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BBEAEHUE

Llenvakus onpegensetca Kak MMMyHoOMocpeaoBaH-
Has 9HTeponaTtus, Bbl3BaHHas MOTEHOM W CBA3aHHbI-
MW C HUM MPOSIAMUHAMM Y TE€HETUMYECKU BOCMPUUMYUK-
BbIX JIl0AEN, Moparkawlas npuénuautenbsHo 1% obuien
nonynaumm [1-5]. BbICOKMIM ypOBEHb M [NybMHa Hayuy-
HbIX 3HaHWW B 06MacTU LEeNnakuu MO3BOASIOT YYEHbIM
BblAENATb OTAENbHblIE GEHOTUMbI U GOKYCMPOBATLCS Ha UX
M3YYEHWUU, KaK M MNpu APYruX pacrnpoCTPaHEHHbIX COLM-
a/lbHO 3Ha4YMMbIX 3ab0neBaHuaX, HanpumMep OGpPOoHXManb-
HOW acTMe, MeTaboIMYEeCKN acCoLMMPOBAHHON KUPOBOWM
60/1€3HM MEYEHM U MHOTUX APYrUX. A TaKKe paclupsTb
npeacTaBfieHUss U COBEPLIEHCTBOBATbL alrOpMTMbl Auna-
FHOCTUKM 06Wen rpynnbl [OTEH-aCCOLUMMPOBAHHbIX
3aboneBaHun [6-10]. lMocnegHne rogbl O3HaMEHOBaHbI
COBEpPLIEHCTBOBAHMEM METOAOB AMArHOCTUKM LIESIMaKuu,
B 4aCTHOCTM MPOTOYHOW LMTOMETPUM AN UMMYHOPEHO-
TUNUPOBAHNSA NUMPOLUTOB, TPAHCKPUNTOMHOIO aHanu-
3a, OT/IOXKEHWN [OenOo3UTOB aHTUTEN K TKaHEBOW TpaHC-
rnytamuHase (TTl), akcnpeccun MPHK [11, 12]. OgHako
No-NpeXHeMy COXPaHSAETCs MnogMarHoCTMKa LeNMakuu,

4YTO OBYC/NIOB/IEHO KOMMMIIEKCOM MPUYUH, BKIOYas Hecnewuun-
PUYECKYI0 KIIMHUYECKYID KapTWUHY, Nerkne OTKIIOHEHUS
MW oTpuuaTenbHble pe3yNbTaTbl CePOosIorMYecKUX TeCcTOB
(cepoHeratMBHan LenMakus) [13] 1 HECOOTBETCTBUE MEHKY
KJIMHWYECKUMU, CEepONOrMYeCKUMU U TUCTOSIOTUHECKUMHU
faHHbIMK [14]. B aTOM cBA3K NpeacTaBnseT 3Ha4YUTENbHbIN
NPaKTUYECKUN UHTEpPeC OTAeNIbHbIM GEHOTUMN, Ha3BaHHbLIN
ynbTpaKkopoTKon uennakunen (YKL,), KOTOpbIM OTHOCUTENbHO
HeflaBHO Obll OMMCaH KaK y AeTew, Tak 1 y B3pocbix [15,
16]. YKL, aBngeTca ogHoM M3 dopm 3aboneBaHuns, orpaHu-
YEHHON WCKJIIOYMTENIbHO NIYKOBULEW [ABeHaLaTUunepCcTHON
Knwku (AMK), KoTopas MOXeT NposBAATbLCA 6onee CTePTbIM
KJIMHUYECKUM, CEPOSIOTMYECKUM, TUCTOSIOTMYECKUM, UMMY-
HosMlorMyecknum peHoTtunom [17].

K/NIMHUYECKUE OCOBEHHOCTU ®EHOTUNMA

Y/IbTPAKOPOTKOM LIEIMAKUH

OOHO M3 nepBbiXx UcCNeaoBaHWUM, MOCBALLEHHbIX W3Y-
yeHuto ocobeHHocTen deHoTuna YKL, 6bino BbIMOAHEHO
P.D. Mooney u coaBT., KoTopble cpean 1378 ob6cneaoBaH-
HbIX y 268 (19,4%) AvarHocTMpoBanu UeNnaKkuto, Npuyem



y 9,7% aTnXx nayumMeHToB aTpodmsi BOPCUHOK Bblna orpaHuye-
Ha nykoBuuen AMNK (p < 0,0001) [15]. P.D. Mooney 1 coasT.
nokasanu, 4To B3STME OAHOro AOMNONHUTENbHOro ob6pasLa
6uoncun 13 nboro yyactka nykosuubl AMNK yBenvynsaet
YyBCTBUTENbHOCTb OOHapPyXeHUs uenmakun Ha 9,3-10,8%
(p < 0,0001). NauneHTbl ¢ YKL, 6611 Mmonoxe (p = 0,03),
umenu 6onee HU3KMe TUTPblI aHTuTen K TTI (p = 0,001)
M pexe ctpaganu aunapeen (p = 0,001), 4yem nauMeHThbI
¢ 06bIYHOW LenMaknen. Ha ¢oHe 06bI4HOW LeNnaKkum valle
pernctpupoBasncsa geduumt depputuHa (p = 0,007), nedu-
umt ponuneson kucnotbl (p = 0,003), yem y naumeHToB ¢ YKL,
N 06cneaoBaHHbIX M3 KOHTPOJIbHOW rpynnbl. Y NauMeHToB
C LEeNMaKnen MeamaHa MHTpasnuTenmasnbHbix TMMOOLMUTOB
(M3J1) coctaBnsna 50 N3J1/100 3HTEPOUMTOB B JIyKOBM-
ue ANK »n 48 N3J1/100 aHTepouuToB B NOCTOynb6apHOM
otgene ANK (p = 0,7). ABTOpbl HE OBGHAPYXWIWU Pa3INYUN
deHoTnna M3 y naumeHToB ¢ YKL, 1 y 60/1bHbIX 06bIYHOM
LienvaKkuen.

PacnpoctpaHeHHocTb YKLl Kone6netca or 5 go 10%
no pesynbTaTaM OTAENbHbLIX UCCeaoBaHW. Tak, U3panib-
CKOe nccnegoBaHue, BKIOYMBLLUee 648 geTten ¢ Lenvaku-
en, BbiaBuno 71 pebeHka (11%) ¢ YKL, [16, 17]. R. Doyev
W coaBT. o6pallaloT BHUMaHWe Ha npeobnajaHve AeBOYEK
(p =0,021) nogpocTkoBOro Bo3pacta (p = 0,005), MeHb-
WY pacnpocTpaHeHHocTb auapen (p = 0,003), aHemun
(p =0,007), 60onee HU3KUIK TUTP aHTuTen K TTI (p < 0,001),
60/lee HU3KYID 4acToTy 3HAOCKOMMYECKUX OTKJIOHE-
HUKW, 6onee HU3KUK Gann No wKane Marsh v TeHAeHUMIo
K 60/1ee KOPOTKOMY BPEMEHU AN HOPMaNM3aL MK aHTUTEN
K TTI Ha poHe 6earnoteHoBon aneThl (BIJ) no cpaBHEHUIO
C 06bIYHOW LieNInaKknemn, Npm 3TOM He ObisIo Pa3nnMynii B NoKa-
3aTensx GU3MYECKOro pasBWUTUS, HYTPUTUBHOrO cTaTyca
W NPOAOCIKUTENBHOCTU CUMMTOMOB 0 MOCTAHOBKM [IMarHo-
3a uenunakuu [17].

E. Zifman u coaBT. (M3pannb) nokasanu, 4To cpean 586
aeten ¢ uennakuven 459 (78%) nmenu 06blYHBIM GEeHOTUN
3aboneBaHus, a 127 (22%) — YKL, n3 Hux 376 (64,2%) neso-
yeK, MeMaHa Bo3pacTta cocTtaBuna 7 net (5-11). Atpodus

BopcuH (55,1% npotus 17,3%, p < 0,001, Ol 4,7, 95% AN
2,8-8), otctaBaHue pocta (9,8% npotuB 9,4%, p = 0,012,
ow 2,7, 95% AN 1,4-5,5) n ypoeHb aHTuten K TTI > 10
BEpPXHEeN rpaHnubl Hopmbl (71,5% npotmne 29,9%, p < 0,001,
OW 4,5, 95% AN 2,8-7,2) 6binun cBsi3aHbl ¢ 60/ie€ BbICOKOM
BEPOSATHOCTLIO HAIMYMA KNacCUYeCcKomn Lennaxkmm [18].

MOP®OJIOFTMYECKUE OCOBEHHOCTH

®EHOTUNA YIbTPAKOPOTKOM LLETMAKUMU

Buoncua AMNK no-npexxHemy aBAseTcs pacnpocTtpa-
HEHHOW KJMHMYECKOW MNPaKTUKOM MpPU AMArHOCTUYECKOM
obcnenoBaHuM aeter C NOAO3PEHMEM Ha uenunakuto [3].
M. Ahmed u coaBT. (Bennko6putaHus) NpoBenn peTpo-
CMEKTUBHOE UccliefoBaHWe ANs U3yyYeHns apodeKTUBHOCTHU
6uoncun nykosuupbl MK B rMcTONOrM4ecKon AnarHoCTuKe
Lennakuun. fcronornyeckme o6paslbl GblM NpoaHannau-
poBaHbl B TeyeHue 10-netHero nepuofa (2014-2024 rr.)
y 230 nauyueHToB B Bo3pacte oT O Ao 16 neT, y KOTOopbIX
OblNN MoBbIWeEHbl aHTUTena K TTI n/wnuM KoTopble Gblan
HanpaB/fieHbl Ha 3HAOCKOMWIO BEPXHUX OTAENOB XKENyaou-
HO-KUILIEYHOro TpaKTa ANA MOATBEPIKAEHUS WU WUCKIIO-
YeHus uennakumu. buontatbl, B3STble M3 MPOKCUMAsbHOIO
(D1) v puctanbHoro otaena AMNK (D2, 3, 4), cpaBHMBaN1Cb
y 145 peten, y KOTOpbIX Obln NOATBEPKAEH ANArHO3 LEeNK-
aKkun. PesynbraTbl NOKasanu, YTO y 3HAYMTENIbHOrO 4YMcna
aeten (56/145; 38,6%) 6blv TUCTONOrMYECKUE WM3MEHE-
HUS, Habngaemble TOIbKO B NpOKcUManbHoM oTaene AlK,
NPy MNOMHOCTbIO HOPMAaNbHOM TUCTONOTMKU B JAMUCTaNlbHOM
otgene ANK. Ana cpaBHeHus: Tonbko 4/145 (2,8%) neten
UMENN TUCTONOTMYEeCKME M3MEHEHUs AUCTaNbHOro oTaena
AMNK ¢ HopmanbHOW FTMCTONOINMYECKOM KapTUHOM B MPOKCHU-
ManbHoM oTtaene AMK. Takum o6pa3om, 6MONCHUSA MPOKCHU-
MasnbHOr0 Ayo/leHaIbHOIr0 CErMeHTa MMeNa CaMyto BbICOKYIO
YyBCTBUTENbHOCTb (97%), oTpuuaTesibHYl0O MNPOrHoOCTU4e-
CKYO UeHHOCTb (95,5%) 1 To4HOCTb (98%). ABTOpbLI AenatoT
BbIBO/Jbl O BAXHOCTW MOJIlyYEHMS AOCTATOYHOIO KOIMYeCcTBa
NPOKCUManbHbIX AyoAeHanbHbIX 06pa3L0B AN TMCTONIOMM-
YeCKOro aHanusa y aeTten, o6¢cnejoBaHHbIX Ha LEMaKuio,
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Ultra-short celiac disease is one of the phenotypes of common celiac disease, it is characterized by hyper-regenerative atrophy
and/or intraepithelial lymphocytosis in duodenal bulb along with no mucosal damage in distal duodenum, serological positivity,
the presence of HLA-DQ2. However, seropositivity and classical HLA-DQ2 haplotypes frequency differs from usual celiac disease,
thus, there are significant difficulties in differential diagnosis. Data on prevalence, clinical manifestations, histological lesions,
genetic features, and outcome of ultra-short celiac disease is insufficient and should be accumulated. This review focuses on
analyzing the studies results about ultra-short celiac disease and describes the clinical, immunological, and genetic features of
this disease phenotype.
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4TO6bl M36exaTb 3ano3gasion UM JIOKHOOTpULATENbHOM
OMarHOCTUKM B 3TOM Bo3pacTHoM rpynne. M. Ahmed 1 coaBT.
TaK)Xe genatoT BbiBOAbl O TOM, 4TO 6uoncua nykosuubl AMNK
nmeeT 60/1ee BbICOKYIO YyBCTBUTENIbHOCTb M OTpULLATENbHYIO
NMPOrHOCTUYECKYIO LIEHHOCTb MO CPaBHEHUIO C GUOMNCUEN
avctanbHom YacTtu AMNK, a Bpay-3HAOCKOMUCT AOIKEH NONy-
4YUTb AOCTATOYHOE KOMYEeCTBO 06Pa3LLOB M3 MPOKCHUMab-
Hon vacTm ANK (nykoBuubl AMK), 4To6bl M36€XKaTb NOXKHO-
oTpuuaTtenbHbIX pesynbratos [19].

OTeyecTBEHHblE K/IMHMYECKME peKomeHaauun, 06HOB-
NIeHHble U NOAroTOBMIEHHbIE B GOPME MPOEKTA, TaKKe PeKo-
MeHAayloT B3sATMe 6uontata D1: «C y4yeToM UMetoLmnxca aaH-
HbIX O BO3MOXHOCTWU U30/IMPOBAHHON aTpodPuUU CAU3UCTOM
060/104KM NyKoBuMLUbl AMNK y NnauMeHToB ¢ LienMakuen 3abop
6uonTata U3 3TOM 30HblI ABNSETCHS Heo6XoAMMbIM B MpPO-
Lecce 3HAOCKOMUYECKOro nccneaoBaHums. YuntoiBas o4aro-
BOCTb aTPOdUYECKMUX UBMEHEHUI, clieyeT 6paTb He MeHee
4 6uonTtaToB M3 AucTanbHoM Yactn ANK n 1-2 6uonTtaTta
n3 nykoBuubl AMNK. B3atne 6uontata us nykoBuubl AMNK
Nno3BONSET AMarHocTMpoBaTth Lenunakuio y 9,3-13% 60nb-
HbIX, Y KOTOpbIX B AucTanbHoW Yactu AMNK xapaktepHble
rMCTONOrMYECKNE U3MEHEHMUSA OTCYTCTBYIOT». MeToanyecKkune
peKomeHaaunu, yTeepxaeHHble B Mae 2025 r., o603HavatoT
KaK onTuMasnbHoe B3aTMe 5 61MonTatoB (4 U3 AUCTaNbHOro
otaena AMNK n 1 n3 nykoBuubl) [20]. OoHAKO B peanbHOM Kn-
HUYECKOW MpPaKTUKe KONMM4ecTBO GMOMNTATOB PeaKOo AOCTU-
raeT pekoMeHayemblx 5—6, AONONHUTENbHbIE C/IOXHOCTH
BbI3blBAET U HEMPABUIbHASA OpUeHTaLuMa 6uonTarta, a Takxe
3a4acTylo OTCyTCTBME MOPPOMETPUN.

UMMYHO®EHOTUNMUYECKUE OCOBEHHOCTH

YNIbTPAKOPOTKOM LIE/INAKUH

CywectyeT psif MMMYHODEHOTUMUYECKUX OCOBEHHO-
cten, npucylimx YKL, [17, 21]. MoBbllweHne KonuyectBa N3,
runepnnasus KpunT U yKopoyeHue/ynnoueHue BOPCUHOK
npeacTaBfgioT CO60M NaTONOrMYECKMW CMEKTP U3MEHEHWUH
CNM3MCTON 060/104KM TOHKOM KulKKM (COTK) cornacHo Knac-
cudukaumm, onpegeneHHon M.N. Marsh [22]. MnocKyto cnu-
3UCTYI0 060MI0YKY C MHTpPaanuTenuanbHbiM AMMGOLUTO30M
naTofnory OTHOCWUTENbHO /lerye cBA3aTb C Lennakuewn, Tor-
[a KaK cnyd4aum ¢ efBa 3aMeTHbIMU U3MEHEHUAMM, TaKMMH
KaK MHTpasanuTennanbHbli TMMOOLMTOS, KOTOPLIM, MO MHe-
HUIO M.N. Marsh, gBnsieTcad camblM PaHHUM MPU3HAKOM
LUeflMaKknMK, Aaxke Korga BOpCMHYaTasi apxuMTeKkTypa coxpa-
HeHa, 06bl4HO CepoHeraTuBHbl M 6ofiee TPyaHbl ANa Auna-
rHOCTMKKW. Bonee TOro, uHTpaanuTenuanbHbii AMMOOLMTO3
UKW «MUKPOCKOMUYECKMI IHTEPUT/AyoaeHUT» [23], KaK ero
elle Ha3blBatoT, MOXKET Habt4aTbCs NPU Pa3NYHbBIX KIUHK-
4YEeCKUX COCTOSIHUSAX, BKJIIOYas ayTOMMMYHHbIE pacCTPOMCTBa,
MHDEKLUMK, MULLEBYID HENEPEeHOCMMOCTb, ayTOMMMYHHYIO
3HTEpONaTuo, U36bITOYHbIM GaKTepuasbHbIM POCT, TPOMMU-
4YecKylo crpy, BocnanuteNnbHoe 3abofeBaHWe KULIEeYHWKa
W NPUEM NIEKAPCTB, M NMOITOMY HE MOXET CYMUTaTbCs cnew-
nbuyecknum ana uenvakuun [24, 25]. MNopor «HOpPManbHOro»
KonnyectBa WMOJ1 cHU3MACH NapanfieNlbHO C M3MEHEHUEM
NPaKTUKKM BGMOMNCUM TOHKOM KULWKKM Ha AMNK n B HacTosiwee
Bpemsa cocTaBnaet 25 N3J1 Ha 100 3HTEpOUMUTOB Ha OKpa-
WEHHbIX FEMaTOKCUIMHOM W 303UHOM NPEeAMETHbIX CTEKNaX,
4TO ABNSETCA OOLLENPUHATEIM BO BCEM MUPE.

B Havane 1990-x rr. 661710 06L,eNpU3HaHO, YTO Kak anbda-
6eTa-No3nTMBHbIE T-KNEeTOYHble peuenTopbl (T-cell receptor
alpha-beta positive; TCRaB*), Tak 1 ramma-gensra-nosu-
TMBHble (T-cell receptor gamma-delta positive; TCRy&") U3JT
Gbl/IM NOBbILLEHbI B TOHKOM KULIEYHMKe [26—28] 1 Cn3ncTom
060/104Ke NPAMOW KULIKK Y NALUMEHTOB ¢ Lennakuen [29, 30].
HanpoTuB, HECKOMbKO UCCNeaoBaHUi Nokasanu, 4to TCRyS*
M3J1 TakKe 6blIM NOBbILWEHbI MPY HELIETMAaKUMHbIX 3HTEPO-

naTusx, TakMx Kak nuuesasi HENepPeHOCUMOCTb U UMMYHO-
nedpuumMTHbIe COCTosIHUSA, BKtoYas BUY-uHbekumio [31-33].
MX yBenuyeHne Ha paHHWMX CTaAuaX HenevyeHow Lennaxkuu
[34] n coxpaHeHure y nevyeHbix NauneHToB [35] Nnpeanonara-
0T 0COGYI0 CBSI3b MeXAay Lennaxkuein n TCRyS* M3J1 n Taknum
06pa3oM MOBbILLAT BO3MOMXKHOCTb MCMoNib3oBaHus TCRyS
M3JT B KayecTBe MapKepa B ciyyasx C MWHWMaSbHbIMM
(Marsh 1) wnu otcyterBytowmmn (Marsh O) ructonartono-
TMYECKUMU UBMEHEHUSIMU, XapaKTepPHbIMKU ANS NaTeHTHOM
WM NoTeHuManbHon Lennakun. OgHaKo 4O HeAaBHEro Bpe-
MEHM naTonorn He mornn nogcynTate TCRyS* M3/, nockonb-
Ky He cyllecTBoBano aHtutena npotmus TCRyS, nogxoaswero
ons uKcupoBaHHoOW dopMasMHOM U 3annTon napaduHOM
TKaHW, 4TO OrpaHuMyMBano wucnonb3oBaHue TCRyd™ WUIJ
nccnefoBaHUsaMU Npu Lenvakuu [36]. B HacToswee Bpems
nMmyHodeHoTunupoBaHue TCRyS™ U3JT gocTynHO He ToNb-
KO ANS HayyHbIX Lenen, HO U ANS KAMHUYECKON MpPaKTUKK.
MmmyHornctoxmmmnsa CD3, peKomeHLoBaHHas MexayHapoa-
HbIMW PYKOBOACTBaMM Mo uennakuu [14, 37], 1 TKaHeBble
TpaHcrnyTamumHasa-cneunbunyeckune IgA-aeno3unTbl, BbISIB-
nsgemble UMMYHOMNYOPECLLEHTHON MUKPOCKOMWEW, MOryT
NMOMOYb B AMArHOCTMKE TaKMX Clly4aeB C HOPMasibHbIM COCTO-
AHnem COTK [38, 39], oco6eHHO Korga Ceponorns COMHM-
TenbHa, Kak B cnyyae YKL.

MMmyHopeHoTunuyeckn YKLL xapaKtepuadyetcs yBenu-
YyeHneM abcontoTHoro ynucna TCRyS* MAJT no 25% Bcex NI
no cpaBHeHUO ¢ 4% y 340poBbIX NuL, [34]. T-KNeToUHbIN
peuentop (T-cell receptor; TCR) npeacTtaBnsetr co6ow
NOBEPXHOCTHbIK 6eNKOoBbIM KomMnekc T-1MMdoLMnTOB,
OTBETCTBEHHbIA 3a pacno3HaBaHWe MPOLECCUPOBAHHbIX
@HTUIEHOB, CBA3aHHbIX C MOSIEKY/TaMK IaBHOMO KOMMIeKca
rmctocoBMecTMMocTu (major histocompatibility complex;
MHC) Ha NOBEPXHOCTU AHTUIEHNPE3EHTUPYIOLLMX KIIETOK.
TCR cOCTOWT U3 ABYX CYObEAMHML,, 3aKOPEHHbIX B KI1ETOY-
HOW MeMbpaHe, 1 acCoUMnpoBaH C MynbTUCYObELUHUYHBIM
Komnnekcom CD3. Baaumopenctsue TCR ¢ monekynamwu
MHC 1 cBSi3aHHbIM C HWMW aHTUFEHOM BeAeT K aKTuBa-
umn T-nMMOLMTOB U ABNFETCH KJIIOYEBOM TOYKOM B 3any-
CKe MMMYyHHOro oteeTa. TCR npepactaBnseTr co6ow retepo-
OUMEPHbIN 6eoK, COCTOSWMUM M3 ABYX CyObeauHul, — a
B nnbo y u 6, npeacTaBieHHbIX Ha MOBEPXHOCTWU KieT-
Ku. Cy6beauHuLbl 3aKkpenfieHbl B MembpaHe W CBSi3aHbl
Opyr ¢ apyrom aucynbduaHon ceasblo. CyébeanHuubl TCR
arpermpoBaHbl ¢ MeM6paHHbIM MOAUNENTUAHBIM KOMMIEK-
com CD3. CD3 o6pa3oBaH 4eTbipbM$ TUNamu nonuvnen-
™OOB — Y, 6, € u {. CyGbeauHuupl y, 6 U € KoaMpytoTCs
TECHO CLEMNIEHHbIMU FEHaMM U UMEIOT CXOXKYIO CTPYKTYPY.
Kaxkgaa u3 Hux obpasoBaHa OAHWM MOCTOSHHLIM MMMY-
HOrNOGYIMHOBLIM AOMEHOM, TpaHCMeMOpaHHbIM CermMeH-
TOM W AnnMHHOM (80 40 aMMHOKMUCIOTHbLIX OCTaTKOB) LIMTO-
nna3MatM4yecKom YacTtbto. OCKONbKY CTPyKTypa 6enkoB
Komnnekca CD3 mHBapuaHTHa (He umeeT BapuabeNbHbIX
Y4aCTKOB), OHM He CMOCO6GHbI onpeaensaTb cneundrUyHoCTb
peuentopa K aHTUreHy. Pacno3HaBaHue ABNSETCS UCKLO-
yutenbHo odyHKkunen TCR, a CD3 obecneynBaeT nepeaaqy
CUrHafa B KJeTKy. TpaHCMeMOpaHHbIM CEerMeHT Kaaow
13 cyébeamHuy, CD3 cogepuT oTpuLaTeNnbHO 3apsrKEeHHbIN
aMWHOKMCOTHbIM ocTaToK, @ TCR — MoNoXUTENbHO 3aps-
JKEHHbIN. 3a CYeT 3NIEKTPOCTaTUYECKUX B3aMMOLENCTBUNM
OHU 00BbEAUHSAITCH B 00WMIA PYHKLMOHANbHbBIA KOMMIEKC
T-kneTo4Horo peuentopa [40, 41].

Euwe oaHon oco6GeHHOCTbO, Habnogaemon npu YKL,
ABnseTca cHuxeHne noarpynnel CD3-U3JT ¢ dyHKUMeEN HaTy-
panbHbiX Kunnepos (NK), KoTopas CTaHOBUTCS NMPaKTUYECKHU
HeonpeaensemMon MNpuv aKTUBHOM TeyeHun 3aboneBaHus
[42]. OBa HepaBHMX UccnegoBaHWA NPOAEMOHCTPUPOBAN
BbICOKYIO AMArHOCTMYECKYIO LLEHHOCTb TaKOro UMMYHOdEHO-



Tuna COTK, uccnegosatenn peKoMeHAYyT UCnofib30BaHne
UMMYHODEHOTUNUPOBAHNS ANS YCTAHOB/EHUS AMarHosa
[ax<e B cly4ae cepoHeratuBHowm Lennakuu [43, 44]. Ocobyto
3Ha4YMMOCTb UMMYyHOdeHoTUNUPoBaHne TCRyS U3 nme-
eT npu nerknx mameHernunsax COTK, cooTBeTcTBytOWMX 1-1
M 2-n ctaguam no knaccudukaumm Marsh, 4yto Habnwoga-
etca u npu YKU. E.N. Kozan v coaBT. BK/IlOYMAN B CBOE
uccnegoBaHve 167 nauuMeHToB ¢ uenuakuen, 117 U3 Hux
C BMepBble BbIIBNEHHbIM 3a6oneBaHneM 6e3 cobatogeHns
BrA, skntoyasa 29 nauuneHtoB ¢ Marsh 1, 29 — ¢ Marsh 2,
39 — ¢ Marsh 3, 1 20 nauueHToB, cobnogatowmnx brija, 24
yenoBeKa KOHTPOJSIbHOW rpynnbl ciy4yas M 26 nauueHToB
¢ numboumntodom COTK, He cBA3aHHbIM C Lienvakuen [45].
ABTOpamMK GbII0 MOKa3aHo, 4To 3aKcnpeccuss TCRyS* MAN
Oblfla 3HAYUTENbHO BhbIle NPU Lenvakun (24,83 + 16,13)
Nno CpaBHEHMIO C TMMOOLMTO30M, HE CBA3AHHbIM C Lie/IMaKu-
en (6,72 £ 6,32), u KoppenupoBana Co CTEMNEHbID NOBPEXK-
[leHUsi can3ucTon o6onoyku. Kak KonuyectBo TCRyS*
M3J1, Tak “ KX COOTHOLIEHWE MoKa3anu 6onee BbICOKYIO
3pPEeKTUBHOCTb B AuddepeHunaumm HenevyeHon uenua-
KWW OT KOHTPOJIbHOW rpynmbl C 4yBCTBUTENbHOCTbIO 83,76;
85,57 n cneunduryHocTbio 95,83; 79,17 COOTBETCTBEHHO.
KonnyectBo TCRy&*™ MAMT otanyano uennakuto Marsh 1
(20,41 + 13,57) ot iMMmdoLMTO3a, HE CBSA3AHHOIO C Lenua-
Knen (9,42 + 7,28) (p = 0,025) [45].

Kpome Toro, 66110 NoKadaHo, YTO UCXO4HOEe Mmojasie-
HMe NK-kneTok npu YKL, 3HauuMTenbHO HWKe Mo cpas-
HEHWIO C TaAKOBbIM Y GO0/IbHbIX KNACCUYECKOW LeNMakunen.
NK-KneTku aBngTCA NepBon JIMHUEN MMMYHOJIOTMYECKON
3aWmnTbl, U NogaBieHUe LMTOTOKCUMYECKUX peLenTopos
NK-KkneTok npeacraBnaseTr cobom 0fHy U3 cTpaTernmn yCKosb-
3aHMa OT UMMYHHOM CUCTEMbI X035iMHa. AKTUBHOE Bocnase-
HUE NPU LennMaKkum KoppenupyeT C pe3KnM COKpalleHWem

Ta6nuua. OCO6eHHOCTU yNbTPaKOPOTKOM LieNInakum
Table. Features of ultra-short celiac disease

NK-KkneTtoK [46], HanpoTtuB, KonndyectBo NK-KNeTtok nmeet
TEHOEHLUMIO K HOpManmM3auum nocne HasdHavyeHus b [47].

FTEHETUMECKME OCOBEHHOCTHU

YNIbTPAKOPOTKOM LIE/IMAKUH

YTo KacaeTcH reHeTUYeCKux 0COBEHHOCTEN,
TO, BO-nepBbiX, Npu YKL, Habnogaetcs 3Ha4YUTENbHO MEHb-
Wwas yactota npucytcTBusa rannotuna DQ2. letepoaumep
HLA-DQ2.5, oanH 13 BapuaHToB Monekynbl DQ2, aBnaetcs
Hanbonee xapaKTepHbIM reTepoOAUMEPOM AN LeNMaKkuu,
nmMetlmmes npumepHo y 90% nauueHToB C 3TUM Aua-
rHo3om [48]. MMoKa3aHo, 4TO roMO3urotHocTb HLA-DQ2
nosbiwaeT Ha 25-30% pUCK paHHEro Hadana Lennakuu
y MAajeHLEB C Y41€HOM CeMbW MEPBOM CTENEHW POACTBA,
60nbHbIM Lennakuen [49]. Pesynbratbl wnccnegoBaHWin
deHoTnna YKL, cBnaetenbCcTBYOT 0 601€ee HU3KOM YacToTe
retepoanmepa HLA-DQ2 [21].

B u4acTtHocTM, B wuccnegoBaHunm P. Mata-Romero
W coaBT., BKNounswem 505 naumeHToB, M3 KOTOpPbIX 95
(19%) 6binn OeTbMU, Uenvakusa aumarHoctupoBaHa y 25%
(127 nauwueHTOB), U3 KoTopbix 7 (5,5%) cTpagann YKL
(3,8% y peten, 6,6% y B3pocnbix) [21]. P. Mata-Romero
M coaBT. Nokasdanu, 4yto YKL, 6bian npucywm otaenbHble
KUHWYECKME, UMMYHOOMMYECKME U TEHETUYECKNE OCO-
6€EHHOCTH (CM. Tabnuuy).

B mMHoroueHTpoBOM mccnegoBaHum S.A. Raju u coaBrT.
(Bennkobputanus, Utanus, Mcnanus, WMpaH, Typuus) cpas-
HUBANUCb KJIMHUYECKME 1 NabopaTopHble NaTTepPHbI Y Naum-
eHToB ¢ YKL 1 knaccuyeckon uenvakuen [50]. bbino noka-
3aHo, 4To nauuneHTbl ¢ YKL, (n = 137, Me Bo3pacTta 27 net
(21-43 ropa); 73% eHWMmnH) BblM MOMOXKe, YeM nauu-
€HTbl C 00bIYHOW Lenunakven (27 npotuB 38 neT CooTBeT-
CTBEHHO, p < 0,001). TuTpbl MMMYHOrNo6YIMHA A K TKaHe-

KoHTponb (n = 378) p Llennakua (n = 120) YKU(n=7) p
Jlemorpagpuyeckne xapakTepucTkm
Bospacr, net (Me, Q,5—Q+5) 41 (1-85) <0,001 25 (1-73) 19 (4-32) 0,4
[Jetv <14 net 41 (11%) <0,001 50 (42%) 2 (28%) 0,4
XeHckuit non 268 (71%) 0,1 74 (58%) 4 (50%) 0,8
CeMmelHble cnydaun Lenvakuu 26 (7%) <0,001 33 (28%) 4 (57%) 0,1
ConyTcTBylolmne 3aboneBaHns 41 (11%) 0,1 21 (18%) 1(14%) 0,8
KnnHnyeckas maHugpectayms
M3meHeHuWe xapaKTepa cTyna 75 (20%) 0,3 22 (18%) 0 0,2
[uapes 143 (38%) 0,4 44 (37%) 1 (14%) 0,2
A6aoMUHanbHasa 601b 234 (62%) 0,04 59 (49%) 4 (50%) 0,7
BapyTtne 120 (32%) 0,06 26 (22%) 1 (14%) 0,6
[Aucnencus 124 (33%) <0,001 11 (9%) 3 (42%) 0,006
M3xora 53 (14%) 0,05 8 (7%) 0 0,4
TowHoTa, pBoTa 94 (25%) 0,08 21 (17%) 0 0,2
AcTeHus 34 (9%) 01 5 (4%) 0] 0,6
JlabopaTopHbie 0CO6EHHOCTH
AHemus 124 (33%) 0,9 40 (33%) 2 (28%) 0,8
MnodpeppUTUHEMUSA 87 (23%) 0,002 48 (37%) 1(14%) 0,2
leHeTnyecKkne oco6eHHOCTH
HLA-DQ2 42% 0,001 95% 71% 0,003
HLA-DQ8 15% 14% 0,7
OtcyTtcTBre DQ2 1 DQ8 14%
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BOW TpaHcrnyTamuHase (IgA-1TG) 6biin HUXKe Yy NauneHToB
¢ YKL, no cpaBHeHWO ¢ 60/MbHbIMW OObIYHOWM Liennakuen
(1,8 x BepxHasa rpaHuua Hopmbl (BIMH) (1,1-5,9) no cpas-
HeHuto ¢ 12,6 x BI'H (3,3-18,3), p < 0,001). Kpome TOrO,
y nauuneHToB ¢ YKL, 1 ¢ 06bl4HON Lennaknen 6bi10 OanHa-
KOBOE KONMYECTBO KJMHUYECKMX cumnToMoB (Me 3 (2-4)
n Me 3 (1-4) cooTBeTcTBEHHO, p = 0,875). Y nauneHToB
¢ YKL, Habnoganacb MeHbllas YacTtota ageduuuTa xenesa
(41,8% npotuB 22,4%, p = 0,006). MaumeHTbl ¢ YKL, 1 ¢ 06bI4-
HOWM LleNMaKknuen MMenu OMHaKoOBYO KapTUHY UMMYHOdEHO-
Tvna U3aN-nonoxutenbHbix CD3 1 CDS8. Mpu nocneaytouem
Ha6ntoaeHun nocne Havyana bl (Me 1181 neHb (440-2160
AHen)) Habnaanocb 04MHAKOBOE CHUXKEeHME TUTPOB IgA-tTG
(0,5 (MKP 0,2-1,4) npotus 0,7 (MKP 0,2-2,6), p = 0,312).
370 nccnegoBaHWe ellle pa3 NoATBEPKAAET PEKOMEHAALMIO
no Heo6XxoAMMOCTU B3ATUSA Npob M3 nykoBuubl AMNK (D1)
KaK 4acTW 3HAOCKOMMYECKOro AnarHocTM4yecKkoro o6cneno-
BaHMWS NPU NOJO3PEHNN HA LIENTUAKMIO.

3AKJ/TIIOYEHUE

[Janeko He BCEMM MNPAKTUKYKOWUMKU crneunanmcTtamm
M YYEHbIMU Ha CErofHsWHUIA AeHb NPU3HAETCs CYLLECTBO-
BaHMWe yNbTPaKOPOTKON GOpPMbl LieNnakum, oiHaKo 3To 06y-
C/IOBNIEHO, B NEPBYI0 04epeb, CIOKHOCTMU B MOCTAHOBKE
aunarHosa, 410 HabnwogaeTca B peanbHOM KIMHUYECKOWM
npaKkTuKe, Korga 6epeTcs HeoCcTaToYHOEe KOMYecTBo 6U1o-
nTaToB, HE FOBOPS y¥Ke 06 X ajleKBaTHON OpUEHTaLMKU B NPO-
uecce GUKcaUMM M NOArOTOBKM AN MOPHOMETPUYECKOro
uccnegoBaHus. [laneko He BO BCeX LieHTpax M nartosioroa-
HaTOMMWYECKUX nabopatopusax NpoBoaUTCH MopdOMETPUS.
Tem He MeHee, B NpoLIeCCe ONUCAHNSA KITMHUYECKNX 0COBEH-
HocTen YKL, aBTOpamu 6bin caenaH akueHT Ha OTCyTCTBUE
KOppenaumMm Mexay KIMHWYEeCKOW KapTuHoW, dopMupoBa-
HUEM OCNOXHEHUN, BbIPAXKEHHOCTbIO M MPOTAXKEHHOCTbIO
atpoduyecknx nameHenmn Ha COTK, cnepgoBatenbHo, YKL,
BCTpPeYaeTCcss B CTPYKTYpe KaK CUMMNTOMHbIX, TAaK U acuMm-
NMTOMHbIX, NATEHTHbIX U CEPOHEraTMBHbIX GOPM LIETMaKUM,
4YTO B KOHEYHOM UTOre AOJIKHO NOAAEPHKMBATb KIIMHUYECKYIO
HaCTOPOXEHHOCTb B BbiiBNeHnn dpeHoTnna YKLL.

Llenbto nccnegoBaHuin nocnegHux neT ABASETCS onpeae-
NIeHWEe XapaKTEPUCTUKMU FEHETUYECKUX, KIIMHUYECKUX, CEPO-
JIOTMYECKMX, TUCTONIOTMYECKUX U UMMYHOPEHOTUMUYECKUX
n3meHeHun y naumeHToB ¢ YKL, no cpaBHeHWIO ¢ naumeHTa-
MM C IMarHO030M OObIYHOW LIETMAKUKN U KOHTPOJIbHOM FpynMbl
6e3 uennakun. Takne uccnenoBaHusl, HECOMHEHHO, Hy»Aaa-
loTCH B MPOJOIKEHMU, TaKKe HeobXxoaMMo co3aaHue 6uo-
pPEeno3nTOPMEB AaHHbIX NALMEHTOB C Liennakuen ansa 6onee
yrny6i1eHHOro aHannM3a U COBEPLIEHCTBOBAHUSA AMArHOCTU-
YECKUX aNropMTMOB B 3TOW KOropTe 60/bHbIX.

WHOOPMUPOBAHHOE COIJIACHE

Mpu npoBeaeHnn nccnegoBaHmns 6b110 Noay4eHo MHdop-
MUPOBaHHOE cornacue poauTenev MM 3aKoHHbIX NpeacTa-
BUTENEN NALMEHTOB.
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