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Llennaknss — HenepeHoCUMOCTb [JII0TEHA, KOTOPbLIM MPEACTaB/IsSeT cob60/ 6E/IKOBbIM KOMMNOHEHT KAEMKOBUHbI 3/1aKOB,
C pacrnpocTpaHeHHOCTbIO 3abosieBaHus B EBpone n CLLUA 1:100-1:500. [noTeH crnocobeH MHUUMUPOBaTb UMMYHHbIN OTBET
ornocpefoBaHHO, Yepe3 MOJIEKY bl [NTABHOI0 KoMraekca rmctocoBmectumoctu | m ll knacca. MOXHO npeanonoxuTb, YTO
HapylueHne TONEPaHTHOCTU K [TIIOTEHY SIBSIETCS K/IIOYEBbIM (aKTOPOM Pas3BUTUSI Li€JIMaKMK, a MOBbILIEHUE [POHMLae-
MOCTU 3nuTenaabHOro 6apbepa — MepBUYHbIM, OMPEAENSIOWMM NMPOHUKHOBEHME [IOTEHA BI1yOb CAN3NUCTON 060/104KM
M 3anycK MMMYyHHOro oTBeTa. B oCcHOBe sie4yeHus1 LieInakmun B HacTosILLEE BPEMS JIEXUT CTporas rnoxu3HeHHas 6e3roTe-
HoBasi Aueta C UCKJIIDYEHMEM [TTIOTEHCOAEPKaLUMX 3/1aK0B (MIEHNLbI, PXU, SYMEHS) U HEKOTOPbLIX MPOAYKTOB WX rnepepa-
60TKM. besonacHbiM MOPOroM CoAep)KaHusi ITeHa B NPOAYKTaX NuTaHus rnpuHAaTo cuymtatb 20 ppm (parts per million).
OnTumanbHbIM peLleHneM SBASIETCS NMPUMEHeHne 6e3rI0TEHOBbIX MPOAYKTOB MPOMbILIEHHOIO MPOM3BOACTBA, CMEKTP
KOTOPbIX OT/IMYAETCS 3HAYMTE/IbHbIM Pa3HO06pPa3mMeM, XOPOLUMMM BKYCOBbIMU KadyecTBaMu M r0JIHOM 6e30MacHOCThIO.
AdeKBaTHas Aneta B COYEeTaHUMU C KOPPEKUMUEN BTOPHUYHbLIX METAB0IMYECKUX HAaPYLIEHUH M IeHEHUMEM accoUMUPOBaHHbIX
3ab0s1eBaHUi CroCOO6Ha 06ecrneynTb BbICOKOE Ka4eCTBO MMU3HU GOJIbHbIX LieIMaK1en.

KnioyeBble cnoBa: Lie/imakusi, natoreHes, 1eyeHne, 6e3rioTeHoBas AMeTa.

(Bonpockl coBpemeHHou negmnatpun. 2013; 12 (3): 12-17)

B 1888 r. aHrnuinckuin Bpad S. Gee BnepBble onucan
K/IMHWYECKYIO KapTUHY LennaKkuu y pebeHKa, cTpadaBlue-
ro TSXEeNbIM XPOHUYECKUM MOHOCOM, COMPOBOXKAABLIMMCS
UCTOLWLEHNEM U YBENUYEHMEM HKMBOTA. TaK, yXKe B TeyeHue
125 neT BeAeTCs aKTMBHOE U3YYEHME LieNTMaknm — UMmy-
HOMIOTMYECKM ONOCpPeaOBaHHOM aHTEponaTum, 06yCNoOBNEH-
HOW HEnepeHOCMMOCTbIO HEKOTOPbLIX 3/1aKOBbIX 6GENKOB,
nposiBasiollencs aTpopuren BOPCUHOK CAN3UCTON 06004HKH
TOHKOM KWLWKKW U CBA3AHHLIM C HEM CMHAPOMOM HapylleH-
HOro KMle4vyHoro BcacbiBaHMa. OgHaKo 3a 2 roga [o atoro,
B 1896 r., BENMKMIM pyccKkui neamatp H.P. dunatos onu-
can nogobHoe COCTOsiHWE, OMNPEAEMB ero Kak «XpoHuye-
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CKMIM KaTap KWLWOK», KOTOPbIN «BblpaXKaeTcs exkeaAHEBHbIM
MOHOCOM: 60/1bHOro0 cnabut 1-3 pa3a 04eHb BOHKYUM
HUAOKMM UCMpaXKHEHMeM, GOoNbllei 4acTblo CepoBaToro,
FMIMHUCTOrO MK TeMHO-6yporo LBeTa. B nogo6HbIx cnyyasx
y4yacTne TOHKMX KMLIOK BecbMa BepOSATHO. B HeKoTopbIxX
cnyyasx BOHIOYMIM MOHOC NMPUHMMAET KaK Obl nmepuoanye-
CKOe TeyeHue: 2—3 UCMParKHEHUS pa3 3a pa3oM HOYbiO
WX paHO YTPOM, W MOTOM LEeNbi AeHb GONbHOIO COBCEM
He CnabwuT, KN KUAKUE UCMPaXKHEHUS CheaytoT Henocpea-
CTBEHHO nocne eabl» [1]. Ewe paHbwe, B 1855 r., aHmMnn-
ckuin dmamonor W. Gull npuBen nogo6HbIA KIMHUYECKUI
npuMmep, TOYHO onncaB NPU3HAKKU Lennakuu y 13-netHero
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Celiac Disease: from Pathogenesis to Treatment

Celiac disease is characterized by intolerance to gluten, which is a protein composite of grain species. The prevalence of this condition in
Europe and USA is 1:100-1:500. Gluten can indirectly initiate immune response through the molecules of major histocompatibility
complex | and Il. Changes in gluten tolerance are likely to be a key factor of celiac disease development, with increase of epithelial
barrier permeability having the primary role in gluten intrusion into the mucous membrane and immune response initiation. Treatment
of celiac disease at present is based on strict lifelong gluten free diet with exception of grain species containing gluten (wheat, rye,
barley) and certain products of their processing. Safe threshold of gluten contain in food is considered to be 20 ppm (parts per million).
The optimal management decision is intake of manufactured gluten free products, which are totally safe, variously represented and
have good organoleptic characteristics. Appropriate diet in combination with correction of secondary metabolic disturbances and
treatment of associated disorders can provide high life quality in patients with celiac disease.

Key words: celiac disease, pathogenesis, treatment, gluten free diet.

(Voprosy sovremennoi pediatrii — Current Pediatrics. 2013; 12 (3): 12-17)



ManbyuKa. CaM e TepMUH «LefMakus» npuwen ua riy-
60KOW [OPEeBHOCTU: U3BECTHbIM rpedyeckuin Bpay Aretaios
13 Kannagokuu v apeBHepUMCKUM Bpad Aurelian panu
[LOBOJIbHO XapaKTepHoe onucaHwe 3Toro 3aboneBaHus noj
Ha3BaHuAMK «Diathesis coeliacus» unun «Morbus coeliacus».
M Bce Ke OKOH4YaTenbHOe MpeacTaBlEHNE O LeNnakum
chopmupoBanoch nulb B XX B. B 1950-x rT., T.€. 4yTb 60/1ee
nonyeeKa Hasag, ronnanackum neguatpom W. K. Dicke 6bi10
AOKa3aHo, YTO MPUYMHA LeSIMaKKMK 3aK/loYaeTcs B peaKkLunm
opraHu3ma Ha 6enoK 31aKOBbIX.

3a rogbl n3y4eHuns 3aboneBaHna Bpa4yaM CTano M3BECTHO
MHOroe 0 ero natoreHese, 6bi1u pa3paboTaHbl METOAbI Anar-
HOCTUKU M 9OPEKTUBHOIO nevyeHus. U Bce e HeKoTopble
[eTanu pas3BuUTUS 60NE3HM OCTalOTCS HESICHBIMM, YTO cO3AaeT
HemaJsible AnarHoCTUYECKME U TepaneBTUHECKUE CIIOXKHOCTH.
Tem He MeHee Lennakus He aBasetca daTanbHbiIM 3abone-
BaHWEM, XOTS ¥ MPUBOAMUT K TSKENbIM METab0oIMYECKMM pac-
cTponcTBaM. [MaBHOE — CBOEBPEMEHHO €€ 3amnogo3puTb,
NOCTaBUTb ANArHO3 U Ha3HaYUTb Ie4eHHe.

Llennakma — HenepeHOCMMOCTb MIoTeHa, NpeacTaBasiio-
ero cobon 6enKOBbIM KOMMOHEHT KIENMKOBWHbI 3/1aKOB.
3naKoBble Ky/lbTypbl ABASIOTCH OAHON M3 OCHOBHbIX COCTaB-
NAOWKUX MUK YenoBeKa BO BCEM Mupe. benkn cemeHu
noapasaenstoT Ha MIOTEHUHbI U NPOAaMUHbI. epBble OTHO-
CATCA K CTPYKTYPHbIM MM BUONOrMYECKM aKTUBHBLIM 6e/KaM,
BTOPble — K 3anacHbIM. [1poflaMWHbl MWEHULbl Ha3biBaOT-
CA [MNaAUHOM, PXMU — CEKaIMHOM, AYMEHA — TFOPAEUHOM,
0BCa — aBEHWHOM, KyKypy3bl — 3eMHOM, MNweHa — Kabupu-
HOM, p1ca — opmn3nHOM. PpaKLMa NPOIaMUHOB B MNWEHULE
Hanbonee 3Ha4yuTenbHa u coctaBnsetr 3—6 r/100 r MyKM.
MoCKONbKY MNileHULa SBASETCA caMblM YNoTpebnsemMbiM B
nULLy 31aKoM, TO, COOTBETCTBEHHO, MWaanH 3TOM KynbTypbl
Hamboniee MOMHO M3Y4YeH: OH MpeacTaBnaseT cobon dakTop
arpeccuu no OTHOLIEHUIO K CNM3UCTON 060SI0YKE KULIKK Y
60NnbHbIX Lennakuen [2]. B megnumHCKon nutepaType Bce
TOKCWYHble An5 60NbHbIX LeMaknen 6enkun 31akoBbiX YacTo
0603Ha4vYaloT TEPMUHOM «[JIHIOTEH».

HasBaHWe «nponamMuH» OTparkaeT BbICOKOE cofepKaHue
B 6ENKOBON MOJIEKyNE MPOSUHA W ryTaMuHa, onpepensto-
LLMX TOKCUYHOCTb MMMUagnHa, CeKanuHa, ropaenMHa 1 aBeHmHa
ans 60/bHbIX Lienvakuen. MNponamuHbl puca, npoca U KyKy-
py3bl COAEPKAT MEeHbLUEe ryTaMMHa M NPoanHa, Ho 6osblue
NenumnHa 1 anaHuHa, 1 ang 60/bHbIX Lie/IMakuen 0nacHoCTU
He npeacTaBnsAoT. ABEHUH OBCa 3aHWMaeT NPOMEKYTOYHOe
NONOXeHKe.

CnepgyeTr OTMETUTb, YTO HEMNEpPeHOCMMOCTb [/l0TeEHa B
HacTosillee BPEMS He 3aMblKaeTcs B paMKax TOMbKO Nnlb
Lennakun. BoigensitoT cneaytoume ee BapuaHThbl [3].

e AyTOMMMYHHasi HEMEPEHOCUMOCTb toTEHA:

— LenvnaKkus;

— repnetMdopmMHbIN AepMaTuT;

— [/l0TEHOBAs aTaKcus.

e Anneprvyeckass HeEMmepeHoCUMOCTb [oTeHa — annep-
rMS Ha rMuaavH, o6yCcNoB/IEHHAs aTOMUYECKUMKU Mexa-
HU3MaMM:

— nuweBas annerus;

— pecnupaTtopHas anneprus;

— npodeccroHanbHas anneprus;

— KpanuBHuUA.

e HeayToMMMyHHasa Heannepruyeckas HernepeHoCUMOCTb
rnioTeHa (B HacToswee BpeMs 06CYyXKAaeTcs BO3MOXK-
HOCTb CYLLIECTBOBAHWUS TaKOro BapuaHTa).

N3y4yeHne CTPYKTypbl MONEKYSbl FMUMaguHa MO3BOAWIIO
onpegenuTb, 4TO pa3Hble ee dparMeHTbl OTBETCTBEHHbI 3@
pa3BuTME Pas3fMYHbIX BapnaHTOB HenepeHocnumocTu. OaHa-
KO BOMPOC, MOYeMy Yy TOr0 WM WMHOTO WMHAMBMAyymMa pas-
BMBAETCHA MM He pa3BMBaeETCS TO UM MHOe 3aboneBaHue,
OCTaeTCs NMoKa HEACHbIM.

Mmetowmecs B HacTosillee BpeMs JaHHble 04HO3HA4YHO
yKa3blBaloT Ha BbICOKYD PacnpoCTPaHEHHOCTb LiennaKkum
(1:100-1:500 B EBpone n CLUA), HO 8O cMX MOpP He peLLeHo,
CyLLeCTBYET M HEOBXOAMMOCTb B CKPUHWHIE BCEro Hacene-
HUS AN BbIIBNEHUS 60/bHbIX LleNMaknem, 1 ecnun CylwecTBy-
€T, TO KakMM 06pa3omM ero npoBoauTb. [1o MHeHUo A. Fasano
[4], uennakns B MNOSHOW Mepe COOTBETCTBYET YCNOBWSM
3KcnepToB BceMupHOM opraHn3aLmm 34paBooXpaHeHns ans
CKPUHWMHIOBbIX NpOrpamm:
® paHHAA AMarHoCTMKa 3a60oneBaHUs MOXKET GbiTb 3aTpya-

HEeHa B KIIMHUYECKMX YCNIOBUSX;

e 3aboneBaHue ABASETCA PacnpPOCTPaHEHHbIM B NONYNSALMK;

® CKPWHWHIOBbIE TECTbl JOMKHbI 06/1aAaTb BbICOKOM 4yB-

CTBUTENBHOCTbLIO M CMELMOUYHOCTbIO;
® jle4yeHue 3a60/1eBaHMS OOMKHO OblTb AOCTYMHbIM;

e B cC/yyae Hepacrno3HaHHOro 3abofieBaHWUA BO3MOXHbI
TSXKENble OCNOXHEHUS, 3aTPpyAHSOWME NedeHne 60/bHOrO.
[lo HacToAlero MomMeHTa CKpWHWHroBas nporpamma

B OTHOLWIEHWE UeNnakum He 6blna MNPUHATA HU B OAHOM

CcTpaHe mupa.

B 10 )Xe BpeMsl uenvakus 6e3 afeKBaTHOro evYeHus
NOMMMO CaMMX No cebe TAesblXx NPo6aem, 06yCNOBAEHHbIX
METaboNNMYECKUMUN HapYLIEHUAMKU, NPeAcTaBAseT cepbes-
HYIO yrpo3y 15 XWU3HW GOMbHbIX, CyLWeCTBEHHO MOBbIWas
PUCK OHKonormyeckow natonoruu [5]. Mpun atom cTporoe
cobnogeHMe 6e3rnioTeHOBOM AMETbl JOCTOBEPHO CHWMMXKaeT
3TOT PUCK, Aenas ero conocTaBUMbIM C TaKOBbIM B MOMy/s-
LuMKn B Lenom. CBoeBpeMeHHas AMarHocTvKa v npaBuibHoe
nevyeHne genaoT XK13Hb 60NbHOMO LiefIMaknen noIHOLLEeHHON
1 6€30MacHOM C TOYKU 3PEHUS PA3BUTUS KUIHEYTPOXKAIOLMX
OCNOXHEHUN.

3a BCIO UCTOPUIO M3YYEHUS LeNuaKuMu CyllecTBOBano
HECKONbKO KOHLIeNUWKW natoreHe3da 3abonesanHus. Umeto-
LIMeCcs 3HaHWA 0 NaToreHese No3BOosAI0T JOCTATOYHO OTYET/IN-
BO NPeACTaBUTb, KaK pa3BUBaETCS NOBPEKAEHWE CNU3UCTON
060/104KM TOHKOW KMLIKK Npu 3TOM 3ab0neBaHuu, OAHaKO

BOMPOCbI COBPEMEHHOW NEAUATPUM /2013/ TOM 12/ Ne 3



He [aloT OKOHYaTeNbHOro0 OTBETa Ha rMaBHbIM BOMPOC: YTO
UMEHHO SBNAETCSH UCXOAHBIM UHULIMMPYIOWMM GaKTOPOM.

[noTeH, o4eBMAHO, cnocobeH MHAyLMPOBaTb pPsAa Mexa-
HWM3MOB, 3anycKaloLMX UMMYHHbIN OTBET, BK/lOYas Te, KOTO-
pble onocpefoBaHbl Yepe3 MOJIEKY/bl MMaBHOIMO0 KOMMIeKca
ructocoBmectumocTu Il knacca (MHC Il). OgHaKo He MeHee
BaXHbIM SIBNSIETCA NPOLECCUHI [loTeHa ¢ yyactuem MHC |.
B cBA3M C 3TUM MOXKHO NPEANONOXKMTD, YTO HapyLleHue Tone-
PaHTHOCTU K IOTEHY — Kto4eBOM GaKTop, CNOCOOCTBYOLLNMA
pa3BUTUIO Liennakuu. [oBbILLEHNE MPOHULAEMOCTH 3MK-
TennanbHoro 6apbepa MOXeT ObiTb MEPBUYHbIM U onpeae-
NATbCA B3aMMOAENCTBUEM MMIOTEHA C HEKMMUM peLenTtopamu
Ha NOBEPXHOCTU 3HTEPOLMTA, CTUMYIMPYIOWMM MPOAYKLMIO
30HYNMHA. ITO AenaeT BO3MOMXKHbIM MPOHUKHOBEHWE toTe-
Ha BrNybb CAU3UCTOM OBGOMOYKM U UHULMALMIO MMMYHHOIO
OTBETa NOCPEACTBOM B3aWMOLENCTBUSA C PA3/IMYHBbIMU aHTU-
reHnpPe3eHTUPYIWNMK KNeTKaMu. Pa3BmMBaeTCcs KNETOYHbIN
M ryMOpasibHblA OTBET Ha MOCTYMNIEHWE B KULLEYHUK TNtOTe-
Ha, Y MPOUCXOAUT pa3pyLlieHUe SHTEPOLMTOB LIMTOTOKCUYE-
CKMMU uMdouuTamu.

Ecnv roBoputb 0 NULLEBOM anieprumn B LUMPOKOM CMbIC-
ne, nogpasymeBas HEMepeHOCUMOCTb MULLEBbLIX MPOAYK-
TOB C MMMYHOJIOTMYECKMMU MEXaHM3MaMKU ee peanunsauuu,
TO MOXHO paccmaTpuBaTh Le/IMakuIo Kak BapuaHT NULLEeBOn
anneprun. OQHaKo LennaKus HU B KOEM crlydyae He cBsfi3aHa
C aTOMUYECKUMMU pPeaKUMMM, B KOTOPbIX 3aJeNCTBOBaHbI
TY4YHbl€ KNEeTKM U GUKCMPOBaAHHbIE Ha HUX aHTUTeNa Knacca E
n/vnn G. bonee Toro, atonuyeckas peaKkuus Ha rMuaguH
MMEEeT MEeCTO MPU T.H. anfepruieckon HenepeHoCMMOCTH
rNOTEHA, KOTOpas He SBNSEeTCs LenvaKkuMen, a natonoruye-
CKMW MpoLLecc Npu 3TOM MHULMUPYETCS COBEPLLUEHHO UHBbIMM
3NUTONaMu AaHHOM MONEKYbI.

Llenvakua 310 aytoarpeccMBHoe MMMYyHHOEe 3aboneBa-
HWE, MEXaHM3Mbl KOTOPOro peanu3yloTcs 4yepe3 MoBbllle-
HWE aKTMBHOCTWU LMTOTOKCUYECKUX KNETOK, NMOBPEXAAIOLLINX
3HTEPOLUTBI, HO He Yepe3 BbIpaboTKy aHTUTeNn K HuM. Bce
aHTMTeNna, oGHapy)KMBaeMble MNPWU LEeNMaKuu, UMeKT BTO-
PUYHBIN XapaKTep. Bo3MOXHO, eCcTb M Apyrne oco6eHHOCTH
naTosIorMYecKoro npoLecca Npu LieNMaknm, Kotopble noka
€elle He YCTaHOBNEHbI.

KnuHuyecKkasa KapTuHa 3a6oneBaHms B TUMUYHbIX Clyya-
fX pa3BuBaeTcs B TeyeHne 1—2 mec OT MOMEHTa BBeAeHUS
B NMUT@HME [MIOTEHCOAEPHKALLMX NPOAYKTOB. Knaccuyeckum
NPU3HaAKOM CYMUTAIOT Pa3BUTUE XapaKTePHOro AnaperHoro
CMHAPOMa, B3AyTWE KMBOTa W OTCTaBaHWe B GU3NYECKOM,
a 3aTteM U B NCUXOMOTOPHOM pas3BUTMU. OOHAKO TaKKe
LUMPOKO pacnpocTpaHeHbl aTUnuyHble GOpMbl LieInaKknm,
Npv KOTOPbIX Ha NEPBbIN MiaH BbIXOAAT BHEKULLIEYHbIE NPO-
sABneHuns. MocnegHsaa rpynna Havbonee TpyaHa Ana guarHo-
CTUKM, @ B CBAI3M C NO3AHMM pacrno3HaBaHWeEM NpeacTaBns-
€T C/IOXKHOCTU U ANS NIEYEHUS.

Bbi3blBaeT MHTEPEC M3yYeHMe BONpoca O BPEMEHU BBe-
[eHWNs B NMUTaHWE NPOLYKTOB, COAEPKALLUMUX MOTEH. ITO CBS-

3aHO CTeM, YTO NOTEH NOCTynaeT B OpraHuM3M pebeHKa
U C }KEHCKMM MOJIOKOM, OHAKO, UMEET /i1 3TO 3HaYEeHUe Ans
pa3BuTUA 3aboneBaHus, HeM3BECTHO. CKopee BCero, HerT,
XOTS MPUYUHBI JAHHOrO GeHOMEeHa Heo4eBUaHbI.

B peTpocneKTnBHbIX NCCNeAoBaHUsAX AOKa3aHO, YTO An-
TeNbHOE eCTeCTBEHHOE BCKapM/IMBAHWE MOXKET UrpaTb npe-
BEHTUBHYIO POJib C TOYKM 3PEHMA Pa3BUTUA Lennakuu [6].
B TO )Xe Bpemsi aHanu3 UMEeIoWMXCa LaHHbIX MNOKa3blBaerT,
YTO }KEHCKOE MOJIOKO He MpeAoTBpallaeT pasBuTns 6ones-
HW, a Wb OTKNaAbiBaeT ero Ha 6onee no3gHuM nepuoa.
[pKn 3TOM He 0BHapy*KEHO pas3nnyuni B pacnpoCTpaHEHHOCTH
LenMaKkMm cpeau feten, Haxo4MBLUMXCSH Ha eCTECTBEHHOM
M UCKYCCTBEHHOM BCKapMJ/IMBaHWMU.

BarkHO, 4TO Aa)ke HaxoAsiCb WCKIYMUTENBHO Ha ecTe-
CTBEHHOM BCKapMaMBaHWKM, pebeHOK MOXET nosyyaTb M-
TeH. B 1987 r.R. Troncone v coaBT. cOO6LMIM, YTO Mocne
ynoTpebneHns Kopmswen xeHwuHon 20 r rTeHa 6enoK
C JOCTaTO4YHO BbICOKOM YACTOTOM MOXHO 6bI1I0 ONpeaenuTb
B Mosioke (B 54 npobax Monoka u3 80; B 42 n3 53 npob
Ha 1-n Hea, B8 M3 17 — Ha6-# Hea, B3 W36 — Ha 3-Mm
Mec, B2 134 — Ha 5-M MeC KOpMAeHWs) ¢ MaKcumasb-
HOM KOHLIEHTpauunen ot 5 go 95 Hr/mn yepe3 2-4 4 nocne
eabl [7]. Mo gaHHbIM F.G. Chirdo 1 coaBT., MWaAnH B XEH-
CKOM MOJIOKE BCTpevasncs BO Bcex Npobax B KOHLUEHTpaLmu
oT 5 o0 1200 Hr/mn, NpUYem ero cofeprkaHue B MON0O3UBE
6blN0 3HauYUTENLHO Bbiwe (28-9000 Hr/mn), 1 NPUMEPHO
B 1/2 cny4yaeB rnvaguH 6bin 06HApPYXeEH B CbIBOPOTKE KPO-
BM [8]. BAnaeT nn 3TOT MMIOTEH Ha pa3BUTUE LeNUaKun unn,
HaobopoT, CNOCO6CTBYET Pa3BUTUIO TONEPAHTHOCTU, TaKKe
NMoKa OCTaeTCs HESACHbIM.

C uenbilo BbISCHEHUA CBS3W OAWUTENbHOCTUM TFPYAHOro
BCKapM/IMBaHUSA W CPOKOB BBEAEHUS [MIOTEHA B NUTaHue
B EBpoOnenckoMm coto3e WHULMUPOBAHO MYNbTULEHTPOBOE
nccneposaHme PREVENTCD [9], B pamKax KOTOPOro HOBO-
POXAEHHbIM MpPoBOAAT HLA-TUNMpPOBaHME Ha acCoLMK-
pOBaHHbIE C LenuakuMen rannotunbl, ac 4 Mec XM3HU UX
paHAOMUW3UPOBAHHO pa3aensatoT Ha 2 rpynnbl. B 1-i rpynne
netam B nutaHue BBogaaTt 10 mMr rmuagvHa B A€Hb, BO 2-U —
nnaue6o. MccnepoBaHne OyaeT 3aBeplIEHO, KOrga AeTam
ncnonHuTesa 3 roga.

CneayeT MOAYEPKHYTb, YTO Y)Ke B HacToslee Bpems
Komutetr no nutannio ESPGHAN pekomeHayeT BBOAWTH
B NUTaHWe MPOAYKTbl, COAepalume rMuaaunH, B Bo3pac-
Te oT 4 fo 6 mecsAueB Ha GoHe rpyaHOro BCKapmaMBaHuUS
[10, 11].

Hanbonee 3dpdEKTUBHLIA MOAXOA K NEeYEeHU0 nboro
3aboneBaHua — 3TMOTPOMHAsa Tepanus, KoTopas B cinyyae
LenmaKkmm morna 6bl 6biTb HaNpPaBAeHa Ha YCTpaHeHWe reHe-
TMYecKoro gedeKkra u/unu 3amelleHne depmMeHTaTUBHOM
HefgocTaTo4yHoCcTM. OgHaAKo B paccmaTpMBaeMoMm cryvyae oba
BapuaHTa HeoCyleCTBMMbI, MOCKONbKY TOHKWE 3TMONOrn4e-
CKMEe MeXxaHWU3Mbl 3a60fieBaHUs He ycTaHoB/eHbl. B cBa3u
C 3TUM JleYeHWe LenaKkuK, Mo CylecTBy, SBAsSETCS naTto-



reHeTuyeckum. CylllecTBYIOlUME, BHEAPEHHbIE B MPAKTUKY,

a TaKXKe TeopeTuyeckn 06O0CHOBaHHbIE W pa3pabaTtbiBae-

Mbl€ TMOKa Ha AOK/TMHMUYECKOM 3Tane noaxoabl

K N1e4eHunto

LenrMaKkuM mMoryt 6biTb NpeacTaBleHbl B BUAE CNEeAyloLLero
anroputma.

1.

1.1.

1.2.

MpepoTBpalieHne NOBpPEXAEHUA U BOCCTaHOBJe-
HUE C/IN3UCTON 060/I0YKMU TOHKOW KULLKMU.
UCcKnoyeHne nocTynfieHns ralTeHa B OpraHusam
60/bHOro.

1.1.1. WCKoYeHUe MTEeHCOoAepKalux MpPoayKTOB
M3 pauunoHa aT0T
MEeTOA B HacTosiLiee BPeMs SBNSETCS OCHOBOM

JleYeHns LenMakun 1 JONONHAEeTCA Tepanuen

(6esrnioTeHoBas agueTa).

HapylweHWn, 0B6YCNOBAEHHbIX ManbabcopOLu-
en. besrnoTeHoBas AMeTa — He TONbKO AoCTa-
TOYHO [OPOroM MEeTOA NledYeHus, OHa TaKXkKe
CBfi3aHa C PSAOM Cepbe3HblX OpraHM3aLMoH-
HbIX Npo6nemM. B onpegeneHHow cteneHu pea-
iM3auma ynpouiaetca pas3BUTUEM WMHOYCTPUM
NPOM3BOACTBa 6E3IOTEHOBbIX NPOLYKTOB.
1.1.2. CHUXKeHMEe coaepraHus [NioTeHa B 3/aKax,
KOTOpble B 06bIYHbLIX YC/OBMAX €ro CoAeprKart.
[aHHbIM MeTod CBSAi3aH C Cenekuuen coptoB
3M1aKOBbIX KynbTyp 6e3 coaepaHus rnioTe-
Ha, O4HAKO 3Ha4YUTENbHOro Mporpecca B 3TOM
HanpaB/iEHWN MOKa He JOCTUTHYTO [12].
1.1.3. PacuwenneHve rnTeHa B XeNyao4yHO-KuLIeY-
HOM TpaKTe (bepMeHTHasa Tepanus). lNokasaHo,
4TO MUKPOOBHbIE MpoTeasbl IPPEKTUBHO pac-
WennsioT TOKCUMYECKME dpaKumMn [TeHa
in vitro, OOHAKO C WX MPUMEHEHWEM in Vivo
NMoOKa elle eCTb Cepbe3Hble HepPELLEeHHblIe NPo-
6/1eMbl, B YAaCTHOCTK UX BbICTPOE pas3pylueHne
B KMCNOM cpeae. ANbTEPHATMBHbIN BapMaHT —
KMCNOTOYyCTOM4YMBAA MNpPOAMN-aHAoNenTuaa3a
EP-B2 n Kom6uHnMpoBaHHas
Tepanua EP-B2 u nponun-sHagonentuaason
Sphingomonas capsulate [13]. Takxe B Aanb-
HENLEM MOMXET HaWTU MPUMEHEHUE A0 KOH-
ua He ngeHtuduumpoBaHHas cmecb dep-
MEHTOB W3 XeNya0o4YHO-KULIEYHOro TpaKTta

N3 A4MeHA

UBOTHbIX [14].
CHWMXEeHWe MHTEHCUBHOCTK NOCTYM/EHMS TOTEHA Yepes
CNIU3UCTYI0 060NIOYKY KULIEYHUKA NyTEM YMeEHbLUEHUS
NPOHMULLIAEMOCTU CIM3UCTON 06O0SIOYKM Mpenapatamu,
G/IOKMPYIOLLMMKU AENCTBUE 3O0HYIMHA, UHTEpdepoHa vy
1 daKTopa HeKpo3a onyxonu a. B page nccnegosaHum
C 3TOM LeNblo NPUMEHSANN CUHTETUYECKME NENTUABI, CHU-
Kalollne NpoHMLAaeMoCTb KMLEeYHMKa. Tak, B nnauebo-
KOHTPONIMPYEMOM MCCNEeLOBaHUN GblsIo NMOKa3aHo, 4TO
NPUMEHEHME WHIMOMUTOPaA NapaueItloNgpPHON MPOHK-
uaemoctn AT-1001 NnpMBOAWT K [OCTOBEPHOMY CHMU-
EHUIO MPOHULLAEMOCTU CIM3UCTON OOONOYKM TOHKOM

1.3.

1.4.

2.1.

2.2.

KULLKK M XapaKTepusyeTcs 6onee HU3KON CTUMYNSLMEN
NPOAYyKLUMU MHTEPDEPOHA Y U YMEHbLUEHWEM CTeneHu
BbIPaXEHHOCTU cMMNTOMOB 3aboneBaHus [15]. Xota
no peadynbtataM [aHHOroO wuccnefoBaHus npenapat
XOPOLLO NepeHoCcUncs, U cepbe3HbIX MOBOYHbIX IbhEK-
TOB 3apErMcTpMpoBaHO He 6bIio, BONpoc 6e30MmacHo-
CTM OCTaeTCs OTKPbITbIM.

BnokvpoBaHue CTUMyNUpYIOLLEro AENCTBMA [NioTeHa
Ha MMMYHHYIO CUCTEMY.

1.3.1. TlopaBnexHve geammanmpoBaHus rnoTeHa. MNony-
YyeHbl npenapaTbl, GAOKMpylOWME TpaHCry-
TamuHagdy 2, M nokasaHa ux 3PPeKTUBHOCTb
B paboTax C KylbTypor TKaHW KULWIKKM BOJIbHbIX
uenvakuen [16]. B 1o ke Bpems, yduTbiBas
MHOrFOrpPaHHYl0 PO/b, KOTOPYK MrpaeT TpaHc-
rnytaMuMHasa 2 B OpraHu3Me 4YenoBeKa, Aarke
CeleKTUBHOE GIOKMpOoBaHWE 3Toro GpepmMeHTa
B TK@HM KMLIEYHMKA MOXET NPUBECTU K CEPbE3-
HbIM MOCNEACTBUAM, B HaCTHOCTU K HapYLLUEHUIO
MEXKNETOYHOro B3aUMOLENCTBUS.

1.3.2. CHMW)KEeHMEe aKTUBHOCTM MMMYHHOro oOTBeTa
nyTeM NPUMEHEHUS TNIOKOKOPTUKOMAHBIX Npe-
naparos, AHTULMTOKMHOBOWM
Tepanuu (aHTUMHTEPPEPOH o, aHTUUHTEpPNEN-
KWH 15 n gpyras), 6nokuposaHus HLA-DQ2,

aHTM-NKG2 D-Tepanuu HaxoguTcsl Ha pasnuu-

LUHUTOCTAaTUKOB,

HbIX CTaansx pa3paboTKK, OHAKO TakMe Cnoco-
Obl BPSA M MOXHO CYMTaTb NMEPCNEKTUBHbLIMU
B CBSI3W CO 3HAYMTENbHbIM YUCAOM MOBOYHbLIX
3QDEKTOB, PUCK KOTOPbIX OAHO3HAYHO Mpe-
BbIlAET NONb3y OT NPUMEHEeHUs. McknoveHne
COCTaBASAOT MMIOKOKOPTUKOUAHbIE W, BO3MOXK-
HO, aHTUMUMTOKMHOBbIE Mpenapatbl y 60/bHbIX
C pedpaKTEPHON LeNNaK1eN.
MHAYKUMA TONepaHTHOCTM K IMOTEHY, B T.4. MOcpea-
CTBOM BaKLMHaLuMK, aBaseTca Hanbonee nepcrnexkTms-
HbIM HanmpaB/ieHWeM, KOTOpOEe NOKa TaKXe HaxoauTcs
B CTaguu pa3paboTku [17].
BoccTtaHoBneHHe npouecca KULIEYHOro BcacbiBa-
HUSA U KOPPEKLUA NOCNEeACTBUI €ro HapyLUeHUN.
BoccTtaHoBneHME NpoLecca BCacblBaHWUS B KULWEYHUKE.
Cneundun4ecKoro neyveHns, Kotopoe 6bii1o 6bl Hanpas-
JIEHO Ha yCWUneHWe MpoLLeCCOB KMUIIEYHOro BCacbiBa-
HUS, He cyulecTByeT. BoccTaHoBneHWe BcacbiBaHWs
B KMLLEYHMKE ABASETCSA Pe3yNbTaTOM BOCCTAHOBAEHUS
CNIM3UCTON O0OO0JIOYKM Ha GOHE WCKIHOYEHUS W3 MUTa-
HUA roTeHa. MpumMeHeHne npenapaToB NaHKpeaTude-
CKUX GepMeHTOB OKa3blBaeT 61aronpusaTHoOEe BAUSHUE
Ha npoueccbl nepeBapuBaHus (M ONOCPEAOBAHHO —
Ha BCacblBaHMeE) Aarke Npu OTCYTCTBUM ABHOM NaHKpea-
TUYECKOM HeJoCTaTOYHOCTH.
KoppeKumnsa nocneicTBUiA HapyweHUs KULEYHOro Bca-
CblBaHMS. MHOro4YMcneHHble NocneacTsms Maababcopo-

BOMPOCbI COBPEMEHHOW NEAUATPUM /2013/ TOM 12/ Ne 3



LMK onpeaensioT KNMHUYECKUE NPOSBAEHUS LieIMaknm
1 TpebyloT cneumduyeckon Koppekunun. OCHOBHbIE ee
HanpaBieHUs NPUBEAEHbI HUXKE.

M3 nepeyncneHHbIX Bbile MNOAXOAOB K EYEeHUIo Lenna-
KWW peanbHas NpaKTMKa CBOAMUTCS K cneayloLemy:

e CTporas NoXM3HeHHas 6e3rNTeHoBas AMETa Kak OCHO-

Ba W 3a0r yCnewHon Tepanuu;
® KOppeKuus MNoCneacTBUM HapylweHMs KULWEeYHOro Bca-

CblBaHMS, B MEPBYO o4yepeab MeTaboNMYECKUX HapyLle-

HWUIN, HEKOTOPbIE M3 KOTOPbIX YrPOXKatoT KM3HU 6ONbHOIO

N TpebytloT Ha3HaYeHUs UHTEHCMBHOM Tepanuu;
® JleyeHne acCoLUNPOBaHHbLIX 3a601eBaHNM.

Takne noaxoAbl No3BonsaoT 3GPEKTUBHO BOCCTaHaB-
NIMBaTb KULLIEYHOE BcCacbiBaHWE W IMKBUMAMPOBATb Mocnes-
CTBMSA Manbabcopbummn, Bo3BpaLlas 60/bHbIX K HOpMalbHON
YKU3HW, XOTS M 6€e3 ynoTpebneHns B NULLY MoTeHCo4epKa-
WMX NPOAYKTOB NMUTAHMS.

Mo pesynbratam uccnepoBaHus P. Collin v coaBT. [18],
6e30MacHbIM MOPOroM COAEPXaHUSA NOTEHA B MPOAYKTax
nuTaHunsa okasanacb BennymHa 100 ppm. C y4eTOM CyTOHHOMO
noTpe6aeHna MyydHbix NpoaykTos (300 r) KoAMYecTBo rtoTe-
Ha B 3TOM cny4ae 6yget coctaBnatb 30 mMr/cyT. beaonacHocTb
YKa3aHHOro KonnyecTBa [oTeHa B 3Ton paboTe Gblna noa-
TBEPXKAEHa KaK KIMHUYECKUMMU, TaK W rMCTONOMMYECKUMHU
JaHHbIMW. JTO COOTBETCTBYET pas3peleHHOMY [MuweBbIM
KogeKkcom (Codex Alimentarius) npuemy 10-50 Mr roTeHa
B [€Hb, XOTS, KaK NOKa3blBaeT OMbIT, ECTb 60/IbHbIE, KOTOPbIE
He NepeHOoCHT Aaxe TaKkoro konndyectsa [19].

BonbHbIM Lennakmen nokasaHa noxuaHeHHas 100%
6e3rNoTeEHOBAs AMETA C UCKIIOYEHMEM [IOTEHCOAEPKALLMX
3/1aKO0B: MLWEHULbI, MWEHUYHbIX OTPYOEN, MWEHUYHOIO Kpax-
Mana, 3apojbllein MNWeHuLbl, NWEHUYHON MYyKW, MaHHOWM
Kpynbl, Malbl, KyCKyca, pXMW, SYMEHS, SUMEHHOro conoja,
TpUTUKane, Kamyta, Nonbbl (CNenbTbl) U 4p.

[NioTEH He COAEepXKUTCA B pUCE, Fpeye, KyKypyse, ama-
paHTe, POCTKax cnapu, npoce, Kaptodene, copro, Tanuoke,
MYKe M3 opexoB, 6060B, CEMSH, HEMWEHUYHOM Kpaxmarne,
ManbTOAEKCTPUHE.

HeobxoagMMO MOMHWTbL, 4TO IIOTEH MOFYT CoAepXaTb
MHOIMe CcnafjocTW, KOHCEPBWMPOBaHHbIE MPOAYKTbI, Cyxue
Cynbl, BY/IbOHHbIE KYOUKKW, MOPENPOAYKTbI, KpaboBble nanoy-
KM, COYChbl, KETYYM, MSACHbIE MNOAMBKM, MANOHES, MOPOXKEHOE,
MorypTbl U MH. Ap. Kpome TOro, oH MOXeT nonacTb B opra-
HU3M M3 HENULLEBbLIX NPOAYKTOB, TaKMX KaK rybHas nomaga,
6neck, 6anb3am ang ryb6, 3ybHasa nacrta, KierW Ha MapKax
M KOHBEpTax, BUTAMWHbI, PaCTUTE/IbHbIE W MUHEPabHbIE
[06aBKUW, MeAnKaMeHTbl. B cBA3M ¢ aTUM Ansa 60bHbIX LIen-
aKuen o4eHb BaxHO o06najatb NOSHOLEHHOW MHbOpMaLmnen
0 coepXaHuK rTeHa B MULLEBbLIX M HEMULLEBbIX MPOAYK-

Tax. Takasg MHGOpMaLUS perynsapHo nNy6nnKyeTcs, B NepByto

oyepeab Ha crneunanM3vpoBaHHbIX canTax.

OnTUManbHbIM pPEeLIEeHUEM CNYXMUT fnpumMeHeHne 6e3-
FMIOTEHOBbLIX MPOAYKTOB MPOMBbIWAEHHOMO MPOU3BOACTBA,
CMNEeKTP KOTOpbIX BeCcbMa WKpoK. OHM obnagatoT XOopoLlnMmu
BKYCOBbIMW KayecTBamu 1 abCostloTHO 6e30nacHbl. OTIMYKUTb
3TV NPOAYKTbl MOXHO MO cneuuanbHOM MapKUMpOBKe (COOT-
BETCTBYIOLWErO0 MEXAYHAapPOLHOro 3HaKa — MepeyvepKHyToro
KoJfioca) WA U3y4mB MHPOpMaLMio 06 OTCYTCTBMM MtOTEHA.
CneunanuampoBaHHble 6e3rM0TEHOBLIE MPOAYKTbI MPOMbILL-
JIEHHOrO NMPOW3BO/CTBA [AO/IKHbI COOTBETCTBOBATL Clefayto-
WK1M TpeboBaHMAM KavyecTBa K JaHHOW rpynne NpoLyKTOB:

e coaeprkaHue rnoTeHa meHee 20 ppm (20 mr/Kr);

e OTCYTCTBME B COCTaBe MPOAYKTa MWEHUYHOro Kpaxmana;

®  WCK/OYEHME BO3MOXHOCTM KOHTAMWHALMK T[NIOTEHOM

CblpbS W MPOAyKTa B npoLecce NPOM3BOACTBA, XpaHe-

HWS, TPAHCMOPTUPOBKHK U NMPOAANKMN;

e co6nogeHne ob6s3aTe/bHblX TpeOOBaHUM K KayecTBy
NMULLEBLIX MNPOAYKTOB (XMMMWYecKas, paanauuoHHas,
MUKpobBKronornyeckass 6e3onacHocTb, otcytctBue MO
MT.M).

COBpEMEHHbIE CMECH NS WMCKYCCTBEHHOIO BCKapM-
NMBaHUA aeten B nogaBnstowem O6O0/bLIMHCTBE He coaep-
*at rnoTeHa. LLnpok accopTUMEHT 1 6e3rNioTEHOBbLIX Kall.
B yacTHOCTH, cyxme 6bICTPOpPaCTBOPMMbIE MOJSIOYHbIE Kallun
«PucoBast Kawa ¢ abpukocom», «KyKypy3Has Kalla C TbIK-
BOM, A6/10KOM M aBpMKOCOM», «PrcoBas Kalla ¢ MaJMHOM»,
«PucoBas Kala ¢ dpyktamu «Jobpoe yTpo», «PrucoBas kawa
c 6aHaHamn «[Jo6pbIi Bevyep» Mapku «Semper (Hero AG,
LliBenuapus), no pedynbrataM oduLManIbHON IKCNEPTU3bI,
cofepart rnoTeHa MeHee 4eM 5 Mr/Kr npoayKTa, T. €. COoT-
BETCTBYIOT BCEM COBPEMEHHbIM MexAyHapoAHbiM Tpebo-
BaHWSAM, pernameHTUpyoLWmMM NPoAyKTbl 6e3rTEHOBOro
NUTaHKUS.

Hy}HO OTMEeTWUTb, 4TO cTporasi 6e3rntTeHoBas Aueta
MOXET CTaTb MPUYNHOM Pa3BUTUSA paga AePULMTHBIX COCTOS-
HKS, Hanpumep geduunTa KanbLMs M UMHKA, B CBA3KU C YEM
npu pa3paboTke pauuoHa 60MbHbIX Lennakuen cneayet yae-
NATb BHUMaHWE afeKBaTHOCTU COAEPKAHUSA B HEM HE TOJIbKO
6GEeNKOB, YMPOB M YrNeBOLOB, HO M BCEX MaKpo- U MUKPO-
HYTPUEHTOB.

Taknm 06pa3oM, HECMOTPS Ha OTCYTCTBME TOYHbIX AaH-
HbIX O MaToreHese Lenaknun, 4To 3HaYnTeNbHO 3aTpyaHaeT
pa3paboTKy pajuKanbHbIX METOAOB Nle4eHUs, COBPEMEH-
Hbli YPOBEHb 3HAHWUM WM TEXHONOIMMYECKMUX BO3MOXKHOCTEMN
no3BonsieT nNpoBoauTb 3GbEKTUBHOE neyeHne u obecne-
YMBaTb BbICOKOE KA4YeCTBO XM3HU 60bHbIX. CTporas 6e3-
rnioTeHoBas Auera npuv 3ToM ABaseTcs 6a3ucom 3Tow
Tepanuu.
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