb NpYMEHEeHNs, IUarHOCTH -
yeckue kputepun AVIT Moryt 6bITh HEJOCTATOYHO
HafIe)XHBI B OLlEHKe MHOroo0pasusi BCex KIMHUYeC-
kux ¢peHorunos AUI. Bce emje ocTaoTcsa BOIPOCHI,
Tpebymolye 00bACHEHN KIMHUKO-Ta60paTOPHOIL,
MMMYHOJIOTUYECKOIl M MOpP(ONIOrudecKkoil Bapua-
6enpHocTu. Tak, HanpuMmep, ceponeratusHbiil (CH)
AWT, npu xotopoM He obHapyxkuBaoTcsa AT, BcTpe-
yaeTca B 7-34% cinydaes [1, 10, 11], xoTs npu aToMm
AT TpaguIMOHHO NPUHATO CYUTATD OFHOI U3 KITI0Ue-

[acTpo3HTeponorus

BBIX AMATHOCTUYECKNX XaPaKTePUCTUK 3a60meBaHusI.
Bonpine cnoxHoCTH npeacTaBiaeT guddepeHnn-
anus TeKapCTBeHHO-MHAyuupoBanHoro AT (JIV-
AWVT) u AUT, upy KOTOpOM IIpueM eKapCTBEHHOTO
npenapata (JIII) mocay>xun Tpurrepom pasBuTuA 3a-
6oneBanus. B crarbe Mbl IpuBOAMM 0630p MUTEpa-
TYPHBIX JaHHBIX II0 OIIVICAHHBIM B HacTOsAlee BpeMs
denorunam AUL.

Knuanueckne nposasnenus AUI xapakTepusyiorca
KpaiiHell HEOZHOPOSHOCTBIO B IUIaHe 1e0I0Ta 1 Xapak-
Tepa TedeHMs 3aboyeBaHM:A. Briendor npa KIMHU-
geckux ¢peroruna AV mo Tuny Havana 3aboneBaHms:
ocTpbiil (dacto pynbmunanTHbl) AVIT u xpoHude-
ckuit (maTeHTHBI uan 6eccuMnToMHubIn) AT,

(eHOTUN: OCTPBIN Ay TOMMMYHHBIN renaTut

Xotsa AVT o6bIYHO cUMTaeTCsT XPOHUYECKUM 3a60-
neBaHMeM, y 25% MaLMIEHTOB OH MOXXET IIPOABIATD-
Cs1 OCTPBIM HavyamoM (IPOJOIKUTETBHOCTHIO MeHee
30 mHeil), HAIOMMHAIONIUM OCTPBIl TeIATUT APYTON
3TUOJIOTUH, HAIIPYIMEP BUPYCHOE VIV IEKaPCTBEHHOE
nopaxkeHue nevyenu [11], a B psfe cmydyaes npuobpe-
TaeT Qy/IbMUHAHTHBIN (MOTHIEHOCHBII) XapaKTep.
PaccmarpuBaroT gBa BapmaHTa octporo AVII: uctun-
HbIT ocTpbll AVI mpeuMyInecTBeHHO 63 TUIIMYHBIX
TYICTOIOTMYECKNX MPU3HAKOB XPOHIMYECKOTO IIOpake-
HUs NedYeHn U obocTpeHne xponnveckoro AT [1].
ITon denorunom «octpoiit AVT» wame Bcero moHu-
MalT ocTpslit fe60T AUI, KOTOpBI pa3BUIICS B IIe-
puog mo 30 gHel, B BUAe COYETAHMA KIVHNYECKNX
cuMIITOMOB (061as ¢mabocTh u/Mau IuxopajgKa, He-
PEMIKO >Ke/TYyXa) C BhIpa)KeHHBIMU TA60PaTOPHBIMY U3-
MeHEHUAMHU (QYHKI[MOHATbHBIX ITOKa3aTeseil IMeYeHn
(c ypoBHeM anmaHumHamMyHOTpaHcdepassl (AJIT), mpe-
BHIIAIOmMUM B 10 pas u 6ojee BEPXHIOIO IpaHULY
HopMmbl (BI'H), uHorga ¢ rumokoarynsiyeit), To eCTb
¢dbeHoTunMYecky ocTpslit Be60T AV cXomeH ¢ ocTphIM
renatutoM 6ot fpyroit aTronornnu [12-14].

Y manmenTtoB ¢ octpniM HavanoMm AVI AT moryTt
elle He ONpeRenATbCA, TAKXe MOTYT OTCYTCTBOBATbH
U Apyrue TunudHble npoaBnenusa AWUI, Takme kax
HOBbIIIeHHBI ypoBeHb 1gG. Ilpu Mopdonornyeckom
VCCTIeOBAaHNUY Y 9TUX MALMEHTOB Hanboee 4acTo BbI-
ABJIAIOTCA LEHTPUIOOYIAPHBI HEKPO3 U LeHTPasIb-
HBI IEPUBEHYIUT IPYU OTCYTCTBYUY TUMMYHBIX IMCTO-
JOTMYeCKMX IpU3HAKOB XpoHuyeckoro AT [14].

B Hacrosjee BpeMs HaOMIOfaeTCs yCTONYMBAsA TEH-
menuus pocra ocrporo AUI. C y4yeToM UMMYHOIOTH-
YeCKUX U TUCTONOTUYECKIX 0COOEHHOCTell 0CTPOro
AWT paHHsAA OMArHOCTMKaA HaHHOTrO eHOTHIIA IO-
IIpeXXHEMY OCTAeTCS HEIPOCTOI 3afiladell, B TO BpeMs
KaK CBOeBpeMeHHas uieHTUduKanusa ocrporo AUT
Ype3BbIYaliHO Ba)KHa, IIOCKONIbKY 3al03/a1ast MHUIIN-
Ay Tepanyy IPUBOAUT K IIJIOXOMY IIPOTHO3Y.

(eHOTUN: NATEHTHBIA ayTOUMMYHHBIA renaTut
JlatentHO mpoTtekatouiuit AVIT — Hamnbomnee pacnpo-
CTpaHeHHBIN KauHndecknit penorun AUT (2/3 ma-
I[MEHTOB), XapaKTepn3yeTCs ABYMA BO3MOXHBIMU
BapuanTamu [1]:
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1) Ipy IIOTHOM OTCYTCTBUM BUIVMBIX CHMITOMOB
IpY PYTMHHOM 00C/IefOBaHUY MU 00CTIeSOBaHNM,
MPOBOAMMOM IIO IPYTUM HPUYVMHAM, OIIpefle/sIoT-
Cs1 MOBBILIIEHHbIE YPOBHM acapTaTaMuHOTpaHcde-
pasel (ACT) u AJIT;

2) manMeHThl ¢ HecrmenupuIecKuMu CUMITOMAMY,
TaKMMY KaK YTOM/IAeMOCTb M obmias cn1abocTh,
nuckoMdopTt unu 601p B mpaBoM noppebepsbe,
DUCIeNCUYecKIie CUMITOMBI (AHOPEKCHsI, TOUIHO-
Ta), monuaprpanruu 6e3 aprpura. Ha MoMeHT 10-
CTaHOBKM AMarxHosa npu ¢usnKaabHOM OCMOTpPE
MOYXHO Hab/II01aTh TeMaTOMErannio, CrieHoMera-
nni, mo4Ytn y 30% TaKuxX MalMeHTOB IIPU TUCTO-
JIOTMYECKOM MCCIeJOBaHUM BBIABIAETCA LUPPO3
nedeny (IIIT). B HeKOTOPBIX C/Ty4YasAX IepBOHAYA/Ib-
HBIMM IIPOSIBJIEHNAMY MOTYT OBITh IIPOsABICHU fle-
xomneHcauuu III1. O Takoil KaTeropuy NaueHTOB
crefyeT MOMHUTD (Yalile BCEro B HaCTOsIIee BpeMsi
9TO HAIMEeHTHI MIOXXUIOT0 BO3pacTa, HEPEeKO XKeH-
IIVMHBI B IIEPYOJ, MEHOIIAy3aJIbHOTO ITepeXofia), Io-
CKOJIBKY CYOKIMHMYECKOe TedeHMe 3ab0neBaHms
YacTO NpeNIIeCTBYeT IIOSBIEHNIO 3HAUVMBIX CYMII-
toM0B AVIT unu ginutenbHble MEPUORbI CYOKIMHM-
yeckoro tedenus AVI MOryT BO3HMKATh IIOCIIE Jie-
610Ta, 4YTO IPUBOAUT K 3aM03/1aJI0N JUArHOCTUKE,
ynyieHHbBIM Bo3MoxxHocTAM VICT u ninoxum mc-
XO/laM.

ITon sABnsieTcs CylieCTBeHHBIM (aKTOpOM puCKa

npu MHorux A3, u mauuentsl ¢ AUT He uckimove-

Hue [15, 16]. MexaHM3MBbl TeHLEPHON Mpefpacio-

noxenHnoctu npu AM3 usydarorca. C ydeToMm TOro

YTO MHOTME T€HbI, Y9acTBYIOL[/e B UMMYHOJIOTUYe-

CKOJ1 TOJIEpPAHTHOCTH, PACIIO/IOKEHBI Ha X-XPOMOCO-

Me (X), anHomanuu Ha X MOTYT YaCTUYHO OOBSICHUTD

9TO mpeobnagaHMe, 4TO 0COOEHHO YeTKO Ipoce-

JKMBAETCS NMPY MEPBUYHOM OUIMAPHOM XOIaHTUTE

(ITBX) — 60see BBICOKOI YacTOTe MOHOCOMUM X Ha B-

u T-xnerkax [17]. TakxKe BBIsBIEHO MOJYIMpYIOLiee

BiMsiHME X-XpPOMOCOMBI Ha BPOXKJIeHHbIE 11 aJJallTHB-

Hble IMMYHHBIE IIyTH, YYacCTBYIOIIMe B ayTOUMMYH-

HBIX Ipoueccax [16].

YcTaHOBJIEHO, YTO IOJIOBbIE TOPMOHBI, B TOM 4YMCIIe

3CTPOTEHBI, Yepe3 CBOM PeLenTops (peremnTopsl

3CTpOreHa MOXKHO HalTy IIPaKTUYECKM BO BCeX KIIeT-

KaxX, B TOM 4HUCjIe B 3BEHbSAX afallTMBHON U BPOX-

IeHHOV MMMYHHOI cuctemsl (VIC)) Bausior Ha VIC

M MOTYT HPUBOLUTD K pasBUTUIO abeppaHTHOTO UM-

MYHHOTO OTBETa; BBICOKJIE YPOBHI 9CTPOT€HOB OKa-

3BIBAIOT PeryIupyolee 1 NHINOUpyolee [feiCTBIE

Ha MHOTVe KOMIIOHEHTBl MMMYHHOIO OTBETa, B TO

BpeMs KaK HU3KME — MOTYT OBITh CTUMYIMPYIOWIIMU

[18].

Kpome Toro, B 3aBUCUMOCTY OT OTHOCUTEIbHOTO IIpe-

o6/mafaHus ¥ CTUMY/ISLUY PELENITOPOB B Pa3INIHBIX

TKaHIX 9CTPOTEHBbI MOTYT JeMOHCTPUPOBATh NPOTU-

BO- VMJIU IIPOBOCHA/TNTENbHbBIE CBOJCTBA. [laHHbIE Me-

XaHM3MBI MOTYT YaCTUYHO OOBSICHUTD TOT (PAKT, 4TO

tedeHMe AVl y )XeHIINH B IIepMOJ, MOJIOOTO, pEIpo-

LYKTMBHOTO BO3PacTa MOXKET OT/INYAThCA OT TeYeHU

y )KEHIIVH B IEPUOJ MEHOIay3bl.

AyTOI/IMMyHHbII?I renaTuT y *KEHLNH M0N1040ro BO3pacta
AVIT y MOnOfibIX >KEHIIMH B HacTosAIllee BpeMsA pac-
cMaTpuBaeTCs Kak kmaccudueckuii ¢enorun — AUT
MOJIOfIBIX JKeHINVH. [I1s1 aTOoro eHOoTHIa XapaKkTep-
Ha 4eTKas CBA3b C ONpefeNeHHbIMN atenamu HLA
DR3 - DRBI*0301. Nauubiit peHOTUI Halle BCETO
mebTUpPYeT B Bo3pacTe 18-25 yeT, XapaKTepusy-
eTCsl OCTPBIM HadyaloM C >KeNTYXOM M BBICOKON 6u-
OXMMMYECKOJ aKTMBHOCTBIO (YpOBEHb TPAHCAMIHA3
mo 10 BI'H u Bblure, moBbilieHNe 6unupybuHa no
100 MKMO/IB/JT), HO C HOpMa/IbHBIM 3HAUYEHEM LIeI0Y-
HoOJl ¢ocdarasbl; BBICOKON MMMYHOTOTMYECKON aK-
TUBHOCTBIO (YpoBeHb IgG 1/mny raMMa-rino6yImHoB
BhilIe ABYX-Tpex BI'H); nanmuunem AT (anTnHYK/T€ap-
uble (ANA) u/mnu anturmagkombimiedabie (ASMA)
B BBICOKOM TUTPE); TUINYHBIMY MOP(OTOrMdecKy-
mu npusHakamy AV (morpaHMYHBIN IenaTuT ¢ BbI-
COKOJl aKTMBHOCTBIO U TMMQOIIIa3MOLUTAPHON UH-
dunpTpanmeii, sMnepnomones, po3eTkoobpasoBanime)
[1, 19]. Knuan4yecKyo KapTHHY [JOIOTHAT TaKue
Hecnenypuyeckue CUMITOMBI, KaK yCTalIOCTh, aHO-
peKcus, IoTeps Beca, TOIHOTA, MOTMApTpanrum 6es
apTpura, ameHopes. Ilanuentku orsevaroT Ha VICT,
ongHako B 50-86% ciaydaeB y 6OIbHBIX, LOCTUTIINX
peMUCCHN, TTOCIe OTMEHBI Tepaluy BO3HMKAET peny-
IVB, M UM TpebyeTca nmosTopHas VICT.

AyTOUMMYHHbIA TeNATUT Y XKeHLWWH

B nepuoa nepumeHonaysol

Oco06blit MHTEpEC MPENCTABIAIOT XeHIuHbL ¢ AVIT
B IePUOJ NepUMeHONay3bl U COOCTBEHHO MeHOIay-
3pl. PasnuyaroT HECKONMBKO CTafuil MepUMeHONay3bl:
MeHOIIay3anbHbIil mepexon (paHHMIT U MO3THNI),
cobcTBeHHO MeHomaysa [20]. MeHomaysa sBsieTCs
Hen30eXHBIM KOMIIOHEHTOM CTapeHM:A, BKIIOYaeT
B ce0s IOTepI0 PelpOfYKTUBHON QYHKIMK AUIHU-
KOB, CHIDKEHJE YPOBH:A 3CTPOTE€HOB U JIPYTUX FOPMO-
HOB, IIPOMCXOJAIME UM CIIOHTAHHO, MU BTOPUYHO
10 OTHOLIEHMIO K IPYTUM COCTOAHMAM. B HacToAmee
BpeMs HaKOIUICHBI YOeAUTeIbHbIe JaHHbIE O TOM, YTO
HEJOCTaTOK 3CTPOTreHa BO BpPeMsA MEHOINAy3a/lbHOTO
nepexojia MpUBOAUT K CUCTEMHOMY BOCIA/IUTENbHO-
MYy OTBETY M €ro YCUIEHUIO BCIe[CTBUE CUCTEMHBIX
MIPOBOCHIAUTENbHBIX [UTOKNHOB PEIpOyKTMBHBIX
TKaHell, U3MEHEeHUA KJIETOYHOI'0 UMMYHHOTO pogu-
1 [21, 22]. ScTporeHbl KOHTPOMUPYIOT UMMYHOIIO-
TUYeCKUIT OTBET, CHMKas CIOCOOHOCTD ayTOpeaKTUB-
HBIX B-K/IeTOK IOABEpraTbCst HETAaTUBHOMY OTOOPY,
M3MeHAS VX aKTMBHOCTD ¥ MHAYIVPYA OTBET 110 TUITY
Th2 ummyHHOro oTBeTa [23]. BocmanurenbHsle npo-
I[eCChl IPUBOAAT K M3MeHeHUo peakiun T-KneToxk,
BbI3bIBas cHIDKeHMe CD4 T-KjeTok y )KeHIIMH B Ile-
puoj MeHoOIay3bl, MUHBepcuio cooTHoueHnusas CD4/
CD8 T-xnerok [24]. B uccnemoBauuu E. Lebovics
U coaBT. (1985) 6N M3yYeHbl KIMHUYECKIE U TUCTO-
TorudecKye ocobeHHoCTH, TedeHue u oteetT Ha VICT
y xeHmuH ¢ AV B noctmenomnayse. [lokazano gacToe
codyeTaHme ¢ gpyrumu AV3, mpopeMOHCTpUpOBaHa
B3aMMOCBA3b Hannuusa ANA ¢ OCTO)KHEHHBIM Tede-
HMeM U Koppenaunusa ASMA ¢ HEOCTO)KHEHHBIM Teye-
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HueM. [IprMeHeHMEe CUCTEMHBIX TTTIOKOKOPTUKOCTE-
poupnos (I'KC) npusBognuno x no6ounsim addekram,
IpY HaIM4IUyM KOTOPBIX HeoOXof[MMa ux oTMeHa [25].
B mpyroM peTpOCHEeKTMBHOM MCCIEJOBAHUU CpPaB-
HUTENbHBIN aHAaIN3 KIMHUYECKNUX, Tab0opaTOPHBIX
un MopdonornyecKkux JaHHbIX XeHIUH ¢ AVIT B me-
HOIIay3a/IbHBII IIePUOJ] BBIABUIL CIeAYIoLINe 0COOeH-
HOCTHU: 60Jlee YacToe TaTEHTHOE TeYeHME U MO3IHAA
AMarHoctuka Ha cragumu LJII Ha MOMEHT ycTaHOB-
JIeHUs [IUarHo3a; 0ojiee BHICOKAS IMCTONOIMYECKas
U 6uoXMMIMYeCKass aKTUBHOCTb; Yallje HaOMoganTcs
aTUIMYHBIE V3MEHEHUs IpU MOP(OIOrMYECKOM MC-
C/IefoBaHMY IedeH ) (IIopajkeHNe XKeTYHbIX IPOTOKOB
(OKII)); wauie HabMIOGAETCS PELUIUB IOCTE OTMEHBI
VICT; 6onee gacTasg accouyanusa ¢ JPyTUMI UMMYHO-
OTIOCpelOBaHHBIMM 3a007IeBaHMAMN [26].

Oenotun: ayTOVIMMyHHbII7I renaTuTy nauneHToB
MY?KCKOTo nosna

Hecmotpss Ha TO uro AV B Gonbiueit cremeHu
BCTpedaeTcsA y KeHIMH, IIoKa3aTenu 3aboneBaeMo-
cTu u pacnpoctpaHeHHoCTH AT y My>XuMH pacTyT.
B fAnoHun cooTHouleHnne My>X4nH u >xeHImInH ¢ AVl
B 2004 r. coctaBnsno 1:7,a B 2016 1. — 1:4 [27].
My>kckoit mon cam 1o cebe MOXKeT BBICTYIATh KaK
MoaudUKaTOp TAXKeCcTH 3ab0eBaHUs IPYU HEKOTO-
PpbIX ayTOMMMYHHBIX COCTOSHUAX, HO He npu AUI.
[TpepmomnaraeTcs, 4To reHpepHble 3¢ PeKThl MOTYT
JeICTBOBATh Ha YPOBHE Y€I0BEYECKOTO JIeKOUTap-
Horo aHTtureHa (HLA) npu onpepeneHun uin usmMe-
HeHuu Bocnpunmunsoctu K AUT n gpyrum AU3. [Jo
CUX IIOP POJb NOIOBbIX TOPMOHOB B PEryIALMU 3TUX
TeHOB 10 KOHIIa HeusBecTHa. OHAKO YCTAaHOBJIEHO,
4yTo (QyHAaMeHTa/lbHble UMMYHHBIE OTINYMA BCe
JKe MMEIOTCS: 3,0pPOBBIe XEHIMHBI MEIT Oobliee
konmndecTBo CD4*-muMdonnTos n 60mee BHICOKYIO
npoayknuio nutokuHos Thl mocne uMMyHusanuu
[0 CpaBHEHUIO C MY)XUMHaMu; 6ojiee BHIPKEHHYIO
akTHMBAanuo T-K/IE€TOK M yBenMdueHMe BBIPabOTKHU
AT nocne BaknuHanun. Cexpenus nHTepdepoHa-y,
MHTEpNeNKMHOB 1 1 10 MOXeT ycunmparbeA in Vitro
B IPUCYTCTBUM 3CTPOTEHA, TOTAA KaK IPUCYTCTBUE
aHJporeHa NPUBOAUT K CHIDKEHMIO CEKpelMy 3TUX
U IPYTUX HUTOKUHOB [28].

Pap mccnenoBaHMil IO M3Yy4EeHNIO BAMAHUA II07Ia Ha
KJIMHUYeCKNe 0COOEHHOCTU M Pe3yIbTaThl TeYeHN
AVIT moxasblBalT, YTO MYXYMHBI OTAMUYANUCH OT
KEHIIMH 60jlee HM3KOM YaCTOTOM CONYTCTBYIOLIMX
MMMYHHBIX 3a6oneBannit (17% B cpaBHeHMM C 34%,
p=0,05), a Takxxe Hanu4yueM ramrotunos HLA DR4
(24% B cpaBHeHUU ¢ 49%, p=0,007), y My>KunH Ha-
6mofanace ropasno 6oee Hu3Kasi BCTpeYaeMOCTb all-
neneit, OTIMYHBIX oT DRB1*0401, uem y xenmuH (0%
B cpaBHeHMU ¢ 15%, p = 0,02), IIpY 5TOM y IAIMIEHTOB
MyXckoro nona ¢ AVT Habmioganacy 6onee HU3Kas
YacToTa 3TUX ajjieneil, 4eM Yy 3/l0POBBIX MYXYMH
(0% B cpaBHeHun ¢ 16%, p=0,04) [29]. My>xX4uHsl
U SKEHIMHBI ofuHakoBo oTrBevanu Ha VICT, omHako
HeylauHoe JIeYeHNe Jalle HaOTIRanoch y My>KInH
B TOM C/Iy4ae, €C/IM Y HUX BBIABMIANACh annenb HLA

[acTpo3HTeponorus

DR3, a y xenmuH - HLA DR4 (25% B cpaBHeHUU
c 4%, p=0,01) [30].

Kpome TOro, BBISIBIIEHBI OTIMYUTENbHbIE 0COOEH-
HOCTM KAMHHUYecKoll KapTuHb AVI y MyxXumn
1 KEHIVH: KEHI[MHbI Yalle >KaJoBaanuch Ha obmue
Hecnenudnieckre CMMITOMbI (60/1b B XXMBOTE, TOLI-
HOTa, PBOTA, YTOM/ISIEMOCTD), TOTja KaK Y MallMeHTOB
MY>KCKOTO IIOjIa Yallle HaOI[annch OCIOXHEHNUS,
CBsI3aHHbIE C CMHAPOMaMM JIeKOMIIEHCYPOBAHHOTO
3abormeBaHus medeHn (KeNTyXa, MeYeHOYHAs JHIle-
damnomartus, aciut, rematopeHanabHbI CUHIPOM, Ba-
PUKO3HOE paclIVpeHNe BeH NUIeBOJa, IeYeHOYHas
HEIOCTAaTOYHOCTh) [29].

Ectb mannsbie, uto Hanmmume reHoB MBOAT7 u PNPLA3
y Mmy>xarH ¢ AUT gyacTuaHO 06BACHSET UX HMpeapac-
MOI0’KeHHOCTD K Xyauiemy orsety Ha VICT (oTHOmIE-
Hue mancos (OIII) 14,5; p=0,012) [31].

Takum o6pa3oM, malueHTsl My>XcKoro mona ¢ AUT
pexe umerot amnens HLA DRB1*0401, ueM »eHCKO-
ro, M B TaKOM ciiydae Xyxxe oTsevaoT Ha VICT, yame
MOTYT MMEeTb B KJIMHMYECKON KapTVHE Ha MOMEHT
IIOCTAaHOBKM JMAarHo3a Ts>KeJIble OCJIOKHEHUs, pexe
MMeEIOT IMMYHOAacCOLMMpoBaHHble 3aboneBanns. Ha-
AM4ye MYXKCKOTO II0JIa B IIeJIOM BIMAET Ha BOCIpPU-
MMYMBOCTD ¥ KNMHUYeCKue npossrnenus AV [29].
OpHako reHiepHbIe Pa3MN4yA B OTHOIIEHNY PacIpo-
CTPaHEHHOCTH, 3ab0/IeBaeMOCT, IIaTOreHe3a, LOJ-
TOCPOYHON BBDKMBAEMOCTH U IIPOTHO3A Y MALVIEHTOB
¢ AUT TpebyroT ganpHeMMNX UCCTIE[OBAHMNIL.

AyTOI/IMMyHHbII7I renaTuT y nuL NoXunoro Bo3pacta
Wccnepopanua AVIT y moXunblX ManueHTOB [0 IO-
ClnefHUX jeT OBl [OBOABHO OTPAaHMYEHBI 13-3a
[INTEIBHOTO TPAAULIVIOHHOTO yOeXIeHUsI, YTO 3TO
607e3Hb MOTOABIX KeHIH. COTTTACHO PEeKOMEH AN -
saM BO3, B onpefenennn «moXUIoi NalleHT» dallle
BCETO pacCMaTpyUBaIOTCs nuna crapite 60 et [32].
Omnpepenenue «IOXUJION BO3pacT» B KIMHUYIECKUX
MCCIelOBAHMAX Y ManueHToB ¢ AV BappupoBanoch
B IMama3oHe Bo3pacTa crapiie 60 nin 65 et [33].
ITo pesynpraTaM sNuAeMMUOTOTUYECKOTO UCCIE0OBa-
Hus (¢ 2014 mo 2019 r.) manuenToB ¢ AUT B 3aBucu-
MOCTH) OT BO3pacTa, pacIpOCTPaHEHHOCTD 3aboseBa-
HuA 6bI7a CaMOJ BBICOKON Ha CENbMOM JeCATUIETUN
JKU3HU, TOCIE Yero Habaoganoch CHUKEHME MOKa-
3areneil: pacnpocTpaneHHocTb AUT y nun ctapue
65 et cocrabnana 59,0 na 100 ThIC., TOrfla Kak y ma-
nueHToB oT 18 mo 65 nmer - 28,5 Ha 100 ThIC. (95%
O 2,42-2,60; p <0,0001) [34]. Takoe yBenudyeHue
MOXKeT OBITh OTPa’kKeHMeM O0Iero cTapeHns Hacere-
HUA B LIeJIOM ¥ MMMYHOCTapeHMeM repuaTpuiecKkoin
MONYNALNY, IPUBOJAIIUM K ayTOMMMYHHBIM Hapy-
HIeHUAM U IOAB/IeHNI0 HOBBIX cirydaes AVT [35, 36].
B omHOM 13 cucTeMaTn4ecKux 0630pOB C MeTaaHa-
AU30M OBIIM 0OC/IemoOBaHbl B OOIIEN CAOXKHOCTHU
1063 manmenTta ¢ AVII' B 10 peTpOCIEeKTUBHBIX HC-
CIef0BaHNAX. BBIABIEHO, YTO KaXX[blil Y€TBEPTHIN
nanuedT ¢ AVII' - 3To manueHT MOXNUIOTo BO3pacTa.
Takme manmenTsr ¢ AVIT xapaKkTepusyoTca penmy-
mecTBeHHO 6eccuMnToMHbIM TedeHuem (OII 2,59;
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95% I 1,11-6,05), 6onee gacto (24,8%) Ha MOMEHT
IIOCTAHOBKM AMar"osa umernT craguio IIIT (OIII 1,58;
95% IV 1,03-2,43); y HuX Yalie HabII0LAI0TCA COMYT-
CTBYIOL[as MATONOTUA U MOMUIpAarMasus U HepefKo
nepBoOHavYaabHO AuarHocTuposaH JIM-AWI. ITanuen-
THI XOPOIIIO OTBEeYa/IM Ha Tepalnio, perunB Iociue
npekpamienus VICT menee Beposited (50%) (OIII 0,38;
95% OV 0,23-0,36). B MHAYKUMOHHBIX CXeMax dalle
npuMeHAnn MoHoTepanuio cucremMHsiMu I'KC B He-
BBICOKMX mo3ax [33].

B mccnemoBaHuy, rae cpaBHMBAAM TPYIIY HalyeH-
TOB cTapire 60 71eT ¥ B3pOCAbIX NanyueHTos 1o 30 neT,
BBISIBIEHO, YTO MeJlaHa BpeMeHU [0 YCTaHOBJIEHUS
muarHosa AWI, xak nmpaBuso, BbIIE y MaljMEeHTOB
cTapleit BO3PAaCcTHOM TPYILIIBI, 4eM B 60JIee MOIOZLOM
Bo3pacTe. Takxe OBIIO OIIpefie/IeHO, YTO B TPYIIIe
IMOKMUIBIX ManueHToB yactoTa 1III Ha MOoMeHT 06-
pauenns Boiue (33% B cpaBHeHuu ¢ 10%, p =0,03),
rammotunt HLA DR4 Bctpeuacs ydaie (47% B cpas-
HeHuu ¢ 13%, p=0,003), gem y nannenTos o 30 jeT.
IToxxmible 4alge MMenyu 3a00neBaHNUs IMTOBUIHOI
JKele3bl MIVM peBMaToMAHBble 3aboneBaHusa (42%
B cpaBHeHUM ¢ 13%, p=0,006) [2]. [Toxxunble manu-
eHTbl Xxopomo orsevyanyu Ha VICT, y Hux pexe oTme-
Yanuch penuANBEL MOCae ee oTMeHbl. CKIOHHOCTD
K JIy4lIeMy OTBETY Ha JiedeHMe CPemM ITOKMJIBIX
nanueHToB ¢ AVII, mo HEKOTOPBIM [JAHHBIM, MOXKET
OBITH CBsI3aHA C MMMYHOCTapeHMueM 1 6ojee BBICO-
Kol yactoToit annenu HLA DRB1*04 (47% B cpaBHe-
Huu ¢ 13%) [11, 37].

Takum 06pasom, KIMHMYECKAss KapTUHA B LI€IOM
u ucxonsl AVT y moXunplx manMeHTOB MO3BOIAIOT
BoifienATh ¢enorun AV y nmui mo>xmmoro Bospacra.
JaHHBIT GeHOTHI XapaKTepu3yeTcs CaefyHoIuMU
ocoOeHHOCTAMMI: O0Jlee IPOJO/DKUTEIbBHOE BpeMsd
oT meb0Ta JO YCTaHOBJIEHMS AuarHosa; 3abonepa-
HMe yacTo uHpynupyetcsa JIII; gna naunentos ¢ AUT
Jale XapaKTepHO CTepToe CyOKIMHNYEeCKOe, HO IpU
aTOM 607Iee TOOpOKaUueCTBEHHOE TeYeH e, C 60sIee BbI-
cokuM ypoBHeM nosnHoro orseTa Ha VICT u B 1enom
JYYIINI TPOTHO3 10 CPAaBHEHMIO C MAllMEeHTaMU C Jie-
610ToM B 60omee MomogoM Bospacte [38].

ITanuenTtam moxkmnoro Bo3pacta ¢ AVI B xadecTBe
MHAYKIVOHHON Tepanyy ONTHMAa/lIbHO PeKOMEHAYeT-
Cs1 Ha3Ha4yaThb TONMYECKMe CTepOuAsbl (IIpU OTCYTCT-
Bum LIIT) unu cuctemuble TKC B HUSKMX [03aX, KOTO-
pble 0fMHAKOBO 3¢ EKTUBHBL 1 Tydllle IePEHOCITCS
marueHtamn [37, 39].

Cxempr VICT Takke peKOMEH/lyeTCs MUHUMUSUPO-
BaTb IO J/INTENbHOCTH. PeKOMeHjyeTcA IPOBOIUTD
AKTYBHBINI MOHUTOPUHT KIMHUKO-Tab0PaTOPHOIL
KapTUHBI, IVNIOTHOCTU KOCTHOM TKaHM Kak [0, Tak
n Bo BpeMs VICT, nonmomHuUTENbHO 0653aTeNbHBIN
npueM npenaparoB Ca u Butammuaa D. B pekomesn-
nanuax skcnepToB o AVIIT oTMeueHo, 4TO edeHue
AWT y nOXUIBIX MalleHTOB IIpeAcTaBIsieT co6oil
CIIOXKHYIO 3aiady C OIpefeNeHNeM He0OX0AMMOCTI
KOPPEeKTUPOBKM CXeM JIe4eHNsI IePCOHAbHO C yde-
TOM KOHKPETHOTO BO3pacTa IOXXMJIOTO TTAIlMeHTa,
KOHCTUTYLMOHA/IbHBIX 0COOEHHOCTE, COMYTCTBY-

OMNUX 3a00/IeBaHNIT U TeKylleil Tepanuu, akKTUB-
HOCTU 3a60/1eBaHVs U Hanmu4us TsDKenoro ¢pubposa
v IOIT 1, 11].

AyTOUMMYHHbIIA TenaTuT y AeTeil 1 NOAPOCTKOB

bonee momoBunbl gerenn ¢ AVII' Ha MOMeHT mocTa-
HOBKM pAmarHosa mmemT craguio LIII, a gna tpern
xapakTepHo ocTtpoe Hadano AVI. Ilpumepno B 15%
Cly4aeB pa3BUBaeTCA XpOHUUYECKasA IedyeHOYHas He-
HOCTATOYHOCTDb U B BO3pacTe [0 18 jieT MpoBOAUTCA
TpaHCIDTaHTauyA nedenu [1, 11]. ITpogwne AT y meteir
U MOZIPOCTKOB LIype, YeM y B3pocibiX. Kpome Toro,
B npouecce tedeHusa AVI y manuenTa (pe6eHOK — HOf-
pocTok - B3pocnslit) npoduap AT MoXeT MeHSTh-
¢4, mepexops oT u3ompoBaHHbX a-LKM1 nmn a-LCl1
K n3onupoBaHHBIM ANA, Hepegko HpoOXOjs uepes
¢dasy conmyTcTBylomeil a-SMA-nosutusHocT [29].
Yacrora nennakun y gereit ¢ AVII' MoxkeT ObITD BbIllle,
4eM B 00111elt O y/IsALuY, IpK 9ToM Y fetett ¢ AUT u rje-
JIMaKueil, He YIOTpPeO/IA0IX B NIy ITIOTEH, 4aCTOTa
ycToruuBoit pemuccuy mocie orMensl IKC 6bu1a Byile,
geM y geteit ¢ AVIT 6e3 nenmaxum [11]. [InurtensHele Ha-
6mrofeHNsl JEMOHCTPUPYIOT, YTO NNIIb HEMHOTYE NETH
MOTYT IIOIHOCTBIO IIPEKPATUTh JIeUeHME Y PEMUCCUA
BO3MOYXHa Yy HE3HAUUTE/IbHOTO MPOILEHTA MAlVIEHTOB,
oxono 70% monydatoT fonrocpounyio VICT.

3HaueHue dyTOQHTUTEN B ANATHOCTUKE aYyTOUMMYHHOT0
renatnta

AyToaHTHUTeNA, HAIIPAaB/IeHHBbIE IPOTUB COOCTBEHHBIX
HeM3MEeHEHHbIX aHTUTeHOB TKaHM IeYeHN U Mpexje
BCEro relaToLUTOB, ABIATCA IeHTPATbHBIMU UM-
MyHonornueckumu mapkepamu AVI, ux BplABlIeHUe
B JOTIONTHEHME K TUCTOJIOTUYECKOMY MCCIEeSOBAHNIO
IeYeHN ¥ APYIUM CEpPONIOrMYeCcKNM MapKepaM IIpu
AWT urpaeT KIw4YeBYI0 pO/lb B KadecTBe AUATHO-
CTUYEeCKUX MPU3HAKOB OATJIbHON CHCTEMBI OLIEHKU
«Inarnoctuyeckux kpurepues AUD» (IAIHG, 1999
n 2008) [6, 7]. BonpmmacTBo AT mpu AUT obmagaor
OTHOCUTETbHO HEBBICOKOII CIIeN(PUIHOCTDIO, TO eCTh
AT, BoiaBnsemsle npu AVI, npeumMyIecTBeHHO He AB-
nsrorest AUT-cnennpuIHBIMMU: OHY MOTYT BBIABIIATD-
Cs1 y MAILMEHTOB C APYTUMM 3a00/IeBaHIAMY MeYeHM.
Tax, ANA B HacTosIlee BpeMsl fBISIOTCA Hambosee
YyBCTBUTE/NIbHBIM MMMYHOJTOTMYECKNM MapKepoM
AW, yacto HabnORaeMbIM B BYJie KPAallyaToOro UIN
TOMOTEHHOTO IaTTepHa IpU IPOBeNEeHNM HeIpAMOl
peakuuu nummyHodmoopecuennun (HPVI®) na HEp-
2-knetkax. Opnako ANA ne cnenydnuns s AUT,
607ee TOro, OHY He OpraHOCHEeNUPUYHDI, ITOCKOIbKY
YIX MOXXHO OOHapYXXUTb Y 3[JOPOBBIX JTIOfiell NN Y Ia-
1reHToB ¢ gpyrumu AM3 [40]. Opyrue AT, Hampu-
Mep AT k pacTBopmMoMmy aHTUTeHY medeHu (SLA),
IPOABIAIT Haubonpuyo crenuduuHocTs g AULL
Pap mccnemoBanmil yka3plBaeT Ha BO3MOXXHOCTD JIC-
[0/1b30BaHMA HeKOTOPbIX AT [ OlleHKM aKTUBHO-
ctu wnn tsxkectu AV, oHM paccMarpuBamoTCA Kak
IPOTHOCTUYECKIE, ONpefensiolie 6IarompysiTHbII
unu HeOnaronpuATHbLL orBeT Ha VICT, ucxopnr 3a-
6onepanusa. AT K aKTUHY CBA3aHBI C OIpele/IeHHbIM
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Xapaxmepucmuxa aymoanmumen npu aymoumMmyHHom zenamume (adanmuposano u3 [44])

AyToaHTMTeHa TaPI‘eTHbIe AHTUT CHbI

MerTops! onpefenenns
CKpUHIHIOBBIE IlopTBepxmaromye

AHTHHYK/IeapHbIe Paz/midHbIe MONEKYIBL, OOHapy>keHHble ~ HPVI® Ha kprocTatHpIX  VIMMYHOGbEPMEHTHbII
auTnrena (ANA) B KJIETOYHOM AfIpe: XpOMAaTHH, Cpesax nevyeHn/mo4yex/ aHa/ms3,
TUCTOHBL, AByxX1enodeyHas THK, KeTyAKa KpbIC (MBIIIIelT);  MMMYHOOIOT

PUOOHYK/ICOTIPOTENIBL, IIeHTPOMEpEI,

HPVI® ra HEp-2-kmeTkax

LVIKIVH A U [pyTiie KOMIIOHEHTHI AApa.

TU1A OIIpefeeHns
anTuTen X spl00, gp210,

3aboneBanus

AUT, TIBX, TICX,
TepeKPECTHBIE CUHPOMBI,
JIeKapCTBEHHOE MOpasKeHe
TIe9eHN, BYPYCHBIE TeIaTHThI
B u C, 60ne3up BunbcoHa,

OpHaxo A7IepHBIX AaHTUTEHOB, LIeHTpOMepaM HAJKBII

criermduyaHbIx st AV, He cyiecTByeT
AHTHTENA K I/Ia7KON Muxpodmnamentsl (F-aktuH), cpenie  HPVI® Ha kpuocTatHpix  VIMmynodepmenThbt  AUT, IIBX, IICX,
Mmyckynarype (ASMA), ¢rtaMeHTbI (BUMEHTYH, HECMIUH) cpesax IIe4eHn/TodeK/ aHayms3, IepeKpecTHbIe CUHPOMBI,
anTuTena K F-aktnny, SKeyJKa KpbIC (MBIIIelT)  MMMYyHOO/IOT JIeKapCTBEHHOE ITOpaKeHue
anbga-aKTUHUHY, TIeYeH, BYPYCHbIE TellaTUThI
TPOIIOHIHY, B u C, 60one3nb BuibcoHa,
TPOIIOMUO3UHY HAJKBII
AHTHTeNa K MUKpocoMaM  LTMToXpoMMOHOOKCHUTeHa3a HPVI® nHa kpuocratHbix  VIMMmyHOdepMenTHbi  AVI, BupycHsbii rematut C
nevenn u ouek (LKM1) Cpesax ne4yeHn/moyex/ aHa/ms3,

KeTyAKa KpbIC (MBIIIIelT)  MMMyHOOIOT

AHTHTeNa DopmumuHOTpaHChepasanukaonesamu- HPVI® Ha KprocTatHpIX  VIMMYHOO/IOT AT, BupycHbiii renatut C
K IIMTOI/IA3MATNYECKOMY ~ Hasa cpesax IIe4eHn/movex/
anTureny nedenu (LC1) JKeTTyfiKa KpbIC (MBbILIIeit)
AHTHTENTA Curra3a (S), KOHBepTUPYIOLas VImMMyHObepMeHTHBIIT - AUT
K pactBopuMoMy anTureny O-docdocepnn-TPHK (Sep) aHayms,
HedeHN/nomKenynodHoit B cenenonyctenH-TPHK (Sec) (SepSecS)  mmmyHO61OT
>xenesbl (SLA/LP)
ATynyssie HewmsBectHbuit anTureH (Ty6ynmn-6era), HPVI® Ha Hefitpodmnax ~ VImmynodepmentrsit AV, TICX,
TIepYHYK/IeapHbIe JIOKA/IVI30BaHHBI B A7IEPHOI MeMOpaHe ¢ dmKcanyel GOpMamHOM aHANN3, BOCIIAITETbHbIE
AHTUHENTPOPUIIbHBIE HENTPOUIOB; MMMYHOO/IOT 3a60/1eBaHMS KUIIIEIHNKA
anTurena (pANCA)/ 6enky ¢ IoKanM3anues B sppe
TIepYHYK/IeapHbIe (rmcroHOBBI 6eok H1, HerncToHoBbIE
AHTHAJIEpHbIE 6enku xpomarraa HMG-1 1 HMG-2),

HeITpOodIUIbHbIE aHTUTETA TpaHy/ax (KaTencyuH G, a/macTasa,

(pPANNA) JM30LIMM, B-IIIOKYpOHM/a3a,
nakrodeppus, BPI) u nurorrasme
(a-sHOMas3a, karanasa) HeNTPOUIOB
Antnrena k ASGPR

(ASGPR)

rainotunoM HLA DRBI1*03 u nnoXuM IpOTHO30M,
a Hammuue AT K acMajIOrIMKONIPOTENMHOBBIM PeIlenTo-
pam (ASGPR) wnu aTUNNYHBIX IepUHYK/IEAPHBIX aH-
TuHeiTpodunbHbx aututen (PANCA) MoxeT Koppe-
JIMPOBATh C penuauBaMu u TsKectbio AVT [41-43].
Cnextp AT, xapakrepHbix aist AVI, ux aHTUreHHas
crenu@UIHOCTD ¥ METOMbI ONIpefie/ieHNs] NpefCTaB-
JIEHBI B Tabnu1e.

Hcropuueckn AUT xmaccudpnnupyercs va AUT nep-
Boro tumna (AVI-1) u AUT Broporo tTuna (AMI-2) Ha
ocHoBaHuu npoduns AT, mpu astom ANA u ASMA 8-
nAI0TCA ceponormyeckumu mapkepamu AMI-1, Torpma
kak a-LKM1 n a-LC1 xapakrepusytor AVUT-2. AUT-1
cocTtaBnAaeT nodtu 90% ciydaes, B TO BpeMA Kak
AVI-2 gamie Bcero BCTpevaeTcsA y JeTeil M MOJgPOCT-
koB. Kpome Toro, y ogHoro u Toro >xe manuenta ¢ AU’
MOTYT BCTpeyYaThcs cpa3y Heckonbko AT mimm sxe ux
CIEKTP MOXKeT MEHAThCS — «ucyesanT» ogHu AT u mmo-
ABNAIOTCA APYyTHeE, M03ToMy Kinaccudukanusa AUT Ha
pasIMyYHble TUIBI B COOTBETCTBMU ¢ npoduneM AT,
KOTOPBIL MOXeT ObITh BPEMEHHBIM 1 HeCTaOUIbHBIM,

[acTpo3HTeponorus

Ac1aorIMKOIpOTEeVHOBBIE pellenTopbl  VIMMyHOGbepMEeHTHBbII =

aHaIn3

He UMeeT 0O/IBIION KIMHUYECKON LeHHOCTH. [pyn-
I1a MccefoBaTeneil cpaBHMBana nanueHtos ¢ AUT-1
u mauueHToB ¢ AVIT-2 B Hadae 3a6o/eBannsA 1 B Te-
YeHMe OIpee/IeHHOTO Ieproga HabmoneHns, Mefua-
Ha IPOJOJDKUTENBHOCTI COCTaBuna 72 Mecsana [45].
B 3akmodyeHum OBII CHeMaH BBIBOJ, YTO He CYIeCT-
ByeT HOCTAaTOYHBIX TeHeTUYeCKMX, KIMHNYECKNX, Ou-
OXMMMYECKNX U TUCTONOTUYECKUX OCHOBAHMIA IS
paspeneHus B3poCabIxX nauyueHTos ¢ AVII' Ha nepBbIi
U BTOPOJI TUIIBI Ha ocHoBaHMM npoduna AT u npep-
MIOYTHUTENbHO UCIIOIb30BaTh TEPMIH «ay TOMMMYHHBIN
remaTuT» 6e3 yrouneHuit Tuna. O60CHOBaHHOCTD fie-
nenua AVIT Ha Tunbl B HacTosAlee BpeMs OCTaeTcA
IpefiMeTOM JUCKYCCUIL, M KAMHNYECKas 3HAYMMOCTb
TaHHOM cybOKIaccuduKanyy Ko KOHIA He oIIpefieieHa
(ypoBenb pexomenpanmit I1-2, EASL, 2015) [1].

CepoHeraTuBHbIi aQyTOUMMYHHbIIA renaTint

OcHoBHoI1 xapakTepHoll yepToit CH AUI cunraer-
ca orcyrcreue AT. Hactora npegnonaraemoro CH
AVT y maimeHTOB C OCTPBIMMU, TAXKEIBIMU MPOAB-

AT, I1BX, BUpyCHbIit
rematut Bu C
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JICHUSAMM COCTaBJIsIeT OKO/MO 7%, C XpOHUIECKUMU —
1-34% [1, 11].

B peTpocnekTUBHOM OJHOIIEHTPOBOM MCCle[0Ba-
Huy nauuentos ¢ CH AVI cpaBHuUTenbHBIN aHa-
U3 KIMHUKO-Tab0PaTOPHBIX U MOP(OIOrnIecKux
IIpOSIBICHUI He TTO0Ka3an CTATUCTUYECKM 3HAYMMBIX
TOCTOBEPHBIX Pa3JIM4YMil B CpaBHEHUM C MaIjMeHTa-
Mu ¢ HannuueM AT, ogHako BoisiBlIeHa 6oee yacTast
acconmnauusa CH AU ¢ gpyrumMu mMMyHOacCCOIu-
upoBaHHbIMU 3ab6oneBanusMu. Ilpu aTom B rpymme
ImanyeHToB ¢ oTcyTcTBueM AT wamie gmarHocTupo-
Banach cragusa LIIT, uto BeposTHee Bcero o6ycnos-
JIEHO 3aIl03hajaoil AUarHocTtukoi [46]. B apyrom
PeTPOCIEeKTUBHOM 0630pe 1UccnegoBaTenu He 06-
HapYXMIM CYLIeCTBEHHBIX Pa3IN4Mil IO BO3PACTY,
nony, ypoBHAM AJIT B cBIBOpOTKe U [MarHOCTUYe-
ckuM nokasarenam AVI no Hauanma nedyeHUA MeXAY
nanuedtamu ¢ CH AVUT n manmeHTaMu ¢ Halu4dmeM
AT [47]. CH AWUT MoxeT ObITH CBA3aH C HaIM4YMEM
AT BHe CTaH[JapTHOTO CIeKTpa OOHapyXUBaeMbIX
B HACTOsAIIee BpeMs MIM MOXET MMeTb CUTHATYp-
Hble AT, KoTOpble elle He M3BEeCTHBI. BO3MOXHO,
YTO Majas HpOJO/IKUTENTbHOCTb MMMYHOBOCHAN-
TeJIbHOJM peaKUuM HeJOCTATOYHA /i NMPOAYKLUK
AT B gmarHoctuueckoMm tutpe. IIpenmonaraercs,
yro xapakTepHble AT akTmBHO mogasnsoTrca VIC
UM MMEIOT 3aMeJIEHHYI0 9KCIIPeCcCUIo, YTO MOXKET
OBITH 0OYCIOBNIEHO CKOpee HapyIIeHMeM PeryIanun
B-knmeToK, yem ux mHaktubanuei [10, 46]. B mobom
cryqae orcyrcreue AT He uckmovaer guarsos AUI,
U IIpY NOJO03peHUN Ha 3a00/IeBaHMe PeKOMEHyeTC s
o6s13aTenbHOE NpOBefeHNe Ouoncuy nedeHn (Ipu
OTCYTCTBUYK aOCOTIOTHBIX MPOTUBOIIOKA3AHMIT) HJIs
CBOEBPEMEHHON AMATrHOCTUKIU U NMPOBEJEHNUA COOT-
BercTByomeit VICT. ITanuentam ¢ CH AUT BaxkHO
IIPOBOJANUTDL MOBTOPHOE TecTupoBaHMe Ha AT m3-3a
BO3MOXXHOTO IMHAMUYECKOTO U3MEeHeHNA XapaKTepa
n yposHeit AT.

AyTOUMMYHHBbIIA TenaTUT C HOPMANbHbIM YPOBHEM
MMMYHOrN06ynnHa G

VY nmopasngouero 60nbMMHCTBA MalUeHTOB ¢ AVT
XapaKTEepPHBIM CEPOIOTMYECKMM MapKepOM ABAETCA
[O/IMK/IOHA/IbHAS TUIIePraMMario0yIMHeMIsI C CeNeK-
TUBHBIM IOBBINIEHNEM CbIBOpOTOYHOrO IgG mpu HOp-
ManbHBIX YpoBHAX IgA u IgM, 4TO ABNAeTCA Xapak-
TePHBIM iarHocTudeckuM npusHakom ANI. Opnaxo
B 10-15% cny4yaeB y HaMeHTOB C OCTPbIM HavalIoM
3a60jIeBaHMsI WM Y HALMEHTOB IIOXWIOTO BO3PAcTa
ILeMOHCTpUpPYeTCsA HOpMajbHBI ypoBeHsb IgG [1, 11].
ITU NaHHbIE OATBEPXK/EHBl B CC/IElOBAHNAX, B KO-
TOPBIX YKa3aHO, YTO 'y 25-39% nannueHTOB C OCTPO BO3-
HukapomuM AVl oTMedaeTca HOpMa/bHBINM YPOBEHb
IgG [48]. B MHOTOLIEeHTPOBOM MCCIIeOBAHNY CPaBHU-
BaJIM KJIMHUKO-TabopaTopHble ¥ MOPGOIOTUIecKue
ocobeHHocTH nmanuentos ¢ AVIL. B 10% crnyvaes ma-
LMEHTbI MUMe/IX HOPMaJIbHbIN ypoBeHb IgG Ha MOMeHT
obpaleHus, IUCTONOTUYECKIE U OMOXUMUIECKUE
nokasarenn u orseT Ha VICT He oTnmvanmuch Mexnpy
rpynnamyu. OgHako cTaOUIbHAsA PeMUCCUA MOCTIe

ormensl VICT wame mocTuranach B TpyIIe ¢ HOp-
ManbHBIM IgG, yeM B TpymnIe ¢ TUNMYHO BBICOKUMMA
yposHsaMu (24% B cpaBHeHun ¢ 8%; p=0,0012) [49].
MutepecHo, uro mMeauannl TUTpoB ANA u ASMA
B TpylIle ¢ HOpManbHbIM IgG Obliu BABOE HIKe,
YeM y MaI¥eHTOB OCHOBHOI TPYIIBI C IOBBIIIEH-
HbiM IgG (ANA: 1:80 B cpaBHeHun c 1:160; p=0,001;
ASMA: 1:40 B cpaBHeHuu ¢ 1:80; p<0,0001). Ypos-
Hu IgG mpy mocraHOBKe AMarHosa ObLIM B f1Ba pasa
BBIlLlE B OCHOBHOJI I'pYyIIIle, YeM y HaI[MeHTOB C HOp-
ManbHbIM IgG (29,5+5,8 /1 B cpaBHeHun ¢ 12,5+
3,2 r/m). bonee BbicokuMM ypoBHaAMU IgG B «TUINY-
HOJI» TPYIIIIe TaKXXe MOXKeT OBITh 00BACHEHO, ToYe-
My ANA 1 ASMA 4aie BBIABIAITCA B KOHTPOIbHO
rpynmne (ANA: 84% B cpaBHeHun ¢ 70%, p=0,012;
ASMA: 70% B cpaBHenuu c 50%, p=0,0015) [49].
TakuM 06pa3oM, MallMEeHTb ¢ HOPMaJAbHBIM YPOB-
HeM IgG, B oT/IM4Me OT MAI[MEHTOB C MOBBILIEHHBIMU
sHadeHnsAMu IgG, umeroT 60ee HU3KUE OPOTOBBIE
sHauenusi AT Ha MOMeHT obpaleHns, a TAK)Ke MOTYT
IpefCTaBIATb cO60T MOATPYTITy ¢ 60/Iee BHICOKOI! Be-
POSATHOCTBIO ycremHo orMeHsl VICT.

JlekapCTBEHHO-NHAYLMPOBAHHbII

ayTOI/IMM)IHHbIVI renaTut

Haub6onee cnoxxusiii penorun B suddepeHnmnanibHoMl
puarHoctuke AVII, npencraBasomuit 060CHOBaHHYIO
OUMATHOCTUYECKYI0 AUEMMY /1A Bpadeil-KIMHUIK-
CTOB, — 3TO JIEKAPCTBEHHO-MHIYIMPOBAHHBIN ayTO-
uMMyHHBII remartut (JIM-AWUT).

AUT - mMMyHOOIIOCpeloBaHHOE 3ab0NeBaHme, ITHO-
JIOTUS KOTOPOTO HesACHA, pa3BUBAeTCA y /NI C TeHe-
TUYECKON MPeRPACIONOKEHHOCTHIO M MOXET OBITH
CHPOBOILMPOBAaHO GaKTOpaMy BHEIIHEI CPebl, B TOM
gycie u JITI [50]. B TakoM cirydae OT/IMYMUTD T€KapCT-
BeHHoe mopaxenue nedenu (JIIIIT), kotopoe MoxeT
MMeTb KJIMHUKO-TabOpaTOPHYI0 KapTUHY, aHATOTUY-
nyto AUT, u AUT, Tpurrepom ajis KOTOPOTO IOCTY KU
npuem JII1, kpaitHe saTpyauuTensHo. JIVI-AVI - aro,
0 CyTU, popMa MAMOCUHKPA3ZUIECKON TemaTOTOK-
cuunocTu. Vignocuukpasuueckuit Tun JIIIIT nmo Bcem
CBOMM TIpU3HaKaM MoxkeT umutuposarb AUI, koro-
PbIi1, KaK M3BECTHO, MOXKET OBITh HelpefCKa3yeMbIM,
He 3aBUcUT OT Jo3bl JIII, MOXXeT TakKe pa3BUBAaTh-
CA y JINI] C TeHEeTNYEeCKON MpepacHoloXeHHOCTDIO
C pPa3IMYHBIM JIATEHTHBIM HepuogoM [51].
Merta6onusm JII1 B meueHM MOXKeT IPUBOIUTH K 0Opa-
30BaHMIO PEAKTUBHBIX METAOOINTOB, KOTOPBIE CBA3HI-
BAIOTCsI ¢ GeKaMM U B JajbHENIIEM PaCcllO3HAIOTCS
VIC kak HEOAHTUTEHBI, YTO y /NI C TeHEeTUIECKON
NpefpacnonoXeHHOCTbIO MOXKeT IPUBECTU K XPOHU-
YeCKOMY MMMYHOBOCIAIUTENbHOMY IIPOLECCY U MO-
CTOSIHHOIT Heob6xopumocTu B npoBegenuu VICT [51].
He scHo, xak paccMarpuBathb denorun JIV-AUI: kak
¢denotun AUT nnn ¢penorun JITITI. B koropTHBIX nc-
cnegoBaHuAx 2-9% cny4aes ¢ guarHosom AUVT cun-
tanuch BeisBaHHbIMY JIIT, n Hao6opoT, AVI, BeI3BaH-
ub1it JII1, cocTasisan okono 9% cirydaes Bcex JITIII [1].
Mo>xHO BBIIEIUTDH HECKONbKO clieHapues JIM-AUT:
JITIII ¢ BRIpa’keHHOI peaKljuell TUIePIYBCTBUTENb-

JddexTBHaA hapmakorepanua. 2/2024



HOCTM C MMMYHOQ/IEPTUYECKMM KOMIIOHEHTOM,

Kotopoe 6ymer umuruposarb AVI; AUI, xoTopsli

6ynmet uMmutuposars JIIIII, ecnyu nanueHT B TeyeHue

HOC/IeHeT0 BpeMeHU MpuHuMan kakue-nu6o JIII

M CIHOHTAHHAas PEeMMCCUS COBIIaja C yAydIIeHMEeM

nocne orMmensl JIIT; AV, cnpoBonupoBaHHBI MpK-

emoM JIII, MeXIy KOTOpBIMU KpajiHe CJI0KHO ObIBaeT
nposectu auddepeHIanbHble PasINyIuA U OIpesie-

JIUTh NPUYMHHO-C/IEACTBEHHYIO CBA3b Yy TaKUX Ia-

I[MIEeHTOB.

Mmeromneca otnuuusa JIM-AUT ot AUT He aBnsa-

I0TCs1 aOCOMIOTHBIMU M NMaTOTHOMOHMYHBIMU [JIs

JIN-AWUT [52]:

1) 07 — He ABJSAETCSA CTPOrO OT/IMYNTENBHO 0CO6EeH-
HocTbio JIVI-AVIT B cpaBHerunu ¢ AUT;

2) accoumanusi ¢ HLA DRBI pexxe HabmofaeTcs mpu
JIN-AWNT;

3) peakuus TUIEPYYBCTBUTETBHOCTU B KIMHUYE-
CKOJI KapTuHe (JIMXOpafiKa, KO>KHAs ChINb U TUIEP-
903MHOGMINSA B 00I[eM aHaMM3e KPOBU) HECKOIb-
KO 4damie Habmogaercs npu JIV-AUT;

4) npu JIVI-AWT ropasno pexxe BBIABIAIOTCA CTaH-
maptHble AT (IpeuMyliecTBEHHO B HU3KUX TH-
Tpax) ¥ pefKo — IOBBIIIECHHBI YpoBeHb 1gG;

5) MMMYyHOaccOMMpOBaHHbIe 3aboneBanus npu JIV-
AT BcTpeuaroTcs pexe, yem AUT;

6) IIIT Ha MOMeHT IOCTAaHOBKM Auarxosa mnpu JIV-
AWT ompenenseTca pexe;

7) ocobeHHOCTI MOP(OTOTNIECKOll KapTUHBL: Kpaii-
He PefKO BBIABIAITCA 3HAYMMbIE TMCTONOTMYe-
ckue pasnnuna mexpy JIM-AVUT u AUT.

EnVHCTBEHHBIN HOCTATOYHO CHelMUIHBIN KpuUTe-

puit JIN-AUT - 3TO MONHBI OTBET HA Tepaluio, KO-

TOpbIIl Habmopaercsa y mauuentos ¢ JIV-AVT npu

oTMeHe aTtuonorndeckoro JIIT m kopoTkoro xypca

tepanuu I'KC, Torga kak nmaunuentam ¢ AVIT Tpebyer-
ca gnutenbHasa VICT, n oTcyTcTBMe pellMuBOB Y Ha-
nuentos ¢ JIM-AWI nocne npekpaujeHns KOPOTKOTO

kypca VICT [52, 53].

OpHako maHHbIEe KPUTEPUN MOXKHO OLEHUTH IIO3XKe,

mosaToMy Bce manueHTs ¢ JIM-AVI nmocne oTMeHbI

VICT HyXpmaloTcs B AIUTETbHOM HabmogeHnn (Kax-

Ible 6 MecsAleB B TedyeHNe KaK MUHUMYM TpeX JIeT),

4TOOBI BCe-TaKM He MPONMYCTUTh penupus AU

B 5py aKTMBHOTO IPUMEHEHUI UHIMOUTOPOB UMMYH-

HBIX KOHTpOnbHBIX ToueK (IKT) B Tepanuy onkonornu-

YeCKUX OONbHBIX CTA/IV BBIAENATD OIpPefie/IeHHBII (e-

Hotun JIITII — MMMYyHOOIIOCpeROBaHHOE MOPpAXKEHME

nedeHy (JIOIIII), accounnpoBaHHOE ¢ IPUMEHEHUEM

VKT, xoTopoe oTIn4aeTcs OT UANOCUHKPA3UIeCKON

u npamoit renatoTokcuyHoctu. VIOIIII passuBaercsa

B pe3y/nbTaTe UMMYHOOIIOCPEJOBAHHOIO MeXaHN3Ma

merictBus VIKT Ha onpenenennble 3sBeHps VIC opra-

HU3Ma U KOCBEHHOTO JIeVICTBUS Ha medeHb. [laHHBIN

¢enorun JIIIII ne cnegyer cooTHOCUTH ¢ JIV-AVT

[53, 54]. MIOIIII, cBsa3auHble ¢ npuMeHeHueMm VKT,

o6bruHo0 yryumanTcs npu Tepanun ['KC, HO y Takmux

HaLMEeHTOB OTCYTCTBYIOT nabopaTopHble (AT He BbI-

SABJIAIOTCA, HOPMaJIbHBIL ypoBeHb IgG) u ructonoru-

yecKue MpU3HaKy, XapakTepHble ansa AUIL

[acTpo3HTeponorus

Takum o6pasom, B KIMHUYIECKON npakTuKe gudde-
pennuanus JIVM-AUT nu AUT aBnseTcsa HenmpocToit
3apadei: y manueHToB ¢ JIV-AUI Het cenuduaHbIX
MapKepoB, TaK e KaK OTCYTCTBYIOT CTPOTO CIelN-
¢$uuHBIE TATOTHOMOHUYHbIE KPUTEPUN UANOIATH-
geckoro AVI, n nuargos o6bI9HO yCTaHaBIMBAETCA
B COOTBETCTBUY C KIMHNYECKOI CUTYyalyell Ha OCHO-
Be SMIIMPUUECKOTO OMbITA FelaTosora.

OeHoTunbl dYyTOUMMYHHOTO rematnTa C xosieCtasom

JInsa AVIT He TMIINYHO Ha/lmu4ye 1a00paTOPHOTO CUHJ-
pOMa X0j1ecTas’a, a TakKe YeTKMX IMCTONOIMYECKUX
U XOTaHTuorpaduIecKnx mpusHakoB nopaxenns JKIL
Tem He MeHee CIe[yeT OTMETUTD, YTO HEPEHKO Y HaLu-
entoB ¢ AVT MoryT 6bITh IPUSHAKY FeIIATOONINAPHBIX
ayTOMMMYHHBIX 3a00meBanuii neyenu (AV3II).

AyTONMMYHHbIIA NEPEKPeCTHbIA CUHAPOM:

AUT ¢ npu3Hakamu nepBUYHOTO 6UNNAPHOO XONAHITa

n AUT ¢ npu3Hakamu nepBuYHOro CKieposmnpytoLLero
X0/1aHTNTa

Hanuune pyx AMU3II y ogHOro mainueHTa IpUHATO
Ha3bIBaThb ayTOMMMYHHBIM IlepeKpeCTHBIM CUHJPO-
moM (IIC). B xonTekcte AVI3II neyeHn BCTpevaroT-
ca pasnu4Hble codeTanua: AVIT ¢ npmsnakamu 116X
n AWUT ¢ npusHakaMu MePBUYHOTO CKJIEPO3UPYIO-
mero xonanrura (IICX) menkux (Mopdonornyeckue
npusnaku) u/unu kpynseix JKII (xonanruorpadu-
yecKye MPU3HAKM 110 JJAHHBIM MarHUTHO-Pe30HaHC-
HOJI xonarumomnaHkpearorpadpum (MP-XIIT)) nin
Hao6opor (IIBX ¢ npmsumakamm AUI mnu IICX
¢ npusHakamu AWI). IIC B Bugme coyeranus AUI
u IIBX HabmofaeTcss B cpegHeM B 7-13% ciay4yaes
(IpeMMyIIecTBEHHO y )KeHIIVMH B IepUOfe IepuMe-
HOIlay3a/IbHOTO Ilepexoja yan crapire 60 neT), a Ba-
puaHT AVI n IICX (yale y IOZPOCTKOB ¥ MOJIO[BIX
nmogeit) - B 6-11% [1, 11, 55].

JImarHoCTMKa HaHHBIX CHH/IPOMOB C/IOXKHA, TpebyeT
KOMIIIEKCHOTO aHa/AM3a BCeX KIMHUKO-TabopaTop-
HBIX, IMMYHOJIOTYeCKUX, MOP(OIOTUIeCKUX KpUTe-
pUEeB, TOMOMHUTEIbHBIX BIU3YaNU3UPYOINX METO/0B
(MP-XIIT') n KTMHUYECKOTO OIbITa Bpada. MexxgyHa-
ponuble nuarHoctuyeckne Kkputepun IAIHG (Hu me-
pecMOTpeHHbIe, HI YIPOILIeHHbIe) He MOTYT MCIIO/Ib-
3oBaTbca mus onenku I1C [11].

B pamkax Hamell cTaTby HeT Mofipo6HOro pasbopa
[aHHOTO (PeHOTUIIA, TaK KaK 9TO OTAE/NbHAs TeMa /s
obcyxpennus. KnnHudeckas 3Ha4MMOCTD BBIJETEHNS
¢enotunos IIC - aTo mpexx/ie Bcero BhIAB/ICHNE Ia-
unentos ¢ AUI, koropsie, kpome VICT, HyXfaoTCcA
B JIONOJIHUTETbHOJ, KOMOMHMPOBAHHO Tepamuu,
BKJIIOYAMOIlell KaK ypcofe30KCUXOTIeBYI KMUCIOTY
(YOXK), tak u npenaparsl ICT, 4To MOXeT IpuBoO-
ENTH K 60r1ee 61arONpUsATHBIM OMOXMMIYECKIM I TU-
cronmornyeckuM orseraM. OJHAKO MALMEHTHI C Bapu-
aHTHBIMU popmamy IIC HeoZMHAKOBO OTBEYAIOT Ha
TepaNuio U UMEIOT OYeHb pa3IMYHbIe MCXOAbI 1 IIPO-
ruossl [1, 11, 55-58].

B onenke ¢peHoTunoB maumeHToB ¢ AV BbIfensoT-
Cs1 OfMH VI HECKOJIbKO IIPM3HAKOB, KOTOPbIE MEIOT
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Iepexpecruslit cuappom (IIC)
AUV 1 A DTG Tegenne 4)‘ Ocrpsiit/ GpyIMIUHAHTHBII ‘
u f1eb1oT
4" AW de novo ‘
AT AT 6e3 IIC =~ =
¢ HopManbHBIM IgG \ C TUNWYHbIE U3MEHEHNA:
e 8 '\ H;g?ﬁf;? N Tucronoruyeckue ) LEeHTPUIOOY/IAPHBI HEKPO3
IIPOTOKOB 0coGeHHOCTH C IIepPUBEHY/INTOM
AUT
C CEIEKTUBHBIM KomaectBennoe ‘ TuniaHble MBMEHEH ‘
MIOBBIIIEHVIEM oT/Im4ve c
IgG 0 CTeaTo30M
2 '\ VimMmyHo- (AW B coueranvm ¢ HAXKBIT)
D/I0OY/IMHBI
IgG 4% AWT y meteli 1 HOfPOCTKOB ‘
CepoHeraTuBHbIi / Bospact 4% AT MOTOABIX ‘
Hamrane > ANT moxXmibIx ‘
AHTUTET
/ CBs13b
C JIeKapCTBEHHbIMU
CeponosuTUBHbIN npenaparamu, BAJ] on S mEa » I[Tepuon
/ \ / ¥ nepumenomaysst
AT AT IS PenponyKTBHBIIT
[IepBOTO THUIIA BTOPOTO THUIIA My>KcKori epuop
VimMyHOONIIOCpETOBaHHBIIT (AWT y Mmy>kumH)
MHIMOUTOPAaMU KOHTPOIbHBIX

TOYEK

Knunuueckue ¢6H0mu1’lbl aymoummyHHo20 cenamuma
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Ba)KHOE XapaKTepOoIoTMYecKoe VM AMaTHOCTUYeCKoe
3HaveHMe. B JaHHOM KOHTEKCTEe OJJHUM U3 LeHTPalb-
HbIX MapkepoB AVT B IMarHOCTMYECKUX KPUTEPUAX
IATHG sIBAAOTCS TUCTONOTMYECKUE IPU3HAKH, U OU-
OIICHUs IIeYeHN CUMTAETCs 00s513aTe/IbHBIM MCCIef0Ba-
HUeM Ipu 00CTefOBAHMM ALMEHTOB C IOJO3pEeHMEM
Ha AUT [1, 10, 11].

OeHoTtunbl dyTOUMMYHHOTI0 renaTuTa

MO FUCTONOMMYECKIUM 0COOEHHOCTAM

Crporo maTOrHOMOHMYHBIX MOP(OIOrMYeCcKIX Kpu-
tepueB pnsa AVI He yctamoBneHo. OgHako B Ha-
cTosdAllee BpeMsA BEPOATHBIMU TYCTONOTMYECKUMU
npusHakamu AWI pekoMmeHfyeTcsa cUUTaTh MoOTpa-
HMYHBI TeNaTUT YMepeHHON MM Bbllle aKTUBHO-
¢ty ¢ MUMQOIIIa3MOLUTAPHON MHPUIbTpaLMel! WIn
JIOOYIIAPHBIIL T€ATUT YMEPEHHON MM BBIIIE aKTUB-
HOCTM C NUMMQOIIa3sMOLMTAapHON MHPUIbTpaLuen
[59,60]. IloaToMy rucronorudeckiie 0COOEHHOCTH
MOXXHO TaK>ke OTHOCUTDb K Pas3IM4HbIM (peHOTUIIaM
AUT. Boigenstor ¢penorunsl AVT ¢ TUNUYIHBIMU
(BepOATHBIMM) M ATUNMYHBIMU T'MCTONIOTMYECKUMHU
IpU3HaKaMy: Halu4ue IeHTpUIo0yIApHOro HeKpo3a
C MepUBEHYIUTOM (XapaKkTepHbI Ans ocTporo AWT);
nsmenenus JKII 6e3 npusuakos I1BX u IICX (AUT
¢ nsmenennamu JKII), Hanu4dne cTeaTo3a remaTonu-
toB (AVII 1 HeanKoroapHAs XUPOBas 6ONe3Hb Heve-
uu (HAJKBII)).

AyTOVIMMyHHbIVI renaTut C U3SMEHEHNAMMN XKeNYHbIX
NMPOTOKOB be3 MPU3HAKOB NepeKkpecTHoro CMHApoma

B psage cmydaeB MOIYT BBIABIATHCA KIMHMYECKINE,
610XMMIYeCKMe, CEpPOIOTUYECKIIe UIN TUCTONOIN-
yeckye npusHaky remarobunmapueix AV3IL. Ilpn
3TOM JIJaHHBIX J/1 ycTaHoBneHus: IIC HegocTaTouHo.
Takme nsmenenus JKII, kak nHPUIBTPaLUs, IPO-
nudepanua, gUCTpodusa UMK, PeNKO, KeCTPYKUU
ayktyn (mpu orcyrctBuy guarsosa [1bX), onucansl
y 12-28% manuenTtos [60]. Y manmueHTOB JaHHON
Irpynmnsl ypoBeHb IgM MoOXXeT ocTaBaThCsA B IIpefie-
7aX HOPMa/TbHBIX 3HAYEHUII, MOTYT OTCYTCTBOBATh
AT, cneuudnunsie gns [1BX. buoncus nedenn Ha-
pany ¢ usmenenuamu JKII geMoHcTpupyeT THnmd-
Hple npu3Haku AVI ¢ BBICOKON I'MCTONMOTMYECKOI
aKTMBHOCTbIO. B Takom cnydae msmeHenmsa JKII,
BEPOATHO, OTPAXXAI0T CONMYTCTBYIOIME IOBPeXe-
HIA TKaHM [eYeHM, CBsI3aHHbIE C BBIPa)KEeHHBIM BOC-
MauTeNbHBIM IIPOIECCOM, XOTS HENb3dA 10 KOHIIA
UCK/IIOUNUTD U NEPEXOIHOE COCTOSIHNME K XONeCTaTu-
yeckomy AV3IT unu I1C.

AHTUMMTOXOHApManbHbIe aHTUTeNa (AMA) ABRSIOT-
ca ceponorndeckum mapkepom I1BX, Ho nHOTA MOTY T
obHapyxuBatbcsa npu AV B OTCYyTCTBME IPU3HAKOB
IIBX. MaTepecHble pe3ynbTaThl IPOAEMOHCTPUPOBA-
T UCCIefoBaTeNy, KOTOpble M3y4aay TPYIIIBI aly-
eHToB ¢ AVII' 1 AMA u AUT 6e3 AMA: He 6bIIO BBI-
SIBJIEHO Pa3/MuMil MEXAY 3TUMU IpynnaMmu. Ipymmbr
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MMeNN CXOXMe KIMHUYeCKue, 610XUMIIecKe 1 Tu-
cronoruyeckue ocobeHHOCTH. AMA-TIO3UTUBHBIE
nanueHTsl ¢ AVII' He 9BONMIOLIMOHNPOBANN B CTOPOHY
I1BX. B HekoTOpBIX cny4asx AMA 6biin efUHCTBEH-
HBIMU BoisBIsteMbiMu AT [61].

Taxum o6pasom, Hannune nsmeHennit JKII y manmen-
ToB ¢ AVIT 6e3 npusnakos IIC He JODKHO BIUATH Ha
IMAar"os, Ho MoxeT u3MeHAThb cxeMbl VICT, B KoTopbIx
npenycmorpeno nobasnenne YIXK, uro, B cBoIo 0de-
penb, MOXKET YIy4IIaTb OTBET Ha T€PaIIo ¥ IIPOrHO3
3abomeBaHuA.

AyTONMMYHHbII renaTuT B COYeTaHun

C HEANKOro/bHO XMUPOBOIl H0NE3HbI0 NeYeHN

Ha ocHOBaHUM MHOTOYMC/IEHHBIX MICC/IELOBAHMUIL B Ha-
crosee BpeMs rucronornyeckue npusHaku HAJKBIT
OPpUCYTCTBYOT y 17-30% B3pOCHBIX HAal[MIEHTOB
¢ AUT [11]. Ianuentsr ¢ AUT/HAXXBII/meTabonmu-
yeckuM cuHApoMoM (MC) B cpaBHeHMM C ITallMeHTa-
MM TOnbKO ¢ AVII' He OTIMYAKOTCA O MOy, JOCTO-
BEPHO 4Yallle MMeIOT ITOXMJION BO3PacT M NMPU3HAKA
MC - apTepuanbHy0 IUMIEPTEH3NIO, CaXapHBIN fua-
6et Broporo tuna (C[] 2) n oxupenue; 60ee Hu3Kue
3HaUeHMs TPAaHCAMMHA3, HO 60Jiee BHICOKUII YPOBEHD
IgG u noBBIIIEHHBLT YPOBeHD peppuTHa [62].
OxonuaTtenbHbli AmarHos AWI y manueHTOB
¢ HAJKBII u MC Hepefko nMeeT 3al03/jablil Xapak-
Tep, Yallle yCTaHaBIMBaeTCA y>Xe Ha CTaJuM TAXKeNo-
ro ¢ubposa mnu LI1. [JeranpHas oueHka npouis
AT u rucTONOrNYecKoe NCCIef0OBaHNe TeYeHN ABIA-
10TCs 06s3aTenbHbIMY Y nanuentoB ¢ HAJKBII npu

Nureparypa

nogo3pennu Ha AVII. MHorodakTOpHBII aHaNIN3
BBISABUII, YTO Hanumume creatosda u/vuu CJI 2 MoXeT
OBITh IPERVKTOPOM HENOTHOTO 6MOXMMMIYIECKOTO
OTBeTa U HEYAOBJIeTBOPUTEIbHBIX UCXONOB U BIN-
SATh Ha MPOrHO3 y ManueHToB ¢ penorunom AUT
n HAJXXBII [62, 63].

IlepBocTenneHHOEe 3HauYeHUe MMeeT BeJleHMe IMaly-
€HTa: B Tepaluy peKOMeHAyeTCsA NMPUMEHATh TONMU-
yecKue CTepOU/bI, IpM HEBO3MOXXHOCTU MX IpuUMe-
HeHUs 6onee Huskue Ho3nl cucteMubix I'KC, ocoboe
BHMMaHIe CJIeyeT yAeNATb 10 BO3MOXXHOCTI OoJtee
6picTpoMy cHykeHuU0 o3 I'KC go MuHMManpHBIX
9 PeKTUBHBIX HOALEPKMUBAIINX C TIHIATETbHBIM
KOHTpoJeM cocTapnAaomux MC.

3aKnioueHune

OTcyTcTBME CTPOTMX IMATOTHOMOHMYHBIX MapKepoB
AWT, kxnIuHMYecKoe MHOTOOOpasye MmO BO3PacCTy,
o7y, BapuabenbHOCTH He6I0Ta, XapaKTepy TedeHUs
U 1cxofaM 3ab0/IeBaHMsA, YaCTOTE CONYTCTBYIOMUX
MMMYHOACCOIIMMPOBAHHbBIX 3a60IeBaHMIl, CEPOTIOTH-
9eCKOMY IMPpOQUITI0, Pa3HOOOPasUI0 I'MCTOTOTNIECKOIT
KapTUHBI, ocobeHHOCTsM oTBeTa Ha VICT - Bce aTO
OTpa)kaeTCsi B BAPMATUBHOCTU (PEeHOTUIIOB U OIIpefe-
JISIET 1[e/1eCO06PA3HOCTD BBIAE/ICHIISI Y M3YIEeHUs K/IN-
Huveckux ¢peHorunos AUI (pucyHok). 3To IO3BOIUT
B JJa/IbHeIIIIIeM OIpefieNATh 6ojlee YeTKYIO CTPATET U0
AMAarHOCTUKY M HPOTHO3MpoBaHMA oTBeTa Ha VICT
U IIOVCKAa HOBBIX ()OPM Tepaluiy, CBOeBPEMEHHO BBI-
SIB/IATH MOTEHI[MATBHO MPOOIEMHBIX MAL{MEHTOB A/
YIydIIeHNA MCXOM0B 3a60meBaHuA.
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Autoimmune hepatitis (AIH) has all the characteristic signs of an autoimmune disease, has a variability of clinical
manifestations, depending on age, gender, the presence of concomitant pathology, hormonal background, may
differ in the frequency of immune-mediated diseases, serological profile, unequal response to immunosuppressive
therapy (IST), have different variants of the onset, course and outcome of the disease. All this complicates

the diagnosis and determines the expediency of isolating clinical AIH phenotypes. The recognition of AIH
phenotypes in various clinical situations is crucial, since early diagnosis and timely IST can not only improve

the quality of life, preserve the ability to work, but in some cases save the patient's life. In this article, we conduct

a comprehensive review of the clinical phenotypes of AIH, emphasizing the clinical heterogeneity of the disease.

Keywords: autoimmune hepatitis, autoantibodies, phenotype, immunosuppressive therapy
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