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IEJUAKUS

YO «benopycckui 2ocyoapcmeenmvitl MEOUUUHCKUU YHUBEPCUMEM >

Aannoui kaunuueckuti 0030p NOCEAUEH e UAKUU — XPOHUUECKOMY, UMMYHOL0ZULECKU ONOCPe-
doganmnomy 3ab60.1e6anuIo MOHKOU KUWKU, KOMOPOe CONPOBOKAAEMCs: CUHOPOMOM MANbAOCOPOyUU
U NOUOPZANHOU namoaozuell, 6 mom yucie apmponamuedl. Illupoxo npedcmaenena ucmopus usyue-
Hus 3abonesanus, snudemuorozuveckue oannvie. I1o0pobuo paccmompenvt cogpementvle npeocmas-
JeHust 06 IMUOS0ZUL U NAMOZEHE3e UEAUAKUU, ONUCAHDL PA3IUUHDIE KAUHUYECKUE SAPUAHMbL Me-
uenus 6oaesnu. Ocoboe snumanue yoeasiemcs eonpocam dudaznocmuxu yeauaxuu. Ipueedenv aneo-
pummvl OuazHOCMUKU U OCHOBHBLE NPUHYUNDL Jedenisl 3a00Ne6aANUS.

B nacmoswee épems axmueno paspabamoiéaiomcesi u opyaue cnocobvl ieuenus ueauaxuu: gep-
MeHMHASL MePAnu s ¢ UCNOJbI0BAHUECM NPOJULIHOONENMUIAS, 8 MOM UUCE 2AYMAMUN-CREUUDUUECKOTU
andonpomeasvl, pacuwiensiaiouuUx 2a0men U CHUKXAIOWUX €20 MOKCUUHOCb, mepanis npoouomu-
Kamu, cnocoOHbiMU K 2UOPOJU3Y 2]I0Mmend; 2eHemuueckas MoOUPUKAUUS 210MeHCO0ePKAUUX
3ePHOBLLY C YENbIO CHUKEHUS COOCPIKANUSL 8 HUX UMMYHOMOKCULECKUX NeNMUI08; Uunzubuposanie
benKa 30HyauNd, pPezyaupyiou,ezo KUWeUny npOHUYAeMOCb, UMMYHOMOOYIUPYIOUAs MePanusl,
BKAI0UANOWASL NPUMeHeHUue anmumes K unmepreuxuny-15, cerexmusnoe unezubuposaniue mxame-
60U MPAHC2AYMAMUHAIbL MOHKOU KUWKU, UCNOJIb30BANHUE CNEUUDUUECKOU 6aAKUUNHDL, 8bL3bIEANOULEU
paszeumue moiepanmiHocmu K 210meny.

Katoueewvte cro8a: yeauaxus, cycmasnou cunopom, ouaznocmura, iedenie.

V. E. Yagur, N. V. Kapraloo, N. Y. Dostanko, A. V. Polyanskaya
CELIAC DISEASE

The presented clinical review covers the celiac disease — chronic, immunologically determined
small intestine disease, which is associated with the malabsorption syndrome and multiple organ
pathlogy including arthropathy. The history of the celiac disease studies and the epidemiological data
are given, current knowledge on the aetiology and pathogenesis of the celiac disease are discussed
in detail, different clinical forms of disease manifestations are described. Special attention is devoted
to the diagnosing of celiac disease.The diagnostic algorithms and basic treatment principles
are considered.

Now also other ways of treatment of a tseliakiya are actively developed: fermental therapy
with use npoaunsndonenmudas, including a glutamine — specific endoprotease, splitting gluten
and reducing its toxicity, therapy by the probiotics capable to gluten hydrolysis; genetic modification
the glyu-tensoderzhashchikh grain for the purpose of decrease in contents in them immunotoxic
peptides; inhibition of protein of the zonulin requlating intestinal permeability; the immunomodulatory
therapy including application of antibodies to interleykinu-15, selective inhibition fabric transgluta-
mineelements of a small intestine; use of the specific vaccine causing development of tolerance
to gluten.

Key words: celiac disease, joint involvement, diagnosis, treatment.
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I
3a60/1eBaHNAM TOHKOM KWLLUKK, KOTOpble CO-

anosomuamcn CUHAPOMOM ManbabcopbLmm
M MOAMOPraHHOM MaTosorMen, B TOM 4yucie apTpona-
THEeN, Hapsay ¢ 601e3HbIO YUMnia, OTHOCUTCS LeMakus
(kog no MKB-10: K90.0, morbus coeliacus, rnioTeHo-
Basl aHTeponaTtus, roTeHoBas 60/1e3Hb, MIOTEHYYB-
CTBUTENbHAsA Lenunakus, naguonaTmyeckas crteatopes,
HeTponuyeckas Crpy, KULeYHbih MHOAHTUAM3M, 60-
nesHb [n-freprepa-fenéHepa) [4, 6].

Llennakus xapaktepuayeTtcs atpoduren BOPCUH CNu-
3UCTOM 060/I0YKM TOHKOM KULLKK, KOTOpas BO3HWKaeT
Yy FEHETUYECKMN NpeapacnoNOXKEeHHbIX UL, BCAeACTBUE
HenepeHOCMMOCTH 6e/lKka KNeNKOBWHbI 3N1aK0BbIX Ky/b-
Typ (NWeHUUa, A4MEHb, POXb) — [JIIOTEHA, a TO4YHEee
13-3a 06pasyoLWerocs U3 Hero TOKCMYECKOro rmnaam-
Ha (Tpurrep 60n1e3Hu).

TepmuH «koiliakos» («cTpagaHWe KULWKK») MOSBUIICA
B NepPBOM CTOIETUM HOBOW 3pbl — Bpayn [lpeBHen pe-
LMK 0603Ha4Ya M UM XPOHMYECKYIO AMapeto U cTeaTo-
peto y geten. JlaTUHU3UPOBAHHbLIN TEPMUH «morbus
coeliacus» cBA3bIBAIOT C pabOTOM aHITIMMCKOro Bpada
M. Baillie (Hayano 19 Beka), 4OCTAaTO4YHO MOAPOOGHO
OMUCaBLIMM KIIMHUKY 3a60/IEBaHUSA KULIEYHMKA Y Ye-
JI0BEKa, KoTopas NposiBAsSEeTCS HapyLleHWeM BcacbhiBa-
HUS U MeTeopmnaMoM. bonee geTtanbHO KMHMYECKas
KapTuvHa uennakum onucaHa B 1888 roay S. Gee. OH
e coenan npeanonoXxeHue o CBSA3M 3aboneBaHus
C XapaKTeEpPOM MUTaHUS M yYKasan Ha Heob6Xo4MMOCTb
aunetotepanuu. C Havana XX BeKa A4119 ie4eHns uenua-
KWW MCMonb30Bann pUCOBYIO M 6GaHaHOBYIO ANETLI.

MpuynHa uenvakuun 6oina yctaHoBNEHa B cepean-
He XX Beka B pabotax W. Dicke, BbIIBUBLLETO YMEHb-
LUEeHWEe CUMMTOMATUKK LieNInakum y getein Ha ooHe rono-
naHusa B nepuoa BTopon MMpoBOM BOMHBI U peLMAMBLI
60NEe3HM Y HUX XKe B MOCNEBOEHHbIV Nepuos npu BoC-
CTaHOB/EHWUU TPAAULMOHHOIO NMUTAHUSA U ynoTpebre-
HUKX B MULLY MYYHbIX U3ENUIA U3 3EPHOBLIX PACTEHNUN
(NweHunLa, poxb), a TakKe Ch. Anderson, KOTopas NoKa-
3aa cBAA3b MMTeHa/MnagmHa v Luenvakuun. B 1952 roay
G. Mclver un J. French BnepBble C yCreXom MCMnosb30-
Ba/M arfloTEHOBYIO AWETY ANS Je4YEHUS NOTEH3aBu-
cumom aHTeponaTtuu [4]. B 1954 roay 6bina BbinonHe-
Ha nepBas 3HLOCKOMUYeCKast GUONCHUS TOHKON KULLKK
(N. Paulley et al.), a B 1956 roay onpegeneHa ructono-
rmyeckas KaptuHa uennakuum (M. Shiner). B 1989 roay
(L. Sollid et al.) yctaHoBNEHa accouuMaumsa Lenmakum
¢ aHTureHamu HLA-cuctemsl, a B 1997 rogy (D. Schuppan
et al.) 6b1 BbIABJIEH OCHOBHOM aHTUreH GO0/IE3HU —
TKaHeBas TpaHcryTamuHasa. B Hayane XXI BeKa 6bl/in
BbISIB/IEHbl @HTUTENa K TKaHEeBOW TpaHCriyTaMuHase
MOPCKOW CBMHKM, @ 3aTeM K MOJly4EHHOM C MOMOLLbIO
PEKOMOUHAHTHON TEXHONOIUKU TPaHCIyTaMUHa3e 4e-
noseka. LLMpokoe ncnonb3oBaHWe aHTUTEN B Kade-
CTBE Ma/lOMHBA3MBHOIro MeToA4a No3BOJIUIO BbISIBUTb
O0NbLIOE KOMYECTBO NATEHTHOW LefIMakun B Nony-
NAUUK.
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Anuagemuonorusa

NCTUHHYIO pacnpoCTpaHEHHOCTb LIE/IMaKkuu ycTa-
HOBWTb BeCbMa TPYAHO M3-3a LUMPOKOrO KIMHUYECKOrO
nonumopdrama 601€3HN — ee cMMNTOMaTUKa BapbMu-
pYeT OT KparHe Taxenbix dopm Manbabcopbumm 40 na-
TEHTHbIX BapuMaHTOB Te4yeHus. [lpeBaneHc Lennakum
cpeau esponeonaoB Konebnetcs B 60/blLOM guana-
30He — 071 0,25% 0o 1% [8, 14, 16]. AHann3 9971 racT-
poayofeHoetoHocKonu 3a 10-neTHmin nepmno no3Bo-
UN BbISIBUTbL 147 cny4aeB Lennakuu, YTo cocTaBngeT
14,7%o (Cl,,, 12,5-17,3) [14]. B KoHue XX 1 B Ha4yane
XXI BeKa eBpONENCKNE racTPO3HTEPONIONM OTMEeYatoT
CYLLECTBEHHbIN POCT 3a60/1€BaEMOCTH LIESIMaKUEN, YTO
06BACHAIOT YNOTPEBAEHMEM B MHULLY HOBbIX «CUNbHbIX»
(6onee 6oratbIX IMIOTEHOM) COPTOB 3€pPHA, MONyyYeH-
HbIX B pe3yfbTaTte LefieHanpaBneHHon cenexkumm [5].

[MioTeHoBas aHTeponaTua Yalle BCTpevaeTcs y ge-
TeNn, HO HepeaKo 60/1e3Hb HaYMHaETCsl, TOYHee, BbisB-
naeTcs, y v, 3penoro Bo3pacTa. [na uenvakum xa-
paKTepeH OTYETAUBLIA NONOBON AMMOPOU3M — COOT-
HOLUEHWE KEHLLMHbI MYX4YMHbl cpean  B6O0NbHbIX
coctaBnsetr 2-3:1[18].

Heo6xoaMMo NOoAYEPKHYTb, YTO MPUOAU3UTENBHO
20% 60MbHbIX LEeMaKkMen cTpaaatloT ayTOMMMYHHOW na-
TONOrMen (@ayTOUMMYHHbIM TUPEOUAWT, CaxapHbI Anabet
| TMNa, MHOXXECTBEHHbIN CKNepo3s, cuHapom LerpeHa,
pPEBMaTONHbIM apTPUT, MOAMMMUO3UT, CUCTEMHAN Kpac-
Has BOJlYaHKa, ayTOMMMYHHbIM renaTtuT). Kpome Toro,
Y HUX HabflogaeTcs BbICOKMM PUCK KapLMHOM Keny-
[I04YHO-KMLeYHoro TpaKTa (B 10 pa3s Bbille, 4eM Nonyss-
LK) N HEXOOXKKUHCKMX NuMdboM (B 40 pas Bbllle, 4eM
B nonynsuuu) [1]. Yactota BCTpe4aemMoCTH LenaKkmum
CYLLLECTBEHHO MOBbILEHa cpean 60SbHbIX C CUHAPOMOM
pasapaxkeHHoro kuweyHunka — OR = 7,0 (Cl,,, 1,7-28,0)
[14]. HenepeHOCMMOCTb Mt0TEHA HEPEOKO BCTpeYyaeT-
csl Yy 1L C HacneacTBEHHOW naTonornen (CUHOAPOMbI
[ayHa, TepHepa, Yunbamca) [18]. bonbHble Lenvaknemn
yalle, 4eM 30pOoBble 1L, NOABEpPraloTcs onepaTmne-
HbIM BMeLWaTte/bCcTBaMm (anneHa3KTOMMS, TOH3UIIKTO-
MUSl, TpbXXeceyeHue).

CTaHgapTM3npoBaHHaa CMepPTHOCTb cpeau 60ib-
HbIX C LilenMaKkunen B 2 pasa Bbllle, YeM B MONynsumu,
a2 OCHOBHOW MPUYNHOM CMEPTU ABNAIOTCA HEXOOKKUH-
CcKue numabombl [14].

3Ttnonorus

Lennakug asngetcs mMynbTudaKTopuanbHbiM 3a-
6oneBaHneM C NPUBAN3UTENBHO PaBHbLIM BK1a4OM re-
HEeTUYEeCKUX U cpefoBbix GaKTopoB B Npenpacnosno-
¥EHHOCTb K HEeN. ITa pepmeHTonaTUs TOHKOro KuLey-
HUKa HacneayeTtcs Mo ayToCOMHO-AOMUHAHTHOMY TUMy
C HEeMnoJIHOM NEHETPAHTHOCTLIO. KOHKOPAAHTHOCTb MO Lie-
JIMAKMK cpeam MOHO3UIOTHbIX GINM3HELOB AOCTUraeT
0,75 (cpeaun an3uroTtHbix — 0,20). B cembsix npo6aHaoB
C uennakmen y 15% poactBeHHMKOB | cTenenn poacTtea
06HapyXMBaloT 3TO XKe 3ab60/IeBaHNe — OTHOCUTESIbHbIN
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pUCK 3aboneTb MIOTEHOBOW 3HTeponaTen gocTuraet
30 cpean cubeoB npobaHaa [14].

CyLuecTByeT MHEHWe, YTO OAMH UK ABa reHa rnas-
HOr0 KOMMJIEKCa FTMCTOCOBMECTUMOCTHN KOHTPOMPYIOT
okono 40-50% BKnaja reHeTM4eCKOW KOMIMOHEHTHI
B NPeApacnofioXeHHOCTb K Liesivakuu. B nepByto ove-
peab 3TO0 KacaeTtcs reHoB fiokyca HLA-DQ, a MMeHHo,
HLA-DQ2 (<4OMUHUPYIOLLMI reH») — okono 90-95% 60nb-
HbIX Uennaknen wmetoT annenn HLA-DQal1*0501
n HLA-DQB1*02 (20-30% cpeaun eBponeounios), KO-
AVPYIOLLMX LIUC- UK TPaHC-KOHPUIypauuio aHTUreHa
DQ2 (unc-KoHburypauma — annenm Ha OgHOM XPOMO-
COMe€, TPpaHC-KOHUrypaums — annenm Ha roMosiorny-
HbIX XxpomocoMax). O6bi4HO annenn HLA-DQa1*0501
n HLA-DQP1*02 B uuC-KOHbUrypauuun cuenseHsbl
c annenem HLA-DRB1*0301, coctaBnas rannotun «HLA-
DRB1*0301 | DQa1*0501 | DQP1*0201» a TpaHc-
KoHdurypaumu ¢ annensmun HLA-DRS unu HLA-DR7 B BK-
ne rannotunos «<HLA-DRB1*11/12 | HLA-DQa1*¥*0505 |
HLA-DQB1*0301» wnu  «HLA-DRB1*07 | HLA-
DQa1*0201 | HLA-DQP1*0202» [15, 16]. OcTanbHble
5-10% 60nbHbIX LIeNMaKnen ABASKOTCA HOCUTENSMM
annenen HLA-DQa1*03 u HLA-DQB1*0302, KoTo-
pble koanpytoT aHTureH HLA-DQS8 (B unc-KoHGUrypLmm
rannotun HLA-DRB1*04 | HLA-DQal1*0301 | HLA-
DQP1*0302) [17-20].

Heo6xo4MMO0 NoaYepKHYTb, 4YTO NUWb 3% HocuTe-
Ner yKa3aHHbIX ranioTUnoB UMET KIMHUYECKU Ma-
HUDECTHYIO GOPMYy LENMakun, No3TOMy BbISIBIEHUE
3TWUX ranjoTUNoOB He MOATBEPXAAET AMArHo3 Luenava-
KWK M fgaxke He TpebyeT AOMNOSHUTENBHOIO CEepPosorn-
4YECKOro TeCTMPOBaHWUS, HO MPWU OTCYTCTBMM AaHHbIX
ranjoTMNoB BEPOSATHOCTb LieIMaknn mana. [lo3a reHa
CKa3blBaeTCs Ha xapakTepe 60/1€3HN — MOHO3UIOTbI
no HLA-DQB1*0201 nnu HLA-DQB1*0202 nmetoT paH-
HWUIM BO3pacT Hayana 60/1e3HU U KNTaCCUYECKOoEe ee Te-
YyeHue, acCoLMMPOBAHbI C }EHCKUM MOSIOM U OTHOCHK-
TeNIbHO HEBO/bLIMM BPEMEHEM MOCTaHOBKM AMArHo3a.

K apyrum reHam-KaHgmaaTam reHeTM4ecKoro npea-
pPacnofioXKeHUs K Lennakmm OTHOCATCS 3 XPOMOCOM-
HbIX pernoHa: 5q31-g33 (CELIAC2), 2933 (CELIAC3)
n 19p13.1 (CELIAC4) [18]. UccnepgoBaHue reHoma 60/1b-
HbIX Lle/IMakner ¢ MOMOLLbIO CHUNCOB NMO3BOMNUIIO Bbl-
ABUTb reHeTUYecKne GaKkTopbl pUCKa HEMEPEHOCUMOC-
TW [NOTEHA, He accounnpoBaHHble ¢ HLA-cuctemom:
annenu LMTOKMHOB, XEMOKWHOB, (a TaKe peLenTopoB
K HUM), MONIEKYN afreauu, aktneatopos T- n B-numdo-
LMTOB, O4HAKO UX BKNa4 B NpeapacnonoxeHHOCTb 60-
NIe3HN BECbMa Man (CymMapHO oKoJio 15%), n He mo-
eT 6bITb UICNOIb30BaH A/19 OLLEHKU ee reHeTUYeCKoro
pucka [9, 10, 19, 20, 22].

MaroreHes

Mog TepMUHOM «IIOTEH» OOBbEANHSAIOT BESIKK, CO-
Jepraliuecs B 3TaHONOBOM 3KCTPaKTE KJIEMKOBUHbI
CEMSIH 3/1aKOBbIX pacTeHun (a-rnnaguH). KoHueHTpa-
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LS rMMagnHa Hanbonee BbICOKa B NileHuLe. banskumm
K [IOTEHY ABNAOTCA Apyrue 6enNKu 31aK0BbIX KYNbTyp —
ropaevH (poxb), CEKanuH (A4MeHb), aBeHuH (oBec). HeT
3TUX 6E/TKOB B pUCE, KYKypy3e, NPOCo, COpro.

MnagnH coaepmT 60blIoe KOIMYECTBO aMUHO-
KWUC/IOTHbIX OCTATKOB MPOJIMHA U FyTaMuUHa, UrPatoLLImMX
K/lO4EBYIO POSib B pa3BUTUKM 3abonieBaHus. Bbicokoe
cofepraHue NposnHa B rvaauvHe npuaaetr 6enkam
NepeyYncneHHbIX 3/1akoB YCTOMYUBOCTb K NMPOTEOSIUTU-
YyeCKUM depMeHTaM xenyaxka (NerncuH), NoaXKenyanoy-
HOW »ene3bl (TPUMCKUH, XMMOTPUMNCKUH), LLLETOYHOW KaMbl
3HTEPOUMTOB. ITU GENKM NOMHOCTbLIO HE pa3pyLlatoTcs
B Mpouecce MnonocTHOro nuuiesapenus. B peaynbraTe
HEenoHOLEHHOM aerpaaauunn popmupytotea 20-50 amu-
HOKMCNOTHbIE NEeNnTuAbl, KOTOPble, AaXke B YCIOBUAX
OTCYTCTBMSA NPEAPaCrONOXEHHOCTH K LieSIMaKMn TOKCHY-
Hbl 419 9HTEPOUMTOB. [pU Hann4um e npegpacno-
JIOXXEHHOCTU 3TW NEenTuibl NMPOHUKAOT Yepes anuTe-
JinanibHbI 6apbep B CBA3M C OcnablieHneM MexKie-
TOYHbIX KOHTAKTOB, AOCTUIraloT CO6CTBEHHOM NIACTUHKMK
0060/104KM TOHKOM KULLKK, FAe B3aUMOAENCTBYIOT C aHTU-
reHNPe3eHTUPYIOWUMHK KNeTKaMm.

OAHMM M3 MexaHUM3MOB oOcnabneHns KOHTaKToB
MEXAY KJIETKaMM KULLEYHOrO 3MUTENNSA ABISETCH aKTu-
BaLMsA 30HY/IMHA, OAHOIO U3 PELIENTOPHbIX 6ENKOB CNK-
3MCTOM, KOTOPbIM CNOCOBEH CHUXATb MJIOTHOCTb MEX-
KNETOYHbIX KOHTaKTOB. 3OHY/IMH TaKKe ABNSeTCs peLen-
TOPOM K psigy 6aKTepuasnbHbIX U BUPYCHbIX TOKCMHOB.
Takum 06pas3om, KuweyHas MHOEKUMS MOXKET ObiTb
OAHMM M3 WMHAYKTOPOB Pa3BWUTUA LIEIMaKkuK y npen-
pacnofioKeHHOro YenoBeKa. CnaboCTb MEXKKNeTou-
HbIX KOHTaKTOB B KMULIEYHWKE HYacTo OTMeYaeTcs y Je-
TEeN, KMLWEYHUK KOTOPbIX BbICTPO pacTeT U cnnaucras
He poctaTtoyHOo cdhdopmupoBaHa. [Apyrum dakTopom
ABNAETCH BbICOKaa aKTUBHOCTb paga GpepMeHTOoB coe-
OVHUTENbHOWM TKaHK, Npexje BCEro TKaHeBOW TpaHC-
rnyTamMmmMHasbl B CTEHKE KMILKWM. B Hopme TKaHeBas
TpaHcrioTammMHasa aBngetca GepmMeHTOM COeanHM-
TE€NbHOW TKaHW, KOTOPbIM MOANDULIMPYET BENKM ee Ma-
TpuKca. OHa obpas3yeT nornepeyHble CLUMBKU MEXAY
MOJIEKYIaMU 0TaMUHa, YTO NPUBOAMUT K YBEIMYEHWMIO
MeXaHUYECKOM NMPOYHOCTU COEAUHUTENBHON TKaHW. TKa-
HeBOW TpaHCriyTamuMHa3on 60raTtel BOJIOKHA COeAUHU-
TeNbHOW TKaHW B COCTaBE MbILUL, (3HAOMU3NIA) U BHYT-
PEHHUX OpraHoB (peTuKynunH). CyuiectyeTt 5 naodpopm
3TOro GepmMeHTa, aKTMBHbIX B KOXeE, XKenyao4Ho-
KUWEYHOM TpaKTe, COeAMHUTENIbHOM TKaHU napeHXu-
MaTO3HbIX OpraHoB. B KuMlleyHrKke akTuBHa TG 2 Tvna.

Oco6eHHOCTU BcacblBaHUS, B TOM YUCE BTOPUY-
Hasf JlaKTa3Hasg HeLOCTaTO4YHOCTb, pa3BuBaloLLafcs
Ha GOHe LenrMakuu, aBngeTcd ele oaHUM haKTopom,
NPMBOASALMM K 3aKUCNEHUIO COAEPHMMOro TOHKOWM
KULWKW, N Ae3aMWHUPOBAHUIO MMIOTaMUHOBbLIX OCTaT-
KOB B COCTaBe rtoTamara noj AencTBMEM TKaHEBOWM
TpaHcrnyTaMmuHasbl. B ycnoBuax HM3Koro pH m Bbico-
KOWM KOHLIEHTPaLM1 MOHOB KalibLusi NPOTEKAET peaKLms



[1€3aMUHMPOBaAHNSA ¢ 06pal3oBaHUEM OTpuULLATENbHO-
3apakeHHbIX Ae3aMWHUPOBAHHbLIX NENTUAOB M1aau-
Ha (DPG), KoTopble cnoco6Hbl CBS3bIBaATbCA C asfe-
namu HLA-DQ2/DQ8. MMeHHO BbicOoKass addUHHOCTb
oTpuLaTENbHO 3apSKEHHbIX MENTUAOB rM1UagnHa K Mo-
NleKynam, OCylLeCTBASAOWMM NPe3eHTaLM0 aHTUreHa,
ABSISIETCH OCHOBHOM NPUYMHON LieNInakun. Takmum obpa-
30M, MNPOAYKTbl reHoB 2 Knacca cuctembl HLA onpe-
[ensioT HanpaBAeHHOCTb U 0COBEHHOCTU UMMYHHOIO
oTBeTa y 60/bHbIX LieNInakmi, co3aaBas NoyBy A1 pas-
BUTUS psifla opraHocneunduyecKnx u CUCTEMHbIX ayTo-
MMMYHHbIX 3a60/1EBaHNN.

MNocnepoBatenbHOCTb @MUHOKMUCAOT B [IMaanHe
B NO3numsax 57—-75 Ha3blBatOT «JOMUHAHTHbIM 3MUTO-
nomM», Tak KakK, BCTyrnasi B CBfA3b C retepoaMmepom
HLA-DQ2 Ha T-numdoumTax, UMMYHHbIN OTBET aKTUBMU-
3MpPYyeTCs U MOAMPULMPYETCH, OCOOEHHO B pe3ynbraTte
neaMmuHupoBaHuna Q65 noa Bo3aenCTBMEM TKaHEBOM
TpaHcrnyTaMmHagbl 2 Tuna (tissue transglutaminase,
tTG2). Kpome Toro, cyuiectBytoT 6onee crnabblie anu-
TOMbl (AMUHOKKUCNOTHANA nocnenoBatenbHOCTb 31-55,
C-KoHUEeBas aMWHoKKcoTa). AkTuBaumsa T-niMmdoLMToB
COMNPOBOXAAETCA MHAYKLMEN CUHTE3a LIMTOKNHOB (PaK-
TOp HEKpo3a onyxonen anbda, MHTEPDEPOH ramma),
KOTOpble, B CBOI O4Yepedb, aKTUBMPYIOT NMPOAYKLMIO
MHTECTUHaNbHbIMW GUBpoBAacTaMn MeTanIonpPoTeu-
Ha3, paspywatoumx matpukec (MMPL n MMP2), o6na-
JatolMX LMTOTOKCUYECKMMW CBOMCTBaMM M Bbi3blBato-
LWMX aTPodM0 BOPCUHOK CANM3UCTON TOHKOIO KuLIEeY-
HWKa; 3penble B-numdoumnTbl NPOAYLIMPYIOT aHTUTENa
K tTG2 1 tTG-rntoTeHoBbIM KomnaeKcaMm [15]. ATpodun
TaKXe Ccrnoco6CTBYOT UHTpasanuTennanbHble AMMO-
LMTbI, MIOTHOCTb KOTOPbIX B KMLIEYHOW CTEHKE NpU Le-
JIMAaKMM 3HAYUTENbHO YBEMYMBAETCS, @ OHW OKa3bl-
BalOT MPSIMON M ONOCPEAO0BaHHbIA LMTOKMHAMK LIUTO-
TOKCHYeCKME 3P PEKTHI.

Takum 06pas3om, rMuaguH OKa3biBaeT onocpeno-
BaHHOE — 4Yepe3 UMMYHHYIO CUCTEMY — TOKCUYECKOEe
[eCTBME Ha CIIM3NUCTYIO 0600YKY TOHKOIO KULLIEYHM-
Ka, YTO BedeT K ee runeppereHepaTtopHon atpodpum
(CHMXKEeHME BbICOTbl KMLLIEYHbIX BOPCMHOK 4O MX MOJI-
HOI0 UCYE3HOBEHMUS, rMNepnaasuns/yrnyéneHme Kpunt
C ycuneHueMm nponamdepaTtMBHOM aKTUBHOCTU 3HTEPO-
LIMTOB) M HapyLUEHUIO NPOoLLECCOB MEMOPAHHOTO NULLe-
BapeHWS U BCacbIBaHUS.

OCHOBHOW MEexaHW3M guapeun npu Lennakum cesi-
3aH C YCUNEHUEM KMLLIEYHOWN CEKpELIMM BCeACTBUE MO-
BbILIEHWS COAEPKaHMs NpocTarnaHAnHOB, YTO 06YC0B-
NIEHO 6O NOBbILLEHHBIM MX CUHTE30M MOHOHYKJ/Ieapa-
MW, UHOUALTPUPYIOLLMMU CAN3UCTYIO 060104KY TOHKOM
KWULIKK, TGO CHUKEHNEM UX MHAKTUBALIMM U3-3a aTpo-
duun nocnegHen.

KnuHukKa

CylwiecTByeT ABa NUKa MaHudecTaLmn HernepeHocu-
MOCTU IIOTEHA: NEPBbLIN — B paHHEM AETCKOM BO3pac-
Te; BTOPON — BO BTOPOM 3penioM nepuoge (35-45 ner).
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KnnHu4ecKkas KapTuHa W Te4YeHue LennaKkuun y geten
M B3POC/bIX UMEET CYLEeCTBEHHbIE OTINYUSA. Bnepsble
KJIMHUYECKMNE MPOABJIEHUS LIEIMaKUK MOTYT NOABUTb-
CHA Nnoclie NePeHeCcCeHHOro OCTPOro pecnupaTopHoro
WX KMILEYHOTO MHDEKLMOHHOro 3a60/1eBaHNd, KOTO-
pble cnyxKaTt npoBoLMPYOLWMM GaKTOPOM, UM BHE CBS-
31 C KakMM-N1Mbo 3aboneBaHueM [2, 16]. Tpurrepom
TaKXe MOXET ObITb MPUEM HEKOTOPbIX JIEKAPCTBEHHbIX
npenapartos, NpUMMeHeHne NHTepdepoHa anbda 1 Xu-
pypruyeckoe BMellaTenbcTso [16].

OCHOBHbI€ K/IMHUYECKME CUMMTOMBI Yy AeTen (pas-
BMBalOTCS B Bo3pacTe oT 2 Ao 10 neT): XxpoHuyecKas
avapesi, METe0pU3M, cTeatopes U/uam Kpeatopes, cnac-
TUYECKMe 60NN KNBOTE, paHHee pa3BUTHE CUHAPOMA
Masibabcopbumnmn (TMNOBUTAMUHO3, aHEMMUS, OTCTaBa-
HMEe B pOCTe, aMmMOTPOdUS, TMMOTOHNS, anaTtus).

Y B3pOCbIX AMapes MOMXKET ObiTb HE MOCTOSTHHOM,
a 3Nn30MYECKON, YepeaoBaTbCs C 3anopamu; abao-
MWHallbHble 601N BOSHUKAIOT PELKO; CUHAPOM Mallb-
abcopbumm pa3BmMBaETCsa CNyCcTd MHOIME rofibl OT Ha4a-
na 60one3Hu; y TpeTn 60/bHbIX NpeobnaaatoT BHEKULLIEY-
Hble NPOSIBIEHNS (XPOHMYECKas yCTanocTb, CNabocCTb,
NOBbIWEHHAsA YTOMJISEMOCTb, aHeEMUA (Kene3oaedu-
uutHas, B, -donnesogednunTHas), reMopparnieckui
CUHAPOM, adTO3HbIM CTOMATUT, AepMaTo3bl, anoneLums,
OCTEONOPO03, 0OCTEOMANIALMS, OCCaNrUKU, apTpaIrum, MMo-
naTvs, NoJiMHeMponaTus, LENPECCHUs, aTaKCus, aMeHo-
pes, 6ecnnoaue, paHHAA MeHonaysa).

TaxecTb 3a60n1eBaHUA 3aBUCUT OT NPOLOIKUTENb-
HOCTU 60/1E3HW, BbIPaXEHHOCTU CUHAPOMA Masibabcopo-
LMK U CTENEHU UBMEHEHUSA KULLIEYHOrO MUKpobuoLe-
HOo3a. Hanbonee TUMUYHbIE KIIMHUYECKUE MPU3HAKK
npu TSXenom TevyeHun 3a6osieBaHns CBA3aHbl C Hapy-
LIEHMAAMM NPOLIECCOB MNULLEBAPEHUSA B TOHKON KULLKE:
avapes, nonudekanus, cteatopesi, METEOPU3M, aHO-
peKcus, NnoTeps Macchbl Tena BNIOTb 0 KAXEKCHH, cna-
60CTb. CTyNn 4acTbli, WOKWUKA, OOUbHbBIA, NEHUCTLIN,
C oCTaTKamu HenepeBapeHHOW nNuwm. Anapes Bneyet
3a cob60oV MOTEeplo 3NEeKTPONMTOB M AervapaTaluio.
B cBA3KM C HapylleHWEM YCBOEHUS MUTaTENbHbIX Be-
LLEeCTB pa3BMBaloTCs NOJIMIMNOBUTAMUHOS, TMNOOHKO-
Tnyeckue (ManobenkoBble) OTeKU. McTouweHne 3ana-
COB Ka/lbLMS U MarHusi MOXXET Bbl3BaTb NapecTesunu,
MblLLEYHbIE CYAOPOTH.

ManbabcopbLnsa CoONpoBOXKAaeTCHd OCTEONOPO30M
M CMOHTaHHbIMKU NepenoMamu, HEBPOJIOrMYECKON na-
Tonornen (LepebpanbHas gereHepauns U KaabUMPurKa-
LuuMa, nonvHenponatus, muonatus). OnacHbIM OCJIOXK-
HEHWEM LieSIMaKun ABNSETCA A3BEHHbBIN €IOHUT C KPO-
BOTEYEHUAMU 1 NepdopaLmen.

Llennakus noBbILLIAET PUCK pasBUTUA TMMPOM (3/710-
Ka4yeCTBEHHbIM TMCTUOLMTO3 KULWEYHUKE, HEXOLKKUH-
CKue numadomebl, T-KneTtoyHaa numdoma) 1 ajeHoKap-
LMHOMBbI KULIEYHUKa, OCOBEHHO Y 1L, He cobtoato-
LMX OUETY.

[oKkasaHa accouuauusa LUenakun ¢ caxapHbiM
AvnabeTom | TMna, ayTOMMMYHHbLIM TUPEOUANTOM, rep-
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NeTMdOOPMHbBIM IepMaTUTOM, cuHapoMom LLerpeHa, pes-
MaTOUAHbIM apTPUTOM, MUKPOCKOMUYECKUM KONUTOM,
IgA-HedponaTtnen, ceneKTMBHbIM fJeduumTtom IgA. Y nuu,
CTpajatllMXx OaHHOW MaTonorvewn, uennakms BcTpe-
YyaeTcs B HECKOJ/IbKO pa3 valle, Yem B 06lLLen nonyns-
umun. NpeanonaraeTtcs accoumaunn Lennakmm ¢ ayTto-
UMMYHHbIM renaTMToM, NeEPBUYHLIM GUIMAPHBLIM LIMPPO-
30M, capKonago3om, GUbpo3nNPYIOLWMM anbBEOSTUTOM,
CUCTEMHOWM KpacHOM BOJYAHKOW, NOIMMUO3UTOM, LLUK-
30¢peHunen [1].

B 3aBMCMMOCTHU OT COYETAHUSA KIIMHUYECKUX, CEPO-
MMMYHOJ/IOTMYECKUX U TUCTONOrMYECKMX XapaKTepuc-
TUK (Tabnuua 2 ganee) BbIAENAOT HECKOIbKO OCHOB-
HbIX KJIMHMYECKMX ¢dopm 3aboneBaHus [1]: sBHytO
(Knaccu4ecKyto, TUMUYHYI), CTEPTYIO (6ECCUMMTOMHYIO,
CKPbITYIO), TaTEHTHYIO (MOTEHLMANbHYI0), aTUMUYHYIO
U pedpaKTepPHYIO.

Knaccunyeckasa dopma nposBngeTcs:

— KJIMHUKOW 3HTEponaTuu;

— NOSIOXUTENbHBLIMU CEPONOTMYECKUMUN TECTAMMU;

— runeppereHepaTtopHon atpoduen CIn3ncTon Ku-
weyHuka (Marsh II-1ll, Tabnnua 2).

Mpwn cTepTon Gopme Lennmakum:

— KJIMHWYECKME NPOSBNEHUA IHTeponaTuu OTCyT-
CTBYIOT;

— CeposormyecKne TecTbl MNOJIOKUTENbHBIE;

— B 6uoncum runeppereHepaTopHas aTpodus cnu-
3ucton (Marsh l1-Ill).

JlaTeHTHasa popma xapaKTepmayeTcs:

— OTCYTCTBMEM KJIMHUYECKUX MPOSBIEHNIN SHTEPO-
naTuu;

— MOJIOXKUTENbHLIMU CEPONOrMYECKUMM TECTAMMU;

— MpU 3TOM apXUTEKTOHWKA CIM3UCTON He Hapy-
LUEeHa, HO YBETMYEHO YUCNO MEKIAMNUTENNANbHbBIX JIUM-
doumntoB (Marsh |);

— reHeTnyeckune mapkepbl (HLA DO2/DQ8) nono-
HUTENbHbI.

Mpu atnnnyHom dopme:

— NPOSB/IEHUS SHTEPONATUM OTCYTCTBYIOT NN MU-
HUMabHbI;

— npeo6nagatoT aTUMMUYHbIE (BHEKULLEYHbIE) KIN-
HUYECKME NPOSBIEHNS;

— CeponormyecKne TecTbl MOJIOKUTENbHBIE;

— B 6BMoNcKK runeppereHepaTopHas atpodus cnu-
3ucton (Marsh 11-llI).

PedpaKkTtepHas ¢opma 4acTto COMpoBOXKAaEeTCs
pPa3BUTUEM OCJIOKHEHUW LIE/TMaKNMN — KOlareHO3HOM
Ccnpy, A3BEHHOrO eloHoUnNenTa, TIMMPOMbl U yCTaHaB-
JINBaETCS eCnu:

— nmetoTcsa yéeauTebHble KIIMHUYECKKE, Ceposio-
rMYEeCKUE U TMCTONOMMYECKUE MPUSHAKU LESTUaKNK;

— HO HeT OTBETA Ha arftoTEHOBYIO AUETY.

Kpome Toro, HEKOTOpble aBTOPbI BbIAENSAIOT TaKKe
noTeHLMaNbHYIO LIeIMaKuio, Koraa uMmetotcs cneumdu-
yecKkune aHTuTena M xapaktepHble HLA aHTUreHsbl, HO
rMCTONIOrMYECKUE UBMEHEHUS B BUONTATax OTCYTCTBYIOT
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[2]. BmecTe ¢ Tem, cnegyeT NoHUMaTb, 4YTO 3a JlaTEHT-
HOW MKW NOTeHUKWanbHOM GopMaMn LEeNTMaKknun MoXeT
CKpbIBaTbCS anneprusa K 6enKkam 3n1akoB U runepyys-
CTBUTENBbHOCTb K MtoTeHy [3].

Knaccuyeckas popma 60n1e3Hun BcTpevaeTcay 30—
40% 60/bHbIX C YCTAHOBMEHHbIM AMAarHO30M. Heckonb-
KO Yalle Habnwgaetcss CyOKIMHMYECKas LUenvakus
C TPAH3UTOPHbLIMU, HE3HAYUTENBHO BbIPAXKEHHbLIMU KU-
LEeYHbIMM U BHEKULLEYHbIMM NPOoSBAEHUAMKU. Beccumn-
TOMHble MaLUMWeHTbl 0ObIYHO BbIABASIOTCA MPU CKPMU-
HWUHIe, KOTOPbIN LienecoobpasHo NPOBOAUTLCS Y ML,
nMetoLMx 3a6osieBaHns, acCoOLMMPOBAHHbIE C Lienna-
KWEN, U y POACTBEHHUKOB MaALMEHTOB C LEeNNaKuen
nepBoOw cTeneHu poacTea [16].

PedpakTtepHas dopma Habnogaetcs y 4—30% na-
umeHToB. OQHAKO camon YacTOM MPUYMHOM OTCYTCTBUSA
OTBETa Ha arfloTeHOBYO AMETY SIBNSETCS ee Hecob6-
nojeHne (N0 HEBHUMATENbHOCTU UKW HEGPEKHOCTH,
a TaKxe ckpbiBaeMoe) [16], noaTomy npu pedbpakxTtep-
HOM K AMEeTOoTEPANNUU LeNnaknumn cnegyet OLEHUTb Npu-
BEPXKEHHOCTb MNauneHTa AMeTe U UCKIIOYNTb BO3MOXK-
Hble BapuaHTbl ee HeCOBMIOAEHUS, a TaKKe MOBTOPHO
NpPOBEeCTU OUOMCHUI0 U OLEHUTb ee peaynbraTthl. Ecnn
npv NOBTOPHOM GUOMCKUM 3HTEPONATUSA HE BbIIBNSAET-
cs, TO CMMNTOMbI MauueHTa 06YCNOBJEHbI APYrMMMU
npuyYnHamm (MpeacyLLecTBYOLMMKU, COMYTCTBYIOLLMMMU,
aCCOLMMPOBAHHbLIMW), UMEIOLWMMWU CXOAHYIO C Lienna-
KMEeNn CUMMTOMATKKY, Hanpumep, 3/10Ka4yeCTBEHHbIMU
ONYXONSIMU KULLIEYHUKA, BTOPUYHOM NAKTO3HOM U/ 9K30-
KPMHHOW NaHKpeaTU4YeCKOM HEOCTATOYHOCTbIO, CUHA-
POMOM M36bLITOYHOrO GaKTepuanbHOro pocTa B TOH-
KOM KMLIEYHUKE, MMKPOCKOMMUYECKUM KOJIUTOM UAN TU-
nep4yyBCTBUTENBHOCTbLIO K 6€/1IKaM KOPOBLEr0 MOJIOKa
[16]. Mpun aHTeponaTuK, COXpaHSoLENCA HECMOTpS
Ha cobnoaeHne NauMeHToM ANEThI, TaKKe Heobxoau-
MO WCKJIIOUYUTb ApYyrMe MNpUYMHbl (Hanuune 3oKaye-
CTBEHHbIX OMYyX0J€eN, aCCOLMMPOBAHHbIX C LIE/TMAKMEN,
a TaKxXe pag apyrux 3aboneBaHui M NaToNOrMYEeCcKmnx
COCTOSIHWMM), AalolMe CXOAHYI0 C LenMaknen mopdosno-
FMYECKYID KapTWHY npu 6uoncun. MCTMHHO pedpak-
TepHas Lennakus yctaHaBIMBaeTCsa Npu CoXpaHeHUU
NN peuuamBupoBaHMM CUMNTOMOB ManbabcopbLmm
W/Vnn NPU3HaKoB aTpodrM BOPCHUHOK, HECMOTPS Ha CTPO-
roe cobntoaeHne arloTeHOBOW AMETbI Ha NMPOTAXKEHUN
6onee 12 mecsLEeB B OTCYTCTBUM APYTMX NPUYMUH aTPO-
1N BOPCUHOK NI 3/T0KAYECTBEHHbIX OCNIOXHEHWN Lie-
JIMaKMK NpU ee JOKa3aHHOCTH.

AnarHocTuka

BakHOe MecTo B AMarHOCTUKe Lennakun npuHagi-
JIEXXWT CEPONOrMYEeCKMM METOAAM UCCNefoBaHUA (MMMY-
HodepMeHTHbIN MeToa ELISA). K MMyHOIOrMY4eCKUM
MapKepam LefInakuM OTHOCATCH: aHTUMIMaAnHOBbIE
aHTuTena (AGA-1gA, AGA-1gG) nnn aHTUTENa K ges3amu-
HMPOBaHHbLIM dopmaM nenTuaoB rvaavHa (DGP-IgA,
DGP-1gG), aHTMpeTuKynMHoBble aHTuTena (ARA-IgA),



aHTUMaHAOMU3KaNnbHble aHTuTena (EMA-IgA, EMA-IgG),
aHTWUTesNa K TKaHEBOW TpaHcrtoTaMmmMHase (anti-tTG-IgA,
anti-tTG-1gG nan anti-TG2 IgA, anti-TG2 I1gG) [1, 7, 8,
12, 16, 21].

B rpynnax pucka (poactBeHHWKM NpobaHaa, 60/b-
Hble C CUHAPOMOM MasnbabcopbLmnmM, acCcoUMMPOBaH-
HOW ayTOMMMYHHOM NaToNOrmen) CKPUHMHIOBLIM Me-
TOAOM MOMET CAYXUTb OonpeaeneHue aHTUrnnagumHo-
Bbix aytoaHtuTen IgG 1 IgA, HO NO NPUYMHE HU3KOWM
YyBCTBUTENbHOCTU U chneundbunyHoctM AGA aHTUTena
B HacTosilee BpeMS He PEKOMEHAYIOT UCMOoNb30BaTb
[ONS AMarHOCTUKM Luennakmm [7, 21]. Tem He meHee, OHU
ABNAOTCA €AMHCTBEHHBbIMWM BUMOMapKepamu YyBCTBU-
TENbHOCTU K MIOTEHY Y NaLUEHTOB, HE UMEIOLMX Lie-
nvakuio [7]. UccneposaHue ypoBHA AGA-ISA meHee
MHdopMaTMBHO, YeM onpeaeneHne AGA-IgG, Tak Kak
[aHHbIA TECT UMEET YyBCTBUTENbHOCTb 75—-90% 1 cnewu-
$unyHoCcTb 80-95%. Hanbonbluen 4yBCTBUTE/IbHOCTbIO
(mo 95%) n cneumduryHocTbio (okono 100%) o6nanaet
TecT Ha anti-TG2-1gA (tabnavua 1), KOTOPbIA PEKOMEH-
[OYl0T MCMNO/Ib30BaTb B Ka4YeCTBE CKPUHMHIA Npu nep-
BMYHOM AMArHOCTUKE LeNMakun B GONbLIMHCTBE Cly-
YyaeB. Onpepenenne EMA-IgA nmeeTt 4yBCTBUTENIbHOCTb
85-95% n cneumdunyHoctb 95-100% un ABnseTcs «30s10-
TbIM CTaHZAPTOM» CEPOAMArHOCTUKM Liennaknu. Onpeae-
neHve aHtnten K DGP Mcnonb3ytoT npu oTpuuaTeibHOM
pesynbraTe uccnegoBaHus Ha anti-TG2 y nauueHToB
BbICOKOIrO pUCKa. AHTUTENa K PETUKYMHY BbISBASIOT
y 40% 60nbHbIX Lennaknen [1, 7, 8, 12, 16, 21].

Tabsinya 1. YyBCTBUTENBHOCTb U CNELUPUYHOCTD
CepoJIOrMYeCKMX MapKepoB LieiIMakum
Mo AaHHbIM CUCTEMATUYECKUX 0630POB U UCClefOBaHUN
B NONyNsiLLUAX HU3KOro U BbICOKOro pucKa [7]

Ceponoruyeckne mapkepbl |HYyBCcTBUTENBHOCTD, % | CneundunyiHocTb, %
AGA-IgA <70-91 80-95
AGA-IgG 17-100 80-95
EMA-IgA 75-100 98-100
tTG-IgA 75-95 91-99
DGP-IgA 82-96 93-96
DGP-1gG 70-95 99-100
DGP IgA + I1gG 76-97 96-99
DGP ntTG IgAun 1gG 83-100 88-93

Mpwn nHTEpNpeTaumm pesynsTatoB CepoormyecKo-
ro o6¢cnegoBaHms HE06X0AUMMO YYUTbIBATb O6LLMIA YPO-
BEHb CbIBOPOTOYHOIO IgA (eCNv ypoBEHb 06LLErO ChiBO-
poTto4Horo IgA < 0,2 r/n, TO y naLMeHTa cneayert uccne-
[10BaTb U UHTEPMNPETUPOBATL YPOBHM COOTBETCTBYIOLINX
aHTUTeN Knacca IgG), a TakKe NpueM UMMyHoaenpeccaH-
TOB, BO3pacT NalMeHTa U ypoBeHb yNoTpebieHns rto-
TeHa. Micnonb3oBaHMe 6e3rNMTeHOBOW ANEThbI A0 Ce-
POOrMYecKoro o6¢cneoBaHUs CHUXKaeET ero LLEHHOCTb
M He MO3BOJAET UCKOYUTb AMArHo3 LenMakuu. Ha-
3Ha4YeHWe AMETbI AOMKHO NPOUCXOANTb TONIbKO Mocne
OAHO3Ha4YHOM NOCTAHOBKM AMarHo3a y nauuneHTa aon-
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roe Bpems Haxoaswerocs Ha o6blYHOM MUTaHKKU C No-
TpebrieHneM 3/1aKOBbIX PacTeHU, COAepPKaLLUX to-
TeH/rnnaauvH [1].

BTopbiM HanpaBneHMEM B AMArHOCTUKE LieInaKnm
anseTcsd MopdoNorMyecknuin aHannms 6nMonTaTtoB Ciu-
3MCTOM 06O0MOYKM AUCTalIbHbIX OTAENOB ABeHajuaTu-
NEPCTHOM KULIKKM, NO3BOASOLWAA BbiABUTb aTpodUio
BOPCUHOK TOHKOW KULLUKK, KOTOpasi MOXET ObITb TOTaslb-
HOWM, cy6TOTaNbHOM M 04aroBoun. Mi3MeHAeTCs MNNOTHOCTb
pacnosioXkeHnss BOPCUHOK, OOHapyXu1BaeTcs runepnia-
3K KPWMT, NOBbILAETCHA KOIMYECTBO MHTPa3nuTennalib-
HbIX IMMOUMTOB. [TpU HOpManbHOW TMCTONOrMYECKOM
KapTuHe AMarHo3 UeMaknn MUCKAKYaloT, a npu no-
JIOXKUTENbHbIX pe3ysbTaTax uccrefoBaHne NoBTOPSOT
nocse Kypca artoTEHOBOW AMETbl — HOpManun3auus
MOP®ONOrMYEeCKON KapTUHbI MOCNEe TaKoro Jie4eHus
NnoATBEPXKAaeT ANarHos.

[McTonornyeckne M3MEHEHUSA CNM3UCTOM 060SI0HKH
TOHKOM KULIKKW MPU LieIakun 3aKnio4atoTcy B cleny-
loweM: 1) noBbllWeHUe UHGUNLTPALMU ANUTENUA MEXK-
anuTenuanbHbiMu nnmboumntamu (M3JT); 2) runeppereHe-
paTtopHast aTpoduUs CIM3UCTON 060/104KK; 3) NOBbILEHNE
nmMmbonnasmoumTapHon MHGUNBTPaLnM CO6CTBEHHOM
NAaCTUHKKU CNM3UCTON 060/104KM [1, 7, 12, 16, 21].

B 3aBMCMMOCTM OT Ha/lM4UA U COHETaAHUSA NPU3Ha-
KOB M'MCTOJIOMMYECKas KapTuHa LefIMaknumn Knaccuouum-
pyeTcs B COOTBETCTBUM € cucTeMon Marsh (Tabnuua 2).

Ta6auya 2. TuctonornyecKkana kKnaccupukauyua Leamakum

CTa,CI,Mﬂ McTonornyeckne n3aMeHeHus

Marsh | MoBbllWeHHasa MHOUNbTPaLUS INUTENUS BOPCUHOK
Man

Marsh Il [MoBblWeHHas UHGUNLTPaALUSA INUTENUA BOPCUHOK
M3J1 + runepnnasus (yaMHeHue) KpUnT (COOTHO-
LEHWE BbICOTbl BOPCUHKKU K rNy6uHE KpunTbl Me-
Hee 2:1)

Marsh IlIA |HacTuyHasa aTtpoduss BOPCUHOK + runepnnasus
KpunT

Marsh IlIB |Cy6ToTanbHas atpodus BOPCUHOK + runepnnasung
KpunT

Marsh llIC |ToTanbHas aTpodusi BOPCUHOK + runepnaasuns
Kpunt

Marsh I. UHbuneTpaums anutenms BOPCUHOK NTUM-
dounTamMmn — camoe paHHee rmcToorMyeckoe nposiB-
JIEHUE MMI0TEHOBOM 3HTEponaTuu. Noacyet nanmdoanu-
TeNnanbHOro COOTHOLLEHUSI PEKOMEHYeTCS NPOBOANUTb
Ha UMMepPCUOHHOM yBennyeHun (x900-1000) B Tpex
ydyacTKax Haubonee BblpaxXeHHON UMPOLUTapPHON
MHOUNBTPaLKUKM snuTenuns. NpuUHLKUNUMansHO OueHMBaTb
MHOMNbTpaunio M3JT UMEHHO B 3NUTENIMM BOPCUHOK,
a He B anuTenuu KpunT. HopmanbHoe codep)aHue
M3J1 B BOpcuHKax He npeBbiwaetr 30 nMmdounToB
Ha 100 anuUTenMoLunTOoB.

Marsh Il. NepBbIM NPOSIBNEHUEM FUNeppereHepa-
TOPHOM aTPODUN CIIM3UCTOM 06ONOUYKU TOHKOM KULLIKK
ABNAETCA YAJIMHEHWE KPUNT — runeprjactMyecKas cra-
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OnS LenMaknu. Ha gaHHoM cTaauMm COOTHOLIEHWE An-
Hbl BOPCUHKMW K rMy6uUHE KpUNTbl yMeHbluaeTes Ao 1:1.
Mpu 3aTOM NapannenbHo ¢ yaJMHEHUEM KPUMT NPOUCXO-
IUT HEKOTOPOE paclinpeHne BOPCUHOK. NHOUNbTpa-
ums M3J1 coxpaHsaeTcs.

Marsh Ill. B aTpodu4ecKkux cTaguax Lenakum
NPOWCXOAMT NOCTENEHHOE YKOPOYEHME U paclLUMpeHne
BOPCUHOK NapannenbHo ¢ yrnyéneHuem Kpunt. B Ta-
KUX clydasgx CTPOEHMWEe CIIM3UCTOM 00O0JIOYKM TOHKOWM
KULWKN HanoMWHaeT TONCTYIO KULIKY. XapaKTepHbIMK

AnTtHTea KiIacca IgA k TG2

antun-TG2*

aHTH-TG2* >geMm B 10 pa3
OT BepXHeH I'DaHHIBI HOPMBI

anTu-TG2~

Her L*enuamm

aHTH-TG2* <gem B 10 pa3
OT BepXHeH I'DaHHIBI HOPMBI

EMA u DQ2/DQS8 (wer BosmoxHocTH) —» PI'JIC+oHONCHSA A/0TA. 12-I1 KHIIKH

(ecTb_BO3MOKHOCTB)

EMA% - Marsh 0-1 Marsh 2-3

DQ2/DQ8+ DQ2/DQ8- DQ2/DQ8- DQ2/DQ8+
HcknrounTs Ectp IT
Ectp IT HckmounuTh HcKII09HTh JI0XKHO+
l noxHo— HLA noxHo+ a-TG2 CEPOIIOTHIO
OI'IC+6Homncua JIOKHO— ArmoTeHoBas
ArmoTeHOBasz GHOIICHIO JTHeTa
IHeTa JIONOTHHTENBHO
(new): cepomnorus,
HLA, GuoncHA

PucyHoK 1. AMropuTmM ANMarHOCTUKM LIENIMaKun y 4eTen,/NoapOCTKOB C CUMNTOMaMu, npegnonaraiowmmm Lenvakmio (L, — uennakus) [12]

BBICOKAA
BEPOATHOCTH (>5%)

)

HH3Kas BEPOSTHOCTh
(<5%)

}

JAyoJeHalnbHAs YPOBEHb aHTH-TG2-
GHOIICHA H YPOBEHb IgA +IgA
aHTH-TG2-IgA
v ! v
+ a"TH-TG2-IgA - aHTH-TG2-IgA H - aHTH-TG2-IgA H
HH3KHH ypOBeHb IgA HopMa IgA
v v v
AyOoIeHATbHAA aHTH-TG2-IgG H/HmMH HET IelITHaKHH
GHOICHA DGP-IgG
i v I \/’
BCE - TPOTHBOPEYHE Bce +
(+tHE—HmEH-H)
v v v
HET HLA DQ2 u DQ8 LeTHAKHA
LETHAKHH TE€HOTHIIHPOBaHHE
YpOoBeHb IgA+ aHTH-
TG2/DGPIgG
JIpyrHe IPHIHHEI
arpodun

PUCYyHOK 2. ANrOpuTM AMarHOCTUKM LIeNTMaK1K y B3pOoChbIx [21]
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[N 3TON CTaAuM TaKKe ABASIOTCA MBMEHEHMWS NOBEPX-
HOCTHOIO 3MWUTENNSA CBA3AHHbIE C €r0 NOBPEXAEHUEM
M MOMbITKON pereHepaLmu.

TpyaAHOAOCTYNHOCTb TOHKOM KULLIKW ANS 9HAOCKO-
NMUYECKON ANarHOCTUKM MOXKET 6blTb MPEeoAoSieHa Npu
BHEAPEHWM B KAMHWYECKYID MPaKTUKY MeTofa Kan-
CYNbHOWM 3HAOCKOMMKU. N9 NOATBEPKAEHUS AMarHo3a
LenMakunm peKoMeHaYylT MHOXECTBEHHY 6GMoMcuio
[ABEeHaALaTUNEePCTHOM KULIKK (OAMH MKW ABa Kyco4Ka
M3 NYKOBWLbI U KaK MUHUMYM 4 13 AUCTaNbHOM YacTu
OBeHaauaTunepCcTHOM KULWIKK) [21].

CornacHo ESPGHAN-pekomeHaaunam 2012 roga
(MexayHapoaHble KpuUTepuu AMarHoCTMKM EBponen-
CKOro obLecTBa neguaTpnyecKon racTpo3HTEPOOrnn
W HYTPULIMONOTMM) AMArHO3 Lennakuun y aeten u nog-
POCTKOB AO/KEH OblTb 060CHOBaH MO pe3ynbratam
©OMOMCHM TOHKOIO KMLLIEYHWMKA, BbIMOSHEHHON Y KL C NO-
BblLWEHHbIM YPOBHEM ayTOAHTUTEN K TKAHEBOW TpaHC-
rnytammHase 2 tuna (anti-TG2) [11, 12] (pucyHoK 1).
Tem He meHee, akcnepTbl ESPGHAN cuuTatoT, 4to npu
YCNOBWWN 3HAYUTESIbHO MOBbLILLEHHOIO YPOBHSA anti-TG2
(B 10 pa3s Bbllle BEPXHEN rPaHMLLbl HOPMbI) Y UL C YKa-
3aHHbIMM Bbllle ranaotunamu pucka no HLA-cucteme
WM MO3WUTUBHBIX NO ayTOaHTMTENaM Knacca IgA K aHao-
Musnymy (EMA) anarHo3 MoXKeT ObiTb MOATBEPXKIAEH
n 6e3 61oncuu, a B cnyvae NPoTMBOPEYMBbLIX Pe3ybTa-
TOB (ABa M3 TpPeX MapKepPOB MOSIOXKUTENbHbI) PEKOMEH-
nyetcs 6uoncusa [11, 12]. InarHos uenMakun 6e3 BbisiB-
NleHuns cneunduyecknx aHtuten anti-TG2 IgA 1 NONOXMK-
TenbHbIX pe3dynstaToB 6norcuu (Marsh ll-lIl), cornacHo
TectaMm, peKoMeHaoBaHHbIM 3akcneptamu ESPGHAN,
ManoBeposITEH, HO B C/lyYae COMHUTENbHbIX pe3ynbTa-
ToB 6uoncun (Marsh O—I) Npu HanM4YMM HECKOJIbKUX
CEPONOTrMYECKUX U/UNN TEHETUYECKMX MapKEPOB MO-
eT 6biTb PEKOMEHAOBaHO WX MOBTOPHOE MCCNeao-
BaHWe M MNOBTOpHas 6Moncus, B TOM Yucne nocne nu-
LLeBOM Harpy3Ku rMOTEHOM. Y B3POC/bIX NpoBeaeHne
oéuoncun aBnseTcs 06a3aTteNibHbIM AN ANMarHOCTUKMK
LenMakMnm He3aBUCMMO OT Pe3ynbTaToB Ceposormye-
CKoro uccnegoBaHus [7, 16, 21] (pUCYHOK 2).

O6LLEeKNMHNYEeCKNe MeToabl MCCNeoBaHUs Hecne-
LMOUYHBI AN ANArHOCTUKM LieIMaK1MKn, OQHaKO OHM Mo-
3BOJIAOT BbISBUTb @aHEMMUIO, TMMIOMNPOTENHEMMIO, TMMO-
KafbLMEMMIO, ayTOUMMYHHbIE HapyLleHus, TpebytoLlme
KoppeKuuu [21].

JleyeHue

[AnarHo3s uenMakua aBaseTcs OCHOBOW A1s Ha3Ha-
YEHUSI CTPOrOM MOXWM3HEHHOW arftoTEHOBOW [AMETHI
(6a3uncHas Tepanua). [Jarke KpaTKOBPEMEHHOEe Yyno-
TpebneHnn nuuwy 6oraton rMUaguHoM agaet ObICTPbIN
MMMYHHbIW OTBET U MPUBOAUT K CEPbE3HOMY 060CTpE-
HUIO 3aboneBaHusa. [JueTa He AO/MKHa HasHa4vaTbcs
NPEBEHTUBHO UM B COMHUTENbHbIX clydasx. [TOCKOb-
Ky CyWecTByeT PUCK TUNepAMarHoOCTUKKU LEeNUaKnu,
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TO KparHe BaXHO C MNMOMOLIb Pa3/inyHbiX METOA0B
NOATBEPANTL NpeanonaraeMbolt guarHo3s [1].

OCHOBHbI€ NPUHLMMbI arntoTEHOBOW AMEThI: UCKJIIO-
YyeHWe NPOAYKTOB, COAEPHKALLMX MMIOTEH (MWEHULA, POXKb,
SYMeHb, OBEC), @ TaKXXe NPOJYKTOB, yCUIMBatoLWwmnx 6po-
AWIbHbIE U THUIOCTHbIE MPOLIECCHI; MOSHOLEHHOCTb
paLMnoHa € NOBbLILWEHHbLIM COoAepXKaHnemM 6enKka, conemn
Kanbuus, BUTaMuHa D; orpaHnyeHne MexaHW4ecKux
N XUMWUYECKUX pasapaxuTenen ciam3ncton o60/104KK
KULLIEYHUKaE;

KOppeKUMsa apyrux HapyleHusa metabonnama, ces-
3aHHbIX C Manbabcopbuuer (@HeMusl, HapyLleHNe BOAHO-
3/IEKTPONUTHOIO 6asiaHca, NOIMIMNOBUTAMMUHOS); KOPPEK-
LUMs AMcbMosa; Ha3HaYeHme LMTONPOTEKTOPOB 1 abcop-
OEHTOB TUNa CMEKTHI [5, 6].

KnuHnyeckum adbbeKT arnoTeHoBOW AUETbl NOSB-
NI9eTcs cnycTa 2 Hefaenu cobnoaeHuUs arntoTeHOBOK
aneTbl, HO Ana 60nee OOCTOBEPHOr0 BbISCHEHUA ee
3ddeKTMBHOCTU TpebyeTcs He MeHee 1,5-2 mecsueB
aveTotepanun. [MaBHbIM NPUHLUMNA arfitloTEHOBOW AMETHI
3aK/oYaeTcsd B 3anpeleHnn ynotpebneHusa niueHu-
Lbl, PXXW U A4YMeEHS. ECTb MHEHME, 4TO OBEC (COAEPKMUT
rNIOTEH @aBEHWH), Aaxe Npu AIuTenbHOM ynoTpebne-
HWU, HE BbI3bIBAET LE/IMAKMUIO, HO MOXKET CMPOBOLIMPO-
BaTb 060CTpPEHWE MUagMH3aBUCUMOKN JHTEponaTuu.
Kpome Toro, oBec MOXeT UMeTb 3arpsi3HeHuUst Apyrumm
3/1aKaMu, NPOTUBOMNOKa3aHHbIMU NPU LIENTMaKnn (He3Ha-
YUTENbHbIE KOMIMYECTBA MWEHULbI, PXKU, SUMEHS) [7, 12,
13, 16, 21]. PagpelaeTcs ynoTpebnaTb NPOAYKTbI, CO-
nepxauwue He 6onee 1 mr roteHa Ha 100 r npoaykTa:
KyKypy3a, puc, rpeyvka, kaptodpesnb, 6060Bble, 0BOLLM
N GPYKTHI.

lpun opraHM3auunn arnoTEHOBOW ANETLI BaXKHO 3HaTb
COCTaB MULLEBbLIX NMPOAYKTOB M HEe UCMOJib30BaTb Te
M3 HKUX, KOTOPblEe MOrYyT CTaTb MCTOYHUKOM «CKPbITOrO
rntoteHa». O BO3MOXHOM HaJIMinK rOTEHA B NPOAYK-
Te CBMAETENbCTBYET YKa3aHWe Ha cneaytolmMe KoMno-
HEeHTbl B €ro cocTaBe: r’MAPOIM30BaHHbIM pacTUTeNb-
HbIn 6enoK (HVP, HPP) (KpoMe cOeBOro 1 KyKypy3Horo);
MyKa (KpOMe pUCOBOM, KYKYpPY3HOW, KapTodenbHOw,
COEBOW); conof (KpoMe KyKypy3Horo); Kpaxmals (Kpome
KYKYPY3HOro 1 KapTodesbHOro); MoanduLnpoBaHHbIn
KpaxmaJ (Kpome KYKYypy3HOro n KaptodesnbHoro); cta-
6MNN3aTop; apomaTmn3aTop; aIMybraTop 1 Apyrue TOHHO
He 0603Ha4YeHHble nNuiLeBble fo6aBKu. [Npu cocTaBne-
HWUW arntOTEHOBOM AUETbI PEKOMEHAYETCS MNONb30BaTh-
csl cneumanbHbiMy Tabnunuamu [1]. Ana opraHusaumm
CTPOron arntoTeEHOBOW AMETHbI BarKEH HE TOMbKO TWa-
TeNbHbIM BbIGOP arntoTEHOBbLIX MPOAYKTOB, HO U UCKIIIO-
YeHMe NUX KoOHTaMUHaLUMK MIOTEHOM U3 MNULLEBLIX MPO-
[YKTOB, KOTOPbIMU NMUTAIOTCA APYrUe YneHbl CEMbM.

Mpn pedpaKTepHON LEeMaKkum NoKasaHo Ha3Have-
HWe npeaHn3onoHa B gose 7,5-20 mr/cyT ¢ nocneny-
IOLLMM CHUXKEHWEM CYyTOYHOM A03bl A0 UHAMBUAYAIbHOM
noaaepxuBatwllen. B cnyyaax orcytctBua adbdekTa
OT CUCTEMHOIO NPUMEHEHUS FMIOKOKOPTUKOCTEPOUIOB
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Ha3HavyalT UMMYHOAEeNpPeccaHTbl (a3aTUOMNPUH, LIMKO-
CMOPUWH, KNagpubuH UM BbICOKOLO3HYIO XMMUOTEpPa-
Muio C ayTONIOrMYECKON NepecagKon CTBONOBLIX Kie-
TOK), @ TaKe 6uonormyeckme areHTbl (MHGankcumao),
a npu ux HeaPpOEKTUBHOCTM — MOSHOE NapeHTepasb-
Hoe nuTaHue. [1, 5, 16, 21].

B HacToslllee BpemMa akTMBHO pa3pabaTtbiBatoTcs
W Opyrue crnocobbl nevyeHns Lennakum: depmeHTHas
Tepanus C WUCMNOJIb30BaHWEM MNPOWUSIIHAONENTUAAS
(M3n, PEPs), B TOM 4ucne rnytamuH-crneynduyeckon
3HOOMNPOTEA3bl, PaCLLENISIOWMX MIOTEH U CHUMXKAIOLLMX
€ro TOKCUYHOCTb; Tepanus NpobuoTuKamm, CNOCOBHbI-
MU K rMApoNnay roTeHa (6aktepun wramma VSL#3);
reHeTM4yecKkas MoaMdUKaLmMs INI0TEHCOAEPHKALLUX 3ep-
HOBbIX C LIE/IbI0 CHUMXKEHUSI COAEPIKAHUSA B HUX UMMY-
HOTOKCUYECKMX NenTULO0B; UHTMOUPOBaHWe 6enKka 30-
HY/IMHA, PErYINPYIOLLErO KULLEYHYIO MPOHULAEMOCTb;
MMMYHOMOZY/IMpPYIOLWaa Tepanusa, BKJYatowasa npu-
MEHEHWE aHTUTENl K UHTEPNENKUHY-15, ceNleKTUBHOe
MHrM6UPOBaAHWE TKAHEBOW TPaAHCINyTaMMUHa3bl TOHKOWM
KULWKK; MCNONb30BaHMe cneundryiecKon BakLMHbI, Bbl-
3blBalOLLLEN Pa3BUTUE TONIEPAHTHOCTU K MIOTEHY [2, 16];
METO/bl JiIe4eHUs, OCHOBaHHbIE Ha pPa3pyLEeHUN 3Nu-
TOMOB [MlOTEHA C NMOMOLLbIO crneundUYecKmnx npoteas
n 6noknposaHmumn HLA-DQ2 1 DQ8 [7, 16]. HekoTopble
M3 3TUX pa3paboToK MOKa OLEHWBAIOT KaK Henpej-
CKagdyeMble Mo CBOMM adpdeKTam Uan orpaHUYeHHble
Mo BO3MOXHOCTW OCYLLECTBNEHUS, TOrAa Kak OTAeNb-
Hble HanpaBJ/iIEHWS BCE e MMEIOT onpeaeNieHHble nep-
CMNEKTMBbI, U, BO3MOXHO, B 6ivxKanwem oyayuem 6y-
AYT BKJIIOYEHbl B Tepanuio NauveHToB, CTpadatolmx
Lenmaknen, xota posib UX B JIeHEHUU OKOHYaTeNbHO
elle He onpeaeneHa [2, 16].
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