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O6SOD 3abonesaeMocTV Lienvakven B Poccum: PervioHansHble faHHble 1 npennonaraemMas pPacrpoCTPaHeHHOCTb

BeepneHune

Uenvakna — sTo ayTonmMMyHHOEe 3aboneBaHue,
BbI3blBaEMOEe  ynoTpebneHnem B MLy  3/M1aKoB,
COAepKaLLVX MMKOTEH, Y TeHETUHECKM NPEAPaCTONOXEHHbIX
nogen [1]. MaypeHTbl C uenakmien UMeroT LUNPOKUIA
CMNEKTP KaK »KeNyg04HO-KULLEYHBIX (XPOHNYecKas avapes
C MOTepen Beca U HapylleHVeM BCacblBaHWS), Tak
1N HEKULLIEYHBIX (HanpuMep, »Xenes3oaeuumtHas aHemMmns,
OCTEOMNopPO3 1 «ayTOMMMYHHbIe» 3a601eBaHNs) CUMMTOMOB,
CBUOETENBCTBYIOLMX O  TUMUYHBIX U aTUMMUYHbIX
dhopmax uennakmn. Llennakmnsa MoxkeT 6biTb BbisiBEHa
B TOO60OM BO3pacTe 1 'y npencraButenent 06omnx nonoB
W1 OCTaBaTbCH HeaMarHOCTUPOBaHHbIM. B nocnegHmne
rogpl  HabnoogalTCca  3HAYMTENbHbIE  U3MEHEHWS
B SMAEMMONOrN LieNMakmm BO BCEM MI1PE, a paspaboTka
COOTBETCTBYIOLLMX CKPUHWHIOBBLIX TECTOB MO3BOMMNA
OLEHUTb ee PacrnpOCTPaHEHHOCTb.

B natoreHese Lennakuy y4acTByrOT afanTVBHbIV
(Monekynbl HLA, TpaHcrnytamuHasa 2, OeHOpUTHble
kneTkn n CD4(+) T-KNeTKW) 1 BPOXKXOEHHBI UMMYHUTET
c IL-15-onocpenoBaHHbIM -+ OTBETOM,  BbI3bIBAEMbBIM
B VHTpasanurenMasbHOM KoMrnapTMeHTe. B HacTosLee
BPEMSA E€OMHCTBEHHbIM METOLOM JleHeHVs ABNAETCH
MocTOsIHHasA cTporasa 6esrmtoTeHoBada aveta (GFD) [2].
OpOHaKo HEKOTOPbIE 3M1aKN ABNAOTCA BXKHbIM UCTOYHNKOM

TUNUYHBIE
3aboneBaHus

6enkoB, NMMNO0B, BUTAMUHOB, MUHEPASIOB 1 KNETHaTKM,
N VX BKIOYEHWE B GE3MIIOTEHOBYIO AUETY MOXKET YNyHLUINTb
nuTaHne O0SbHbIX LEeNnaknen, HO UMMYHOMEHHOCTb
HEKOTOPbIX COPTOB 3/1aKOB O0/KHA ObiTh TLATENBHO
npoBepeHa [3,4]. TlockonbKy UenMakmis SABNAeTCs
pacnpoCTPaHEHHbIM 1 MOXXU3HEHHbIM 3ab0fIeBaHNEM,
MHOMVe NCCNER0BanHVs Obinv HaNpaBneHbl HA MHTEHCUBHYHO
pagdpaboTKy NeKapCTBEHHbIX MpenapaToB 415 IeYeHUs
HenepeHocuMocTU MtoTeHa [5]. MeaykameHTo3Hoe
edeHe NO3BOUT 3HAYUTENBHO YYYLUTbL Ka4eCTBO
PKN3HW MayMeHToB € 3aboneBaHuaMK, CBA3aHHbIMU
C JIIOTEHOM, MOCKOJSIbKY MO3BOMUT MPOBOAUTL €ro
6e3 orpaHnYeHuni.

[MockonbKy Lenvakms SABASAETCS Pe3ynsTraToM
BO3LENCTBUSA KaK 3KOTOMMHYECKNX, TakK U FeHETUHECKMX
haKkToOpOB, PacnpPOCTPaHeHVE LIeNMakmimn CRPEAN HaceneHns
MUpa onpegenseTca noTpebneHnem moTeHa U, MaBHbIM
06pasom, reHamu |l Knacca YenoBEeHECKINX NENKOLMTAPHBIX
aHTureHoB (HLA)knacca (HLA-DQ2, HLA-DQS8). Vcxonsa
N3 TOro, 04EBUOHO, YTO HEMEPEHOCUMOCTb [TOTEHA Yallle
BCTpeyaeTca B EBpone, KOxxHom 1 CeBepHo AMepuke,
AscTtpanumn, KOro-3anagHom Asun 1 CeBepHol Adpurike
n pexe - Ha JanbHem BocToke. OTO NOATBEPKOAETCS
HedaBHUM YBENNYEHNEM YMCa KPyMHOMAaCLUTabHbIX
MNONYASLUMOHHBIX UCCNefoBaHui (CM. 0630p JTMoHeTTH
1 ap. [6]). o oaHHbIM NCCNER0BaHIA, PACMPOCTPaHEHHOCTb
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PucyHok 1. Aircbepr uenvakum (aoantaums Catassi et al. [8] u Fasano and Catassi [9)]).
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Lenakmm CocTaBnsieT okono 1 % OT 0bLen YACTEHHOCTI
HaceneHvs, a konebaHnst 06yCNOBEHbI BbICOKOW HYaCTOTON
CKPbITbIX 1 aTUMnN4HbIX (HhopM 3ab0oneBaHvis.

B uenom otobpakeHne anmoemMmosioryeckix
N3MEHEHWI LIeNMaKi MOXHO NPedcTaBUTb B BUAE MOOEN
«ancbepra», nepBoHa4asbHO NPeaIoXKeHHoM JloraHom [7],
a noa3xe npoapuraemon Karaccm n ®acaHo (PrcyHok 1)
[8,9]. Tak, 6blI0 BbICKasaHO MNPeanonoXXeHne, YTo
obLmin pasmep «ancbepra» BO BCeEM MUpe Bonee nnm
MeHee OOMHaKOB, XOTS «BaTEP/IMHUS» (COOTHOLLEHWE
OVarHOCTUPOBAHHbIX U HEAMArHOCTUPOBaHHbLIX CITy4aeB)
MOXET OMHAMUYECKN CMeLLaTbCs B 3aBUCKMMOCTU
OT pervioHa 1 HacesneHusi, a Takke OCBEOOMIEHHOCTH
Bpaden, JOCTYMHOCTU AMarHOCTUHECKX MHCTPYMEHTOB,
CTEMEHN BbIPAKEHHOCTN  KIIVHNYECKMX MPOSABIEHN
3aboneBaHvsa 1 Tak ganee [9]. 910 06BACHAET HEKOTOPbIE
pacxoxaeHns B peaynsratax UCCneqoBaHni oTaeNbHbIX
MONYASALWNIA.

PacnpocTpaHeHve Luenvakim B MMpe He MOXET
ObITb [OCTOBEPHBIM 63 AaHHbIX 13 Poccuun, kKoTopas
3aHVMaeT OfHY LLIECTYIO YacTb MUPOBOW CyLUN. Takmnm
obpasomM, LUenb gaHHoro o63opa — MpeacTaBUTb
VMEoLMEeCs AaHHble MO 3MWMAEMUONONN  Lievakmim
B Poccum n coctaBuTb NpeaBapuTensHOe NpeacTaBneHmne
06 3TOM pPacnPOCTPaHEHHOW XPOHNYECKOWM SHTEpONaTUN.

CTpaTeI'VII/I ONarHOCTUKN U CKPUHWUHIa uennakum

OvarHos uenMakmm MOoXeT OblTb MOCTaBfeH
B OOTBETCTBUN C COBPEMEHHBIMIN PEKOMEHAALMAMM
Mo onpeaeneHHbIM KPUTEPUSM, HanpumMep, OOHOBNEHHBIMM
anroputMammn (i) EBponerickoro obulecTBa OETCKOMN
racTpo3HTepoornn, renatonor - 1M NUTaHUs
(ESPHGAN), (i) CeepoamMepukaHCcKoro obLlecTsa
OETCKOW raCTPO3SHTEPOIONM, renaTtonorun 1 NUTaHUs
(NASPGHAN), (i) BcemmpHol racTpo3aHTEpONorM4eckom
oprarmsaumm (WGO-OMGE), (iv) BputaHckoro obLiecTsa
racTpoaHTeponiornn 1 (v) AMEPUKAHCKOrO Konnemxa
ractpoaHTeponorin [10-13]. O6HOBNEHHbIE aNrOPUTMBbI,
COOTBETCTBYHOLLIME OCHOBHbBIM MUPOBLIM PEKOMEHALMSM,
OblN1 PEKOMEHOOBaHbI K MCMONb30BaHuo 1 B Poccum [14].
[Nporpecc B pasBUTUM CKPUHVHIA MMYHOBUONOTUYECKIX
N FEHETNHECKIX NabopaTOPHbIX TECTOB, aCCOLIMMPOBAHHbBIX
C Lenmakmnein, N raCTPOVHTECTUHAITbHBIX 9HAOCKOMMYECKIX
METOAVK MPUBEN K YBEMHEHWIO YaCTOTbl BbIABIEHUS
LeMaKmmn y NaLUmMeHTOB Kak C TUMYHBbIM, Tak 1 C aTUMUYHBIM
(BecCMMNTOMHbBIM)  KITMHUYECKM  TedeHreM. Kpome
TOro, BOSMOXXHO BbIsiBieHWe 3aboneBaHnsa B rpynnax
pUCKa, K KOTOPbIM OTHOCATCA NNLA C FMEeHETUYECKOWN
NpPenpacnoNOXeHHOCTbIO,  POACTBEHHVKM — BOMbHbIX
Lenvakuen, nogn c >kenesooeuumMTHOM aHeMMEN,
Npexx0eBPEMEHHBIM  OCTEONOPO30M 1 OCTEOMEHVEN,
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Tabnmua 1. CKPUHWHE Lenvakum(y nauyeHToB C MPposiBAEHEM KITIMHUHYECKMX CUMMTOMOB.
* B HEeKOTOpbIX WCCNEAoBaHUsIX, OMMCaHHbIX B HacTosileM 00630pe, MO-MPeXHEMY WCMONb30Banach YCTapeBlUas MEeTOoAMKa CepOosiorM4eckoro

onpegenenus IgA-aHTnmmagnHosbix aHTuTen (IgA AGA, 1gG AGA).

** 9T KpUTEPUN, B HACTHOCTM, UCMONB3YHOTCA ANA ANarHOCTUKI Lienvakmm, cornacHo knaccudurkaummn Mapua-Obepxybepa [23].
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caxapHbiM guabetom 1 Tuna, ayTOMMMYHHbIMU
3ab0neBaHVISIMI LLIMTOBUOHOWM »KeNesbl, 3a601eBaHNSIMM
nedveHn, cnHopomom [dayHa nnv crnHopomMom TepHepa,
a Takke naumeHTbl, CTpafaroLLe HEKOTOPBIMI OPYTMMA
3aboneBaHvsiMu  [15].  HekoTopble uccnegoBatenm
npeanoaratoT, HTO CBOEBPEMEHHOE BbISIBIEHNE LIENMaKNn
B rpynnax pucka v nocnenytoLLee neveHne MoryT CHU3UTb
TSHKECTb OCNOXHEHN Lienvakum [16, 17].

[eHeTn4eckas BOCMPUVMHYMBOCTb K LieNMakumm
cBazaHa ¢ HLA-reHamn DQ2 n DQ8, a nmeHHo HLA-
DQA1*05-DQB1*02 (DQ2) n DQA1*03-DQB1*0302 (DQS8)
[18]. MigeHTndmKaLms AONONMHUTENBHBIX FEHOB 3a00NeBaHNS
ABNAETCA MPEOMETOM UCCNEOOBaHUA MEeHETUYECKOro
COO0OLLECTBA, 3aHMMAaOLLIErocst Luenvakmen. BoisiBneHo,
YTO LeNmakmsa accoupmmpoBaHa ¢ reHamm He-HLA-pervioHa
[19, 20]; ogHako OO0 CUX MOP CHUTAETCS, YTO PasBUTVE
Lennmakii MasioBepOsTEH MpU OTCYTCTBUWM alienen,
koaumpytowmx DQ2 1 DQS8 [21].

CKPUHWHI  MPU3HAKOB  LieiMaknn  npoBoauTCs
C MOMOLLBIO CEPOSOMMYECKNX TECTOB HA OCHOBE aHTUTEN
(Tabavua 1), KOTOpble UCMOMBb3YOTCS B OONBLUMHCTBE
NMMYHOMEPMEHTHbIX aHanm30B (VIPA). B HacTosiLLEee Bpems
onTUManbHbIMU HabopamMn 41151 AMarHOCTUKK Lieaknm
asnsatoTces VIOA Ha ocHoBe IgA anti-tTG2- (IgA aHTU-TkaHeBas

TpaHcryTamunHasa-2) n VIOA Ha ocHose IgA AEA- (IgA aHTu-
SHOOMUBMASIBHBIE aHTUTEeNa-) (ONpeaendemble METOOOM
HENPAMOro UMMYHOMITYOPECLIEHTHOMO aHanmaa) bnarogaps
NX BbICOKOW YyBCTBUTENBHOCTU U CNELMMOUYHOCTI, a Takke
HagexxHocTn [22]. OgHaKo B HEKOTOPbIX UCCNEAOBaHMISX,
OMMUCaHHbBIX HUKE, 10 CUX MOP UCTONb3YETCH YCTapeBLIas
METOMKA CEPOIONMYECKOro BbIABIEHVS aHTUMNAONHOBBIX
antuTen (IgA AGA, IgG AGA). B HacTogLLee Bpema aTa
METOOMKa HE PEKOMEHIYETCH ANA ANArHOCTUKM LieaKkum
13-32 HN3KOW NONOXUTENBHOW MPOrHOCTUHECKON LIEHHOCTU
MO CPaBHEHWIO C OPYrMMU OOCTYMHBIMY CEPOSIOTMHECKUMM
Tectamu [22].

[aBHO NMPU3HaHO 3HAYEHNE CKPUHUHIOBBIX TECTOB
Ha CeposyIorM4ecKmne aHTUTena Ans npensBapuTensHOro
oTtbopa NauUneHToB AN AMarHOCTVKM C MOMOLLbIO Broncum
TOHKOIO KULLEYHMKA. Broncnsa KueyHnka cHmUTaeTcs
«30M10TbIM CTaHOAPTOM» OMArHOCTUKM Lenmaku. Tak,
BbISIBNlEHME aTpOdUM BOPCUMHOK CMN3NCTOM OOONOHKN
TOHKOM  KULLKW 1 TUNEpPnasuym KpunT OCTaeTCs
LEHTpasibHbIM TECTOM B AMarHOCTUKe Lienvakum (Tabnvua 1),
a YBEMMYEHME KOMMYECTBA  WHTPASNUTENVAbHBbIX
NIMMPOLINTOB MOXKET YKasblBaTb HaA STATEHTHbIVM BapUaHT
uenvakun [15]. B Poccun ons gnmarHOCTUKA LeNakmnm
LUMPOKO UMCMOMb3yeTCs rpagaumsa MopdOonorn4eckmx

BospacTtHasn
PervoH log rr')oynna Mon (M %/X %) CKPUHNHI Buoncus Llenvakusa ABTOp
Letn '
Anti-tTG w/
ApxaHrefbckas 2005 6 MeCﬂLL‘eB—18 60.0/40.0 i AEA Na 0.02% CwmupHosa I M.
obnactb neT; HOBUTHBHbIA n gpyruve. [57]
<7 ner, 54%)
Anti-tTG w/
YensbuHckas Hetn (0-18 HeT o TiopxuHa B. H.,
obnactb 2004 ner) nHopmaumm ng;mﬁﬁiim Ra 0.02% Tabak T. A. [58]
Oetn
AryTust 2008 (6 MecsiLleB—18 48.4/51.6 AntitTG Ja 0.06% Cassura A [l
ne) 1 opyrve. [59]
CaHKT- RAetn Anti-tTG w/ Bacvinbkosa U
! _ 0 N
Nerepbypr 1999-2002 (6 mecsiueB-18 50.0/50.0 nnn AEA § Oa 0.02% B. [60]
ner) MO3UTUBHbIN
Anti-tTG v/
Ceepanosckas 2009 Letn (0-18 nieT) Her nn AEA Ja 0.30% K B. T.
obnacTb nHopmaLmmn HOSUTUBHbIA n gpyrve. [61]
LeTn (cpeaHwia Anti-tTG v/
Tomcras 2010 B03pacT 8,6 + 50.5/49.5 nn AEA Ja 0.05% Frkara l. H.
obnactb . n opyrve. [62]
0,6 neT) MNO3NTUBHbIN
Oemn
(6 mecaues-17
neT; <4 ner,
O/ H—
8‘7&’358"/7')161 Anti-tTG w CassuHa A. [
AkyTck 2008 S70; 65.0/35.0 nn AEA [a 0.11% asBira A 4.
8-10 ner, HOSVTVBHbIIA 1 apyruve. [63]
25,0%; 11-14
neT, 26,3%;
15617 ner,
11,2%)

Tabnuua 2. YpoBeHb 3a601eBaeMOCTY Lieniakien Ha HaceneHune pervoxHa.
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nN3mMeHeHWn No knaccudvkaummn Mapua-Obepxybepa [23].

PelueHnss 0 CKpUHWHIME Ha HaudmMe  Lenvakum
OOMKHO ObITb TUlATeNbHO obaymaHbl. OObIMHO B 3TW
1CCnefoBaHns BOBMNEKAIOTCA LA U3 Mpynn prcka (MpoLecc
BbISIB/IEHWS CydYaeB 3aboneBaHns). OfHako aTa cTpareris
HeaddeKTVBHA 07151 BbISBNEHWS HEAMArHOCTMPOBAHHOM
uenvakum y bonee LUMPOKNX CNOEB HaceneHns. HanpoTtue,
MacCCOBbII CKPUHWHI Ype3Bbl4aiHO AOPOr U 3aBUCUT
oTYpSOa NPEAnocbIIOoK. TakM 06pa3oM, CHATAETCS, YTO
3 heKTUBHbBIE CKPUHMHIOBbIE MPOrpaMmMbl Mo Lienvaxmn
MOIyT OCYLLECTBAATLCA MyTEM TECTUPOBaHUSA AETeN
LLIKONBbHOro Bo3pacTa [24].

COBpeMeHHbIe anngemMumosiormn4eckune
0 uennakum B Poccumn

AOaHHble

[o HepaBHero BpemeHn Uennakus B Poccun
cyMTanack pedknm 3abonesBaHnemM ¢ YactoTor oT 1 Ao 5
cnyyaes Ha 10 000 4enoBek, HO, Kak 1 Be3fae, Nnporpecc
B [OVArHOCTUKE LEeNMakuy U3MEHW 3Ty CUTyaumio,
npvBedst K BbISBAEHUIO Pa3InYHbIX DOPM  Lieakumm
(MK HENEePEHOCUMOCTW NoTeHa). TakuM 00pas3oM, POCT
3a60/1eBaEMOCTU MO CPaBHEHUIO C HaCefleHNeM BCErO
PEernoHa nokasasl, YTo pacnpoOCTPAaHEHHOCTb LieNnaKkmm
B Poccun yeenuymnack npumepHo ¢ 0,02 % o 0,30 %
(Tabnuua 2).

MacLuTabHble nccnenoBaHms pacnpoCTPaHEHHOCTM
Lenvakmmn B Poccum noka He NpoBoaUVICh, Y €OMHCTBEHHOE
nogpobHoe ncecnenoBaHme, NpeacTaBneHHoe
B MEXyHapOAHOWM Hay4HOW nuTepaType, 6bI10 MOCBALLEHO
pacnpoCTpPaHeHHOCTN Lenvakun B Kapenun [25]. B aTom
VCCNENOBaHNM 4acToTa BCTPEYaeMOCTU  Lennakuu,
noaTBep»aeHHoro éuorcven, coctasuna 1: 496. Kpome
TOr0, MOXKHO HaTV psf, NoKasnbHbIX NyGnkaumn [26, 271,
KOTOpPbIE OOCTYMHbI TO/IbKO Ha PYCCKOM #A3blke. B Hux
NPUBOOATCS Pa3PO3HEHHbIE JaHHbIE N3 Pa3HbIX PErMOHOB
Poccun (PycyHOK 2), a pacnpoCTpaHeEHHOCTb Lieakinm
BapbupyeT oT 0,20 oo 0,57 % B 0buwen nonynsaumm
1 0o 15,98 % B cneunrnyeckmx rpynnax prcka (maumeHTbl
CcneLmann3npoBaHHbIX FACTPOVHTECTUHANBHBIX KIVHIK,
cTpajarole  XPOHUYEeCKOM  auapeenr,  Apyrimm
MPOSABNEHNAMY  QHTEPONATUK,  >XKENEe304edPULNTHOM
aHeMuel HeN3BECTHOMO reHe3a, caxapHbIM AMabeTom
1 Tvna, ayToUMMYyHHbIMI 3aB0NEBaHUSMU LLIUTOBUOHOM
»xenesbl 1 T. A4.) (Tabnvua 3).

SNMOEMNONOTNYECKNE  UCCNEOOBaHUS  TakxKe
nposoaunnce B AByx cTpaHax CHI (Coppy»xecTBo
HesaBucumbix focynapcTs): KasaxcTaHe 1 Y3bekucTaHe.
Tak, B Anmartbl (KazaxctaH) (Kak «OTpaKeHue»
noemMorpaguyeckon cutyaumn B KasaxctaHe B LIENOM)
pPaCnpPOCTPaHEHHOCTb LieNnakum cpeam OeTern coctaBuna
1:262 (0,38 %) Npvt COOTHOLLEHWN TUMMHHBIX 1 aTUMNYHBIX
dopm yenvakun 1 : 5 [28]. Mo gaHHeIM HNV negnaTtpumn
Pecnybnukn  Y3bekuctaH (TallkeHTckas 065acTb),

PucyHok 2.

[eorpadmyeckoe
0 3a60/1eBaEMOCTI 1 MPEBEHTUBHbIX MCCNeaoBaHuin Lenvakum B Poccun.
ManeHbkre Kpy>KKM yKasblBaloT Ha TO, YTO AaHHble Obln MosydeHbl
TOMBKO 13 PernoHanbHoro LieHTpa. OKpyrble Kpyr yKasbiBatoT Ha TO,
YTO AaHHble Oblnv MOYYEHbI U3 HECKOJBbKMX MECT B PervoHe. Pesynsrathl
3TUX UCCNeaoBaHWin NpeacTaBfeHbl B Tabnmuax 2 1 3.

pacrnpefeneHie  CoOBLLEHNI

pacnpoCTpaHeHHOCTb Lenvakuy coctaBuna 1 @ 366
(0,27 %) [29].

VlccnenoBaHnsa NOAMMOPMHbBIX BapyaHTOB annenem
BOCMPUMMHYMBOCTU K Uenvakun HLA-DQ2 w/vnn HLA-
DQ8 y 6onbHbIX Lennakmiern ¢ nomoulpto HLA SSP-
TUNNPOBaHKS BblN NPOBEAEHbI B HECKOJMBbKIX PErioHax
Poccum (75 venosek B Tomcke, 32 Yenoseka B KpacHogape
1 17 yenosek B AkyTun [30-32]) 1 B KazaxcTaHe (72 60nbHbIX
Anmatbl [28]). o gaHHbIM 3TVX UccnepoBaHu, 76,9%
nauyeHToB C Lennakuen B Tomcke, 81,2% naumeHToB
B KpacHogape v 80,9% nauneHToB B AKyTUM ABASKOTCS
HocuTenamu HLA-DQ2 n/nnn HLA-DQS8 [30-32]. Takunm
0bpazom, y 6oMbHbIX Lienuakmnei n3 Tomcka n KpacHogapa
ObII0 NPOBEPEHO HaNM4Me 8 annenbHbIX BapyaHToB OJ15
nokyca HLA-DQA1 1 12 annensHbix BapraHToOB 4714 JIoKyca
HLA-DQB1. Hambonee 4acTbiM1 annensimu, BbIABAEHHbIMY
y 60nbHbIX Lennakmen B KpacHogape, 6o DQA1*0501
(40,6 %), DQA1*0201 (21,9 %) n DQB1*0201 (35,9 %),
Torga Kak y naumeHToB U3 Tomcka Hambonee 4YacTbiM
annenem 6611 DQA1*0501 (37,3 %) [30, 31]. CKpUHWHF
HLA-rannoTvnos no Tpem nokycam (DRB1, DQA1 n DQB1)
Obn NpoBeaeH Y 60MbHBIX Lienakmen ns AkyTun.

B paHHOM umccnepoBaHuM  OblM BbISIBNEHDI
CNnefytoLLe YacTOTbl ranaoTUMOB:

30 % pns DRB1*04/DQA1*0301/DQB1*0302,
30 % pns DRB1*03/DQA1*0501/DQB1*0201,
25 % nna DRB1*07/DQA1*0201/DQB1*0202,
n 15 % gnsa DRB1*11/DQA1*0505/DQB1*0301 [32].

B Kagaxctane Hannydmne HLA-DQ2 w/vnn HLA-
DQ8 BbIABAANOCH €LLe pexke, YeM B permoHax Poccun,
1N 6bIMO OBHapyXxeHO Tonbko B 60,2 % 06pa3uos,
Mosy4eHHbIX OT BONbHbIX Lienvakument [28]. Takim obpasom,
CKPUHWUHI HLA-annenen BOCNpUMMH1BOCTU K LieInakmnm
y Ka3axCTaHCKMX MaLMEeHTOB Nokagas Cneaytowme 4acToTbl
rannoTuUmnosB:
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BospacTtHas Mon
PervoH lop YyacTHuKkn rpynna (M %/% %) CKPVHWHF
[eTn LUKONbHOro e (coenrvm
Kapenus 1997-2001 BogpacTt 11,6 = 6,7 49.5/51.5 Anti-tTG
BO3pacTa
ner)
PsasaHckas obnacTtb — SHODOE;'SBﬂOHOpb' Bapocnble 69.9/30.1 Anti-tTG
. Hetun 52.0/48.0
2011 Cneumcfg:*e e (6 mecaLes—18 ne)
P 1 B3POCSble 33.4/66.6
VipkyTckast obnacTtb Anti-tTG
2014 Crewpdneckni Herv 51.9/48.1
pUCK (6 mecaLeB—18 neT)
CrieumhuHecKmi Jetn ANt-tTG w/
KpacHopapckuin kpaw 2010 H " 46.9/53.1 nnn AEA
PUCK (6 mecsLes—18 neT) .
MO3UTUBHbIN
0003-2007 |  CrewMdnHecKn Bapocrble 19.8/80.2
pUCK
Mocksa Anti-tTG
. Bspocnble
2012 Cneumjoclf;?cmm (cpenHuin BO3pacT " qooHer\:a o
P 51,5 + 16,4) pMatl
Hmxeropoackas Cneumndundecknin HET .
2008 " Bapocnble Anti-tTG
obnacTtb pUCK NHhopMaLN
PRgaHcKas o6nacTs | 2002-2006 | CreudaHeckan Hem 57.4/42.6 AntitTG
pUCK (6 mecsues—18 ner)

Tabnuua 3. PesynsraTbl CKpUHUHIA pacnpocTpaHeHHOCTH L, nony4eHHble B reorpan4eckin pasHbix pernoHax Poccum.

*MaumeHTbl ¢ cUMITOMamu, NMO3BOSSOLLWIMI MPEATNONOXUTE HaNMYME LIeNMakn: CUHOPOM ManbabcopbLmm, XPOHUYECKEe OO B XKMBOTE, Crasmbl
NN B3OYTYE XKMBOTA, XPOHUYECKast U NMEPUOANHECKas Onapesi, HeoOCTaTOMHOCTb POCTa, ene3oaeduumTHas aHemMus, NOTePst Beca, XPOHMYecKas
YCTaNOCTb, HASKUI POCT, PELMANBUPYIOLLIMIA adTO3HBI CTOMATUT (53Bbl BO PTY), repneTudopMHast Cbirb, aTOMMYECKNA AepMaTUT, KpanmBHULA, BUTUANIO,

B6poHXnanbHas actMa 1 T.4.

**YYaCTHVKM HabUpanMch cpeay NaLUneHToB CrneumanmapoBaHHbIX raCTPOUHTECTUHANBHBIX KIMHUK.

**TlaumeHTbl ¢ cMNTOMamMK, NMO3BOSSIOLLWMI NPEANONOXUTL LENMakMo (XPOHUYECKas U NepuoMyHeckas avapes, HeycrneBaemMoCTb, NnoTeps Beca,
3aMefJIeHHbI POCT, 3aflepXkka MoIOBOro CO3PEBaHUS, aMeHOPes!, XKene3ofeurLnTHas aHEMUS!, XPOHUYECKME BON B XKMBOTE, CrnasMbl UM B3AyTUE
XKMBOTA, XPOHWYECKast YCTanoCTb, PeunaMBUpyroLLmiA aidTO3HbIN CTOMATUT (3Bbl BO PTY), repnetndopMHas Cbilb M aTOMUHECKU OepMaTuT)
1 6ECCUMMNTOMHbIE MaLMEHTbI C MOBbILLEHHBIM PUCKOM PasBUTUSA Liennakum (CaxapHbln anabet 1 Tmna, cuHapom [ayHa, ayTouMmyHHOe 3abonesaHme

LLIMTOBWOHOM »Xenesbl 1 POACTBEHHVIKM NEPBOV CTENEHN POACTBA C LiENaknen).
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Yucno Yucno
Konuyectso
npoLeawmnx no3nTMBHbLIX | Buoncus 6rIonCHii Lennakusa AsTOp
CKPUHUHT pesynbraToB
1988 8 Na 4 1496 (0.20 %) Kongpatuesa A.
' ' v opyrie. [25]
CtpovikoBa M.
. [0)
1740 51 [a 10 1:174 (0.57 %) . 14
14 890 Ha 60 1:18(5.56 %) PewetHrk J1. A.
1402 271 [a 45 1:31(3.32 %) " Apyrue. [34]
PewetHuk J1. A.
. o)
1775 494 [a 12 1140 (2.50 %) ooy, 164]
Tnng A. .
. [o)
742 54 fa 54 1:36.6 (2.73 %) 1 By, [30]
363 58 Ha 58 1:6.2(15.98 %) ybkoBa P.[655.] v apyrvie.
318 6 Ha 5 1:106 (0.94 %) BelkoBa C[.6%j v apyrve.
1045 251 Na 311 1:7.6(13.16 %) PernH A.[g.ﬂl/l apyruve.
Ctponkoa M.
. 0,
256 4 [a 4 1:57 (1.75 %) e, 1661

Tabnuua 3. MNpoaomkeHme.
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26,4 % nna DQA1*0501 n DQB1*0201,
34,7 % nnsa DQA1*0501 nnn DQB1*0201
1 8,3 % ana DQA1*0301 1 DQB1*0302.

Kpowme Toro, aBTopbl NpeanaratoT obpaTute ocoboe
BHVMaHMe Ha Hanndre annena DRB1*10 y nauneHToB
C LenMaKkuen, YactoTa KOToporo bbina BeiseneHa B 15,3 %
[28].

Ounckyccus

MNoMMMO opHOro noApoOBHOrO  WCCNeooBaHWs,
MOCBSLLIEHHOIO PaCnpPOCTPaHEHHOCTU Lennakmm B Poccun,
KOTOPOE ObINI0 ONYBANKOBAHO B MEXOYHAPOOHOM Hay4HOW
nutepartype [25], B OTEHECTBEHHOW Hay4HOW NnTepartype
MOXHO HalTW HECKONIbKO OTHETOB K3 reorpamnyecku
pa3HbIX PErMoHOB Mo AaHHOW Teme (0600LLEHHbIE AaHHbIe
npencTasneHbl B Tabnnuax 2 1 3). 9Tu uccnenoBaHvis
BKJTIOHAIOT OTHETLI 00 YpOBHE 3a0601EBAEMOCTU 1 OTHETbI
O CKPUHUHIax Ha Lenmakmto, 60SbLINHCTBO U3 KOTOPbIX
NpPOoBOAVNNCE B OonpeaeneHHbIX rpynnax prcka. OgHako
CTPYKTYpa STUX NCCNEeNOBaHUM 1 apceHan anarHOCTUHECKNX
CPencTB, WUCMOMb3yeMbIX ONA OVNArHOCTUKN LIENVaKNN,
B pside Cry4aes CyLLECTBEHHO PasNNYatoTCs, YTO 3aTPyAHSAET
CpaBHEHVE NPEeACTaBNEHHbIX PE3YNLTATOB. TEM HE MeHee,
3TV UCCNeooBaHMs NoKasbIBatoT, YTO NpeaBapuTensHas
obLasa cuTyaumst C pacnpoCTPaHEHHOCTHLIO Lieakimm
B Poccuu, No-BuanMomMy, COOTBETCTBYET OOLLIEMNPOBLIM
TEHOSHLVAM.,

Llennaknsa 4acTto gMarHoCTUpyeTCst Ha NEPBOM roay
>KUBHW Yy OETEN NOCAE BBEAEHUSA B COCTAB CMELLIAHHOIO
nMTaHusa  Kpyn, cogepxkawux roTeH.  CornacHo
pekoMeHpauvam Cotosa neauaTtpoB PP, npeanoYTuTesnisHO
BBOOUTb CMELLAHHOE BCKapMMBaHMe 1, B 4aCTHOCTW,
Kalum B BO3pacTe 4—6 MecsueB. PeKoMeHayeTcsa Ha4MHaTb
CMeLLaHHOe BCkapMvBaHue ¢ obaBeHns 6e3roTeHOBbIX
Kpyn, Taknx Kak puC 1 rpeyka, KOTopble O4eHb NOMynsipHbI
cpeou HaceneHust Poccun, a 3aTem 1 Kykypy3bl. 3atem
MOXHO BKtOYaTb [OTeHcoaepKawme Kpynbl [33].
Takum 06pa3oM, nepsBble CYUMMTOMbI LENMakmm MoryT
ObITb OBOHaPY>XeHbl B paHHeM AetcTse. [JencTBUTENbHO,
BCe JaHHble 0 3a001eBaEMOCTI LieNMaKkmnen no pervoHam
Poccun npencTaBneHbl AeTCKUMK ciydasmm (Tabnnua 2).
Bonee TOro, 3HauWMTeNbHast YacTb UCCNeOOBaHUN,
MOCBSILLEHHbBIX PACAPOCTPaHEHHOCTY Liennakmm B Poccum,
6bina nonyydeHa ot getent (Tabnuua 3). ConocTaBrMble
OaHHble O pPacnpOCTPAHEHHOCTU Uennakmn y neten
1 B3POCSIbIX UMEKOTCA TONbKO A1 VIpKyTCKoM obnacTu,
roe otMedeHa Oonee BbICOKasi pacnpOCTPaHEHHOCTb
Lennakum y geten, 4em y B3pocnbix (Tabnuua 3) [34].
OTOT haKT MOXET 0OBbACHATLCA BAVSIHEM (hakTOpOB
OKpY>KatoLLen cpedpl B MAaAeH4eCTBE U NaTEHTHOCTLIO
LenMakum Bo B3pOC/oM Bo3pacTe [35].

[aHHble No ypoBHIO 3ab60NeBaEMOCTM B pacHeTe
Ha HaceneHne pervoHa (Tabnvua 2) nokasbIBatoT,
4TO PacnpoOCTPaHeHHOCTb uUevakun B Poccum

yBennumBaetcst Ao 0,3 %. TeM He MeHee O4YeBMOHO,
YTO 3TO 3aHVPKEHHbIE AAaHHbIE, HE OTPaXKaoLLIE UCTUHHYIO
KapTuHy 3aboneBaeMoCTU. Tak, CKPUHUHIOBbIE AaHHble
O PacrnpoCTPaHEHHOCTU Leaku Y  LKOJSIbHUKOB
1N 300POBbIX OOHOPOB KPOBW, M3ydeHHble B Poccun,
pasnuyatotesa go 0,6 % (Tabnuua 3). OTu pesynsraTbl
COOTBETCTBYIOT 0BLLIEMMPOBBIM TeHOEHLMAM,
NpeacTaBneHHbIM B nuTepartype ANsa OaHHbIX rpynr,
NCCNefoBaHHbIX B pa3fnyHbIX cTpaHax EBponbl, AMeprkm
1 KOro-3anagHon Asumn [36-38].

PacnpocTpaHeHHOCTb Levakmuy cpeam HaceneHns
KOHKPETHbIX TPYMn  puUcka, WU3y4YeHHbIX B Poccun,
BapbupoBana npumepHo ot 1 go 16 % (Tabnvua 3).
K coxaneHnto, npouedypbl Habopa nayneHToB,
y4aCTBOBaBLUMX B 3TVIX UCCNEA0BaHWUSX, Oblv CULLKOM
KpaTKO OMmcaHbl B OpUrMHasibHbIX paboTtax, YTo 3aTpyaHsaeT
CPaBHEHWME MOJlyYeHHbIX pPe3dynstaTtoB C  ApYrMuy
nccnegoBaHusaMKU. TeM He MeHee, 3TW  peaynbtaThbl
COMOCTaBUMbl C pe3ynbTaTtamMv psiga MUccnenoBaHuim,
MOCBSILLIEHHbBIX OLEHKE PaChpOCTPAHEHHOCTY Lieakmm
B pa3/NYHbIX rpymnnax pyUcka 13 pasHblX CTpaH, B KOTOPbIX
pacrnpoCTPaHEHHOCTb  LeNMakmM B rpynnax puicka
B 2—-10 pas npeBblllaeT pacnpoctpaHeHHocTb G cpeaun
BCcero Hacenenus [36, 39, 40].

Pesynbratbl no 3abonesaemocTt (Tabnunua 2)
N  PacnpOCTPaHEHHOCTU UEMakMi B pasinyHbIX
pervoHax Poccun, nonyYeHHble Oas AETCKUX Fpynn
(Tabnnua 3), He BbIABUN YETKO AnddepeHLIMpOBaHHOM
3aBNCMMOCTM OT nofa. 9TU [OaHHble MNpoTUBOpeYaT
XOPOLLO AOKYMEHTUPOBaAHHOMY 00LLIEMY MpeobnagaHuto
YKEHLWMH cpeay 60/bHbIX Lennakuert [41] u MoryT 6biTb
06bACHEHbI 0COOEHHOCTAMI Habopa NauveHToB cpeam
OeTeln, BXOOAWMX B crieumdunyeckme rpynnbl puUcka
(Tabnmua 3). Tem He MeHee, Obina OoTMedeHa 6onee
BbICOKas pacnpOCTPaHEHHOCTb Lieakin y B3POC/bIX
>KeHLWH (Tabnuua 3), 4To cornacyeTcs ¢ AaHHbIMK APYrnX
ncenenoBaHWin, NPOBEOEHHBIX B OpYrnx pervoHax [42, 43].
[MpeocbnagaHne >XeHLLVH Cpeay NauUneHToB C Lievaknen
0ObIHHO OOBACHAETCHA HEQOCTATKOM MEAULMHCKNX YCIyr
WY FOPMOHANBbHBIMU Pas3NNYMsamMmn Mexxay nonamm [42,
43]. Hanpotve, 6onee BbicOKast pacnpoCTpaHeHHOCTb
Lenmakmm cpeam My>XYiH Cpeay LOHOPOB KPOBU MOXXET
ObITb 06 bACHEHA CMELLIEHNEM B CTOPOHY MY>XHIH B Fpynne
CyOBbEKTOB, Y4aCcTBOBaBLUMX B MCCedoBaHun [44].

Ha CerogHsLLHNIA OeHb nccnegoBaHns
nonnMopdHbIX BapmaHtoB reHos HLA DQA1 n DQBH1
y 00nbHbIX LenMakMen NpoBeAeHbl TONMbKO B TPEeX
pervoHax Poccum (Tomck, KpacHogap u SAxkytus) [80—
32]. JencTtBuUTENBbHO, rEeHOTUMbl OOSbHBIX Lienakmnen
B pasHbIX PEernMoHax WMeKT CBOUM OCOBEHHOCTW,
N OTCYTCTBME OMNpefeneHHbIX anfienen He WUCKtoHaeT
BO3MOXXHOCTW pPasBUTUSA 3aboneBaHus. YCTaHOBEHO,
YTO YacToTa BCTPEYAEMOCTY anenen BOCIpUMMYBOCTY
HLA-DQ2 w/wunn HLA-DQ8 B psge pervioHoB Poccumn
3HaYUTENBHO HUXKE, Yem B EBpone (okono 80 % npoTuB
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> 90 %) [45, 46]. MNpumevaTensHo, 4YTo B KasaxcTaHe
YacToTa 3TUX anfener BOCMPUAMHMBOCTU Y BOSbHbIX
Lennakren okasanacb OaxKe HMXKE, YeM B yKa3aHHbIX
pervoHax Poccum (okono 60 %) [28]. XopoLuUo n3BecTHO,
YTO YacToTa annener BOCIPUUMHMBOCTIL B €BPOMEONOHbBIX
nonynsaunsax 3anagHon EBponbl oueHnBaetcs B 20-30 %.
OTHOCUTENBHO BBICOKME YaCTOTbl BCTPEYAKOTCA TakKe
B CeBepHoi 1 3anagHon Adpuke, Ha BavkHem BocToke
1 B LleHTpanbHom A3um, B TO BPEMSI Kak BbiCOKas 1YacToTa
aUnenei BOCNpUUMHMBOCTY CHIDKAETCH C 3arnafa Ha BOCTOK
C HU3KUMW HYacToTamun B nonynsaumsx KOro-BocTtouHon
A31K1 1 NPaKTUHECKM NOHBIM OTCyTCTBMEM DQ2 B AnoHMN
[47]. Taknm 06pa3oM, MOXKHO MPEQMNONOXUTL, YTO Bonee
HM3Kas YacToTa 3TVX afenen y NauUnMeHToB 13 HECKOMbKIMX
pernoHoB Poccum 1 0CoBeHHO y NaumeHToB 13 KazaxctaHa
ABNAETCH CNeacTBremM 6onee HM3KOM HYacTOoTbl ATUX annenem
B OOLLEW MOMyNALMN 3TUX PEMVIOHOB.

[annoTUNbl FEHETUHECKOM NPEaPaCTONOXKEHHOCTH
K uemakum  HLA-DQ2 (DQA1*05, DQB1*02),
obHapy»KeHHble Yy NaLneHToB 13 pernoHos Poccun [30,
31], cornacytotcs ¢ eBponenckumn [48]. OTHOCUTENBHO
BbiIcokMe 4Yactotbl HLA-DQ8 (DQA1*03, DQB1*03)
(~30 %), BbiABNEHHbIE Y MauMeHToB U3 AxyTun [32],
MOIMyT ObITb OOBACHEHbI HEOOMbLUNM  KOIMHECTBOM
nauUMeHToB, y4aCcTBOBaBLUMX B WCCeQoBaHWM, W/Wnn
0COBEHHOCTSAMU NCCNENOBaHNS, B KOTOPOM Obl HabpaHb!
Kak eBporneoudbl, Tak 1 MOHrofloudbl. TeM He MeHee,
B CBSA3M C MaJlbIM KOIMHYECTBOM MaLeHTOB, y4aCTBOBaBLLIMX
B uccnegosaHusix B Poccum, yactota BCTpevaemMoCcTu
nonumopdHbIX BapuaHToB reHoB HLA DQA1 n DQB1
y 60MBbHBIX LIENMaknen Hy>kxaaeTcs B AaSIbHENLLEM U3YHEHN.

MOXXHO MpPeanonoOXnTb, YTO MNpY  CPaBHEHUM
peaynsrtaToB, MOMyYeHHbIX B OOHOM U3 PErVIOHOB
Poccumn (Kapenus; 0,2 %) n ®uHngaHaum (0,9 %), Hmuskas
pPacnpOCTPaHEHHOCTb Liennakum B Poccumn obbsicHSeTCs
6onee HN3KMU YCOBUSIMU XKI3HM U YDOBHEM MUreHbI [25].
OpOHaKo cpaBHEHVE MMEIOLLIMIXCS AaHHbBIX O CPedHEN YacToTe
pacnpocTpaHeHus uennakum B Poccum (Tabnuua 3) ¢ ero
pacnpoCTpaHeHeM B eBPOMENCKMX CTpaHax (Hanpumep,
0,3 % B l'epmarun, 0,7 % B Ntanmmn n 1,8 % B LLseunn [49,
50]) nokasbIBaeT CONOCTaBUMble pPe3ynsTaTbl, YTO AenaeT
Takoe NPeanonoXkeHrie ManoBepOATHbLIM.

Moppep>kka naumeHToB ¢ uenuakueih B Poccun

BonbHble Lennaknen B Poccumn permcTprpytoTcs
KakK XPOHUYECKME MaLUMeHTbl 1 NPOXOOAT MEAULIMHCKNE
OCMOTpPbI Pas B 6 MecsLEeB (MOCe NOCTaHOBKM AvarHo3a
B TeYeHue nepBbiX OABYX NeT) Ui 12 MecaueB (TpeTui
rof, HaGMOAEHNS NMPU YCIOBUW YCTAHOBEHUST CTOKOW
pemuccuy). Ha degepanbHOM YPOBHE CyLLECTBYET
coumanbHas nogaepxka  (becnnartHblIn Habop
Oe3rnMtoTEHOBLIX MPOAYKTOB) O/ OETEN C AMarHO30M
«uenuakung» [51]. B HEKOTOPbIX pernoHax AeTi C Lenmakmen
(HO 6e3 cTatyca VHBaNWAa) MosyyaroT CoLManbHYyO

MOAAEPXKKY OT pervoHalbHbIX BracTel (exxemecsadHble
nocobwvsi) [52].

Kpome Toro, B Poccun CyLLIECTBYET HECKOSBKO
NIOKanbHbIX accouuauuini  naumMeHToB C  LenmMakunen,
MPU3BaHHbIX PEeannM30BbIBaTh PasfiyHblie MPOEeKThI,
HanpaBfeHHble Ha COLMAanbHYIO MOAAEPXKKY U YyyLleHne
KadecTBa >KU3HW Joder, CcOobGAAaroWMX CTPOryto
6earntoteHoByto avety (Cb). OHu BeoyT BEO-CTpaHWLIbI,
Ha KOTOPbIX PacnPOCTPaHSOT MHoPMAaLIMIO O Lennakmum
N PasINYHBIX MEPOMNPUSTUSIX A5 MaLMEHTOB C Lenakumen,
a TaKke ONns noaemn, KoTopbiM HEOOX0OMMO CcobNtoaaTh
CBb[ [53-55].

BearntoTeHoBble MPOAYKTbl MOXXHO MPUOBPECcTH
B CMNeLMann3vpoBaHHbIX MarasmHax, feKTPOHHbIX
MarasmHax UM HeKOTOPbIX CyrnepMapkeTax, U CrncoK
6e3rNTEHOBbLIX MPOAYKTOB MOCTEMNEHHO PaCLUMPAETCS.
B HacTosllee Bpemsi paspabaTbiBatOTCA  HOBble
dhepMeHTaTVBHblE CpeacTBa A1 AeTOKCMKaLIMK roTeHa
[56].

BbiBogb!

MNpviBeOeHHble OaHHble O pPacnpPOCTPaHEeHHOCTH
Lenakmm B Poccum MOryT faTb HEKOTOPOE NpeacTaBneHue
O CUTyaLUun C HEenepeHOCHMOCTLIO [loTeHa B CTpaHe.
Kak nokasaHo, cpefHsisi YacToTa uenvakmmn B obLLen
POCCUMCKOW nonynsumm coctaBnsaet okono 0,2-0,6 %.
OOHako peanbHbl NoKasaTenb OCTaeTCs HEM3BECTHBIM
Mn3-3a OTCYTCTBUSA [OOCTOBEPHbIX AMArHOCTUHECKMX
JaHHbIX Yy Bcex rpaxkaaH. [NpenctaBneHHble 3Ha4eHWs
pPacrnpoOCTPaHEHHOCTU Lennaki B Poccum XOpoLLo
0ObACHAIOTCA  KOHLUenuuen «ancbepra Lenakmm»,
1 NO3TOMY Mbl CHATAEM, YTO MacCLLTaOHbI AMarHOCTUHECKIA
CKPWHWHT, OXBaTbIBaOLLIMA BCE OCHOBHbIE PervioHbl Poccun
B COOTBETCTBUM C OnpeaeneHHbIMN KPUTEPUSMIA, MPOSICHAT
WCTUHHYIO CUTyauuto C  [IOTEH-aCcCoLMMPOBaHHbIMM
3ab0/1eBaHVSIMA U, B HACTHOCTU, LieNakumu.
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