denepanbHoe rocygapcTBeHHoe OoakeTHoe obpasoBaTenibHoe yupexaeHue Bbiclwero obpasoBaHus «Cubunpckun
rocygapCTBEHHbIN MeauUMHCKUI yHMBepcnuTeT» MuHnctepcTea 3gpaBooxpaHeHus Poccuiickon depepaumm (Prooy
BO Cubl'MY MwuH3agpasa Poccun) - oguH 13 ctapenwmx u Hanbonee aBTOPUTETHBLIX POCCUACKUX MEAULIMHCKMUX BY30B.

Llenunakus

Mogrotosuna: Capeirnap C. HO.



Llennaknsa (rnioTeHoBasi 3HTeponaTUA) - XpOHNYECKasi FEHETUYECKN AEeTEPMUHUPOBAHHAA ayTOUMMYyHHas T-KrneToYHo-
onocpeaoBaHHasi 3HTeponaTusi, xapakTepuaytoLLasicss CTOMKOW HeNepeHOCUMMOCTbIO crieundundecknx Genkos aHaocnepMa
3epHa HEKOTOPLIX 3MAKOBbIX KyNbTYp C pa3BUTUEM aTpOoMYecKon 3HTeponaTum 1 CBA3aHHOIMO C HEKD CUHApOMA

Manbabcopbuunn.

Llennakus - uMMyHoonocpeaoBaHHOE CUCTEMHOE 3aboreBaHne, KOTOPOe BO3HUKAET B OTBET Ha ynoTpebrneHve rmiTeHa unm
COOTBETCTBYHOLLMX MPOSIaMUHOB rEeHETUYECKN NPEAPACTONOXEHHBIMM MHOANBMOYYMaAMU U XapakTePU3YyeTCs HanMyYnem
LLIMPOKOM KOMOMHALNN MIOTEH-3aBUCUMbIX KIMHUYECKUX NPOSIBNEHUI, crneunduyeckux aHTuTen (aHTUTen K TKaHeBow
TpaHcrnytamuHase TG2, aHTuten k aHgomusuto (EMA), aHtuten k geammavpoBaHbiM nentuaam rnaguHa (DGP), Hanvumem

HLA-DQZ2 vnn HLA-DQS8 rannotvnoB n sHTeponatuu.




dnngemMmornorus

o Haunbornbliee yncrno criyyaes 3aborieBaHUA PErMCTPUPYeETCs B
cTpaHax 3anagHou Esponbl, ABcTpanum n KOxxHon Amepuke -
1:(80-340) HaceneHus

o XeHWWH ¢ uennaknen bonbLle, YHemM MYXXYMH B 2 pasa

o B kKnuHnyeckon KapTnuHe B HacTosiLLee BpeMs npeobnagatoT
ManoCUMNTOMHBLIE N CKPbITble DOpMbI 3aboneBaHus, 4YTo
CYLLECTBEHHO 3aTPYAHSET NpoLecc NOCTaHOBKU AMarHoaa.
[Tlo3gHAs guarHocTuka 3HauvmMTenbHO yBennynBaeT pPUCK pasBUTUS
CEPbE3HbIX OCIIOXHEHUN, TaKUX Kak becnnoane, ocTeonopos,
HEBPOIOrM4YecKkMe HapyLLEHUsI U OHKornornyeckme 3abonesaHmsa (B
4YaCTHOCTWU, T-KneTto4yHast NMIMMMOMa TOHKOW KULLIKN)

\



IdTnonornsa 3adonesaHus

OCHOBHbIM 3TUONOMMYECKUM (DaKTOPOM PasBUTUS LiENMakumn SBnsieTcs 6enkoBbIi KOMMOHEHT KNEeNKOBUHbI HEKOTOPbIX 3MaKOBbIX KyNbTYp.
TokcnyHbIMK A5 GOrbHbBIX SBMSIOTCS pacTBOPUMbIE B 3TaHONe Genku aHaocnepmMa 3epHa nieHuubl (ruaanHbl), pxu (CekanuHbl) U SYMEHS
(xopaevHbl), kKoTopble 06beaNHEHbI B MEAULIMHCKOWN NuTepaType obLMM Ha3BaHWEM «ITIOTEH». VI3 pekoMBMHaHTHOro a2-rmuaavHa BblaeneH
33-MepHbI NenTua, MAEHTUPULUMPOBAHHbBIA Kak UHULMATOP MMMYHOBOCNANUTENbHOro oTBeTa. bnarogaps BbICOKOMY coaep»kaHuio NponnHa,
JaHHbIA nonNunenTua YCTONYMB K BO3OENCTBUIO BCEX XKEMYAOUYHbIX, NaHKpPeaTUYEeCKUX U UHTECTUHAMNbHbIX NPOTEUHA3; €ro rOMOSor
MPUCYTCTBYIOT BO BCEX 3E€PHOBbIX, TOKCUYHBIX MPW LIENWaKMKN, U OTCYTCTBYHOT B HETOKCUYHbIX 3rakax.
CuntaeTcs, YTO MIOTEH BbI3bIBAET aTPOMIo CNM3NCTON 0GOMNOYKM TOHKOW KULLKK, U3-3a YEro HapyLlaeTcs KULLIEeYHOE BcacbiBaHue,
npuBoasiLLEE K pasnnyHbIM paccTpoicTBam obMeHa BellecTB. BbiaensaioT cneayowmne npudmHbl AaHHOW NaTomNoruu:

e  HecrnocoGHOCTb hepMEHTOB pacLLennsTb NONUNenTuabl;

e  [OBblLWEHHAs YyBCTBUTENbHOCTb CNM3UCTOM 0BOMOYKM K FMIOTEHY, NPU KOTOPOMN SNUTENUA CTaHOBUTCH MULLEHBIO UMMYHOMNOMMYECKOro

npouecca;
e  crnocobCTByOLLME NMOBPEXAEHUIO INUTENNS BPOXKAEHHbIE 0OCODEHHOCTM PELENTOPOB KINETOK KULLEYHUKA;,
e  [OArOTOBIEHHbIE BMpycamu (ageHoBUPYcaMm)oCoBEHHOCTM peLenTopHOro annapara KNeTok KULLEYHMKa

MpuynHy 3aboneBaHust AeTen NepBbiX TPEX MECALEB CBA3bIBAOT ¢ 3aboneBaHMeM Matepu 1 NonyvyeHnem Yepes rpyaHoe MOorioko MpOoM3BOAHbIX
rMOTEeHa UNKn aHTUTen.




[laToreHes uenvakuu

LleHTpanbHbIM COBLITMEM NAaTOreHe3a uenMakmm
SAABNSAETCS CBA3bIBAHME NENTUOOB MMaauHa ¢
HLA-DQ2/DQ8 monekynamu Ans npeseHtTaumm nx
rnioTeH-cneyndmnyeckum CD4+ T-numdoumtam ¢
nocnegyrowmm passutMemM MMMYHOBOCHANUTENBHOIO
npoLecca B CNN3NCTON 060N04KE TOHKOW KULLIKW.
BaxHyo ponb B Moandukauum nentuaos rmnagmHa
UrpaeT TkaHeBas TpaHcrnyTamuHasa-2 (TTI), depMeHT,
nog OeNCTBMEM KOTOPOW B Moriekyne rnvaanHa
dopMupyroTCa OTpUuLaTeNbHO 3apPSXKEHHbLIE ANUTOMbI,
4YTO NOBbILWAET CPOACTBO (APUHHOCTL) NENTUAOB K
COOTBETCTBYIOLWMM CBSA3bIBAOLLNM yHaCcTKaM MONEKYIT
DQ2 n DQ8 n cnocobcTByeT NPOYHOMY COEQUHEHUIO
HLA monekynbl ¢ peuentopamu T-numoumToB.

T = nnerousntii PRRTA

peuenTop QXTUBMPOBOHHELHA

~KBTOUMLEIN peuenTOp
= (
HOUTPANBMLIS | ) /

| w

SnuTon | S o o./ \ /
. - . ’
nenTuaos o g

rauwaauHa

OTPUUATENILHO JAPANSHHELS
OCTATKM B CTPYKTYpPS
MONSRYNLL FAMOAMHA

wmu-éuaumw
y4acror HLA DQ2
MONEKy NS



[laToreHes uenunakumn

AkTusupoBaHHble CD4 kneTku
NpPOAYLMPYIOT NPOBOCNANUTENbHbIE
LIMTOKMHBbI, NOBpEeXAatoLLmne
AMNUTENNOLINTBI CITU3NCTON 0D0JT0YKU
KMLWEYHMKA, a Takke CTUMYNupyloT B-
nMMOoUUTBI K MPOAYKUNN aHTUTEN K
rmuagnHy, TKaHEBOW
TpaHCriyTamMmuHase u CTpyKkTypam
COTK (aHoomunsnio), kotopble
nonagatT B CUCTEMHYIO LIMPKYNALMIO U
MOryT 6bITb BbISIBIIEHbBI NPU
NpPOBEAEHNUN CEPONOrNMYECKOro
nccrnegoBaHus.

IHTEPOUMTEL

rnoTeH
e | NENTUAN FNUIAUHG

ARCMARHARDORSHHKE NENTUAN FAMOMHG
Bl THOHERAA TPOMCITYTAMMHOIG

B xomnnexc ravagmua w T IT

TRaHesas

. El TPGHCTAYTAMUHAIA
HLA DQ
aHTUTENG K
- Th2 UMTONMHM  FAIMOAUHY

npoayxuma amwrena K

NPOBOCNANMUTENBHBIX -
uMTOKMHOE 4~

/ Thl UMTOKMMEL



KnuHnyeckue nposaBneHus

Y peten B Bo3pacte Ao 2 net Haubonee pacnpocTpaHeHHbIMU «KIAaCCUYECKUMMU»
CMMNTOMaMM, 3HAYUTENIbHO BapbUPYOLWMUMUCA Y Pa3HbIX NAaLUEeHTOB, ABMAIOTCA:

[@aCTPOUHTECTUHAMbHbIE CUMNTOMbI:
Bbonun B XnBoTe

OOWNbHLIN 35TOBOHHBLIN CTYN
CteaTtopes

MeTeopuam

yBeJiM4yeHune XuBoTa

PBoTa

CTOMKKWe 3anopbl

HapyLleHne anneTtuTa

Hecneundunyeckme cmmntombl:

e 3aaepka PU3nMYECKoro pa3BuUTUS
® roTeps B Bece

® MbllLeYHas rMNoToHUSA

e anaTtus, HeraTMBU3M




Y neren crtapliero Bo3pacTra:

FacTpouHTeCTUHaNbHbIE CUMNTOMbI: FemaTonorn4yeckue NposiBreHus:

®  peuuavsupylowme Bomu B xuBOTE o pedpakTepHan K Tepanun xenesogeduuntHas unm B12 peduymtHan aHemus

® B3AyTUe XXuBoTa

° ® KpoBOTEYEHUS

TOWHOTAa

® 3anopbl

L noBblilleHne nevYyeHoYHbIX TpaHCaMuHas3 Hapyu.IEHMH pe"pOAYKTMBHOﬁ (*)yHKLIMM'
HeBponoruyeckue nNposiBreHus: ¢ 3a/iepXkKa nonosoro passnTuA

e TONOBHBLIE BONM ® KEHCKOe M Myxckoe becnnoaue

® HapyleHus cHa e NpUBbIYHOE HEBbIHALLMBaHWE BepeMeHHOCTH

e [enpeccus ® ClOHTaHHble abopTbl, MEPTBOPOXAEHMS

® ﬂOJ’IVIHeﬂpOI'IaTVIFI .

° aTakcus N3meHeHUs co CTOPOHblI KOCTHOU CUCTEMDbI:

e Donu B KOCTAX
N3meHeHuUs co CTOPOHbI KOXWU U CITU3UCTbIX:

MHOXECTBEHHbIV Kapuec
nedbekt 3ybHom amanu
HW3KUI pocT

aTonuyecku gepmMmaTtuT
adPTO3HbLIN CTOMATUT
XEWUNUTHI

® 0CTeonopos
repnetTudopMHbIN AepMaTuT ® ocTeoMansAuus
aJ'IOﬂeLUAFI L4 NOBTOPHbIE MNMepesyioMbl

® apTpuThl
BUTUINUTO e 0Oonu B cycTaBax

[ ]

[ J

o

Hecneuundunyeckne CUMNTOMDI:
{ xpoHuyeckas yctanocts cnabocTtb
{ yrtomnsemocTb
{ pasppaxuTenbHOCTb




MpumepHo B 60-70 % cnyyaeB uenuakusa y getemn
conpshkeHa C TOW UM UHOW Pa3HOBUAHOCTLIO ansepruu.
Y 60onbLUMHCTBA ManeHbKUX NaLueHToB pa3BUBaETCS

aronuyeckun JepmMmaTur, Yy bonee CTapLunx - repneTMdOpPMHbIN
aepmatut [iopuHra. Takke BO3MOXHO NosiBrieHne

BpoHXManbHOW acTMbl U APYrMX PecnupaTopHbIX anneprun.




XanoObl 1 aHaMHe3

B TMnuyHOM cnyyae uenuakusa maHudecTtupyet yepes 1,5 - 2
Mecslla nocrne BBeAeHUS B PALIMOH NMUTaHUSA pebeHka
[NTeHcoAepKalnxX NpoayKToB (Cyxapuku, xneb, cylwkn, 6apaHku,
MaHHas (nweHnYHas) kawa, MynbsTuanakoeas kawa). MHorga
MaHuecTaumnsa Lennakum y geten nponcxoguT nocne
nepeHeceHHbIX MHPEKLMOHHBIX 3aboneBaHni (KULWEYHbIX UMK
pecnupaTopHbIX MHMEKLMIA), OaHAKOo YyacTo 3abonesaHue
HaunHaeTcs 6e3 BUAMMOW NpUYnHbIL. KnnHn4Yeckne cMmntombl
LenMakmm nosiBnsoTcA, B 60MbLUMHCTBE Cny4vyaeB, MOCTENEHHO.
NosiBnseTca CBOMCTBEHHbIN AN Lenmakmm 0OuUnbHbIM NEHUCTbIN,

XUPHbIN, 3NOBOHHbLIN CTyJ1 cepo-3e/ieHoro LBeTa, HapytllieHue
anneturta, becnpnymMHHasa pBoTa, NoTepsa macchl Tena. Poauntenu

o6pallaloT BHUMaHWE Ha HapyLleHNa NOBEAEHNSA — NOSABNSIETCS
pas3apaXuTenbHOCTb, HEraTUBM3M, anaTus, HapyLLIaeTCs COH,
ncyesaeT MHTEPEC K oKpyxatoweMy. CTaplume OeTu XanylTcs Ha
Gonun B XXMBOTE, KOTOPbIE Yallle UMEKT HEMOCTOSAHHbIN, «TYMOW»
XapakTep 1 NoKanuayTcsl NPENMYLLIECTBEHHO B OKOOMYMNOYHOWN
obnactw.




dusnkanbHoe obcneaoBaHue

CyxocTb, 6negHOCTb KOXWU N CIIN3UCTbIX TunnyHbli BUO pedbeHka npu uennakuu
cTOHYEHME NOOKOXHO-XXMPOBOro Crios («UenuaknnHbIN XXUBOT» Ha POHE UCTOLLEHNSA)
[MceBaoaTpodmm NpoKkCUManbHbIX PYN MblLUL, -
CHmXeHne Typropa TKaHeu

OMOUMOHASbHbIN TOHYC

N3meHeHne annetuta pebeHka

Hanunuyune TOWHOTHLI/PBOTHI

Bonun B xXnBoTe C fiokanusauuen B OKONonynoyHom
obnacTtu (gocTturaroT nmMka cnycta 3-5 4 nocne egbl)
XapakTep ctyna (amapes, 3anop, nonudekanus)
MokasaTtenu HyTPUTUBHOrO cTaTyca (Macca Tena, pocT)
[Mepndpepuyeckne rmnonpoTeENHEMMNYECKNE OTEKU
CuMnTOMbI paxuTta, aHeMun

CnMnTOMBI NONUIMNOBUTAMUHO3a

BoamoxkHa renartocnneHomeranus

YBenuyeHue xmnpota no nHgekcy AHOpOHecCKy

(oKpyxHocTb xuBoTa / pocT pe6éHka) x 100% | Bospact | Oo 1 Ao3 | 4-6ner | 7-9 10-14
roga ner netr ner

NHpekc 53% 52% 46% 44% 42%



JITabopaTtopHas
AWarHocTUKa

Obsa3aTenbHbIM TpeboBaHNEM SABNAETCA NPOBEAEHNE
CEeporornyeckor AnarHoCTUKM 0o HasHavyeHus nedvebHom
anetbl pebeHky Ha doHe ynoTpebneHnss obbIYHOro
KONn4ecTBa rMTeHcoaepXaLmx npoaykToB. OrpaHuyeHne
WITM UCKITIOYEHME [T0TEHA B paUMOHE MOXET NPUBECTU K
ObLICTPOMY CHWXXEHUIO TUTPA CNeUnPUIECKUX aHTUTEN, YTO
caenaet ganbHenwWwmnn gnarHocTUY4ecKknin NomcK
3aTpyaHUTENBHbIM, @ MHOr4A U HEBO3MOXHbIM.

Onpep,eneHvle aHTuUTEenN K TKaHeBou TpaHcrmyTaMmmHase
Onpep,eneHvle aHTuTen K SHOoOMu3unto

Onpep,eneHvle aHTuTen K geaMmmanpoBaHHbIM nenTngam
munagnHa

MpoBeaeHNe CKPUHMHIOBBIX CEPONIOMMYECKUX
nccrnenoBaHuii NauneHTam ¢ ayTOMMMYHHbIMU U
SHOOKPUHOMOrMYeckummn 3aboneBaHUAMM, Tak Kak OHK
BXOAAT B rpynny pucka no pasBuTUIO LENnaknm

[ns aKcnpecc-AMarHoCTMKM Lennaknm B HacTosiLee
Bpems paspaboTtaHbl 6bicTpble TecThl (POC tests

MpoBeaeHne reHeTUYeCcKoro NccrneaoBaHns

4
Pe6GeHok unu B3pocnbIin® ¢ cMMNToMamMu Lernmakmm™

KCKPUHUHT Lenakumu —aHTn TTT-IgA/anTu ANT-1gG» (02-07-072)F**
8 HANMUAARPHOU KpoeU

BbiaBaeHbl aHTU- TIT IgA He BbisBneHbl aHTU- TTT IgA

Pewerue o NnaHe AanbHenwero obcneqosaHmA

AO/TKEeH NPUHUMETL Bpa4-racTp O3HTEPOAOr L'len"aK"ﬂ UCKTIOYEHa

HOpMa/ibHble 3HauYeHu s 10 pa3 npeBoCXoa AT HOpMY

v

Tect ADA IgA (02-07-089) n TecT HLA DQ2/8 (02-01-068)

B KallHl'UHIPHOﬁ KPOBU U C/IIOHe

[ AHTU-TTT IgA B 10 pas npeBocxoaar ][ AHTU-TTT IgA meHee uem B

ASA M AdA ecb A3A Her A3A Het
DQ2/8 ectb DQ2/8wer DQ2/8ec>  DQ2/8Her

A a

MpoBeaeHune 3Hz0CKONMUK ¢ Buoncueii
ABEHaALaTUNEepPCTHOM KULLKK

LWkana MARSH 2-3 Llikana MARSH 0-1****

(Hecneymdpuueckme namenenmns)

Llennakus noaTeepxaeHa, pekoMeHaoBaHa BesrntoTeHoBas aneta

Ha oc d; a ] it IHC ESPGHAN 2012 2. {Husby et al.JPGN 2012)
Npumeyanma: poBog) AOHa4ana GesrnioTeH 0BO AVeTbl

*% ANA MCKAION BHMA 1| e1MAKUKM ua“mm W npuobicnes poac W TPYNN PUCKa CABAYET HAMMHATL
ofichep0BanMa ¢ reHotunuposakve HLA DQ2/8 (tect 02-01-068). [lonycTMmM aHai s N0 3NMTEAMIO Wekn/ vione.
**4pexomMeH/ 0BaH bl TONLKO TeCTbl BTOPOT o 6 THaA TpaHCray 2 ™Mna (02-07-089) W

nentmasl (anm-ANT 024 I)an) AlonycTMm aHanms No KanwaNApH 0l KPOBW.
bexs YMepeHHble aTpodiu ecKMue USMEHEHUA CANM3NCTON TpelyioT yrny oro oficnep




MHCprMeHTaH bHaA ANArHOCTUKa

» [NpoBegeHune a3odaroractpoayogeHockonum (Or4C)
» [lpoBeneHne mopgonorn4eckon oMarHOCTUKU - «30710TOU
cTaHOapT»

Ucuelnosenmue TTonepeunas SAueucThivi pucyHok MuxpoHooynapHas
CTpyKTYpa UMPKY NAPHBIX MCUSPUEHHOCTD CAMIUCTON CTpYKTYpa
CAUIMUCTOM CKNANoK CKNQnoK (Spada C , 2008) cAUIUCTON

(Spada €., 2008) (SpadaC , 2008)



'mcTonornyeckas knaccudukauma uennakmm Marsh-

Oberhmnhar
B 1999 rogy Oberhuber G. npegnoxwun

moaudmukauuio knaccudukaumm Marsh,
yKka3aB Ha HeobxoauMMOCTb onpeaeneHns
KONM4ecTBa MexanuTenmanbHbIX
nnmdountoB (B nepecyete Ha 100
anNuUTENManbHbIX KNETOK), a Takxke S o
BblAeneHns 3 creneHen arponu4ecknx B s B FE A
nameHeHun. M'cronormnyeckas S i
knaccudukaumsa Marsh-Oberhuber
MCNONb3YyeTCsl B AMArHOCTMKE LienMakum o
HaCTOSILLErO BPEMEHM U BKItOYaET B cebst 5

TMNOB nospexaeHuin COTK. P e e
YMEPEHHOA QTPO PuA SHPANECHHAR ATPOPHA OTCYTCTRUE BOPCHMOK
(€ Pilozzi, 2010) (€ Pilozzi, 2010) (€ Pilozzi, 2010)
Tun 0 Tun 1 Tun 2 Tun 3a Tun 38 Tun 3¢
MDIJI <40 =40 =40 =40 =40 =40
Kpuntsi HOpMa | HopMa runeprpous runeprpodus | runeprpopus | runeprpodus

Bopcunkn | HOopMa | Hopma HOpMa yMepeHHas BBIPQKEHHAA | OTCYTCTBYIOT
aTpodus aTpodus




MHasa anarHocTuka

e [lpoBeaeHne NPOBOKALIMOHHOIO TecTa (Harpyska [MTeHoM) AeTAMm,
KOTOpbIM Oblna HadaTa 6e3rnoTeHoBas aneTa nNpu OTCyTCTBUM
Ceposiorm4yeckoro 1 MopdoriorM4eckoro NoaTBepPXKAeHUa UNn B
COMHUTENbHbIX Cny4Yasax

e Onpepenexve TuTpos aHTuTen (IgG) K NUWEBBLIM aHTUreHam

e OnpeneneHune koptusona, TTI, T3,T4, CTI B kKpoBuU

e OueHka Npo6, onpeaensoLWmnX BcackbiBaTeNbHY CMNOCOGHOCTb KULLIKU
(TecT ¢ [J-kcunoson, nunuaorpaMmma Kana, aKCKpeLus nnasmMmeHHoro
6enka c dekanuamm)

e OueHKa NMoTHOCTU KocTel (oeHcUuToMeTpus)

e Cepuss CHUMKOB BEPXHMX OTAENOB Xenyao4YHO-KULLIEYHOrO TpaKTa,
KOTopasi MOMOraeT BbISABUTb NPOOrieMbl C TOHKUM KULLEYHUKOM, HO He
naeT HeobxoaMmon MHpopMaLmmn, KoTopas MOXET ObITb Kputepuem anis
MOCTAHOBKWN AMarHo3a Unun HasHayeHus nevyeHns Lenmakum




OndbdepeHunanbHaa guarHocTuka

3aboneBaHus, NPosIBNAOLWMNECH CUHAPOMOM
Manbabcopouunu:

MykoBucumaos

CuHpgpom LlBaxmaHa-[anmoHaa
HepoctaToyHOCTb NaHKpeaTuyeckon nunasol
AyTOMMMYHHas aHTeponaTus

BpoxageHHas NnMMdaHrmoakTasnsa KuweyHmka
(cnhgpom Banbgmana)
AbeTa-nmnonpoTenHemms

HepocTtaTouHOCTb TPUMNCUH-3HTEPOKMHASDI

3agepiKka pocTta u
pa3BuUTUA pedeHka:

e [UMNodun3apHbIN HAHU3M
e CwuHapomarsbHble opMbl
HWU3KOPOCIIOCTU

FacTponHTecTUHanbHasA
¢opma nueBon anneprum
K nweHuuye



INleyeHune

EOMHCTBEHHBIM METOOOM NeYeHna Lenmakmm u I'IpO(bMJ'IaKTI/IKM €€ OCNOXHEHU B HacTosILLee BpeMA ABNAETCA CTpOorad
noXxmn3HeHHasi 6esrnotTeHoBasa gmetal

B ocHOBe anuMMHaUWOHHOW ANeTOoTEepanuu NeXUT NOSTHOE UCKIIYEHNEe U3 paumMoHa NUTaHUA NPOAYKTOB, COAepKaLLMX
rMIOTEH uUnu ero cnegbl. NpruHUMNManNbLHO BaXKHBIM SBASIETCA OTKa3 OT yNnoTpebneHns He TONbKO TeX NPOAYKTOB, KOTOpble
coepxaT «SBHbINY rNioTeH (xneb, xnebobyroyHble N KOHOUTEPCKNE U3Oenus, MakapoHHble U3genus, nueHnYHas/MaHHas,
sAYHeBag/nepnosas Kpynbl, 6ynryp, Kyc-kyc, nonba, cnensra, TpuTuKane, KamyT), HO U TEX, KOTOpble coaepXaT «CKPbITbINY
FMIOTEH, KOTOPbIM UCNOSb3YeTCs B Ka4ecTBe NuLLeBon AobaBkm B npoLecce Npon3BoAcCTBa

VckntoyeHne oBca n3 gmetbl 60nbHbIX Lennakmuemn

BonbHble LUennaknen gormkHbl HaXoaUTbCs Noa HabngeHnem gueTtonora

BonbHble ¢ BnepBble yCTaHOBIIEHHBIM AMarHo030M Lenuaknm SOmkHbl 6biTb 06crenoBaHbl U MonyvaTth fiedeHue B
OTHOLUEHUN e LNTOB MUKPOHYTPUEHTOB (kernesa, kanbund, honneson KNCnoTbl, BUTaMunHa [, ButammnHa B12)
MpnbnuantensHo y 2/3 aeten paHHero Bo3pacra C Lenvakmen pekomeHayeTca B akTUBHOM nepuoge Hapsiay € rmioTEHOM
paccMOTpPETb BOMPOC 00 UCKITHYEHUN MOMOYHbIX MPOAYKTOB U CMEeCen

[na nuTaHusa BonbHbIX C Lenvakmen pekoMeHayTCs cneunanmsapoBaHHble 6e3rnoTeHoBbIe NPOAYKTbI-3aMeHUTENN
XxNebobynoYHbIX, MaKapOHHbIX U KOHAUTEPCKUX U3AENNA (PEKOMEHAOBaHHbIE NMPUEMSIEMbIE YPOBHMU IIHOTEHA COCTaBAOT
<20 ppm* (20 mr/kr roToBoro npoaykra)




3anpelieHbl K ynoTpeoneHuo:

Pa3pelleHbl K ynoTpeobneHuto:

nweHumua,

POXb; ®  rpeuyka;

AYMEHB; RN RYRE

MRIANAREIS : EyVIIf};py3Haﬂ, pucoBas, coeBasi Myka 1 NpPoayKTbl U3
nieHn4Haa, AMMeHHada, pXXaHad Myka u HUX:

nobble NPoayKThl, coAepxallme ee B ®  606bl (ropox, acorb, HyT, YeyeBMULa U AP.);
CBOEM cocTaBe XOTH Obl B ®  OBOLUK, BKMOYasa kapToders;

MUWHNMaAJ1bHbIX MPOMNOpLUNAX, ®  MOJIOKO M MOSIOYHbIE NMPOAYKTblI 6€3 HanonHuTenen;
nonda — ocobbin BUA, MLLIEHULbI; ®  cBexee MsCO, pbiba u NTMua;

MaHHasa Kpyna, ® sAdua;

Bynryp - kpyna, n3 obpaboTaHHbIX ®  (ppyKTbI 1 AroAwl;

0COBObLIM CIOCOOOM 3€pPEH MLIEHULIbI; Aape

SSYMEHHbI HAMUTOK. ®  pacTutenbHoe macno (Mo4CconHeYHoe, ONMBKOBOE,

COeBoe);

NPOAYKTbI C IJIIOTEHOM

< Kogemalic
<oycon BKYCO-3POMATHHECKMMH A0BKAMI



MeankamMeHTO3Hasa Tepanus

MegukaMmeHTO3Hasi Tepanna Npu Lenmakmm HOCUT BCNOMOraTenbHbIA XapakTep, HO B psiAe CnyyYyaeB MOXeT
ObITb XN3HEHHO HeobxoaMmon. B OCHOBHOM OHa HanpaBneHa Ha KOppekuMo MeTabonmyecknx HapyLLEHUN,
pas3BUBLUNXCA Ha oOHE cnHApoMa Manbabcopodunu.

Koppekuus npoueccoB nepeBapvBaHus NPOBOAUTCA Ha3HaA4YeHWEM MpenapaToB BbICOKOAKTUBHbIX
MUKPOKaNCynMpoBaHHbIX NaHkpeaTudeckux pepmMmeHToB. [1o3a npenaparta onpegensieTca Bo3pactomM
pebeHKa, xapakTepoM NUTaHUSA 1 BbipaXXEHHOCTbLIO cTeaTtopen. HavdanbHaa gosa moxet coctaensate 1000
ME no nunase Ha 1 Kkr maccbl B CyTKW.

Ha doHe BbipaxkeHHOM Anapen MOryT HasHavaTbCs aacopbeHTbI-MyKOLMTONPOTEKTOPSI.
[MpnmeHeHne nonepamuga NpPOTUBOMNOKAa3aHO.

[Mpn HeobxooMMOCTM NPOBOANTCA KOPPEKLUMS HAPYLUEHUA KULLEYHOWN MUKPOISIOPbI.

[Mpn xenesoneduUNTHON aHEMUM Ha3HaYalOT NpenapaTsbl Xenesa n onnMeBon KNCMOThI.

Mpw HapyLLeHnsx obmeHa kanbuus (paxmuTonoaobHbI CUHAPOM, rMnoKanbLUMeMmUyYeckme cyaoporu,
OCTEOMNeHns) Ha3Ha4valoT npenaparbl kKanbums U ButamuHa [.

HapyLueHusi 6enkoBoro U BoAHO-3NEKTPONUTHOrO obmeHa TpebytoT NOCUHAPOMHOWN NapeHTepanbHom
Koppekumun. B Tskenbix cnydasx TpebyeTcsi KpaTKOBpeMeHHOe NpoBeAeHUE NapeHTepanbHOro NUTaHuS.

I'Ipvu\neHeHme MMHOKOKOPTUKOUOHbIX NMpenapaToB MNMpu Uermimakmn noka3aHo B Cliydae TAXeroro te4eHus

3aboneBaHns C Bblpa)KEHHON GENKOBO-3HEPreTUYEeCKoN HeAOCTAaTOMHOCTLIO M B KA4YeCcTBe 3aMeCTUTENbHOMN
UM AN KOppeKuMm Hafano4Ye4YHNKOBOW HEOOCTAaTOYHOCTM.




[MpodhmnakTuka

o He paspabortaHa. CyuwiecTBoBaBLUME OO0 MOCrieaHero
BpEMEHWN NpeacTaBneHns, YTo NpoaormKUTENbHOE rpyaHoe
BCKapMInuBaHue, BBEAEHME IMIIOTEH-COAEPKALLLEro Npukopma
B MasnblX Jo3ax Ha OHe rpyaHoro BCKapmnmBaHus B
BO3pacTe «OKHa TOJIEPaHTHOCTU» UM OTCPOYEHHOE
BBeEHWNE [TII0TEHA CHUXAKOT YacToTy BO3HUKHOBEHUA
Lennakun, ornpoBEPrHyTO B X04€ psida MHOrOLEHTPOBbIX
PaHOOMM3NPOBAHHbLIX MraLebo-KOHTPONUPYEMbIX
nccriegoBaHuin, B YacTtHOCTK, npoekta PreventCD.

\



Cnacu6o 3a BHuMmaHue!




