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L[eJ'II/IaKI/ISI — ayTOMMMYHHoOe 3aboneBaHre, paclpocTpaHEHHOE MOBCEMECTHO, Pa3BUBAlOLLleeCs Y TeHETUYECKU Tpel-

PaCIIONOXEHHBIX JITofeil TPy ymoTpebaeH B MUILLY TJTI0TeHa U MPOSIBISIONIeecs] SHTepornaTrueil 1 BHEKUILIEUHBIMU TTPU-
3HaKaMM WIK IpoTeKarolee beccuMnToMHo. Llennakust mpu3HaHa onHoON 13 Hanbonee 4YacTo BCTPEeYAOLMXCsl TeHeTH-
yecknx Oore3Hell Ha IUIaHeTe ¢ pacrpocTpaHEHHOCTHIO OKomo 1%. B ob630ope cucTemaTu3npoBaHbl TaHHBIE JTUTEPATYPHI,
Kacaroluecs: SMUIeMUOIOTMH, MaTOreHe3a, KIMHUYECKONM KapTUHBI, TUArHOCTUKM U JiedeHUs Lenrakuu. OmucaHbl
ncropuyeckue 1 reorpaduyeckrie 0COOEHHOCTH PaclpoCTpaHEHUs LeTUaKUK, CBSI3aHHbIE C TOTpeOJIeHneM MIIeHULIbI
u Murpanueil HaceneHus. [TaToreHes 3aboneBaHust 00YCIOBIEH KaK FeHeTUYeCKUMU (aKTOpaMU, B YACTHOCTUA TUIIOM
yesoBeuecK X JeiikounutapHeix aHTureHoB (HLA), Tak 1 meficTBreM oKpyxKarollel cpefbl, ynorpebtieHreM B MUILLY T
TeHa. [IpuBeneHa kiaccuduxkauusi, oObeIUHSIONIAs PSI TTIOTEH-aCCOLIMMPOBAHHBIX 3a001€BaHUI, pa3IMyalOLIUXCs 110
MeXaHM3MYy pa3BUTHSI U KIMHUYECKUM MposiBIeHUsIM. Llennaknst MoXeT KIMHUYeCK MaHU(eCTUPOoBaTh KIacCUIecK -
MU ¥ aTUITUYHBIMU CUMIITOMAaMU WX MPOTEKATh B CKPbITON hopme. OObIYHO OHa MPOSIBIISIETCS] B pAHHEM [ETCTBE M10CIe
BBEIEHMUS B PALIMOH 371aKOBBIX MPOIYKTOB CUMIITOMAMU XPOHMYECKOI Trapeu, 3a1epXXKoil pocta 1 pa3BuTusl. Llennakust
pa3BUBAETCS Ha MPOTSKEHUU BCell KU3HU U MIPU OTCYTCTBUU JIEUEHUSI MOBBILIAET 3a001€BaeMOCTh 1 CMEPTHOCTD. Jlnar-
HOCTMKa OCHOBaHa Ha HAJIWYMM aHTUTEN K TKaHEBON TpaHCIIyTaMHUHa3e, NeaMUIMPOBAaHHBIM MeNTHIaM MhainHa 1
pesynbTatax Ouorncuu. [IpencTaBieH alropuT™M MHTEPIpeTallMy Pe3ylbTaToOB MCCIEN0BAaHUI B IUArHOCTUKE LeTUaKUU.
OcsaellieHO 3HaueHNe Oe3rJIIOTEHOBOI AMeThl M HOBBIX IMperapaToB B JedeHUU uenrnakuu. OmucaHbl TaKue MyTH CHU-
SKEHUS TOKCMYHOCTU TJIIOTeHa Uil OOMBbHBIX LieTMaKueld, KaK TMIponr3Hast MonuduKauus rivaniHa, yMeHblIeHe
BCAachIBaHUSI IJIIOTEHA, CHUKEHNE aKTUBHOCTH UMMYHHOTO OTBeTa.
KiroueBble ciioBa: 1ieakus, IIIOTEH, TOMTMHEBPONATHS, aTaKCHsl, OE3rJIIOTeHOBas A1eTa.

Anpec mis repenucku: kopishinskaya@gmail.com
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MODERN CONCEPTS OF CELIAC DISEASE

S.V. Kopishinskaya

Nizhny Novgorod State Medical Academy, Nizhny Novgorod, Russia

Celiac disease is widespread autoimmune disease, which develops in genetically predisposed individuals in case of
gluten intake and manifests as enteropathy and extraintestinal signs or without symptoms. Celiac disease is recognized
as one of the most common genetic diseases in the world with about 1% prevalence. The review organizes literature data
concerning epidemiology, pathogenesis, clinical presentation, diagnosis and treatment of celiac disease. The historical and
geographical features of the celiac disease prevalence associated with the wheat consumption and human migration are
described. The disease pathogenesis caused by both genetic factors, in particular the human leukocyte antigens (HLA) type,
and the environmental influence, the gluten intake. The classification uniting a number of gluten-related diseases, which
differ in the development mechanism and clinical manifestations, is described. Celiac disease can clinically manifest by
classic and atypical symptoms or occur in a latent form. It usually manifests in early childhood after the introduction of the
cereals into diet with symptoms of chronic diarrhea, delayed growth and development. Celiac disease develops throughout
life and increases morbidity and mortality if left untreated. Diagnosis is based on the presence of antibodies to tissue
transglutaminase, gliadin and deamidated peptides and biopsy results. An algorithm for the interpretation of the diagnostic
findings in the celiac disease diagnosis is presented. Significance of gluten-free diet and new drugs in the celiac disease
treatment is highlighted. Different ways to reduce the gluten toxicity for celiac patients are described, such as gliadin

hydrolysis modification, gluten intake decrease, immune response activity inhibition.
Keywords: celiac disease, gluten, polyneuropathy, ataxia, gluten-free diet.

Lennakus — ayrouMMyHHOe 3aboneBaHue, pac-
MPOCTpaHEHHOE TIOBCEMECTHO, pa3BUBAloOIIeecs Y
FeHEeTUYEeCKU TPeNpacioloKeHHbIX JIlofed mpu
yrnorpebneHun B nuiny riuroreHa [18, 41]. [mroren —
coOMpaTeNbHbI TEPMUH ISl TAKUX OEITKOB 3J1aKO-
BbIX PacTE€HUIi, KaK TJIMaluH U TJIIOTeHUH.

Krnaccnueckre CUMITOMBI LETUAKUU BKIIIOYA-
[OT TMapero, CTeaTopero, MOTePI0 MacChl Tela BCIe-
ctBue Manbabcopbuuu. Okono 50% OOIbHBIX MMe-
[OT BHEKMILEUHbIE MM aTUTMUYHbIE TPOSIBIECHUS:
aHEMMUIO, OCTEOOopo3, TepreTudOPMHBIN TepMaTHT,
TUTIONIIa3u 0 3yOHOM AMaiv U HEBPOJIOTMYecKue Ha-
pymrerus [18]. PazHooOpa3ne KIMHUYECKUX THUIIOB
00yCTOBJIEHO FeHETUYECKUMU U UMMYHOJIOTMYECK U~
MU TIpUYMHAMU, BpeMeHeM MaHudecTaluu, crerne-
HbBIO TTOBPEXKAEHUST CIM3UCTBIX 000M0UeK, MUIIEBbI-
MU TIPUBBIYKAMU U TTOJIOM.

DIHIeMA0IOTHS

Panee mpenmonaraiu, 4To HeTUaKus TTOpaskaer
HUCKJTIOUUTEIBHO JIFOHel eBpOIeoMIHOM pachl, Of-
HAKO BBISICHUJIOCH, YTO OOJNIE3HBb pacmpocTpaHeHa
TOBCEMECTHO [9]. DnumeMuonornuyeckue ncciaemnoBa-
HUS B perMOHaX, MPeaonoXUTeTbHO CBOOOIHBIX OT
LeTaknuu, Takux Kak Adpuka, brmxnauii Boctok,
Asus, KOxHaga Amepuka, IoKasaau, 4YTO OOIe3Hb
TaM pacrpocTpaHeHa, HO e€ penKo TUarHOCTUPYIOT.
DTU MaHHbBIC TTONTBEPINIIN, UTO HEeTUAKUS SIBISIET-
cs1 OMHOI U3 Hanbosee pacpocTpaHEHHBIX Haclel-
CTBEHHBIX OoNe3Heil U pa3BUBAETCS MPU HATUYUU
MTPEIPacIoNOKEeHHOCTU U OeCTBUS (PaKTOPOB OK Py-
JKalOIIed cpelbl, B IepBYIO ouepeb TII0TeHa.

PacnipocTpaHeHue LieIMakKdM B MUpe LUIO B
HOTy C IOTpeOjieHMeM IIIEeHUIbI W MUrpanuein
HaceneHusi. JIToMyM M3HAYaJbHO TUTAINCh MSICOM,
oBollaMu, (PpyKTaMu U He MCIOIB30BAJIU IJIOTEH-
conepxxarniue Kpyrnbl. Jlumps 10 000 jer Hazan B Ma-
JIeHbKOM paiioHe biauxkHero BocToka, Ha3biBaeMOM
«[TmomoponHbIi Tomymecsilly, Hauyaly BbIPAIMBATH
3nmakoBble KynbTypel [9, 18]. C rora pernoH orpaHu-
yeH CHUPHUIICKOM U ceBepo-apaBUMCKUMM ITYCThIHS-
mu CaynoBckoil ApaBuu, ¢ toro3anana — CuHaem, ¢
3amana — Cpenn3eMHBIM MOPEM, C ceBepa — XpebToM
TaBp 1 ApMSIHCKUM HaropbeM, ¢ BOCTOKa — ropaMu
3arpoc. B atux mecrax ¢ OOTBIIMM KOJMTMYECTBOM
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0CaJKOB KYJIbTUBUPOBAIU MUKYIO TIIEHUIY W S4-
MEHb.

Hekoropble mieMeHa mepexoiauyin OT KO4eBOro
K ocemoMy o0pa3y XW3HW W 3eMJISIeNTI0, MUTPH-
poBajii B JajibHEWIleM Ha 3amaj Jisi OCBOSHMSI
HOBBIX 3eMeTb. DTU JIoau paccenuauch no Cpenu-
3eMHOMOpBIo 11 LlenTpansHoit EBporie B mepron ¢ X
no III Teicsiuenerue mO H.3., PACOPOCTPAHUB KYJb-
TYpy BbIpalllBaHUSI MIIEHUIbI U STUMEHS 10 BCeMy
Crapomy Cgery, mocturayB CesepHoit Esporbl. C
TexX mop eBpomnednbl U xutean CeBepHoil Adpuku
TIEJISIT CBOM TeHeTHMYeCKUii MaTeprual ¢ HacelleHueM,
npuienmumM ¢ bimxkHero Bocroka.

B mocienHue rombl MHOXECTBO paboT ObLIO ITO-
CBSILLIEHO BBISIBIEHUIO T€HEeTHMYeCKUX MPUYUH pas-
BUTHS IeJIMaKUU B Pa3HBIX MOMYISIUAX. bblin
ycTaHoBleHbl Takue reHbl, Kak CELIACI Ha Xxpo-
mocome 6 (HLA-DQ2/8), CELIAC2 B nokyce 5q31-
33, CELIAC3 B nokyce 2q33 (peryiasTopHbIE TeHBI
T-numdonurtoB) u CELIAC4 B nokyce 19p13.1 (ren
muo3uHa). ['enHble acconnanun PARD3 u MAGI2
ObLTM OOHApY:KEHBI MpY IeTuakuu B JlaHUU U 1Ipu
SI3BEHHOM KOJIMTE, YTO MOXKET yKas3blBaTb Ha OOII-
HocTh atux 3abonepaHuit. ['en HLA-BS riaBHoro
KoMIiekca rucrocopMectuMmoct (MHC 1) accouu-
MpoBaH ¢ Leauakueir B Aimkupe, Upake u Typuuu,
red HLA-A25 pacnipocTpaHEH y mereli ¢ meanakuei
B Typuuu [11, 13, 22].

PacnipocTpaHEHHOCTh LEIMAKUU MPEKAe Hemo-
OLIEHWBAJIM, HO ceifuac oHa TpU3HAaHA ONHUM U3
Hauboree YacTO BCTPEYANOIIUXCS TeHEeTHMYeCKUX
3a0oneBaHUil Ha IJIaHeTe C PaclpoCcTpaHEHHOCThIO
okono 1% [40]. CyiecTByeT mepeBec B CTOPOHY JKeH-
ckoro HaceneHus (1:2,8), uTo oOBSICHSIOT Oornee
MO3MHel TMarHOCTUKON Oone3Hu y My>kuuH [43]. B
UMerolIXcs pabotax NaHHbIE TPYIHO COMOCTABUTD,
MMOCKOIBKY aBTOPbI TTPUMEHSIIOT pa3Hbie KPUTEPUU:
B OOHUX — CepoJOrMuyecKue, B Opyrux — Mopdomno-
ruvyeckre (OMorcusi TOHKOM KUIIKH), B TPETbUX —
KOMIUIEKC CEepOIOrMYecKuX, MOpPGhOTOrMYecKux u
KJIMHAYECKUX (OTBET Ha O€3rJIIOTEHOBYIO HUETy —
BI'Jl) xputepues.

PacnipocTpaHéHHOCTH 1€ TMaKUU B cTpaHax EB-
porbl 61mu3Ka K 1% 1 MoXKeT ObITh BBIIIE B CTpaHax
Ceseproit Epporer [18]. B CkaHomHaBCKHMX CTpa-
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Tabauya 1

I'pynmbi BHICOKOTO pUCKa pa3BuTHs nemakuu [17]

Llennakus y poncTBeHHUKOB, 0OCOOEHHO IepBOil TMHUK POACTBA

AnHemus, ocobeHHO Xene3oneuiuTHas

OcreoneHnueckre 3ab0neBaHmsT KocTei

CaxapHblii 1raber 1-ro TUMa, 0OCOOEHHO y AeTeit

3aborneBaHusl TIeYeHU, OCOOEHHO ayTOMMMYHHBIII TeMaTUT ¥ TepBUYHbIN OMJIMapHBII LIUPPO3

l'eneTnueckme 3aboneBaHmsI, BKIoUast ciHIpoMbl JlayHa u TépHepa

AyTOI/IMMyHHaSI 5HIIOKPUHOIATHS, 0COOEHHO 3a00/eBaHMS LIUTOBUIHOMA XK ee3bl

BonesHu Koxu, ocobeHHO reprneTudopMHbIN T1epMaTUT

HCBpOIIOI‘T/IquKT/Ie HapyureHus, BKIO4Yasa aTaKCUIo, SIMUJICIICUTO, TTOTUHEBPOITAaTUIO [16]

Ilpyruie COCTOSIHMS, BKJIIOUasi MMMYHOITIOOYJIMH A-HEBPOIaTHio

Hax, HWpnanauu, AHIJIUM pPacmpocTpaHEHHOCTh
coctasnsier 1,0-1,5%. Ha ocHoBaHMM naHHBIX OuoM-
CHM 3T0POBBIX TOHOPOB KpoBHU B JlaHWU pacmpocTpa-
HéHHocTh coctaBuia 1:330 [39]. [To maHHBIM MOp-
bOIOrnYecKkoro U CepoIoruyeckoro MCcaemnoBaHmi
B rpymiie u3 3654 nereii B Bo3pacre 7-16 et B PuH-
JISHIUW PacipocTpaHEHHOCTh cocTaBuia 1:99 [32].

PacrpoctpaneHue Oone3HU cpeiu neTeil B ce-
MbSIX IMMHATpaHTOB 13 Bocrounoit EBporsl, CeBep-
Hoii, Boctounoit n 3amanHoii Adpuku, biamxHero
Bocroka m IOkHOII A3um mocie IepeceleHus] B
cTpaHBI 3amanHoil EBponbl cBSI3aHO ¢ TTOSIBIEHUEM
3araqHbIX THUIIEBIX MPUBbIYEK, TAKMX KaK KOpOT-
KUl Ieprof I'PyJHOr0 BCKapMJIMBAaHUS VJIU €ro OT-
CYTCTBUE, paHHEee BBeleHMEe TIPUKOpMa C OOIBITM
comep:KaHWeM TIioTeHa [6, 7]. DTo moka3bIBaer,
YTO MpPU HAJIUUYUUA TEHETUYECKOil IIpeapacroio-
JKEHHOCTHM KJIMHUYECKWE TIPOSIBICHNUST pa3BUBAIOT-
Cs1 JIUIIb ITPY TOCTATOUHOM ITOCTYIIEHU Y TJTFOTEeHa
C NULLEH.

I'pymnbi pucka

B monynsuuu 6e3 KaacCUYeCKMX CUMIITOMOB,
TaKWX KakK Juapes W IIOTepsT Macchl Tela, ecTh
IPYIIIBI BBICOKOIO PUCKA MO Pa3BUTUIO LeTUAKUU
(tab6n. 1). Haubonee 3Ha4MM HaclleACTBEHHBIN (ak-
TOp: TPY HAJIMIUHN TeTMaKUH, TTONTBEPK IEHHOM 110
IaHHBIM OMONCUM, PUCK pa3BUTUsS 3aboneBaHUS Y
POICTBEHHMKOB ITepBOil JTUHUM cocTaBnser 20% u
6omee. PacripocTpaH€HHOCTD B TpyIIax pucka Mo-
JKeT HapacTaThb cO BpeMeHeM. Tak, B McclenoBaHUH,
nposenéHHoM B LlBermu, pacnpocTpaHEHHOCTh
KIMHUYECKN MaHU(ECTHOM LIeTNaKnuy B Havaje 3a-
OoneBaHUsI caxapHbIM guabeToM 1-ro TMMa COoCTaBU-
na 0,7%, a Mo pe3ynbraTaM S-IeTHEro HaOMIOmeHMs
nmocturaa 10% [26].

TakuM o0pa3oM, pacOpoCTpaHEHHOCTh IIeIU-
aKMU B 3HAYMTEJbHOW CTEMeHW 3aBUCUT OT THIIa
TE€HOB TKAaHEBOI COBMECTHUMOCTU 4YeloBeKa (JIeoBe-
YeCcKMX JeHKOUUTapHbIX aHTUreHoB, HLA) u mo-
TpebneHus TIoTeHa. B Momyssiium ¢ CooTBeTCTBYIO-
UM T€HOTHUIIOM PUCK Pa3BUTHUS IETUAKUNA BBHICOK
MpY yCIOBUM UHTEHCHUBHOrO yIoOTpedieHUs B MUIILY
ratoreHa. OgHaKO B TMOMYISILUK OOMBHBIX caxap-
HBIM nHabeToM, ayTOMMMYHHBIMU 3a0071eBaHUSIMU
Wy POINCTBEHHUKOB MMEPBOM JTUHUU PUCK Pa3BUTHS
LeTMaKUU ellé BbILIE.

DTHOJIOTHS M IIATOTeHe3

Lennakusi — sHTeponaTusi, TPUITEPOM KOTO-
POl CTaHOBWUTCS TIOCTYIJICHWE C THUIIIEN TAnagnHa
U IPYTUX TPOIAaMUHOB Y T€HETUYECKU TPeIpacro-
JIOKEHHBIX Jrofneit. ToHKasi KUIIKa pearupyer Ha
yrorpebieHne MIIeHUIIBI U IPYrUX 3epPHOBBIX KY/b-
Typ, TAKMX KaK STYMEHb U POXKb, B PEAKUX CIydasix
oBéc. benku ramanrHa OKas3blBalOT MMOBPEX Iatoliee
NeiiCcTBUe, TTOCKONbKY OHU PE3UCTEHTHBI K THIIeBa-
pUTETbHBIM (epMeHTaM, UMEIOT aMUHOKUCIIOTHbBIE
rmocjenoBaTeIbHOCTH, crenuduunbie mist HLA-
DQ2, n rryraMuHOBBIE OCTATKW IJIsSI Ne€3aMUHUPO-
BaHMSI MOCPEACTBOM TKaHEBOI TpaHCIIyTaMUHAa3bI,
HapylIaloT MPOHUIIaeMOCTh MeMOpaH B KUILIEUHUKE
[18]. Tpurrepamm menrakuu, Kpome TIIOTeHA, TIPU-
3HaHbl MHMeKIuKn (ameHoBupyc 12-ro TUIla, BUPYC
renatuta C, poraBupycHasi 1 SHTEpOBUpPYCHAsl WH-
dexkum, 3aboneBaHus, BeI3BaHHBIe Campylobacter
Jjejuni, Giardia lamblia), paHHee IIpepblBaHUE I'PYyTHO-
r'0 BCKapMJIMBaHUS M SKEHCKUI 1o [42].

HacnencrBeHHOCTh UTrpaeT Ba>KHYIO pOlib B pas-
BUTUM IeTMAaKWU, UTO TMOOTBEPXKAAETCS BbICOKOM
KOHKOPIAHTHOCTBIO Y MOHO3UTOTHBIX OJM3HELI0B
[37]. PacipocTpaHEHHOCTh LIETMAKUU Y POICTBEH-
HUKOB IepBoOii TMHUM cocTaBisier 17,6% cpenu cec-
1ép, 10,8% cpenn 6paTheB U 3,4% cpemw pomuTeneit
60ombHBIX [35].

T'enorun cucrembl HLA ompenensier puck Leau-
akun Ha 30-50% [23, 35]. OcHOBHOI TeHETMYeCKHIA
dakTop — HLA-DQ2/8, pacnonokeH Ha XpoMOCo-
Me 6. Myrauuu B rene HLA-DQ2 umeror 95% 6onb-
HBIX, 5% manmeHToB uMeroT rereponumep DQS [18,
35]. Llennakust accounupoBaHa He TOIbKO C TeHAMU
koMmriekca HLA, Ho Takske u ¢ 250 npyrumu reHa-
MU. OHU BHOCST OONBLION BKJIAI B F€HETUYECKYIO
MpeapacroiokeHHOCTb K 6Q7Ie3H!, OMHAKO KasK bl
13 HUX B OTOEIBbHOCTU MMeEeT orpaHUYeHHOoe 3Have-
HUeE B pa3BUTUM 3aboneBaHus. Takum obpasom, 1ie-
JINaKUs XapaKTepu3yeTcsl TeHETUYeCKUM TOMMOp-
dusmoM. PesynbraTom skcrpeccun reHoB HLA mipu
LeIMAaKUU CTAHOBUTCS, B ITEPBYIO OUepelb, U30bITOU-
HBII UMMYHHBIT OTBET Ha OEKU TJIFOTEHA.

UzBectHo, uto mo 30% mnonyrsnuu 3aman-
Hoit EBpOIbI MMEIOT COOTBETCTBYIOLIMI TE€HOTHUIT
HLA-DQ2 u B OGONBIIMHCTBE CBOEM YIOTPEOISIOT
MILEeHUILY, B TO BpeMsl KakK JHIIb Y 1% pa3BuBaer-
cs1 uenuakus [21]. DTo moaTBepXkKaeT, YTO BOCIIPU-
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Puc. 1. Knaccudukanus riroreH-accouMpoBaHHbIX 3aboneBaHuil [41]

MMUYMBOCTh OIpPENENsieTCs KOMITJIEKCOM BHEIIHUX
W BHYTPEHHUX YCIOBHI, TaKMX KaK OCOOEHHOCTH
BPOXKIEHHOIO M IPUOOPETEHHOr0 UMMYHUTETA, Te-
HeThueckre (aKkTOpbl, ONMpenensionue CTPYKTypy
1 GYHKIIMA CIU3KUCTBIX 000T0YeK, TPUEM TITIOTEHA.
Takum ob6pa3om, maToreHe3 LieIMaKUKU CBSI3aH KakK
C TEHEeTUYeCKMMM (PaKTopamu, TakK U C JeiliCTBUEM
OKpY>KalowLleil cpebl.

Kimnuyeckas kapTuHa

B mocnemHme rombl ycraHOBIEHA PONTb TITIOTEHA
B TaToreHese psijua 3aboneBaHUIA, Pa3aIndyaroLIuXCs
10 MEXaHW3MY Pa3BUTHUS U KJIMHUYECKUM TPOsIBIIe-
HusaM. Kiraccndukanms rrroTeH-accorn poBaHHBIX
3aboneBaHM, TIPeIJIOKEeHHasl TPYIIO SKCIIEPTOB B
2014 1., 1 MecTO HeTNaKUU B UX PSIIy IPeCTaBIeHbI
Ha puc. L.

Llennakusi MOXeT MMEeTh pa3Hble KITMHUYECKUE
dopmbl. KnuHnyecku maHudecTanusi BOSMOXKHa B
KJIAaCCMUECKO MM aTUITMYHOI dopMme [2, 25, 36].

Knaccuuecxas ¢popma ornpenensiercs B 11000M BO3-
pacre U yalle BCero XapakKTepu3yercsl TUIepruiasu-
el KpUIT, aTpodreil BOPCHHOK M KIWHUIECKAMU
npusHakaMu Malbabcopbuun. Llenmakusi oObIYHO
MPOSIBJISIETCSl B paHHEM NIEeTCTBE IOC/ie BBEIEHUS B
pPallMOH 3JIaKOBBIX TIPONYKTOB CHUMIITOMaMU Xpo-
HUYECKON nuapeu, 3a0epXXKKOW pocTa M pasBUTUS,
yBenn4yeHreM o0béMa KuBoTa [3]. Y B3pOCIBIX KIIH-
HUYecKasi KapTHa Jallle MaJJoOCUMIITOMHasI: 601 B
JKUBOTE, METEOPU3M, BMU30IMYecKasi nuapes, acTe-
HUYECKUI CHIPOM.

Amunuunas ¢opma XapaKTepu3yeTcsl TOIOXM-
TeIbHBIMU Pe3yJIbTaTAMK CEPOIOrMYECKOro UCCIen0-
BaHUSI, MUHUMAJTbHBIMU HAPYIIEHUSIMU CITA3UCTON
000JTOUKY TOHKOIM KUIIIKY WA OTCYTCTBUEM KHIIIEU-
HBIX CUMIITOMOB. BMecTe ¢ TeM, ecTh BHEKUILIeUHbIe
MPOSIBJIEHNsI, B YaCTHOCTU OCTEOIopo3, Gecruionue,
Kene3onedUIUTHAST aHeMUsl, HU3KUI pOCT, CTea-
TO3 IIeYEHU, PeKyppeHTHass abaoMUHalbHasi 0OJb,
METEOpU3M, reprneTruOpMHBII NepMaTUT, TUTIOIIa-
3UsT BMaJIu 3y0OB, aTaKCHsl, ajloMerusl, epBUYHBIN
OUIMapHbId  LMpPPO3, TUIEepTpaHcaMUHa3eMusl,
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PELMAVBUPYIOIIMI adTO3HBIN CTOMATUT, MUACTe-
HUsI, MUAOIUIETHS, PEUANBUPYIOLIAI TTepUKapIuT,
rcopuas, TOIMHEBPONaTUS, IMUIENCUs], BAaCKYJIUT,
IUaTallMOHHAs KapIuOMHUOIaTUsl, TUIO/TUTIEPTH-
peonnusMm [1, 4, 16].

Ckpoimas (namenmuas, 6ecCUuMnmoMHast) Gopma
orpenensieTcss Mo HaJIMYMIO Ipenpacroaararole-
ro rena HLA-DQ?2 u/unu HLA-DQS, HopManbHOI
CITU3UCTON O00ONOUKM KUIIEUHUKA M, B HEKOTOPBIX
cnydasix, creurdrueckux aHTUTeNl. BHekueuHble
MpU3HAKK U M3MEeHeHUsT B OuornTaTe oOHapy>KUBa-
[OT JIUILIb NP MpuéMe IIIoTeHa. B penkux ciydasx,
00bIYHO y TanueHToB crapiue S50 JIeT ¢ XOpouIuM
addexkTom or HaszHauyeHHMs BI'l, co BpemeHeM pas-
BUBAIOTCS XapaKTepHble CUMIITOMbI M M3MEHEeHUsI
B Omomrare, HecMoTpsl Ha cobmromeHne BI'J] [18].
Hannasa dopma O6ome3HUM HOCUT Ha3BaHUE peppak-
mepnoii. I1py n3HaYaIbHOM OTCYTCTBUU 3peKTa OT
BI'Jl mpuMeHSTIOT TepMUH «CITPY-ITomo0HasT 60Ie3Hb
KHIIEYHUKA» WIN «HeKJTacCuDULIMPOBAaHHAS CIIPY».
Llenuakusi pa3BUBaeTCsl Ha MPOTSKEHUU BCei SKM3-
HU W TIPU OTCYTCTBUU JIeYEHUST TIOBBITIIAET 3a00reBa-
e€MOCTb U CMepTHOCTD [10].

JImarHocTuka

OCHOBHBIE HCCIIENOBaHUS, TPUMEHsIeMble ISl
MUAaTHOCTUKY LeTUaKUU:

1) 6uorncust CIU3MUCTON 0OONTOYKM TOHKOM KHII-
KM — «30JI0TOi CTaHaapTy;

2) tunupoBaHue mo reHam DQ2/8 cucrembl
HLA,;

3) ompemneneHre YpoBHSI aHTUTEN KJIAacCoB A U
G K mMMaguHy W JeaMUIMpPOBaHHBIM OenkaM IJd-
aJHa, aHTUTEN K SHAOMU3KIO U TKAHEBOM TpaHC-
rIyTaMiHase (4yBCTBUTEIBHOCTD U CelU(MUUHOCTh
98-100%).

EBporieiickoe O0OIIECTBO TETCKUX TaCTPOIHTE-
POJIOTOB  YCTAHOBUJIO AUATHOCTUYECKUE KPUTEPUU
neavakum y mereit B 1970 r. [34]. Ina monmTBep:k-
NeHUs TrarHo3a HeoOXOMMMBbI pe3yJbTaThl TPEX T0-
clIenoBaTeIbHO MPOBEIEHHBIX OMOIMCUN CIM3UCTON
000JIOUKM TOHKOW KHIIKHW: HapyllIeHUe CTPYKTYphI



Ka3zanckuii meaummnckwii xKypHaa, 2016 r., tom 97, Nel

Tabauya 2
ANIrOpUTM IMArHOCTHKM Hemakun [30]
Crieriu-
buyHbIE
IgA JIsl LeJTu-
IgA TG2 84 | 1gGTG2 | 1gGDGP | EMA HLA |7 H 3aKoueHie
o0 u it aKUU U3-
MEHEeHUs B
6uorrare®
IMauueHT, ynoTpebasiomuit B muiy riatored, npu Haauuuu IgA TG2 wnu IgA DGP, unu
IgG-DGP, unu EMA u nipu obHapyxeHuu atpodpuu cocoukon (AC) B 6uornrare TOHKON Lennakus
KUIIKKA
Ilennaxwus, ecnu ectb AC,

+ N wim H.1. H.I. H.I. H.O. H.O. + mpu orcyrcrBuu AC —
BEpOSITHAS LIETMAKUS
Llennakus, ecnu ectb AC,

+ H.JI H.I. H.I. + + + npu orcyrereun AC —
BepOsITHASI LeTUAKUsI

+ H.I. H.I. H.I. + + - BosmoxHas Lenmnakust

+ (06bIYHO
HU3KUI H.I. H.I. H.I. - - - Lennakuu Her
TUTP)

- N - - - + - Lenuakuu Her

- N - - - - - Llennakuu Her
TToBTOp ceponoruu, eciau
MarueHT Ha TJII0TeH-

N . comepKalleit nuere.
OteHuTh 3DHeKTUBHOCTH
BI'l, mpenmonoxxuTth
npyrue npuduHbsl AC

- N - - - + + To xe
Hedunur IgA, nenna-
kust ipu Hamuyuu AC.

- Huszknii/- + + - + + Hedunut IgA, BeposTHast
LeTUaKUs TTPU OTCYT-
crBun AC

ebunut IgA, nernakum
- Huskwnii/- - - - - - Heuur IgA,
HeT
TToctnHdeknonHas ana-
Hus- + + pesi? KoMOrHMpoBaHHBIN
KUt/ -** CHUHIPOM UMMYHoOmedu-
nuTa

TIpumeuanue. *CrnenrdudHbie IS HETUaKUA U3MEHEHHUST B OMomnTaTe — * aTpodusi COCOYKOB, + TMITEPILIa3us KPHIIT,
00s13aTeNIbHO MHTPAMUTENINATBHBIN TuMdonnTos (6omee 25 MHTpasnuTeTnaIbHBIX JUMdornToB Ha 100 SHTEPOLMTOB);
rnpyu GUONCUM JBEHAILATUIEPCTHOM KUILIKKY U3MEHEHUSI MOIYT OTCYTCTBOBATh, €CIM MOpaXKeHa TOJIbKO TOLIasi KMUIIKA.
*T1pu ycnosuu, uto 6esritoreHosast auera (BI'1) neaddekTusHa. IgA — mumMyHormobynmHbl kiacca A; IgG — nuMmMyHO
rnobyaunbl Kinacca G; DGP (deamidated gliadin peptide) — neamunvpoBaHHbIe TenTUIbI MraguHa; EMA (endomysium
antibodies) — anTuTena x sugommsnio; HLA (human leucocyte antigen) — yenoBeueckuii JelikonuTapHbiit anturen; TG2
(transglutaminase 2) — TpancriyraMmutasa 2; AC — atpodust cocoukoB (Marsh 3); N — HopMa; H.JI. — HET JaHHbIX.

Mpy TIEpPBOM HCCIIENOBAaHUM, BO3BPAT COCTOSTHUS
CIIU3UCTON 000I0UKU K HOpMe Tociie BeneHust b/l
U yXydllleHue e€ COCTOSHUS Tociie MOSIBIEHUsT TIII0-
TeHa B MUIIIE.

B 1990 r. 6pTM TIpemokKeHBl OOHOBIEHHBIE
nuarHoctuueckue kpurtepuu [38]. Hanuuue knaccu-
YeCKMX WJIM aTUMTUYHBIX CUMIITOMOB, TTOTOXKUTEb-
HBbIE PE3YIbTaThl CEPOIOTMYECKOr0 WCCIeMOBaHUS
U HCCIeNoBaHUsl OuMorTaTa CIAU3UCTON OOOTOUKHU
TOHKOW KUIIKH, yIydlIeHre 10 TaHHbIM KJIMHUKHA
7 cepororuu B oTBeT Ha BBemeHume bl 6bu1m mpm-
3HaHbl JOCTATOYHBIMU IJISI MOATBEPXKICHUS dUar-

Ho3a. OGHOBIEHHBIE PEKOMEHIAMK BpuTaHCcKoro
o0lIecTBA TaCTPOIHTEPOTIONOB 110 MHTEPIIpeTaliuu
pe3yJabTaTOB MCCIENOBAHMI B MUAarHOCTUKE IIeIra-
KW TpeIcTaBIeHbl B Ta0MI. 2.

Jleuenune
B Hacrosiniee BpeMst equHCTBEHHbBIM 3(beKTH B-
HBIM METOIOM JIEUEHUSI CIY>KUT COOMIOIeHre CTPo-
roii moxxkusHeHHoit BI'JI [20]. B oObIuyHOI >XU3HU
co0nonaTh 3Ty AUETY HEempocTO He TOIbKO B CUITY
CIIOXKWBIIUXCS TIMIIEBBIX TIPUBBIYEK, HO W U332
HaJIM4us B MPOOYKTaX MUTAHUS CKPBITHIX OETKOB
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IJIIOT€HA — «IJIIOTEHOBOI 3arpsi3HEHHOoCTU» [27]. Tle-
pPEHOCMMOE KOJIMYECTBO TJIIOTeHA B IMUIE WHIWBU-
IyaJbHO IJIsl KaXKI0ro O0bHOro, y HEKOTOPBIX OHO
cocrasisier 50 MT B IeHb U MeHble [8].

Cyl1ecTByeT HEeCKOJNbKO IMyTeil CHUXKEHUSI TOK-
CUYHOCTH TJIFOTeHAa ISl OOMBHBIX Ienmakueit [36].
Tunponnsnyro MommUKaIUO OCHOBHOTO KOMIIO-
HEeHTa IJIIoTeHa — IJMaluHa — MPelIoXKeHO MPOBO-
IIUTH C TIOMOIIIbIO (PePMEHTOB, TAKMX KaK TPOTUIISH-
IOMENTHIa3a — MPOTEOTUTHIECKN (hepMEHT psima
durodakTepuii, ALVO03 — cMmech OBYX IIIOTeHA3,
npernapaThl JakTobauuan [33, 44]. Cosmaiorcsi re-
HeTUuYecku MonuUIIMpoBaHHbBIE COPTA TIIEHULIbI,
re TIIOTEH OTCYTCTBYET WJIM HE BbI3bIBA€T MMMYH-
Horo orsera [36].

Hnst npodusaKTMKW BCacblBaHWSI TJIMaIUHA
MpeIJIoKeHbl  CIeAyIole TpernapaThbl: Japa3o-
TUI — O€JOK, BBIIEIEHHbBIN 13 BUOPMOHA XOIEPHOU
MaJIOYKH, CHUKAIOIINI TTPOHUIIAEMOCTD SITUTETUS
TOHKOW KUIIKH; Poly — cMHTeTHUYecKuil monumep,
dopMuUpyoIINii KOMIUIEKCHOE COeIMHEHNEe C TIha-
IVHOM B TIPOCBETE KUIIEUHNKA; aHTUTENA STUIHOTO
JKeITKa K TJIMaauHy — CPEeICTBO MAaCCUBHOW MMMY-
Horepanuu [19, 24, 28, 29].

NHrubutop TKaHEBO TpaHCIIyTaMUHAa3bl 2
YMEHBIIIaeT ne3aMUIMpOBaHNE TIIIOTEHA, YTO CHU-
KaeT BbIpaxKeHHOCTh MMMYHHoro orsera [15]. s
MOBBILIEHUsSI UMMYHHOW TOJEPaHTHOCTU pa3paba-
THIBAIOT BaKIUHBI [S]. C LeNbl0 CHUKEHUST aKTUB-
HOCTM UMMYHHOTO OTBEeTa Ha TJIMaAUH TTPUMEHSTIOT
O710KaTOPhI CBSI3BIBAIOIIMX YYACTKOB JMMGOILUTOB
DQ2/8, bmokaTopsl MHTEPAEHKUHOB. [ cTIMYIIsI-
IIUY BOCCTAHOBIIEHUS CITU3MCTON 000TIOYKM pa3pabo-
TaH R-COHAMH-1 — KUIIEYHBII MUTOTEH, MOBbIIIIA-
IOLIMI aKTUBHOCTb POCTa U Pa3MHOXKEHUST KJIETOK
KPUNT TOHKOK Kuiku [31].

3akmouenue
MHorue ronbl LeInakusl OcTaBajJoch MallOM3y-
YeHHOI 00e3HbIo, U €€ pacHpoCcTpaHEHHOCTh HEOo-
oneHnBann. CeroqHsl He BBI3bIBAET COMHEHUI, UTO
LeJnaKus — OMHO U3 Haubolee pacrpocTpaHEHHBIX
TeHeTUYecKuX 3a001eBaHMii, MPOSIBIEHUS] KOTOPOro
3aBUCAT OT (haKTOpoB OKpyxKatomieir cpenbl. [1pu
paHHel MaHWdeCTallNy LeTUaKus TIPUBOINUT K 3a-
Jep>KKe pocTa M pa3BUTHUS peOEHKA U 3HAUYUTEIbHO
CHU>KaeT KaueCcTBO XU3HU. YJIyyllleHNe qUarHOCTU-
KM, pa3paboTKa MporpaMM CKPUHHMHTA LETUAKUU
KpaifHe aKTyaJlbHBI, TIOCKOIbKY CBOEBPEMEHHOE
HasHaueHue BI'JI MoxeT mpemoTBpaTUTDh TSKETbIe
IUIST 3M0POBbSI TTOCIENCTBUSI. 3HAUMMOCTb TPOIYK-
TOB TIMTAHUS, MAaKCUMaJIbHO CBOOOMHBIX OT TJIIOTE-
Ha, DOKHa ObITh OCO3HAHA Ha 3aKOHONATEIbHOM
YPOBHE, IMOCKOJIbKY OT TEXHUYECKUX perjiaMeHTOB
¥ WX COONIONEHUS] B MUILEBOM WHIYCTPUU 3aBUCUT

3[10pOBbE OONMBHBIX LETUAKUEH.
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