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Llennaknss — HenepeHOCUMOCTb [JIIOTEHA, KOTOPbIM MPEeACTaB/aseT cob60/ 6e/IKOBbIM KOMMIOHEHT K/IEMKOBUHbI 3/1aKOB,
C pacnpocTpaHeHHOCTbIo 3aboeBaHus B EBpone n CLUA 1:100-1:500. [nioTeH cnocobeH nHMUnmMpoBaTb UMMYHHbIH OTBET
0rocpejoBaHHO, Yepe3 MOJIEKY bl [TABHOIO KOMIIEKca ructocoBMecTumocTu | u il knacca. MoOxKHO MpeanonoxKuTb, 4TO
HapylleHne TONEPAHTHOCTU K ITIIOTEHY SIBASETCA K/IHOYEBLIM (HAKTOPOM Pa3BUTUS LIEJIMAKUM, a MOBLILIEHNE POHULIAE-
MOCTM 3MUTEeNnaabHOro 6apbepa — nepBUYHbIM, OMPEAESIOMM MPOHUKHOBEHUE [IIOTEHA BYOb CAM3NCTON 060/I04KU
M 3anycK UMMYHHOIo OTBETa. B OCHOBE /IeYeHUS LieIMaKnM B HACTOSILLEE BPEMS JIEXXUT CTPOras MoxM3HeHHas 6e3roTe-
HOBasi AMeTa C UCKIIOYEHMEM [JIIOTEHCOAEPIKALLMX 311aKOB (MILEHULIbI, PXKM, TYMEHS) M HEKOTOPbLIX MPOAYKTOB UX Nnepepa-
60TKM. bezonacHbiM MOPOroM cofep)KaHusl MTeHa B NPOAYKTaX nuTaHus npuHsaTo cyntatbe 20 ppm (parts per million).
OnTumarsnbHbIM PELIEHNEM SBNSETCS MPUMEHEHUE GE3IIIOTEHOBLIX MPOAYKTOB MPOMbILLIEHHOIO MPOM3BOACTBA, CMEKTP
KOTOPbIX OT/IMHAETCA 3HAYMTENIbHLIM Pa3HOOBpPa3neM, XOPOLUMMU BKYCOBbLIMM KayecTBamMM M M0JHON 6€30MacHOCTbIO.
AZeKkBaTHas AMeTa B COYETAHMM C KOPPEKLMEN BTOPUYHbIX METABOMYECKMX HapPYLIEHUH M I€YEHNEM acCOLMMPOBAaHHbIX
3a6o/s1eBaHuUI criocobHa 06ecrneqynTb BbICOKOE Ka4eCTBO KN3HM 60JIbHbIX LIETMAKUEHN.

Knro4yeBble cnoBa: LiesiMakus, naTtoreHes, 1e4yeHune, 6e3roTeHoBas g1eTa.

(Bonpockl coBpemeHHow negnatpmm. 2013; 12 (3): 12-17)

B 1888r. aHrnuickun Bpad S. Gee BnepBble OMNu-
can KIMHWYECKYID KapTUHY Uennakuun y pebeHKa, cTpa-
[aBlIero TSXeNblM XPOHUYECKMM MOHOCOM, COMPOBOX-
[aBLUMMCS UCTOLLEHMEM W YBEJIMYEHWEM XKMBOTA. TaK, yKe
B TeyeHne 125 neT BeAeTcs aKTMBHOE M3y4eHWe Lenva-
KUM — MMMYHONOMMYECKU ONOCPeaOBaHHOM 3HTeponaTtuu,
06YyCNoOBAEHHON HENEPEHOCMMOCTbIO HEKOTOPbIX 3M1aKOBbIX
6enKkoB, npossnsolenca atpoduer BOPCUHOK CAU3UC-
TOW OBO0MIOYKM TOHKOW KMILIKU WM CBSAI3AHHbIM C HEW CUHA-
POMOM HapyLIEHHOro KMWIIEYHOro BcacbiBaHus. OgHaKo
3a 2roga fo atoro, B 1896 r., BENMKUMA PYyCCKUM neguaTtp
H.®. dunatoB onucan nogobHOe coCTosHWE, Oonpenenvs
€ero Kak «XpOHMYECKMI KaTap KULIOK», KOTOPbIV «Bblparka-
eTCcsl exeaHEeBHbIM MOHOCOM: 60nbHOr0 cnabut 1-3 pasa
OYEeHb BOHIOYMM XUAKMM MCOpParKHeHWeM, 6onbluer vac-
TblO CEPOBATOro, MWHUCTOIO WAW TEMHO-6Yporo LBeTa.
B nogo6HbIX ciyyasx y4actme TOHKMUX KULLOK BECbMa BEPO-
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ATHO. B HEKOTOPLIX Cly4yasx BOHIOYMK MOHOC MPUHUMAET
KaK 6bl NepuoamMyeckoe TeveHue: 2—3 UCnpaxHeHUs pas
3a pa3oM HO4YbIO WM PaHO YTPOM, W MOTOM LENbIM AeHb
60/1bHOrO COBCEM HE CNabuT, UAN KWUOKUE UCMPaXKHEHUS
cneayloT HenocpeacTBeHHO nocne eabl» [1]. Ewe paHblue,
B 1855 r., aHrnuinckuin pusmnonor W. Gull npusen noo6HbIN
KJIMHUYECKUI MpUMep, TOYHO OonncaB NPU3HAKKU LiefIMaKkuu
y 13-neTHero manbynKa. Cam e TEPMUH «LeTMakus» Npu-
wen ua rnyboKon ApPeBHOCTU: M3BECTHbIM rpevyecKui Bpay
Aretaios 13 Kannagokuu n gpeBHepUMCKUM Bpay Aurelian
Janv OOBOMbHO XapaKTepHoe onucaHue 3Toro 3abonesa-
HUSA noja Ha3BaHuaMmU «Diathesis coeliacus» nnn «Morbus
coeliacus». N BCe ke OKOH4YaTeNbHOoe npeacTaBneHune o Le-
nvakun chopmupoBanoch Nnwb B XX B. B 1950-xrT., T. €.
4yyTb 6osiee nonyBeKa Haszah, roanaHACKUMM neanaTpom
W. K. Dicke 6bIn0 fOKa3aHO, 4TO NPUYMNHA LieIMaK1Kn 3aKio-
4yaeTcsa B peaKLMu opraHn3ama Ha 6e/10K 31aKOBbIX.

N.I. Pirogov Russian National Research Medical University, Moscow, Russian Federation

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 USAis 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)



3a rogbl U3y4yeHuns 3aboneBaHns BpavyaMm CTano U3BECTHO
MHOroe o ero natoreHese, 6bl1v pa3paboTaHbl METOAbI Anar-
HOCTUKKU U 9DdEKTUBHOIO nedyeHus. U Bce e HeKoTopble
[eTanu pa3BuTna 601e3HM OCTAOTCH HESICHBIMM, YTO cO3aaeT
HeManble AMarHoCTUYECKME M TepaneBTUYECKUE CIIOKHOCTHU.
Tem He meHee Lenvakusa He aBnsetca datanbHbIM 3abone-
BaHWEM, XOTS U MPUBOAMUT K TSXKENbIM METab0/IMYECKUM pac-
cTponcTBaMm. [MaBHOE — CBOEBPEMEHHO €ee 3anoAo3puThb,
NOCTaBMUTb AMArHO3 U Ha3HaYUTb le4eHHe.

Llennakna — HenepeHoCUMOCTb toTeHa, npeacTaBns-
oulero co6om 6enKOBbIM KOMMOHEHT KNEWKOBWUHbI 3/1aKOB.
3naKoBble KynbTypbl ABASIOTCA OAHOM M3 OCHOBHbIX COCTaB-
NSOWMX MWLM YenoBeKa BO BceM mupe. benku cemenu
noApasaensitoT Ha MIOTEHWHbI M NPOAaMUHbI. MepBble OTHO-
CATCA K CTPYKTYPHbLIM MY BUONOrMYECKM aKTUBHBLIM 6enKaMm,
BTOpble — K 3anacHbIM. [pofaMuHbl NILEeHULbl Ha3biBatoT-
Ccsl TNMUAAUHOM, PXU — CEKANMHOM, SYMEH — TFOPAEWNHOM,
0BCa — aBEHWHOM, KyKypy3bl — 3eMHOM, MleHa — Kabupu-
HOM, puca — OpM3nHOM. PpaKLMa NPOSaMUHOB B MWEHULE
Haunbonee 3HauyuTenbHa U coctaBnser 3—6 r/100 r MyKu.
MoCKONbKY MleHnua SBASETCA caMblM ynotpebnsembiM B
MULLY 31aKOM, TO, COOTBETCTBEHHO, MMUAANH 3TOW KyabTypbl
Hanbonee MoSHO M3y4eH: OH MpeacTaBnser cobon dakTop
arpeccuu no OTHOLEHUIO K CM3UCTON 060SI0YKE KMULIKK Y
60NbHbIX LUennakuen [2]. B meanumMHCKON nutepaTtype Bce
TOKCWYHble Anst 60MbHbIX LefIMaknen 6enKkn 31akoBbiX YacTo
0603HaY4aloT TEPMUHOM «IIHOTEH.

HasBaHKWe «nponamuH» OTparKaeT BbICOKOE CoAeprKaHne
B 6E/TKOBOW MOJNIEKYSIe MPOJIMHA W ryTamMuHa, onpeaensio-
LLMX TOKCUYHOCTb IMMaanHa, CeKaNnHa, ropaerHa v aBeH1Ha
ana 60/bHbIX Lennaknen. lNMponamuHbl puca, npoca M KyKy-
py3bl COAEPXKAT MeHbLE ryTaMUHa W NPOAuHa, HO 6onblue
NenumnHa M anaHuHa, 1 ana 60/bHbIX LeMaknen onacHoCcTH
He NpeAcTaBnaloT. ABEHUH OBCa 3aHWMaET NMPOMEKYTOYHOE
NoNoXKeHue.

Cnepgyetr OTMETUTb, YTO HEMNEepPeHOCMMOCTb [Jl0TEHA B
HacTosillee BPEMS He 3aMblKaeTcsi B paMKax TONbKO Nnlb
Lenvakmn. BolgensoT cnegyouwme ee BapuaHThl [3].

e AyTOMMMYHHasi HEMEPEHOCUMOCTb toTeHa:

— uenuakus;

— repnetMdOopMHbIN 4epMaTwuT;

— [/II0TEHOBAs aTaKcus.

e Anneprvyeckasi HeNmepeHoCMMOCTb [oTeHa — annep-
rMs Ha ruaguH, o6ycnoB/ieHHas aToMMYEeCKUMKU Mexa-
HU3MaMu:

— nuweBas annerus;

— pecnupatopHas anneprus;

— npodeccroHanbHas anneprus;

— KpanuBHULa.

e HeayToMMMyHHasa Heannepruyeckas HenepeHoCMMOCTb
rnoTeHa (B HacTosiwee BpeMsi OOCYXKAAeTCs BO3MOXK-
HOCTb CYLLIECTBOBAHMWSA TaKOro BapuaHTa).

N3yyeHne CTPYKTypbl MONEKY/bl FMUMaguHa MO3BOAWIIO
onpeaenuTb, 4To pa3Hble ee ¢parMeHTbl OTBETCTBEHHbI 3@
pa3BuTUE Pa3fIMYyHbIX BapnaHTOB HemepeHocnumocTu. OaHa-
KO BOMPOC, MOYEMyY Y TOFO MAM MHOrO MHAMBKUAYYMa pa3Bu-
BaeTCs WAW He pa3BMBaeTCs TO AW WHOe 3aboneBaHue,
OCTaeTCs NMoKa HesACHbIM.

Mmetowmecs B HacTosilee Bpems AaHHble OJHO3HA4YHO
YyKa3blBaloT Ha BbICOKYID pPacrnpoCTPaHEHHOCTb LiennaKkuu
(1:200-1:500 B EBpoOne n CLLUA), HO 4O CMX NOP He peLleHo,
CYLLEeCTBYET I HEO6XOAMMOCTb B CKPUHWMHIE BCEro Hacene-
HUS AN BbIABNEHUS GOMbHbIX LIeIMaK1ewn, U eCnun CyLwecTBY-
€T, TO KaKUM 06pa3om ero nNpoBoauTb. 1o MHeHUIo A. Fasano
[4], uennakua B NONHOW Mepe COOTBETCTBYET YC/I0BUAM

3KcnepToB BcemnpHOM opraHnsaumm 3apaBooxpaHeHms ons
CKPUHWMHIOBbIX MPOrpamm:
® paHHAA AMarHoCTMKa 3aboneBaHUs MOXeT ObiTb 3aTpya-

HeHa B KIIMHUYECKUX YCNOBUSX;

e 3aboneBaHue ABNSETCSA PacnpoCTPaHEHHbIM B MONYSALIMK;
® CKPWHWHIOBbIE TECTbI JOMKHbI 06/1aAaTb BbICOKOM YyBC-

TBUTENbHOCTbIO M CNELMPUYHOCTbIO;
® jleyeHne 3a60NeBaHUS AOMKHO 6bITb JOCTYMHbLIM;

e BCly4yae Hepacrno3HaHHOro 3aboneBaHUs BO3MOXKHbI

TAXKESble OCNOXKHEHWS, 3aTPyAHSIOLME NNevyeHne 60bHOrOo.

[0 HacTosilero MOMEHTa CKPUHWHroBas nporpaMma
B OTHOLUEHWE LE/IMaKnUK He Gblna NPUHATa HU B OQHOM CTpa-
He Mupa.

B TO e Bpemsa uenvakua 6e3 afeKBaTHOro neyeHus
NOMMMO CcaMux Mo cebe Taxenblix Npobaem, 06yCNOBAEHHbIX
MeTaboIMYECKMMUN HapYLIEHUAMKU, NPeAcTaBseT cepbes-
HYIO Yrpo3y ANsl XW3HU OGONbHbIX, CYLIECTBEHHO MOBbILWAs
PUCK OHKonormyeckow natonoruu [5]. Mpun atom cTporoe
cobnogeHmMe 6e3rniuTeHOBOM AMETbl OOCTOBEPHO CHWMKaeT
3TOT PUCK, Aenas ero conocTaBMMbIM C TaKOBbIM B Nonyns-
LuMKn B LenoMm. CBoeBpeMeHHast AnarHocTnKa u npaBuabHoOe
Nnle4yeHne AenatoT KU3Hb 60NbHOrO LieIMaknMen NoNHOLEHHOM
1 6€30MacHOM C TOYKM 3PEHNUS PA3BUTUSA KUSHEYTPOXKAOLMX
OC/IOXXHEHUN.

3a BCIO MCTOPUIO M3YYEHUS LENMaKMK CyLLecTBOBano
HECKONIbKO KOHLIeNuUMi natoreHesa 3aboneBaHus. Mmeto-
LMecs 3HaHUS o natoreHese No3BOJAIOT 4OCTATOYHO OTYET-
JIMBO NMpeAcTaBuTb, Kak pa3BMBaETCH NOBPEKAEHWUE CU3NUC-
TOM 060/I04KM TOHKOM KULLKK NPKU 3TOM 3ab0oneBaHUK, 0JHaKO
He [JaloT OKOHYaTEeNbHOro OTBETa Ha rMaBHbIM BOMPOC: YTO
MMEHHO SBASIETCS UCXOAHBIM MHULMMUPYIOWNM GaKTOPOM.

[NtoTeH, 04eBMAHO, CNOCOBEH MHAYLMPOBATb PsSa Mexa-
HWM3MOB, 3aMyCcKaloLmMXx UMMYHHbIN OTBET, BKlOYas Te, KOTo-
pble onocpeaoBaHbl Yepesd MOJIEKy/bl [MaBHOro0 KoMMaeKca
ructocoBMmectumoctu Il knacca (MHC Il). OgHako He meHee
BaXKHbIM AABNISIETCS NPOLIECCUHT TtoTeHa ¢ yd4actnem MHC .
B cBSA3M € 9TMM MOXHO NPEAMNONOXKMUTb, HTO HapylleHKe Tone-
PaHTHOCTU K MIOTEHY — Kto4eBOM GaKTop, CNOCO6CTBYIOLNI
pasBuUTUIO Lennakuu. loBbllLeHMe NPOHMLAEMOCTU 3Mu-
TennanbHoro 6apbepa MOXET ObiTb NEPBUYHLIM M onpeae-
NATbCS B3aMMOAEWCTBMEM IOTEHA C HEKMMUM peLienTopamm
Ha NOBEPXHOCTW 3HTEPOLMTA, CTUMYIUPYIOWMM MPOAYKLMIO
30HYNMHA. 3TO AenaeT BOSMOMXKHbIM MPOHUKHOBEHWE tOTE-
Ha BrAy6b CAM3UCTON 06O0NOYKM U MHULMALMIO UMMYHHOIO
oTBETa NOCPEACTBOM B3aWMOLENCTBUSA C Pa3NUYHbIMU aHTU-
reHNPe3eHTUPYIOLLMMIN KneTKaMmu. Pa3BMBaeTCs KNETOYHbIN
W ryMOpasibHbIM OTBET HA MOCTYMN/IEHUE B KMIIEYHUK IMI0TEHA,
1 MPOUCXOAMNT paspyLlEHNE SHTEPOLIUTOB LIUTOTOKCUYECKUMM
nMmdounTamu.

Ecnv roBopuTb 0 NULLEBON anieprum B WMPOKOM CMbIC-
ne, nogpasymeBasi HeNepeHOCUMMOCTb MULLEBbLIX MPOAYK-
TOB C MMMYHOJ/IOTMYECKMMU MEXaHU3MaMK ee peanns3aunm,
TO MOXXHO paccMaTpuBaTh LeNIMaK1IO KaK BapuaHT NuLLEBOM
annepruun. OQHaKo LEeMaKna HU B KOEM cllydyae He CBsi3aHa
C aTOMMWYECKMMU peaKLMUsIMKU, B KOTOPbIX 3a4eNCTBOBaHbI
TYYHbIE KNETKU U GUKCMPOBAHHbIE HA HUX aHTUTeNa Knacca E
n/vwnn G. bonee TOro, atonuyeckas peakuus Ha ruaguH
MMEET MECTO MNPMW T.H. annepruyeckon HemnepeHoCUMOCTU
rNloTeHa, KOTopas He SBAseTCs uennakuen, a natonorunyec-
KWW NpoLecc Npy 3TOM MHULIMMPYETCS COBEPLIEHHO MHbIMM
3anNuTONaMu AaHHOM MOJSIEKYbI.

Llennakua 310 aytoarpeccuBHOe MMMYHHOe 3abonesa-
HWe, MeXaHWU3Mbl KOTOPOro peanunsyloTcs 4yepeld MoBbllle-
HWE aKTUBHOCTU LIUTOTOKCUYECKMX KNETOK, NoBpeXaatowmnx
3HTEPOLMTLI, HO HE Yepe3 BbIPabOTKy aHTUTENn K HUM. Bce
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aHTUTENa, OGHapyMBaeMble Mpu UeNnakuu, UMeT BTO-
PUYHBIN XapaKTep. Bo3MOXHO, ecTb 1 Apyrne oco6eHHOCTH
naTosorMyecKoro npoLecca npu LienMakun, Kotopble noka
€ellle He yCTaHOB/EHbI.

KnuHnyeckasi KapTuHa 3ab0/1ieBaHMS B TUMMYHbIX Cllyya-
fX pa3BMBaeTCcs B TeyeHne 1—-2 mec OT MOMEHTa BBeAeHMUS
B NUTaHWe [ITEeHCOAEPKALLMX NPOAYKTOB. Knaccuyeckum
NMPU3HAKOM CYUTAIOT Pa3BUTUE XapaKTEepPHOro AuMapemnHo-
ro CUMHApPOMa, B3LYyTME XMBOTa W OTCTaBaHwe B GpU3nyec-
KOM, a 3aTeM 1 B MCUXOMOTOPHOM pa3BuUTUK. OgHAKO TaKKe
LUMPOKO pacnpocTpaHeHbl aTunuyHble GOpMbl LienaKnm,
NpW KOTOPbIX Ha NePBbIV NMaH BbIXOAAT BHEKULIEYHbIE MPO-
aBneHus. NocnegHas rpynna Hambonee TpyaHa Ans anarHoc-
TUKM, a B CBSI3U C NO3HMUM pacro3HaBaHWeM npeacraBnser
CJIOXKHOCTU U AN19 IeYEHUS.

Bbi3blBaeT MHTEPEC M3Y4YEHME BOMNPOCaA O BPEMEHU BBE-
[EeHWs B NUTaHMEe NPOAYKTOB, CoAepKallmX roTeH. To cBa-
3aHO CTeM, 4YTO [IOTEH MOCTynaeT B OpraHuM3m pebeHka
N C YKEHCKMM MOJIOKOM, OAHAKO, UMEET /I 3TO 3Ha4YeHue ans
pa3BuUTUA 3abonieBaHus, Hen3BecTHO. CKopee BCero, Her,
XOTS NMPUYUHBI AaHHOro heHOMeHa HEOYEBUHDI.

B peTpocneKTUBHbIX UCCNefOBaHUSAX AOKa3aHO, YTO [u-
TeNbHOE eCcTeCTBEHHOE BCKapM/IMBaHWE MOXKET urpatb npe-
BEHTUBHYIO PO/b C TOYKW 3PEHUSA Pas3BUTUSA Lennakuu [6].
B 10 )Xe Bpems aHaiM3 MMEIOLWMXCS AaHHbIX MOKa3bIBaEeT,
YTO YEHCKoe MOJIOKO He npefoTBpallaeT pa3Butua 6ones-
HW, a vWb OTKNajbliBaeT ero Ha 6onee no3gHwWi Mepuoa.
[Mpn 3TOM He 06HapPYXEHO Pa3MyYni B pacnpoCTPaHEHHOCTH
LennakmMmM cpeav OeTen, HaxOAMBLUMXCS Ha eCTECTBEHHOM
N UCKYCCTBEHHOM BCKapM/IMBaHWUM.

BaXHO, 4TO Aarke HaxoAsiCb MCKIIOYMTENbHO Ha ecTec-
TBEHHOM BCKapM/IMBaHWU, pebGEeHOK MOXET nojy4aTb [Jio-
TeH. B 1987 r.R. Troncone 1 coaBT. cooOWWAK, 4YTO nocne
ynoTpebneHuns KopMslen }eHwnHon 20 T raoTeHa 6enoK
C AOCTaTOYHO BbICOKOM 4YacTOTOW MOXHO 6blno onpeaen1Tb
B Mosioke (B 54 npo6ax monoka m3 80; B 42 n3 53 npob
Hal-n Hea, B8 M3 17 — Ha6-n Hea, B3 n36 — Ha3-m
Mec, B2134 — Ha5-M MeC KOpMJeHuUs!) C MaKcumalb-
HOM KOHLeHTpauuen ot 5 ao 95 Hr/mn Yeped 2—4 4 nocne
epbl [7]. Mo gaHHbIM F.G. Chirdo 1 coaBT., MWagnH B KeHC-
KOM MOJIOKE BCTpevasncs BO BCeX npobax B KOHUEHTpaLuu
oT 500 1200 Hr/mn, NpU4yemM ero CofeprkaHue B MONO3UBE
O6blN0 3Ha4YMTENbHO Bbiwe (28-9000 Hr/MA), 1 NPUMEPHO
B 1/2 cny4yaeB rmuvaguH 6b11 06HapY*KEH B CbIBOPOTKE KPO-
BM [8]. BAuaeT nn 3TOT MIOTEH Ha pa3BUTUE LeNnaKun un,
Hao60pOT, CNOCOBCTBYET PA3BUTUIO TONEPAHTHOCTU, TaKKe
NOKa OCTaeTCs HESICHbIM.

C uenbto BbISCHEHUS CBA3W ANMTEIbHOCTU TPYAHOro
BCKapMJ/IMBaHUS W CPOKOB BBeLEHUA [/I0TeHa B NUTaHue
B EBponenckom cot3e WHUUMMPOBAHO MYNbTULEHTPO-
Boe wuccnepoBaHne PREVENTCD [9], B paMKax KOTOpOro
HOBOPOX/AEHHbIM MpoBoAAT HLA-TUNMPOBaHME Ha accolu-
MPOBaHHbIE C LeIMaKMen ranaoTunbl, a Cc 4 Mec XW3HU WX
paHAOMMW3NPOBAHHO pas3aenstoT Ha 2 rpynnbl. B 1-i1 rpynne
[etam B nuTaHue BBoaaT 10 Mr rvaanHa B JeHb, BO 2-U —
nnaue6o. MccnegoBaHue OyaeT 3aBepLUEHO, KOrga AeTaMm
ncnonHuTes 3 roga.

CnenyeT NOAYEpPKHYTb, YTO Yy)e B HacToslllee BpeMms
Komuter no nutanmto ESPGHAN pekomeHayeT BBOAWTH
B NMUTaHWe NpOAYKTbl, COAepKalue rnnaauH, B Bo3pac-
Te oT 4 g0 6 mecsueB Ha GOHe rpygHOro BCKapMMBaHWUA
[10, 11].

Hanb6onee addEKTUBHbIA NOAXOA K NevyeHuto Noboro
3ab0neBaHNs — 3TUOTPOMHAS Tepanus, KoTopas B cinydae
LuennakmMm morna 6bl 6biTb HanpaBfieHa Ha YCTPaHEHWE reHe-

TMYecKoro gedeKkra u/unu 3amelleHne depmMeHTaTUBHOM
HepgocTaTo4yHOCTM. OgHaKo B paccMatpuBaeMoM cryvyae oba
BapuvaHTa HeOCYyLWeCTBMMbI, MOCKONbKY TOHKWE 3TMONOru-
YeCcKne MexaHu3Mbl 3ab601eBaHUA He yCTaHOBIEHbI. B cBS3K
C 3TUM JleYeHue LeNMaKkuu, no CywecTBy, SBASETCA naTo-
reHeTuyecknm. CyllecTBylOLIME, BHEAPEHHbIE B NMPAKTUKY,
aTaKXe TeopeTuyeckn 060CHOBaHHble U pa3pabaTtbiBae-
Mble MOKa Ha AOK/IMHUYECKOM 3Tane MNOAXOAbl K le4eHUio
LenmMakmm MoryT ObiTb MpefcTaBieHbl B BUAE chegylowero
anroputma.

1. MpepotBpalieHMe NOBpPEXAEHUS U BOCCTaHOBIEe-

HUE CZIN3UCTON 060/I0OYKN TOHKOWN KULLKMH.

1.1. UcKknoveHne NOCTYNAEeHUa T[OTEHA B OpraHuam
60/1bHOr 0.
1.1.1. WcKioyeHne [MoTeHcodepKallnx NpPoayKTOB

13 paunoHa (6esrnoTeHoBasd fAueTa). IToT

METO/ B HacTosillee BPeMS ABNSETCH OCHOBOW

Nle4YeHns LEeNMaknun U JOMONHAETCH Tepanuen

HapylweHun, 06ycnoBAeHHbIX Manbabcopbuu-

en. besrnoTeHoBas AMeTa — He TONbKO AocTa-

TOYHO [OpPOron METOA JIeYeHUs, OHa TaKKe

CBfi3aHa C pPSAOM Cepbe3HblX OpraHuW3alMOoH-

HbIXx Npo6nem. B onpeneneHHon crenexHn pea-

i3auma ynpoulaetcs pasBUTUMEM WMHAOYCTPUK

Npon3BOACTBa 6E3MIOTEHOBbIX MPOAYKTOB.

CHUMKEeHWe coaep)aHua [NloTeHa B 3naKax,

KOTOpble B 06blYHbIX YC/I0BMAX €ro cofeprart.

[aHHbI# MeToa CBSAI3aH C CeNeKuuen CcopToB

3/1aKOBbIX KyNnbTyp 6€3 coAepxaHusa rntoTte-

Ha, O4HAKO 3Ha4YuTeNbHOro Mporpecca B 3TOM

HanpaBieHWM NOKa He AOCTUIHyTO [12].

PacwenneHne rnoTeHa B Xenyao4yHO-KULLey-

HOM TpaKTe (bepMeHTHas Tepanus). [okasaHo,

4YTO MUKPOOGHbIE NMpoTeasbl 3GPEKTMBHO pac-

WwennsaT TOKCUYecKne dpaKumMu rniTeHa

in vitro, ogHaKoO C WX MNPUMEHEHMEM in Vivo

NoKa elle ecTb Cepbe3Hble HepelleHHble Npo-

6/1eMbl, B YaCTHOCTHU UX ObICTpOE paspylleHne

B KMCNOW cpefe. ANlbTepHaTUBHbIM BapuaHT —

KMCNoToycTOMYMBaa nNponun-sHaonentuaa-

3a wu3a4meHsa EP-B2 v kombuHupoBaHHas

Tepanua EP-B2 v nponun-sHagonentuaason

Sphingomonas capsulate [13]. Takxe B fanb-

HENLWeM MOMXeT HaWTU MPUMEHEHUE [0 KOH-

ua He vaeHTMdUUMpPOBaAHHAA cMecb dep-

MEHTOB M3 XKENyA04YHO-KUILEYHOro TpaKTa

MUBOTHbIX [14].

1.2. CHMKEHWe MHTEHCMBHOCTW NOCTYNAEHUS roTeHa Yyepes
C/IU3UCTYI0 OBONOYKY KMULIEYHMKA NyTeM YMeHbLUEHUS
NMPOHULL@EMOCTH C/IU3UCTOM OOOJIOHKM Mnpenapatamu,
ONOKUPYIOWNMU AENCTBUE 30HYINHA, UHTepdepoHa vy
n paKTopa HEeKpo3a onyxonu a. B page ncenegosaHui
C 3TOW LieNblo MPUMEHSIU CUHTETUYECKUE NenTuabl, CHU-
atolwmne NPOHULAEeMOCTb KULIeYHWKa. Tak, B nnaue-
60-KOHTPONIMPYEMOM WCCNEeA0BaHUKM OblN0 MOKa3aHo,
4YTO NPUMEHEHUE MHTMBUTOPa NapauetoNgpHOM Npo-
Huuaemoctn AT-1001 npMBOAMT K JOCTOBEPHOMY CHMU-
YEHWIO MPOHMLAEMOCTHN CMM3UCTON 060N0YKM TOHKOM
KULWKK M XapaKTepmayeTcs 60/1ee HU3KOW CTUMynaumen
NPOAYKUMN HHTEPDEPOHA Y U YMEHbLUEHUEM CTEMEHU
BblpaXKEHHOCTU CMMMOTOMOB 3aboneBaHus [15]. XoTta
no peadynbTataMm [aHHOro WccnefoBaHWsa npenapart
XOPOLIO NepeHoCcHsIcsd, U cepbe3dHbiX NOOOYHbIX IhdheK-
TOB 3aperncTpMpoBaHoO He 6bl10, BONpoc 6e30nacHoc-
TW OCT@eTCs OTKPbITbIM.

1.1.2.

1.1.3.



1.3. bioKkupoBaHMe CTUMYIMUPYIOLWLEro AEWCTBUSA [JOTEHA
Ha UMMYHHYIO CUCTEMY.

1.3.1. TllopgaBneHve geammvamMpoBaHuKa rnoTeHa. MNony-
YeHbl npenapatbl, 6MOKMpylOWMe TpaHCry-
TaMMWHagdy 2, M NoKasaHa WX 3QPEeKTUBHOCTb
B paboTax C Ky/ibTYpOM TKaHM KULWKKU GONbHbIX
uennakuen [16]. BTo e Bpems, yuyuTbiBas
MHOFOrpaHHylo posb, KOTOPYD UrpaeT TpaHc-
rnytTaMvHasa 2 B opraHu3me 4esnioBeKa, Aarke
CenekTMBHoe 6/I0KMpOBaHMe 3Toro GepmMmeHTa
B TKAHW KULLIEYHUKA MOXET NPUBECTU K CEpPbE3-
HbIM MOCNEACTBUSAM, B YaCTHOCTU K HapYLUEHUIO
MEXKJIETOYHOIr0 B3aUMOAENCTBUS.

CHM)XeHWe aKTMBHOCTM MMMYHHOro oOTBeTa

nyteM NPUMEHEHUA [IIOKOKOPTUKOUIHbIX Npe-

napatoB, LMTOCTAaTUKOB, a@HTULMTOKMHOBOWM

Tepanun (aHTUMHTEPDEPOH o, @HTUUHTEPNEN-

KWH 15 un gpyras), 6nokupoBaHuns HLA-DQ2,

aHTM-NKG2 D-Tepanuu HaxoguTcsl Ha pasnuny-

HbIX CTafusAX pa3paboTKK, OAHAKO TaKKe Cnoco-

Obl BPSA M MOXHO CYMUTaTb MEPCMNEKTUBHbLIMU

B CBSAA3M CO 3HAYUTE/IbHbIM 4YMUC/IOM MOBGOYHbIX

3OPEKTOB, PUCK KOTOPbIX OAHO3HA4YHO Mpe-

BbIlAET Mo0Jib3y OT NPUMEHeHus. McKnoyeHne

COCTaBASAOT [MIOKOKOPTUKOUAHBIE U, BO3MOX-

HO, aHTUMLIMTOKMHOBbIE npenapatbl y 60/bHbIX

C pedpaKTepHOM LieSIMaKneEN.

1.4. UHOYKUMS TONEepPaHTHOCTU K IIOTEHY, B T.4. Mocpeac-
TBOM BaKUMHaUuW, aBASeTCA Haubonee nepcrnexkTmB-
HbIM HarnpaB/eHWeM, KOTOPOEe MOKa TaKKe HaxoauTcs
B CTaaunun pa3paboTku [17].

2. BoccraHoBneHMe MnpoLuecca KULIEYHOro BcacbiBa-
HUA U KOPPEKLIMA NOCNeACTBUIA €ro HapyLeHU.

2.1. BoccTaHoBEHWE NpoLiecca BCacbiBaHUS B KULLIEYHMKE.
Cneumndunyeckoro neyeHuns, KOTopoe 6bis10 6bl Hanpas-
JIEHO Ha yCu/ieHWe NpoLEecCoB KULEYHOro BcacbliBa-
HWSA, He cyuwecTByeT. BoccTaHoBNeHME BcacblBaHWs
B KULIEYHUKE ABNSAETCA pe3ynbTaTOM BOCCTaHOB/IEHWUS
CNU3UCTOM 060104KM Ha GOHE UCKNIOYEHNS U3 MUTaHKSA
rnoteHa. lNpuMMmeHeHWMe npenapaToB NaHKpeaTU4yec-
KnXx GepMeHTOB OKa3biBaeT 6/1aronpusatHoe BAUSHWE
Ha npoueccbl nepeBapuBaHus (M onocpeaoBaHHO —
Ha BCacblBaHME) JarKe Npu OTCYTCTBMM SBHOW NaHKpe-
aTU4EeCKOMN HeJoCTaTOYHOCTH.

2.2. KoppeKLus NocneacTBmMi HapyweHUs KULWEeYHOro Bca-
CblBaHUs. MHOro4YncneHHble NocneacTBns manbabcopo-
UMK onpeaenstoT KNIMHUYEeCKMe NposBAEHUs LennaKkmum
N TpebytoT cneundmnyeckon KoppeKuunn. OCHOBHbIE ee
HanpaBfieHWs NPUBEAEHbI HUXKeE.

M3 nepeyncneHHbIx Bbllle NOAXOAOB K JIeYeHUIo Lenna-
KWW peanbHasa npakTMKa CBOAUTCH K crieaytoLlemy:

e cTporas NOXM3HeHHas 6e3rNTeHoBas AMeTa Kak OCHO-

Ba W 3a/0r ycnewHon Tepanuu;
® KOppeKuus MnocneficTBUMM HapyleHWs KULWEYHOro BcCa-

CblBaHus, B NepBylo ovepeib MeTaboMYEeCKMX HapyLle-

HWUIW, HEKOTOPbIE U3 KOTOPBIX YrPOXKatoT XKM3HU 6OSIbHOIO

N TPebytoT Ha3HaYeHUss MHTEHCUBHOW Tepanuu;
® fle4yeHue acCoLMMPOBaHHbIX 3ab60NEBaHNUNM.

Takne noaxodbl NO3BONAT 3OHEKTUBHO BOCCTaHaBAM-
BaTb KMWLIEYHOE BcCacblBaHWE W IMKBUAMPOBATb MOCMAEAC-
TBUSA Manbabcopbuunun, Bo3Bpallas 60/bHbIX K HOpManbHOM
YMU3HU, XOTH U 6e3 ynoTpebsieHns B MNULLY MI0TEHCOAEPKa-
LWMX MPOLYKTOB NMUTaHUS.

Mo peaynstatam uccnegosarus P. Collin v coast. [18],
6e30MacHbIM MOPOrOM COAEPMKaHMA T0TEHA B NPOAYKTax

1.3.2.

nuTaHMsa okasanacb BenndnHa 100 ppm. C y4eTOM CyTOYHOro

noTpe6aeHna My4dHbix nNpoaykTos (300 r) KoAMYecTBO rtoTe-

Ha B aTOM cnyvae 6yaeT coctaBnsate 30 Mr/cyT. besonacHocTb

YKa3aHHOro Ko/inyecTBa [oTeHa B 3ToM paboTe 6biia noa-

TBEPXKAEHA KaK KIMHUYECKMMM, TaK W FMCTONOTMYECKUMU

[aHHbIMW. JTO COOTBETCTBYET pas3pellieHHOMY [uleBbIM

Kogekcom (Codex Alimentarius) npuemy 10—-50 mr ritoTeHa

B A€Hb, XOTS, KaK NoKa3blBaeT OMbIT, eCTb 60/1bHblE, KOTOPbIE

He NepeHoCcAT AaXke Takoro Konuyectaa [19].

BonbHbIM Lennaknen nokasaHa noxmaHeHHas 100%
6e3rNTeHoBas AMeTa C UCKIIIOYEHUEM TII0OTEHCOAEPKaLL X
3/1aKOB: MILEHMLbI, NIIEHUYHbIX OTPYGEN, MWEHNYHOIO Kpax-
Mana, 3apoAblller MNIIEHULbl, MWEHUYHOW MYKW, MaHHOWM
Kpynbl, MaLbl, KyCKyca, pXMW, SYMEHS, SYMEHHOro conoja,
TPUTUKane, KamyTa, Non6bl (CNenbTbl) 1 ap.

[nioTEH He coaepXKMTCsH B puUce, rpede, Kykypyse, ama-
paHTe, POCTKax cnapu, Nnpoce, Kaptodene, coOpro, Tanuoke,
MYKe M3 opexoB, 6060B, CEMSH, HEMWEHUYHOM Kpaxmane,
MafnbTOAEKCTPUHE.

Heo6xo0aMMO MNOMHMUTb, YTO TAOTEH MOMYT COAepXKaTb
MHOIMe CcnafjocTh, KOHCEPBWMPOBaHHbLIE MPOAYKTbI, Cyxue
cynbl, 6YIbOHHbIE KYOUKKU, MOPENPOAYKTbI, KpaboBble Nanoy-
KW, COYCbl, KETYYM, MSACHble MNOANMBKMW, ManoOHEe3, MOpO-
YKeHoe, MorypTbl 1 MH. Ap. Kpome TOro, oH MOXeT nonacTb
B OPraHM3M M3 HEMWLLEBbIX MPOAYKTOB, TaKMX Kak ry6Has
nomaga, 6neck, 6anb3amMm Ansa ryd, 3ybHasg nacra, Kiewu
Ha MapKax ¥ KOHBepTax, BUTaMUWHbl, pacTUTeNbHble W MU-
HepaNbHble A06aBKW, MeAMKaMeHTbl. B cBaA3n ¢ atum ans
60MbHbIX LUeMakMen o4eHb BaKHO 0b6nafatb MOAHOLEHHON
MHDOPMaLMEN O COAepKaHUM IOTEHA B MULLEBbIX W HEMW-
LLEeBbIX NpoayKTax. Takasg MHPOpMaLUS PerynspHo ny6anKy-
€Tcs, B NEPBYIO 04epeb Ha CneLmanM3npoBaHHbIX canTax.

OnTMManbHbIM pPELWEHUEM CNYXWUT MPUMEHeHne 6e3-
rMIOTEHOBbLIX MPOAYKTOB MNPOMbILWAEHHONO NPOU3BOACTBA,
CMEKTP KOTOPbIX BECbMa LWMPOK. OHM 061aatoT XOpOoLWKMU
BKYCOBbIMW KayecTBamu 1 abContoTHO 6e3onacHbl. OTAnYnTb
3TW NPOAYKTbl MOXHO MO CreunanbHON MapKMpPoBKe (COOT-
BETCTBYIOLWErO MEXAYHAPOAHOIro 3HaKa — MepeyvyepKHyToro
Konoca) Uin udy4yns MHbOpPMaLMIO 06 OTCYTCTBUMU MOTEHA.
CneumnannampoBaHHble 6€3rN0TEHOBbIE MPOAYKTbI MPOMbILL-
JIEHHOrO NPOW3BO/ACTBA [O/KHbI COOTBETCTBOBATb Clefyto-
WMM TpeboBaHMAM KadyecTBa K AaHHOM rpynne npoayKToB:

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

e OTCYTCTBME B COCTaBe NPOAyKTa NIIEHNYHOro Kpaxmana;

® UCK/OYEHWE BO3MOXKHOCTM KOHTaMMUHaLMK [NIOTEHOM

CbIpbsl U MPOAYKTa B NpoLecce NPon3BOACTBA, XPaHEHHS,

TPaHCMOPTUPOBKM M MPOAAKMH;

e cob6nofeHne obs3aTenbHbiXx TpeboBaHUM K KavyecTBy
NULLEBbIX NMPOAYKTOB (XMMUYECKas, paanaLMoHHas, MUK-
pobuonornyeckasi 6esonacHocTb, otcytcteue FMO 1 T.1.).
CoBpeMeHHble CMeCH AN UCKYCCTBEHHOro BCKapmMBa-

HUS JeTen B NoAaBnstolemM 60/bLIMHCTBE HE COAEPKAT rMtoTe-

Ha. LLInpoK accopTUMEHT 1 6e3rNI0TeHOBbIX Kall. B yacTHocTH,

cyxve 6bICTPOPacTBOPUMbIE MOJIOYHbIE Kallu «PucoBas Kalla

¢ abpunkocom», «<KyKypyaHas Kalla ¢ TbiIKBOW, 16JJ0KOM U abpu-

Kocom», «<P1UcoBas Kalla ¢ MajiMHOW», «PrucoBas Kalla ¢ GpyK-

Tamu «[lo6poe yTpo», «PucoBas Kawa ¢ 6aHaHamu «[1obpbln

Beyep» mapku «Sempenr (Hero AG, LLBewnuapus), No pesysb-

TataM opULMaNbHOM SKCNEPTU3bI, COAEPKAT M0TEHA MeHee

4yem 5 Mr/Kr npoayKkTa, T.€. COOTBETCTBYIOT BCEM COBPEMEH-

HbIM MEXAyHapoAHbIM TPe6OBaHUAM, PernameHTUPYoWUM

NPOAYKTbl 6€3rNOTEHOBOrO NUTaHUS.

Hy>HO OTMeTUTb, 4YTO cTporas 6e3rflTeHoBas aueta
MOXET CTaTb MPUYNHON Pa3BUTUS psaa AePULNTHBIX COCTOS-
HUS, HanpuMmep geduunTa KanbLMs U LMHKA, B CBA3K C HYEM



npu paspaboTke pauunoHa 60/bHbIX Lienaknen cneayet yae-
NSATb BHUMaHWE afeKBaTHOCTU COAEPKAHNUS B HEM HE TONbKO
6€eNKOoB, XMPOB U YrNEBOAOB, HO Y BCEX MAKPO- U MUKPOHYT-
PUEHTOB.

Taknm 06pa3oM, HECMOTPS Ha OTCYTCTBME TOYHbIX AaH-
HbIX O MATOreHe3e LieIMaKknu, YTo 3Ha4YUTENbHO 3aTpyaHaeT
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