MUHUCTEPCTBO 3/IPABOOXPAHEHMSI POCCUICKOM ®EJEPALIMUA
CO103 NEJUATPOB POCCUU

®FEJIEPAJLHBIE KJIMHUWYECKUE PEKOMEHIAIIAM 1O OKA3AHUIO
MEJUIIMHCKOM IIOMOIIA
JIETSIM C HEJAAKUEN

I'1aBHBIM BHEIITATHBIA
CHEHUAIUCT NMeAUATP
Munsapasa Poccun
akagemuxk PAH

A.A. bapaunos

2015 .



OrnasieHue

METOIOJTIOT TS ...ttt r e st R e e Rt e nr e e r e nr e e r e e nenn e e nenr e e e nns 3
OIIPEJIETIEHIE ..ottt bbb bbbt b e 5
KO MEKB-10.. bbb bbbt 6
OIMUIEMIOTIOI TS ...ttt ab e sr e r e sr e sn e nesne e nnenn e e e nresneenne s 6
OTHUOITATOIEHES ..ot b e e e e s 6
KITACCHUDUEKALS ..ot 8
KIIMHUYECKAS KAPTHHA ...ttt nne e nnesneenne s 9
JIAATHOCTHUKA ... oottt ettt R e e Rt R e s et e R e e s R e e R e e r e nme e e e nneaneenreeneene s 11
JANODPEPEHIAJIBHAS JIMATHOCTHUKA ...ttt 16
TTPUMEPBI IMATHOSBOB ....ceiiiiiieiiitiie ittt b e bt nr e ar e nn e b nnennesneenne s 16
JUETOTEPATIIUSL, JIEUEHUE .........cciiiiiiie et s n e nne e ne e 17
TTPODUITAKTIIKA ...ttt bbbt b bt r e nn e n et 20
HABTIOEHUE PEBEHKA C LIEJTHAKMET.........cooviiiciecieeeece e eseesies s sess s 20
JVICITAHCEPHOE HABJIIOAEHUME ITP1 YCTAHOBJIEHHOM JJUATHO3E LIEEJIMAKUMN................. 20
NCXOIDBL ML TIPOTTHOS ...ttt 21
(03117 (o) W04 02011 (<3171 EEUT OO TP T P TR PR PP PPPUPRUPPTURN 21
JIATEPATYPA .ot b e bt b e bRt e R e e Rt e Rt e e Rt e R e e b e b e e R e e bt nheennesneenenreereene s 22



PEJNEPAJIbHBIE KNIMHAYECKHE PEKOMEHJALIMA 11O OKA3AHHUIO
MEJUIUWUHCKOHU IOMOIIU JAETAM C HEJIMAKUENU

Kinunuyeckue pexoMeHIanuu Ppa3padoTaHbl NPOPWILHOH accouranuel IeTCKUX
cnennanuctoB Cor3 neguarpos Poccun, ocHoBanbl Ha PaGoueM nmpoTokose ITMarHOCTHKH M
JIeYeHHH IeJIHAKuM Yy jJeTeil, 00cy:kaenHoM Ha XVII KoHrpecce 1eTCKHX racTpOIHTEpPOJIOTOB
Poccun, npunsarom Ha popyme Cankr-IlerepOypr I'actpo 2010 (MockBa, Cankrt-IlerepOypr
2010) u xpurepusix ESPGHAN; yrBepxaenst Ha XVIII Kourpecce mexuarpoB Poccumu
«AKTyanbHbIe Ipo0JeMbl neguaTpum» 15 pespaas 2015r.

CocraB paboueii rpynnsi: A.M.H. npo¢. bopouk T.J., n1.m.H., npo¢. 3axaposa U.H., 1.M.H.,
npo¢. Iloranos A.C., 1.M.H., npo¢. beabmep C.B., npod., 1.m.H. XaBkun A.U., 1.M.H., npod.
PesnoBa M.O., n.M.H., npod. Kopumenko E.A., n.m.H. mpod. Myxuna IO.I'., k.m.H.
JAmutpuena 10.A., k.M.H. PociiaBueBa E.A., k.Mm.H. BumneBa E.A., k.m.H. Ceium3sinosa JI.P.

ABTOpPBI NOATBEPKIAAKT OTCYTCTBHE (PMHAHCOBOM MOIEPKKH/KOH(IUKTA HHTEPECOB.

METOAOJIOTI'UsA

Metoabl, ucnoJib3yemble sl cOopa/cesieKIIUM J0KA3aTeIbCTB: MTOUCK B 3JIEKTPOHHBIX 0a3ax
JIAHHBIX.

Onucanue METOJO0B, MCIOJb30BAHHLIX IS ONEHKH KAa4YecTBA M CHJIBI JI0KA3aTeJIbLCTB!.
JIOKa3aTenbHON 0a30il ISl peKOMEHJAMi SBISIOTCS IMyOiauKanuy, Bomenmme B KoxpeitHoBCKyto
o6ubmnoteky, 6a3nl nanabix EMBASE, MEDLINE u PubMed. T'ny6una moucka - 8 jer.

MeTo/bl, HCII0JIb30BaHHBIE ISl OLEHKH KAYeCTBAa M CHJIbI I0KA3aTe/IbCTB:

J KOHCEHCYC IKCIIEPTOB;

o OLICHKA 3HAaYUMOCTH B COOTBETCTBHHU C PEUTHHIOBOW CXEMOIA.
MeTobl, HCMOIB30BAHHBIE ISl AaHAJIH3A J0KA3aTeIbCTB!

o 0030pBI OIYOJIMKOBAaHHBIX METa-aHaJIH30B,

o CHCTeMaTH4YeCKHe 0030pbI ¢ TaOIUIIAMU JOKA3aTeIbCTB.

Onucanue MeTO0B, HCIOIb30BAHHBIX AJISl AHAJIN3A 10KA3ATEJILCTB

[Tpu otOope myOsMKalMii, Kak NOTEHLIHUATbHBIX HCTOYHUKOB JI0Ka3aTEIbCTB, UCIOJIb30BaHHAs B
KaX/IOM HCCIJIEZIOBAHUM METOJOJIOTHS M3Yy4aeTcsl I TOro, YToObl yOeIUThCs B €€ BaJUAHOCTH.
PesynbTar n3ydeHus BIMseT Ha YPOBEHb JJOKA3aTENbCTB, IPUCBAUBAEMbIN yOIUKAIH, YTO B CBOIO
ouepelib, BIMIET Ha CUILy PEKOMEHIAIH.

JIist MUHMMH3aluu TOTEHIIMAJIbHBIX OIINOOK KaXK0€ UCCIIeI0BaHNE OL[EHUBAIOCH HE3aBUCHMO.
JIroOble pa3nuuusi B OLIEHKAaX OOCYXJaluch BCed IpyMNIoil aBTOpoB B IMOJHOM coctaBe. Ilpu
HEBO3MOKHOCTH JIOCTHXKEHHSI KOHCEHCYCa MPUBJIEKAJICS HE3aBUCUMBII 3KCHEpT.

Tabauubl A0Ka3aTeNbCTB: 3alI0JIHAJINCh ABTOPAMH KIIMHUYECKUX PEKOMEHIALUH.

Metoabl, McI0/1b30BaHHBIE 1151 GOPMYIMPOBAHUS PEKOMEHIAIUI: KOHCEHCYC SKCIIEPTOB.

HNuauxaTtops 1o0pokavecTBenHoii mpakTuku (Good Practice Points — GPPs)

Pexomenayemas noOpokauecTBEHHas] MpaKTHKa Oa3sUpyeTcsl Ha KIMHUYECKOM OIbITE aBTOPOB
pa3paboTaHHBIX PEKOMEHIAIH.

IKOHOMHYECKUI aHATU3

AHalM3 CTOMMOCTH HE TPOBOJWICA W NyONuMKamud 10  (apMaKOADKOHOMHKE HE
AQHATU3UPOBAIHCH.

Metoa BaJIuaauM peKOMeH Al

) Bremnsas sxcnepTHas olieHKa.
o BHyTpeHHss sKcniepTHast OLIEHKa.

Onuncanue MeToaa BAJINAANMH PeKOMEHIAUM M



Hacrosimue pekoMeHaanuu B MpeIBapUTEIILHON BEpCUU OBUTH PEIICH3UPOBAHBI HE3aBUCUMBIMU
JKCIIEPTaMH, KOTOPBIX, IPEXKAE BCETO, MOMPOCHIIN MPOKOMMEHTHPOBATh, HACKOJIBKO JOCTYIHA IS
NOHMMAaHMS UHTEPIPETaLUs JOKa3aTEIbCTB, JISKaIlas B OCHOBE PEKOMEHIAITHA.

Ot Bpauell MEpPBUYHOIO 3BEHA IIOJIyY€Hbl KOMMEHTApUU B OTHOLICHUH JOXOJYUBOCTH
U3JI0KECHUS JTAaHHBIX PEKOMEHAALNH, a TaKKe UX OLIEHKA BYKHOCTH IMpejiaraeMbIX peKOMEHIAINH,
KaK MHCTPYMEHTA MOBCETHEBHOM MPAKTUKU.

Bce koMMeHTapuu, TONXy4E€HHBIE OT OKCHEPTOB, TIIATEIBHO CUCTEMAaTH3UPOBAINUCH U
00CyX1aJIMCh WICHaMH pabouelt rpymnmbl (aBTopaMu pexkomeHaamnuil). Kakapiii myHKT o0Cy)aancs
B OTAEIHHOCTH.

KoHcyabTanus v 3KcnepTHasi OLleHKAa

[TpoekT pexkomeHmanmii ObLT PEIEH3HMPOBAH HE3aBUCHUMBIMH JKCIIEPTaMH, KOTOPBIX, MpPEexIe
BCEro, TMONPOCHJIM MPOKOMMEHTHUPOBAaTh  JIOXOAYMBOCTH W  TOYHOCTh  HMHTEPIpPETALUN
JIOKa3aTe’IbHOM 0a3bl, JIeXxaleil B OCHOBE PEKOMEHJAIIHA.

Pabouas rpynna

JUis  OKOHYATeNbHOM pelakuud M KOHTPOJIS KadecTBa PEKOMEHJAlWU ObUTH TOBTOPHO
MPOAHAIM3UPOBAHbBl YJIeHAMH pPa0ouell TpyMMbl, KOTOPbIE MPUIUIM K 3aKIIOYEHHI0, YTO BCE
3aMeUYaHusl 1 KOMMEHTapHH DKCIEPTOB MPUHATHI BO BHUMAHHE, PUCK CHCTEMATHUECKUX OINIMOOK
npu pa3zpaboTKe peKOMEHIAIHi CBeJIeH K MUHUMYMY.

OcHOBHbIE peKOMEHAAlN U

Cuna pexomenganuii (1-2) Ha OCHOBaHMHM COOTBETCTBYIOIIUX YpOBHEH nokazaTenbcTB (A-C) u
HHINKATOPBI JO0OpOKavyecTBeHHOM mpakTuku (Tadn. 1) — good practice points (GPPS) mpuBoastcs
IIPU U3JI0KEHUU TEKCTa PEKOMEHIAIIHA.

Ta6auna 1.
Cxema 115l OLICHKH YPOBHS PEKOMEH AU
Crenenpb CooTHomeHue pucka u | Meromonoruueckoe kauectBO | [losicHeHus o
JA0CTOBEPHOCTH MIPEUMYILECTB UMEIOLINXCS T0KA3aTEIbCTB MIPUMEHEHUIO
peKoMeHIaumii pEeKOMEH1auui
1A ITonb3a otueTninBO | HempotuBopeunBble nokasarenscTBa, | CuibHas
CuiibHast MIpEBATUPYET HaJl | OCHOBAHHbIE Ha XOpOIO | pEeKOMEHAAIus,
peKoMeHIaIus, pUCKaMU W 3aTpaTaMH, | BBIIOJIHEHHBIX PKU WIH | KOTOpass  MOXeET
OCHOBaHHAas Ha | 1100 HaobopoT HEOTIPOBEP)KMMbIE  JI0KA3aTEeNbCTBA, | UCIOIb30BATHCS
A0Ka3aTeJbCTBaX NpEACTaBICHHbIE B KakoW-mubo | B OOJBIIMHCTBE
BBICOKOT0 Ipyroii ¢popme. CITy4aeB y
KayecTBa JanbHelmme nccnenoBaHus Bps JIM | IPEUMYIIECTBEHH
M3MEHST Hally YBEPEHHOCTh B | OT0 KOJWYECTBa
OIICHKE COOTHOIICHWS TIONB3Bl U | MAllUeHTOB  0e3
pucka. KaKuX-JIn0o
W3MEHEHUI u
UCKIIIOUEHUHN
1B ITonb3a oTueTnuBo | JlokazaTenbcTBa, OCHOBaHHble Ha | CuliibHas
CunbHast MIPEBAJIMPYET HaJ | pesyiabratrax PKU, BBINOJHEHHBIX C | pEKOMEHJaIlMs,
peKoMeHaanus, pUCKaMU W 3aTpaTamd, | HEKOTOPBIMHU OTPAaHWYCHHUAMHU | IPUMEHEHHNE
OCHOBAHHAS Ha | 1100 HaobopoT (mpoTHBOpEYHBEIE pe3yabTaThl, | KOTOPOH
JA0Ka3aTeJbCTBax METOJI0JIOTUYECKHE OmMNOKH, | BO3MOKHO B
YMEPEHHOI'0 KOCBEHHBIE WJIM CIy4ailHble W T.I.), | OONBIINHCTBE
KayecTBa n00  Jpyrux BECKHMX OCHOBaHUSX. | CIydaeB
JanpHelimne wuccnenoBanus (eciu
OHHM TIPOBOJSTCS), BEPOSATHO, OKAXKYT
BIUSHUE Ha HAIly yBEPEHHOCTh B
OIICHKE COOTHOLIEHHS IOJIb3Bl U
pHUCKa 1 MOTYT U3MEHHUTH €e.




1C Tlonn3a, BeposTHO, | [lokazarenscTBa, OCHOBaHHbIE Ha | OTHOCHUTEIHHO
CunbHas OyZner mpeBaJMpOBaTh | OOCEPBALIMOHHBIX  HCCIENOBAHUAX, | CHIbHAS
PeKOMEHAIHS, Hag BO3MOXXHBIMH | O€CCHCTEMHOM KJIMHHYECKOM OITBITE, | PEKOMEHIAINS,
OCHOBAaHHAS HA | pUCKaMU H 3aTparamu, | pedyiabrarax PKI, BBINOTHEHHBIX C | KOTOpas  MOXET
J0KAa3aTeJIbCTBAaX 1060 HAa00OPOT CYyILIECTBEHHBIMU HeJOCTaTKaMH. | ObITh  HM3MEHEHa
HHU3KOI0 KavyecTBa Jlro6as OILICHKA sbdekTa | Ipu  MONYICHUH
pacCICHHBAETCS KaK HEOTIPEIEICHHAS. | JOKAa3aTeIhCTB
0ojiee  BEICOKOTO
KadyecTBa
2A Ilonmp3a comoctaBuMma ¢ | Hamexxabie JokasarennscrBa, | Ciabdas
Cnabas BO3MOXXHBIMH PHUCKaMHU | OCHOBaHHBIC Ha XOpOIIO | PEKOMEHIAIIVSI.
pexoMeHanus, U 3aTpaTaMu BBIIIOJIHEHHBIX PKI niu | Beroop
OCHOBaHHas Ha MTOATBEPKICHHBIC JIPYTHMHA | HAWTyqIIei
J0KA3aTeJIbCTBAX HEOIMPOBEP)KUMBIMH JTAHHBIMHU. TaKTUKH  OyJeT
BBLICOKOI0 JlanpHelne uccieoBaHus Bps JIU | 3aBHCETh oT
Ka4yecTBa W3MEHSAT HAlly YBEPEHHOCTh B | KIMHHYECKOW
OIICHKE COOTHOIICHHUS IOJIb3bl U | CUTYyalllH
pHCKa. (oOcTOATENBCTB),
MMarueHTa ) R0
COIMAITBHBIX
IIPEANOYTEHU.
2B ITonp3a comocraBuma ¢ | JlokasateabcTBa, oOCHOBaHHBIe Ha | Crabas
Caabas pUCKaMU u | pesynbratax PKU, BBINOJHEHHBIX C | peKOMEHIAIMS.
peKOMeHIAIus, OCJIO)KHEHUSIMH, OJIHAKO | CYIICCTBEHHBIMH OTpPaHUYCHUSMU | AJIbTCpHATHBHAS
OCHOBaHHAas HA | B 3TOH OlleHKE eCTh | (IPOTHBOPEUUBHIC pe3yJIbTaThl, | TAKTHKA B
J0KA3aTeJIbCTBAaX HEOTIPEICTICHHOCTD. METOI0JIOTHYSCKUE neeKThI, | ompeaeneHHbIX
YMEPEHHOT 0 KOCBEHHBIE WJIM CIIy9alHBIC), WU | CUTyaIHsIx
Ka4eCcTBa CHJIbHEIE JIOKA3aTEILCTBA, | MOXKET  SIBUTHLCS
MpEJICTAaBIEHHbIE B KaKOW-MUOO | ANt HEKOTOPBIX
Ipyroit popme. MalKEHTOB
JanbHelimue wccnenoBaHus (€ciu | JIy4IIUM
OHM TIPOBOJSATCS), CKOPEE BCEro, | BLIOOPOM.
OKaXYT BIIHSIHUE Ha HaIry
YBEPEHHOCTDh B OIICHKE COOTHOIICHUS
MOJIb3Bl U PUCKA U MOTYT M3MEHHTh
ee.
2C Heonno3nayHoCTh B | Joka3aTenbcTBa, OCHOBaHHBIE Ha | OdYeHb citabast
Ciaabaa OIICHKE COOTHOILIEHHUS | 00OCEPBAlIMOHHBIX  HCCICIOBAHUSAX, | PEKOMCHIAIHS;
peKOMeH Al Us, MOJIb3bI, PHUCKOB U | OECCUCTEMHOI'O KIIMHUYECKOIO OIbITAa | aJIbTePHATHBHBIC
OCHOBAaHHAas Ha | oclokHeHui; monb3a | i  PKWM ¢ cymiecTBeHHBIMH | TOIXOJBI  MOTYT
JoKa3aTeJbCTBaX MOXKET OBITH | HEIOCTATKAMH. Jrobas OIICHKA | OBITh
HHU3KOI'0 Ka4ecTBa | COIOCTaBUMA ¢ | abdexra paciieHuBaeTCs KakK | MCIIOIL30BaHLl B
BO3MOXXHBIMH PUCKaMH | HEOTPE/IeIICHHASI. PaBHOI CTETICHH.

1 OCJIOKHCHUAMMU.

OIIPEJAEJIEHUE

]_ICJ'II/IaKI/ISI (PJ'IIOTCHOBaSI 3HTCpOHaTI/IH) - XpoHHYECKad I'CHCTUYCCKU ACTCPMUHHUPOBAHHAA

AyTOUMMYHHaA

T-kj1eTOYHO-0nIOCPETOBAaHHAS

SHTEPOIATHSI,

XapaKTepu3yomascs

CTOMKOU

HEMEePEHOCUMOCTBIO CTIEU(PHYECKUX OCITKOB YHIOCTIEpMa 3epHa HEKOTOPBIX 3J1aKOBBIX KYIBTYP C

pa3BuTHEM aTPO(UUECKON SHTEPOIIATHHN U CBSI3AHHOTO C HEFO CHHIPOMa MalibabCOpOIIHH.
CymectByet u npyroe onpeneneaue (ESPGHAN 2012).
Llennakusi — UMMYHOOITOCPEIOBAHHOE CHCTEMHOE 3a00JIeBaHUE, KOTOPOE BO3HUKAET B

OTBET Ha

ynoTpebiaeHue

TJIIOTCHA

nJIn

COOTBCTCTBYIOIIUX

IIPOJIAMUHOB

I'CHCTHUYCCKU

MPEeIpacloNoKEHHBIMU UHAUBUAYYMaMU U XapaKTepHU3yeTCs HAJIWYUeM IIHPOKOM KOMOMHAIMU
[JIFOTEH-3aBUCHMBIX KIMHUYECKHUX IMPOSIBICHUM, crien(PUUecKuXx aHTUTEN (aHTUTEN K TKAaHEBOM




TparcrmyramuHaze 1G2, anturen k sugommsuio (EMA), anTuTeNn K qeaMUAUPOBAHBIM MENTHAAM
rmmaauaa (DGP), nannunem HLA-DQ2 i HLA-DQS8 ramioTuroB u SHTEpPONaTHH.

OTU omnpeneneHus He TPOTUBOPEYAT APYT APYTY, OJHAKO B MOCIEIHEM IMOJYEPKUBACTCS
CHUCTEMHBIN  (TTOJIMOPTaHHBIM) XapakTep ayTOMMMYHHOTO TIpoliecca TpH ICIHAKUU H|
HEOOXOIMMOCTh KOMIUICKCHOI'O IIOAX0a K €€ JUArHOCTHKE.

KO/ MKB-10
K90.0 - [enuakus

SIMUIAEMUOJIO0TUA

CKpHHUHIOBBIE CIUIOIIHBIE 3MMJIEMUOJIOTUYECKUE HCCIIEOBAHUS, IIPOBEJIECHHBIE 3a
nocineAHre 25 JeT C HCIOJb30BAaHHUEM BBICOKOUYBCTBUTEIBHBIX CEPOJIOTMUYECKUX METOMOB,
CBUJIETEJIBCTBYIOT O TOM, YTO 4acToTa Leiauakuu B cTpaHax EBpomsl u CeBepHOl Amepuku
nocturaer 1% (1:100), mpu 3TOM COOTHONIIEHHE MEXIy AMArHOCTUPOBAHHBIMU U He-
JMarHOCTUPOBAaHHBIMU cilydassMu cocraBisieT 1:5 — 1:13. B kinHu4eckoll KapTHMHE B HacTosllee
BpeMsl TpeobdIagaloT MaIOCUMITOMHBIE U CKpBIThIE (OPMBI 3a00J€BaHUs, YTO CYHIECTBEHHO
3aTpyJHSIeT IPOLECC MOCTAHOBKM AuarHo3a. Ilo3aHssl n1uarHocTMKa 3HAYUTENBHO YBEIUYMBACT
PHUCK pa3BUTHUS CEPbE3HBIX OCIOKHEHUH, TaKUX KakK OecIuioue, OCTEONOopO3, HEBPOJIOTHYECKHE
HApyIIeHUss M OHKOJIOTWYeckue 3aboyieBaHust (B 9acTHOCTH, T-kieTo4yHas JuM¢poMa TOHKOU
kuikn). O0 yBeTMYCHUU YaCTOTHI 3a00JIEBaHHS CBUICTEIBCTBYIOT MCCIICIOBAHHUS, TPOBEICHHBIC B
crpanax bmmwknero Bocroka, CeBepnoit Appuku, KOxuolt Amepuke, Unann, ABctpanuu u HoBoit
3enaHaun.

B Hameil ctpane KpymHbIX 3MHAIEMHUOJIOTHYECKUX UCCIEIOBAHUI 10 HACTOSIIETO BPEMEHHU
He TpoBoAUIOCh. OTIENbHbIE TaHHbIE U3 PETUOHOB CBUICTEIHCTBYIOT O YAaCTOTE 3a00JIeBaHUS OT
1:85 B rpynmax pucka B Pszanu (CtpoiikoBa M.B., 2006) no 1,2:1000 B Tomcke (KonapatbeBa
E.N., 2007). [Ipeamnonaraemas yacrota 3aboneBanus B Poccuu mosket coctasists 1:100 - 1:250.

3TUONATOI'EHE3

OCHOBHBIM ATHOJIOTUYECKUM (HAaKTOPOM DPa3BUTHS LEIHAKUU SIBISIETCS  OETKOBBIN
KOMITOHEHT KJICHIKOBHHBI HEKOTOPBIX 3JIAKOBBIX KYJIbTYP. TOKCHYHBIMHU ISl OOJIBHBIX SIBIISIOTCS
pacTBOpUMBIE B 3TaHOJI€ OEJIKM 3HAOCHEpMa 3€pHa MIIEHMIb! (IJIMAIUHbBI), PKU (CEKaJMHbI) U
SYMEHs (XOpAEUHBI), KOTOpble OOBETUHEHbl B MEIMIMHCKOM JUTEepaType OOLIMM Ha3BaHHEM
«TITIOTEH.

4K PEKOMOMHAHTHOTO 0.2-TAMaguHa BBIJIETIEH 33-MepHbIi MIENTH]
LQLQPFPQPQLPYPQPQLPYPQPQLPYPQPQPH, wuneHtudunupoBaHHbld Kak WHUIHATOP
UMMYHOBOCHIAJIUTEILHOTO OTBeTa. braronapst BBICOKOMY COJEpXaHMIO NpPOJIMHA, JaHHBINA
TIOJIUTICTITHT YCTOMYUB K BO3JEHCTBUIO BCEX JKEITYIOYHBIX, MTAHKPEATUIECKUX M MHTECTHHAIBHBIX
NPOTEHHA3; €ro IOMOJIOTH TPHUCYTCTBYIOT BO BCEX 3€PHOBBIX, TOKCHYHBIX NpU IETUAKUH, U
OTCYTCTBYIOT B HETOKCHYHBIX 3JIaKaX.

B Hacrosimee BpeMs HaKOIUIEHO JOCTaTOYHO JAaHHBIX, MO3BOJIIONIMX pPACLEHUBATh
LHEeIMAaKUI0 KaKk TEeHETUYeCKH JIeTepMUHUpOBaHHOe 3aboneBanue. Cpeau  Ommkalimx
POJCTBEHHUKOB OOJBHBIX 4YacToTa Leiauakuu cocraBisier 20%, a KOHKOPAAHTHOCTh CpPEIu
MOHO3UTOTHBIX OJM3HELIOB JOCTUTAET 86%.

JlokazaHa  accouuanus — IeJMaKud € aHTUTeHaMHM  TJIaBHOTO  KOMIUIEKca
ructocoBMectumoct uenoseka (MCH 1) HLA-DQ2.5 (DQA1*05, DQB1*02) u HLA-DQS8
(DQA1*03, DQB1*0302), pacmonoxenHsiMu Ha 6p21 xpomocome. ['ammmorun HLA-DQ2.5
BeisiBIsieTCsT y 90-95% marmentoB, HLA-DQ8 - y ocrampabix 5-10%. OTcyTcTBHE B TCHOTHIIE
TUIMYHBIX JUIS [EJIMaKUU ajuleselt eaeT pa3BuTue 3a00ieBaHIe HEBO3MOXKHBIM.

LleHTpabHBIM COOBITHEM T[IaTOTEHE3a IEJHAKHH SBISETCS CBS3BIBAHHE IENTHIIOB
rmuaguaa ¢ HLA-DQ2/DQ8 monekynamu ais pe3eHTalun ux riroTeH-cnenupudeckum CD4+ T
auM@onuTaM ¢ MOCIEAYIOIUM pPa3sBUTHEM HMMMYHOBOCHAIUTENILHOTO IpolLecca B CIU3UCTOH
o6onouke ToHkod kumiku (COTK). BaxkHyro posib B MOTU(HKALMKE MENTUAOB TNIHATUHA HTPACT
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TKaHeBas TpaHcriyramuHasza-2 (TTD), ¢epmeHT, KaTanmu3upyromUid peakuuio JIeaMUIUPOBAHUS
aMHHOKHCIIOT C 3aMEHOM TIJIyTaMHMHA Ha TJIYyTAMUHOBYIO KUCIOTy. [lox neiicTBuemM TKaHEBOM
TPaHCTIyTaMHHA3bl B MOJIEKYJe TNIHaAuHa (OPMUPYIOTCS OTPUIATEIBHO 3apsDKEHHBIC AIHUTOIIHI,
YTO MOBHIMIAET CPoACTBO (ad(PUHHOCTH) MENTHUIOB K COOTBETCTBYIOIINM CBS3BIBAIOIIUM y4acTKaM

mosekysnt DQ2 u DQS8 u crioco6cTByeT mpounHomMy coeauHenno HLA monexynsl ¢ penentopamu T
aumdoruros (puc. 1).

nenTMa

QXTUBUPOBAHHEINA
anbga-raMaauHa

T-KneTouHLDd peuenTop

weiiTpasn TRaHeBas
aHCTNYyTaMMHa3a
snuTOnLl |
nenTaos - \ 7 l — 20O
ravaavHa '/ .4
/"’ \//
y" \/
QHTUMCH - CBA3LIBAFOLWMIA OTPULATENBHO 3QPAMKCHHLIC
yuyacrox HLA DQ2 OCTATKU B CTPYKTYpS
MONEKyNbL MONEKYNLL FIMAAMHA

Puc. 1 IIpesentanus nentuaos riauaanna T smmdonuram B coctaBe mosekya HLA

AxtuBupoBanHsle CD4 xierkm mpoaynupyroT mpoBocnanuTenbHbie nuTokuHbl (IFNYy,
TNFa, TNFB, IL10, IL1B, TGFB), moBpexmaroIye >MUTSIHOIUTH CIM3UCTONH 000JI0YKH
KHIIIEYHUKA, a TAKKE CTUMYJIUPYIOT B TUMQPONHTEI K TPOIYKIIMK aHTUTEN K TIHAJUHY, TKaHEBOU
TpancriytamuHaze u crpykrypam COTK (3HIOMH3MIO), KOTOpBIE MOMAJal0T B CHCTEMHYIO
[UPKYJISIUIO0 U MOTYT OBITh BBISBJICHBI IIPH MPOBEACHUN CEPOJOTHUECKOTO UCCIIe0BaHus (pHC. 2).

rnHoTeH
- nenTuasl rMMaauHa

ACAMUAUPOBAHHDIE NENTUALL rAUaAUHA
Bl TKaHeBaa TPAHCINYTAMUHA3A
3HTEpoUUTHL B Komnnekc rnuaauHa v TTT

TKaHeBasa
. Bl TpaHCrnyTamuHasa

= )
HLA DQ2 B,
) TCR e aHTUTENa K
. —_Th2 uutokmHEL  FAIUAAUHY
=
npoaykums AT p—— 9 axtuTena
NpPOBOCMANMUTENbHBIX TTr
LIMTOKUHOB

Puc. 2 IlaTorenes ueJuaKkum.

OObpazyromecss UMMYHHbIE KOMIUIEKCHI MOTYT OBITh BBISIBIEHBI KaK B CIU3UCTOM
000JI0YKEe TOHKOW KHUIIKH, TaK U B IPYTUX OpraHax W TKaHsIX, BKJIIOYAs ME€YEHb, FOJOBHOM MO3T U
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nepugepruyeckre HepBbl, TUM(pATHUECKUE Y3IIbl, TOYKH, KOXKY, YTO 00yCIaBIMBAET MHOr0o0Opasue
(CMCTEMHOCTB) KIIMHUYECKUX MPOSIBICHUN LEIHAKUH.

[enmmaknio MOXHO CYHTaTh MYJIbTH()AKTOPHATIBHBIM 3a00J€BaHUEM, TlI€ HapsLy C
TEHETHYECKOM IPEAPACIONOKEHHOCTBIO M TOKCHMYECKMM JCHCTBHEM INIIOTEHA, OIPEAEICHHOE
3HaYeHHE HMEIOT CpeloBble (DAKTOpPBL, POJIb KOTOPBIX B pa3BUTUM 3abosieBaHus Tpelyer
JAJIBHEHUIIETO U3yYEHUS.

KIACCUDPUKALIUA

B cooTBercTBMM C KIMHHYECKOW KapTHHOI U pe3ynbTaTaMu  J1abOpaTOpPHBIX
UCCIICIOBaHM paHee ObIJIO MPUHATO BBIIENATH CleAyIomue GopMbl 3a00JIeBaHUS:

®  MURUYHYIO WENUAKUIO, XAPAKTEPUIYIOIIYIOCS HAIMYHEM B KIMHHYCCKOH KapTUHE

CHUMIITOMOB MajibabCopOIMU: XPOHUYECKOH Tuapeu, UCTOIICHUS, «Ie(HUIIUTHBIX)»
CUMIITOMOB KaK CJIEJICTBUE HApYILIEHHUsS BCAChIBAHUS MHUHEPAIbHBIX BEILECTB U
BUTaMUHOB;

o AMURUYHYI0 UeIUuaKuio, TpU KOTOPOH TaCTPOMHTECTUHAIbHBIE CHMIITOMBI
OTCYTCTBYIOT WJIH €1a00 BBIPa)XXEHBI, B TO BpeMsI KaK B KJIMHUYECKON KapTHUHE Ha
[IEPBOE€ MECTO BBIXOAST BHEKHUIIEYHBbIE NPOSBICHUS, TAKUE KaK OCTEONOpO3,
aHeMus1, OecIuioiue, HeBPOJIOrMYECKHE CUMIITOMBI U JIp.

[lpu TunuuHOM ¥ arunmU4HOM (¢dopme 3aboNeBaHUS THCTOJOTHYECKAsh KapTHHA
XapakTepu3yeTcs HaJuuueM aTpopHUUECKOW 3HTEpONaTHUH, a B CHIBOPOTKE KPOBU ONpeAessercs
MOBBIIICHHBIN YPOBEHD CIICIIU(PHUUECKUX aHTHTEN.

B nacmoswee epems pazoenenue yenuakuu Ha «MURUYHYIO» U «AMUNUYHYIO» HE MOJCEM
CYUMAmMbCsl  YenecooOpasHuiM, MAaKk KAK «Amunuuxviey @opmsl 3a001€6aHUs 6CMPedaromcs
3HAYUMENLHO Yauje «MUNUUHBIXY.

I'oBOpst 0 KTMHNYECKON KapTHHE LIETMaKUH, B HACTOSAIIEE BPEMS BBIACISAIOT CUMHIMOMHbLE
(c 2acmpoInmeponocUHEeCKUMU  CUMRMOMAMU U  GHEKUWEYHbBIMU  NPOAGNEHUAMU) U
oeccumnmomubsle PopMbI 3200JICBAHMUS.

VY nanueHToB ¢ OeccumnmomHou (CKpvimoii) ¢opmoi LeIuakud OTCYTCTBYIOT KaKhe-
o nposiBieHus 3a0oseBanus. J[MarHo3 B 3TOM Cily4yae YCTaHaBIMBAETCS B XOJ€ CKPUHHUHIOBBIX
o0cIie1oBaHU WK TpH 00CIIeJ0BaHUH POJICTBEHHUKOB.

Bonpoc o BwlaeneHun nomenuyuanvHoul yenuakuu (HAIUYUE TOBBIIIEHHOTO YPOBHS
crenu(UYecKux aHTUTEN M XapaKTEPHbIX I'€HETHUECKUX MapKepoB NMPH HOPMAIBHOM CTPYKType
COTK) Ha HacTOALIMI MOMEHT OCTaeTcsi IUCKYCCHOHHBIM. [IpM OTCYTCTBHM KIMHHUYECKHX
CUMIITOMOB IMpe/UlaraeTcsi HE Ha3HayaTh TaKUM T[alMeHTaM Oe3IJIIOTEHOBYIO JHETy, HO
IPOJODKUTh HAOMIOJIEHUEe, C TPOBEACHMEM MOBTOPHOW OWMONCUM B Cily4yae IMOSBICHUS
cumnTomatuku (2C).

Pegppakmepnaa 1enuakus XapaKTepu3yeTcs OTCYTCTBHEM OTBeTa (KIMHUYECKOTO,
CEpOJIOTMYECKOro, Mopdoioruueckoro) Ha Oe3roTeHOBYI0 auery. PedpakrepHas ¢opma
nenuakuu (mpu 0e3ycIOBHOM MCKJIIOUEHUHM HapyIIeHWH Oe3rII0TEHOBOM JHEThI) COBEPILICHHO HE
XapakTepHa /s 1eTed U TpedyeT MPOoI0JKEHUS! AMATHOCTUYECKOTO TMTOUCKA.

Cnedyem ommemumo, umo evioesieHue «NePeUdHOLY U «8MOPUYHOUY YEeTUAKUU, A MAKICe
«CUHOPOMA YeNUaKuUuy» Kame2opuuecku Hego3moxcho. Llenuaxusa — 6cecoa nepsuunoe 3abonesanue,
HA Ce200HAWHUL OeHb He nooodarujeecs paoukaibHOMy usiedeHuro. Buiwenepeuucnennvie
MepMUnbl Nymarom epava u nayuenma, oCmasisas 603MONCHOCIb U3eUeHUs. OM YeaUuaKuu U, Kax
cedcmeue, MOZYn CMamsv NPUYUHOL OMMeHbl De32II0MeH0B80U OUembl.

Boigensaior mepuoabl 3a0o0JieBaHMSI: JIATEHTHBIM, KJIMHMYECKOH MaHudecTanuu
(aKTMBHBII1), peMHCCUH, TEKOMEHCAI[UH.

Jlamenmmuotii nepuod TPONOIDKAETCI OT MOMEHTa BBEJEHHUSA TUIIOTEHA [0 Hadaia
KIIMHUYCCKUX HpOSIBJIeHI/Iﬁ 3a6OJICBaHI/I$I U MOXET HpO,Z[OJDKaTBCSI OT HECKOJIBKUX ,Z[HCI\/JI 1O MHOTHUX
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ner. Yaie He TUAarHOCTUPYETCS, MOXKET OBITh BHISBJICH MPU LIEJICHAMPABICHHOM THATHOCTUIECKOM
MOMCKE B IpyINIax pucKa.

AxmueHnblii nepuod (nepuod Kiunuueckou manugecmauuu).

Ilepuoo nenonnoit pemuccuu (HauanbHan pemuccusn) HACTyIaeT, Kak MPaBUio, CIycTsd 3
— 6 MecsleB TOCIE HAa3HAYECHUS CTPOTOM OE3rNIIOTEHOBOM IMETHI; OTMEYAeTCsl yMEHBIIECHUE
BBIPQXEHHOCTU OCHOBHBIX CHUMIITOMOB, CHH)KEHUE TUTPOB CIEUU(PUUECKUX aHTUTEN, IPU HATUIUU
OTIpeIeIeHHBIX MPU3HAKOB aTpoduueckoii sHTeponatnu B COTK;

ITepuoo nonnoii pemuccuu (KiunuKo-cepoocuuecKkas, mophonocuueckas pemuccus)
BO3MOXXCH HE paHee, yeM depe3 1 — 1,5 roga or Hayama cTporoil OE3rTIOTEHOBOW IHETHI U
XapaKTepU3yeTcss OTCYTCTBHEM CIEeUU(DPUUECKUX aHTUTENT M HOpMalu3alueid MOpQOIOrH4YecKon
CTPYKTYPBI CTU3UCTON 000T0YKH TOHKOW KHIITKH.

[Ipu HecoOnroAeHNH OE3TII0TEHOBON AUETHI 3a00JIeBaHNE BHOBb NIEPEXOJIUT 6 AKMUGHbLIL
nepuoo (0exomnencayuu).

KIMHUYECKAS KAPTUHA
HauOonee sipkue cuMnTombl 3a00s1€BaHus, KaK IPaBUIIO, OTMEYAIOTCS Y IeTell epBBIX JIeT
JKU3HHM, TPU OTOM B KIMHMYECKOW KapTHHE JIOMHUHHPYIOT I'aCTPOMHTECTHUHAJIBHBIE NPOSBIICHUS

(tabm. 3).

Ta0auna 3.
KinHu4yeckue nposiBjieHNs IeJHAKHH Y JieTell paHHero Bo3pacra

I'acTpouHTeCTHHAIbLHbIE CHMIITOMBI e 00U B )KUBOTE

Juapest, OOMIIbHBIA 3T0BOHHBIN CTYIT
cTearopest

METEOPU3M, YBEIMUYCHHE KUBOTA
pBOTa

CTOMKHE 3a110pbl

HapyLICHUE aIlleTuTa

Hecnenudgunyeckne cuMIToMbl 3ajiepKKa (PU3NIECKOTO PA3BUTHS
noTepsi B Bece
MBIIIEYHAsT TUTIOTOHUS

alaTusi, HCraTuBMU3M

B tunnyHoM ciydae nenuakusi MaHugectupyet yepes 1,5 — 2 Mecsua nocie BBEICHUS B
palMoH MUTaHHUsS PeOCHKA TIFOTEHCOJCPKALIMX MPOAYKTOB (CyXapuku, Xied, CYIIKH, OapaHKH,
MaHHas (IIIEeHUYHas) Kalla, MyJlbTH3/1aKoBas Kama). MHorna MaHudecranus nenuakuu y aerei
IPOMCXOTUT MOCIIE EPEHECEHHBIX NHPEKIIMOHHBIX 3a001€BaHNi (KUIIEYHBIX UM PECIMPATOPHBIX
uH(peK1nii), 0OJJHaKO YacTo 3a0o0jieBaHNE HaunHaeTcs 0€3 BUIMMOM MPUYHHEI.

KnuHudeckne cUMITOMBI [ETHAKUU TIOSIBISIFOTCS, B OOJIBITUHCTBE CIIy4aeB, MOCTEIIEHHO.
[TosiBnsieTcst CBOWMCTBEHHBIM JIA IE€IHMAKUA OOWIIbHBIN TEHHUCTBIA, >KUPHBIN, 3JIOBOHHBIN CTYI,
HapYyIICHUE aNleTuTa, OECIPUINHHAS PBOTA, MOTEPsl MacChl Tena. PoauTtenu oOpamaioT BHUIMAaHHE
Ha HapyIICHUs MOBEICHUS — MOABISETCA Pa3IpaXKUTEIbHOCTh, HETAaTUBU3M, allaTvsl, HAPYIIAeTCs
COH, UCYE3AET UHTEPEC K OKPYKAIOLIEMY.

Crapuive netu >kaiayloTcsd Ha OOM B JKMBOTE, KOTOpBIE Yalle WMEIOT HEMOCTOSHHBIM,
«TYTOI» XapakTep U JOKAIU3YIOTCS MIPEUMYIIECTBEHHO B OKOJIONYIIOYHOI 00J1acTh. Y TOJPOCTKOB
Y B3pOCIIBIX MAIIMEHTOB B KIIMHUYECKOW KapTHUHE YacTO JOMUHUPYIOT BHEKUIIEUHbIE MPOSBICHUS

(tabm. 4).

Taoauua 4
KianHuveckue nposiBJIeHUs NEJIMAKHN Y JIeTell cTapiiero Bo3pacra

Hecnenudunyeckne cMMITOMBI ® XpOHHUYECKAs yCTaJIOCTh
e C11a00CTh, YTOMIIIEMOCTh




PasaApPAKUTCIIBHOCTDb

l'acTpouHTeCTHHANBbHBIE
CHMIITOMBI

peUMaNBHPYIOLIHE OOH B KUBOTE
B3/1yTHE XKHUBOTA

TOILIHOTA

3a1opsl

MOBBIIIEHNE NEUYEHOUYHBIX TPAaHCAMMHA3

HN3MeHeHHs CO CTOPOHBI KOKHU H
CJIM3HCTBIX

reprneTU(QOPMHBIN T1EPMATUT
anornenus

BUTHJIUTO

aTOMUYECKUN AEPMATUT
a)TO3HBIA CTOMATHT, XCUITHTHI

00JIH B KOCTSAX

0CTEOIMOPO3, OCTEOMATIAIIHS, TIOBTOPHBIC TIEPEITOMBI
apTpUTHI, OOJH B CyCTaBax

MHOECTBEHHBIN Kapuec, neGeKT 3yOHoH aManu
HHU3KUI pOCT

HN3MeHeHHsA CO CTOPOHBI KOCTHOM
CUCTEMBI

I'emaTosiornYecKHe MPOSIBJICHUSA pedpakTepHas K Tepanuu skene3oneduiuTHas win Bi,
neUIUTHAS aHEMUS

KPOBOTEYECHUS

TOJIOBHBIE 00K
HapyIICHHS CHA
JIeTpeccust
MOJIMHEUpOIIaTHs
aTaKkCcHs

HeBpo.Hornqecmle NMPOSAABJICHUSA

Hapyumenus penpoayKTHBHOU
bynkuun

3a/Iep>KKa MOJI0BOTO Pa3BUTHS
KEHCKOE M My)KCKoe Oecruionne

® MPHUBHIYHOC HEBBIHAIIUBAHUE OEPEMEHHOCTH, CIOHTAHHBIC
aboOPThI, MEPTBOPOXKICHUS

B knunuueckoii kapmune yenuaKuu He umeemca Hu 00H020 CUMHHIOMA, KOMOPbLIL Obl
ecmpeuancay 100% oonvnvix, umo moxcem npusecmu K OUAZHOCMUYECKUM OUIUOKAM.

[Ipu auarHocTrke 1eIMakud HE0OX0IMMO MTOMHHUTH O BBICOKOM 4acTOTE €€ acColUalii ¢
PSIOM ayTOMMMYHHBIX M TeHETHYECKHX 3a00seBanuii (Tadi. 5).

Taoauna 5
ACCOIMMPOBAHHBIE ¢ LIeJUAKHUel 3a00/1eBaHUS

3a0osieBaHMA JHAOKPUHHOM CHCTeMbI Caxapusrii quaber | Tuma

AyTOMMMYHHBIE 3200JIeBaHHS IIIUTOBUIHOMN KeJe3bl
bone3nr AnucoHa

Hapymenus penpoyKTHBHON (GYHKIUH

HespoJornueckue 3ad0;1eBaHuA Mo3xeuKoBas aTakCHs
Heliponarus
Onunencus
3a0osieBaHuA  cepAedHO-cocyaucTol | ManonaTnueckas AunaTalMoOHHAs KapAHOMHOIIATHS
CHCTEMBI AYTOMMMYHHBIA MHOKAPJIUT
3a0osneBanus renaroounuapuoii | [lepBuuHbIil OMIMApHBIN TUPPO3
CHCTEMBI AyTOMMMYHHBIN renaTuT

AyTOUMMYHHBIH XOJIAaHTUT
Cungpowm Illerpena

XpoMocoMHBIE AHOMATHH Cungpom Jlayna
Cunpgpowm llepemesckoro-Teprepa
Cunnpom Bubsmca

Jpyrue 3a00s1eBanus PeBMaTONIHBIN apTpUT
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Bonesns Kpona
SI3BEHHBII KOJIUT
CenexktuBHBIN nepunut IgA

[TarueHTHI ¢ AyTOMMMYHHBIMU ¥ SHIOKPUHOJIOTHYCCKUMU 3a00ICBAHISIME JTOJIKHBI OBITH
OTHECEHBI B TPYIIYy PHUCKA 110 PAa3BUTHIO LEIUAKUU U HYXKJIAIOTCS B MPOBEICHUU CKPUHHUHTOBBIX
cepojioruueckux uccnegopanuit (1A).

Ceoespemennoe 6blsigleHUe YeIUAKUU U HA3HAYeHUe 0e321I0MeH080U Ouemvl MOXNcem
npedomepamums Kaxk npocpeccuposaHue OCHOBHO20 3A00/e6aHUsl, MAK U pA3sumue msicenblx
HeoOpamuMvlX OCHOJCHEHUl yenuakuu, exawuas T-kiemounyro aumgomy u opyeue 6uobl
3/10KAYECMBEHHbIX HOB00OPA308aHUL (A0EHOKAPYUHOMA HCENYOKA U KUULEYHUKA, CK8AMO3HBIU PaK
nuwesooa).

JAUATHOCTHKA

JuarnHocTuka 3a0oJsieBaHMsl JOJIKHA ObITb KOMIUIEKCHOH W OCHOBBIBATHCH Ha
COBOKYIIHOH  OLCHKE KJIHMHHMYECKHX [AaHHBIX, Ppe3yJabTAaTOB  CEPOJOTHYECKOro M
MOP(}0JIOrH4eCcKOro HCCAEOBAHUN U NPUCYTCTBHUA B IeHOTHIIE TUIIHYHBIX aJljIeJIeH.

CepoJiornyeckasi AMaArHOCTHKA

[Tpu npoBeeHNH CePOIOTUYECKON NUAarHOCTUKU LIETTMAaKUU PEKOMEHIYeTCs HCIOIb30BaTh
TPH BHUJIa aHTHUTEI:

- K mMKaHeeoil mpanceiymamunase,

- KIHOOMU3UIO,

- K 0eamuoupo8aHHblM NeRMUOAM 2TUAOUHA.

JluarHocTUuecKy 3HAYUMBIM SIBJISIETCSI BBISIBJICHUE aHTHUTEN Kiacca IgA, oOpa3yronuxcs B
CIM3UCTON 000J04YKe. YUHUTHIBas, YTO ¢ enuakuend B 5-10% ciayyaeB acCOIMUPOBAH CEIEKTHBHBIN
nedunut uMMmyHoriaoOynuHa A, oOuuit ypoBeHb IJA NOMKEH 00s13aT€IbHO OMPENENAThCS MPH
MEPBUYHOM CEPOJIOTUYECKOM 00cNeloBaHNU. B ciydae BBISIBICHHH HHU3KOTO YpoBHA obiiero IgA,
JabHEHIIee CepoIOrHIecKoe 00CIeTI0BaHIE TOJKHO CTPOUTHCS Ha OTPEACTICHUN CIICIU(PHUECKUX
anTHuTen Kiacca 1gG.

Aumumena Kk mKanesoul mMpanceiymamunase (anti-tTG) OTIPEIEIISIOT
uMMyHOopepmeHTHBIME MeToioM (ELISA). Meton xapakTepu3yeTcs: BBICOKOW 9yBCTBHTEIILHOCTBIO
(98%). CrernuduuHoCcTs METOJa HUKE, YTO CBSI3aHO C BO3MOXXHOCTHIO IMOBBIIICHUS aHTHUTET K
TKAaHEBOW TpPaHCTIIyTaMHHA3€ Yy TAIMeHTOB C AayTOMMMYHHBIMM U  OHKOJIOTUYECKUMU
3a00JICBaHUSMH, TIATOJIOTHEH TIEYEHHM W CEPACYHO-COCYAMCTOM CHCTEMBI, y JeTed ¢
MEPCUCTUPYIOLIEH reprneTuyeckoi nHpeKIuen, pacnpocTpaHEHHBIM aTOMMUYECKUM JEPMATUTOM.

Onpenenenne aHTUTE] K TKAHEBOH TpaHCIUIyTaMHHAa3e SIBJIsAETCH B HacTosiee
BpeMsi MeTOJA0M BbIOOpa NMPH NMPOBeIeHUH CKPUHUHIOBBLIX HMCCJIEI0BAHUIl C 1eJBIO 0TOOpa
NaNUEeHTOB ISl AaJIbHEeHIero HA0CKONUYecKoro oociaenosanus (1A).

Anmumena k sndomuszuro (EMA) B kadecTBe CBOEro cyOCTpara TakKe UMEIOT TKAaHEBYIO
TPAaHCTIyTAMHHA3Yy,  PACHOJOKEHHYI0 B  MEXKKICTOYHOM  BEUIECTBE,  OKpY)KAroIIeM
[JIaIKOMBIIIIEYHBIE JIEMEHTHI COOCTBEHHOW MIIACTUHKU CIU3UCTON 000JI0UKHM TOHKOHM Kuiku. EMA
OTIPENIENIAIOTCS METO/IOM HENpSMOW WMMYHO(MDIYOpECIeHIINM C WCIIOJNB30BaHUEM B KadecTBE
cyOcTpara TKaHel MUIeBoJa 00e3bsiH WM MYMOBUHBI YeloBeKa. MeTo/ MOITyKOIHYECTBEHHBIN,
UMEET BBICOKYI0 UYYBCTBHUTEIBHOCTh M CHENH(PHYHOCTH, OJHAKO TpeOyeT CIenuaibHOro
000py/loBaHUs, a OIIEHKA PE3yJIbTaTOB HCCIENOBAHUS SBISIETCS CYOBEKTUBHON M 3aBUCUT OT
KBaJTM(DUKAIIMH CIICITUAIACTOR.

Panee B IMarHOCTHKE LEIMAKUU IMPOKO HCIIOJIB30BAINCH AHMUTUAOUHOGbIE AHIMUMENA
(AGA). B Hacrosiiiee Bpemst OKa3aHo, YTO aHTHTENA K TJIHAIUHY MOTYT MOSIBIATHCS Y MAIlMEHTOB
C BOCTIAJTUTENLHBIMY 3200JICBAHUSMH KHUIIICYHUKA, PA3THYHBIMHA BapUAHTAMHU MMUIIEBOW aJUIEPTUU U
Ip. BBuay HemocTaTouHOM Crieu(PpUIHOCTH METO/Ia, @ TAK)Ke HU3KOW MPOTrHOCTHYECKOW IIEHHOCTH
MOJIOKUTEIBHBIX U OTPUIIATEIBHBIX DPE3YyIbTaTOB, ompenedeHue ypoBHsi AGA B Hacrosiiiee
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BpeMsi He PEeKOMEHJYeTCsl B KOMIUJIEKCE AMArHOCTUYECKUX MEpPONPHUSTUN NMpU MOJ03PEHUU HA
nemuakuio (1A).

bonee cneuuduunbiM Mapkepom 1enuakuu, 1Mo cpaBHeHHro ¢ AGA, MoOryr ObITh
anmumena K 0eamuouposanuvim nenmuoam 2auaouna (aDPG). AuTuTena K 1eaMUAMPOBAaHHBIM
HeNTUAaM TIHaJiHA 110 YyBCTBUTEIBHOCTU U crieluduIHOCTH He npeBocxoiar anti-tTG u EMA
(1B). Jlnsa nereit miaamie 2 J€T ONpPeACICHUE aHTUTENI K TKAHEBOW K TKAHEBOW TpaHCIIIyTaMHHa3e
JIOJKHO COUYETAThCS C OMPEICTICHUEM aHTUTEN K AeaMUANPOBaHHBIM entuiaM rmaauna (1B).

Jlisa sKcnpecc-IMarHOCTUKK IIeJIMaKUM B HACTOsIIEe BpeMsi pa3paboTaHbl Ovicmpule
mecmut (POC tests), no3ossitoniue B TedyeHue 10 MUHYT OLEHHUTh YPOBEHb aHTHTENl K TKAHEBOM
TpaHCTIIyTaMHHa3e B KallWUIIPHOM KpOBU NAallMeHTOB. B kauecTBe cyOcTpaTta A ONpelesieHUs
AHTUTENl JIaHHBIA METOJ UCIOJb3yeT COOCTBEHHYIO TPAHCIIyTAMHUHA3Yy, HAaXOJANIyIoCcS B
SPUTPOLIUTAX KPOBHU.

Oo0s13aTeIbHBIM TPeOOBaHMEM SIBJISIETCS MPOBeEIEHHE CEPOIOTHYECKO TMATHOCTHKH
A0 Ha3HAYeHHUsl Je4yeOHOHl AueThbl pe0eHKY Ha (poHe ynoTpeld/ieHHs O00BIYHOI0 KOJMYeCTBA
IJIIOTEHCO/IePKAIIMX MPOAYKTOB. OrpaHnyeHue Wi UCKJII0YeHNe IJII0TeHA B PalliOHe MOKeT
NpPUBECTH K OBICTPOMY CHH:KEHHIO THTpPa cHeuM(UYeCKHX AHTHUTE], 4YTO cjAesaeT
AajdbHEH M TMATHOCTHYECKUH MOUCK 3aTPYAHUTEIbHBIM, 2 HHOT/IA U HEBO3MOKHBIM (1A).

Mopdosiornyeckasi AMArHOCTHKA

JlJis TOCTaHOBKM JMarHo3a IeIMaKUK MOJIOKUTEIbHBIE PE3YybTaThl CEPOIOTUYECKOTO
WCCJICIOBAHUS  JIOJDKHBI  TOJKPEIUIATHCS  PE3yNbTaTaMH  THUCTOJOTHYECKOTO  MCCIICIOBAHUS
OMONITATOB CIU3HCTON 000/I0ukH TOHKOM KHIIKH (1A). IS BBINOJHEHUS KadyeCTBECHHOIO
MOP(}OJIOTHYECKOTO HCCIeIoBaHus B Xojae 33odaroracrpoayonaeHockonuu (OI'IC) HeoOxomumo
npousBecTd 3a00p, Kak MHUHUMYM, 4 OHONTATOB U3 JYKOBHIIBI W HUCXOISIIETO OTAeNa
JIBEHAJIIATUIIEPCTHON KHILKH, YYWUTHIBAs, YTO MOBPEKICHUE CIMU3UCTOW MPU ILEIUAKUU MOMKET
HOCHUTb HEOJIHOPOJHBIN XapakTep, a B psje CiaydaeB arpopuueckre HW3MEHEHUsS HaOII0IarTcs
TOJIBKO B JIYKOBUIIE IBEHAAUATUIEPCTHON KUIIKHU (1A).

3ano/103pUTh LETUAKUIO MPU MPOBEICHUHM 3HJIOCKONMMYECKOTO HCCIEAOBAaHUS MOKHO Ha
OCHOBaHUM TaKUX MaKpOCKONMMYECKUX TMPHU3HAKOB, KAaK YIUIONIEHHWE WJIM HWCYE3HOBEHHE
MUPKYISPHBIX CKJIAQJOK CIM3UCTONW JBEHAAIATUIIEPCTHOM KHUIIKW, TOSIBICHUE MOMEePEeYHON

MCYEPUYEHHOCTH CKJIAJIOK, TYCUCTOT0 PUCYHKA WJIM MUKPOHOIYISIPHOU CTPYKTYPHI CIIU3UCTON (pHC.
3).

Hopmanbras UcuesnoseHue TTonepeunas SAueuncTbi pucyHok MukpoHoaynapHas
CTpyKTYpQ UMPKY NAPHBIX UCUEPUEHHOCTD cAusucTon CTpyKTYpQ
cnusucrToi cKknaaok cKnaaok (Spada C., 2008) cAu3UCTOM

(Spada C., 2008) (SpadaC., 2008)
Puc. 3 DHpockonuyeckue Npu3HAKM HEeJIHAKUA

OpnHako, MaKpoCKOIMYecKasi KapTUHa CIM3UCTON MOXKET OCTaBaThbCid HOPMAJIBbHOM, YTO HE
[IO3BOJISIET  HCIIOIB30BaTh  DHJIOCKOIMYECKOE  HCCIEAOBAHME B KAayeCTBE  OCHOBHOIO
JMarHOCTHYECKOro MeTo/a. [IOBBICHTh TMAarHOCTHMYECKYIO LIEHHOCTh SHJOCKONHUHU Yy NAlMEHTOB C
LEJIMaKUEU CTAJIO0 BO3MOXHBIM C UCIIOJIb30BAHUEM COBPEMEHHBIX 3HJIOCKOIIOB, UMEIOIIHUX BBICOKYIO
pa3peLaolyo CIOCOOHOCTh, @ TAKXKE ITyTEM IPUMEHEHHUSI UMMEPCUOHHONW TEXHUKU BU3yalu3aluu
BOPCUHOK CJIM3UCTON — KOH(POKAIBHON 3HJOCKOIIHH.
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IIpoBenenne mMop¢oa0ru4ecKOro MCCJAeJ0BAHUSA JTO0JKHO HNPOMCXOAUTH Ha (oHe
ynorpeodsieHus1 OOBIYHOIO0 KOJIMYECTBA IVIIOTEHCOAepKAIMX NPoayKToB. MHckiawdeHnue
IJIOTEHA W3 PalUdOHa MOXeT IMPUBECTH K OBICTPOMY BOCCTAHOBJIEHHMI0O HOPMAJIbHOWM
CTPYKTYPBI CJAM3UCTONH 000JI09KH, YTO cesiaeT MOP(PoIorudeckoe moATBepxKAeHNe HeJUAKUN
3aTPYAHUTEJIbHBIM, 4 HHOTIA U HEBO3MOKHBIM (1A).

Komruiekec mMop¢hosiornueckux M3MEHEHWH CIM3UCTON TOHKOW KHIIKH, CBOWCTBEHHBIX
[EJMAKUH, BKIIOYACT: yBeJIHYeHHEe KOJUYECTBA MedINUTETHANbHBIX JuMpouuto (MDJI),
Pa3IUYHYIO CTETICHh ATPO( U BOPCHHOK ¥ THNIEPIJIA3HI0 KPHUIIT.

B Hacrosimee BpeMs 0na  namomopghonocuueckou  OUACHOCMUKU — UCNOJTIb3YEmcsl
kraccugurxayus  cmeneneu sumeponamuu no M.N. Marsh (1992), B cooTBeTcTBUU ¢ KOTOpOU
BeiaesttoT 3 tuna nospekaeauii COTK: 1 mun (Marsh 1) - «ungurempamusnwiiiy, 2 mun (Marsh
2) - «eunepnaacmuyeckutiy u 3 mun (Marsh 3) - «decmpyxmusnoiiiy (puc. 4).

Marsh 1 Marsh 2 Marsh 3
UHPUALTPATUBHBIN runepnaacTUYecKuii ASCTPYKTUBHLIN

Puc. 4. Tunsl noBpeKIeHUs CAM3UCTON Mo Kiaaccupuxamuu Marsh M. (1992)

B 1999 roxy Oberhuber G. npemnoxun monudukanuio knaccudukanuu Marsh, ykasas Ha
HEOOXOIUMOCTh OTPEICTICHUSI KOJIMUECTBA MEXIMUTEIHAIBHBIX TUMGOIUTOB (B riepecyere Ha 100
SMHTENUANBHBIX KJIETOK), a TakXKe BBIICNCHUS 3 CTemeHed aTpopuyecKuX H3MEHEHUH.
I'ucronoruyeckas kiaccudukamnus Marsh-Oberhuber ucrons3yercs B quarHocTuke HETHAKHHA 10
HACTOSIIEr0 BpEMEHH U BKJIIoUYaeT B cedst 5 Tumos nospekaenuit COTK (tabim. 6, puc. 5).

Ta6auna 6
T'ucrosiornyeckas kiaaccudukamus ueauaxkuu Marsh-Oberhuber (1999)

Tun 0 Tum 1 Tun 2 Tun 3a Tun 38 Tun 3¢
M3JI <40 >40 >40 >40 >40 >40
Kpuntsi HOpMa | HopMma runepTpodus runeptpodust | runeprpodus | rumeprpodus
Bopcunku | Hopma | HopMma HOpMa yMepeHHas BBIDQKEHHAsT | OTCYTCTBYIOT
atpodus atpodus

Hopma Marsh 1 Marsh 2
ysenuuenue rUnNepnaaIna KpUNT
Konuuectea M3 (E .Pilozzi, 2010)

(E .Pilozzi, 2010)
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Marsh 3A Marsh 3B Marsh 3C
yMepeHHas atpopusa BbIpAXXEHHAA aTpoPusa OTCYTCTBUE BOPCUHOK
(E .Pilozzi, 2010) (E Pilozzi, 2010) (E Pilozzi, 2010)

Puc. 5 'mcrosoruueckas kiaaccupukanus neauaxkuu Marsh-Oberhuber

BousiBienue mpu  MUKpockomuyeckoM wuccienoBanun 2, 3A-C  TUNOB MOBpEXICHHA,
ABIISIETCS. JOCTATOYHBIM OCHOBAHUEM Ui TUATHOCTHKU IEJIMAKUU Y CEPONO3UTHBHBIX MAIlUEHTOB,
Jla’kKe TIPU OTCYTCTBHHU y HUX KIMHUYECKUX MPOSIBICHUH 3a00€BaHUS.

BrisiBnenue mpu cBeTOBOM MUKPOCKOIIUHU MOBBIIIEHHOTO KOJIMYECTBA MEXAMUTEIHATBHBIX
mumbouuToB (tTun 1 mo Marsh-Oberhuber) He Moxer ciayxuThb OCHOBaHHEM ISl JAMATHOCTHUKH
HeMUakuu U TpeOyeT NpPOBEACHHUS OMOJHUTEIbHBIX HCCICIOBAHUNH (MMMYHOTUCTOXUMUM),
pe3yabTaThl KOTOPBIX JOJDKHBI PACHEHUBATHCSA B COBOKYITHOCTH C KIMHUYECKOH KapTHHOU
3a00J1€BaHus, JaHHBIMH ceposiorudeckux TecToB 1 HLA-tunupoBanus (1A).

Crnoxuaoctr wuHTeprnperaiud Marsh 1 Tuma MOBpeXAeHUH  CBA3aHBI C TEM, YTO
noBblileHHe komudecTBa MOJI MoXkeT oTMeUaTbes MPU Pa3INYHbIX MATOJIOTUYECKUX COCTOSHUSX, B
YaCTHOCTH. TpPH THIIEBOM AJICPrHH, BHPYCHBIX KHIICYHBIX HMH(DEKIUsAX, JAMOIH03e,
ayTOMMMYHHBIX 3a00JI€BaHUSX, BOCTIATUTENLHBIX 3a00JIeBaHUSAX KUIIIEUHUKA U Jp. OTIUYUTEIHbHON
0COOEHHOCTBIO JTUM(OIMTO3a NPU LENUAKUU SBISIETCS TO, YTO OOJBIIMHCTBO KJIETOK HECYT Ha
cBoeil moBepxHocTH crenupuyeckuii T-knerounsrii penentop (TCR vd). Dta ocoGeHHOCTH
UCTIONB3YeTCST TPH MPOBEACHUH HMMMYHOTHCTOXMMHYECKOTO HCCIEIOBAHHSA, IO3BOJISIFOIIETO
onpeaenuTs npeodnamaromuii Tun aumdorutos B COTK.

I'eneTuyeckasi AMATHOCTHKA

leHernyeckoe WCCIEIOBAaHUWE TMPEAINOJIAracT OMNPENCICHHEe HAIUYHMs Yy MalueHTa
xapaktepubix amwteneit HLA-DQ2/DQ8. HLA-DQ2 rerepomuMep KOAMpYeTcs B LHC-
koHpurypammn HLA-DR3-DQA1*0501 DQB1*0201, B Tpanc-koupurypamuun HLA-DR11-
DQA1*505 DQB1*0301; DR7 — DQA1*0201 DQB1*0202; DQ8 — rerepoaumep KOAUPYETCS
DQA1*0301 DQB1*0302.

OTtpuniatenbHble  pe3yNbTaThl  T€HETUYECKOTO  THUIHUPOBAHUS  MMEIOT  BBICOKYIO
MIPOTHOCTHYECKYIO IIEHHOCTh, TIO3BOJISS MCKITIOYHTH IeNInakuio. Hanuane NMaHHBIX TaIllJIOTHUIIOB Y
30% 3m0pOBOTO HaceleHHs HE TO3BOJIET HCIONb30BaTh JIaHHOE HCCIEAOBaHWE B KayecTBE
CKPUHUHTOBOTO METO/Ia U HE SBJSICTCS OCHOBAHUEM TSI TIOCTAHOBKH quarno3a nenmmakuu (1B).

HLA-DQ2/DQ8 reHoTunHpoBaHUE JTOKHO HUCIOJIB30BATHCS ISl UCKITFOUCHUS [ICJTHAKHH,
nepe MPUHATHEM PEIIeHUsT 0 HEOOXOIMMOCTH TIPOBEICHUSI TIIIOTEHOBOM Harpy3ku (1A)

'eneTnyeckoe TUMMPOBAHHE MOKET OBITH HUCMOJIB30BAHO JUIsI HMCKIIIOUEHUS AHArHo3a
[[EJIMAKUK B CIIOKHBIX JHATHOCTHYECKUX CIIyvasX. [[eHHOCTh T€HETHYECKUX MapKepOB MPU 3TOM
OTIpE/IeNIIeTCS. TEM, UTO OHU HE 3aBUCAT OT TOT'O, HAXOJIUTCS JIM MAIIUEHT B MOMEHT HCCIIeIOBAHUS
Ha OE3rII0TEHOBON IUETE WIIN HET.

HpI/lHI/IMaﬂ BO BHHMAaHHE€ BBICOKYI0O YYBCTBUTCJIBbHOCTL M CHCIII/I(I)I/I‘IHOCT])
COBPEMEHHBIX JUATHOCTHYECKHX METOJ0B, CjelyeT MMeThb B BHAY, YTO HAa HACTOSIIUI
MOMEHT He CyIIecTBYeT HH OJHOr0 HCC/Iel0BaHus, KoTopoe Morjo Obl co 100%
JAO0CTOBEPHOCTHIO NMOATBEPANUTH HAJIMYHE Y MANMEHTA HeJNaAKHH.

B 2012 romy paboueit rpynmoit ESPGHAN pa3paboran HOBBIH MPOTOKON JUATHOCTHKHU
nenuakuu y aereid. CornacHo npotokoiry ESPGHAN, nuarnos nenmakum MOXKET ObITh YCTaHOBJICH
0e3 mpoBeJdeHHs OMONCHU [eTAM C HAJTUYHEM XapPAKTEPHbIX CHMIITOMOB 3200JieBaHHS B
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cJIy4yae MOBBIIICHUS] KOHIEHTPAIMH AHTHTeJ K TKaHeBO#l TpaHcriiyTaMuHase oJiee 10 HopwM,
MOJIOKUTEJIBHOM THUTPEe AHTUTEJ] K JHAOMHM3HI0 M HAJMYMH Y NAlUEHTa XapaKTepHbIX

reHeTHYeCKNX MapKepoB (puc. 6).

| Pebernok unu noApocToK ¢ CUMNTOMaMK, XapaKTepHbBIMW ANA Uennaknn l

¥

| AHm-TTT lgA + oBwmit ypoBens IgA B cLIBOpOTHe

DS yennakuu ¢ Gonswon
Mpommm i —

JansHewmi AMardocTMyecKMil NOMCK:
Hanpasnekue K AeTcKomy - AetpruntIigA
racTpoaHTeponory - Bo3pacTpebenka <2 n;‘r
- HelOCTaToOYHO e NoTpebnenne rMTeHa
_’;f e~ - neYeHne HMMYHOCYNpeccaHTaMn
YpoBeHs anh- YpoBeHs anmn-TTT - HanW4Ke accoYUNPOBaHHLIX 3a60NeBaHmit
T =10 Hopm - BelpaXeHHbIe ¢-Mbl Manbabcopbyun
510 HopMm
e ————— -
Anm-EMA + HLA DQ2IDQ3 |—>| HeT Bo3MoOXHOCTH H @Ir[C c sabopom dGmonTaTaToB |
i T e >
EMA «#» EMA «#» EMA «-» EMA «-»
HLA «#» HLA «» HLA «» | |HLA «t» [MARSHO-1 |  [MARSH2-3 |
Y — | v Y

DS yenuakun || NMoxwo «-» HLA ? NoxHo TloxHo «#» ceponorma? DS yenuakum
noaTeep¥AeH || PaccmoTpets whn aHTH NoxHo «-» Guoncna? noATBEpHAeH

BO3MOXHOCTL TIr? MoTeHynanshan 1.2

®IrAC ¢ yennakua? Hashavenne
3abopom Kontpone ceponornn/HLAI (| Br
GuonTaToB mopdonorun

Puc. 6 AnropuT™M AMArHOCTHKHU

HeJIMAaKUM 'y JeTed u IMOJAPOCTKOB € XapaKTC¢PHBLIMHA

cumnromamu 3adosieBanusi (aHTu-TTI — aHTMTeNna K TKaHeBOM TpaHcriyramuHasze, EMA —
anTuTena K sHaomusuto, BI'Jl — 6e3rnroTeHoBas queta)

VY4auTeIBas JAOKa3aHHYIO CBSI3b IEIHMAKUU C PSIOM ayTOMMMYHHBIX M OHKOJIOTHYECKUX
3a00eBaHU U BO3MOXHBIM 3((eKkT Oe3rMI0TEeHOBON AMEThl B OTHOLICHUM NPOQHIAKTUKU HX
pa3BUTHS, IS JIIOJIEH W3 TPYI PUCKa, HE MMEIOIIUX CHMIITOMOB (B TOM YHCJE POACTBEHHUKOB |
CTYHeHM u3 ceMmeil OonbHBIX wLenuakueit), skcrnepramu ESPGHAN paspaGotan oTaenbHbIN

MPOTOKOJI TUArHOCTUKH (pHC. 7).

| Fpynna pucka no pasBUTUIC LeNTMaKMN NPW OTCYTCTBUN CUMNTOMOB |

¥

HLA DQ2/DQS (+ anm-TTT IgA)

—

| HLA «» ]

/

| HLA «» &

AHm-TTT IgA + o6wmit ypoBeHs IgA B cbiBOpOTHe I

OTcyTcTBYET
reHeTHYe CKHI PUCK
PasBUTHA LleNTNaKUK

YpoBeHb aHm-TTT
=3 Hopm

N

Yposens anm-TIT
=3 HopM

D3rAcC c sabopom
OunonTaratoB

NoxHo «#» ceponorna?
NoxHo «-» Guoncmua?
MoTeHuynansHas
yenuakua?
Kontpons ceponoruniHLAI
Moponorun

DS yennakumn ¢
Bonkwon
BepPOATHOCTLIO
HCKNI0YeH

~.

- NOXHO «-» ceponorua?
- AethmumrigA?

- HeJloCTaToOYHO®
notpebnenne rnwTeHa?

- neveHue
WMMYHoOCYRpeccanTamn?

| MARSH 2-3 | TpaHsuTopHoe NOBLIWEHHe
WU NoxHo «kn TIT?
DS uennakumn JNoxHo «-» Guoncua?
noATBepXAeH Koutpone anm-TIT B
'] AMHaMHKe Ha 00bIYHOR
Hasnavenne Anete
bra
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Puc. 7 AJropuT™M IMArHOCTUKH LEJIUAKHHN Y 0€CCHMITOMHBIX MAIMEHTOB U3 IPYNNbI
pucka (antu-TTI — antuTena kK TKaHeBOW TpaHcriayramuHase, EMA — anTuTena K 3HIOMHU3HIO,
BI'/l — GesrnroTeHOBas qHETa)

IIpoBokauMOHHBII TeCT (HATPY3KA IVIIOTEHOM)

Kak BUIHO U3 MpeJCTaBIEHHBIX CXEM, COBPEMEHHbIE TPOTOKOJIbI JUArHOCTUKYU LETHAKUN
HE BKIIOYAIOT B ce0s TMPOBEICHHE IOBTOPHBIX MOPQOJIOTHUECKUX HCCICIOBAHUN, a TaKKe
BBINOJIHEHHE HATPY3KH TIIIOTEHOM.

OnHako Ha MPaKTUKE NPUXOAUTCS CTATKUBATHCS C MALMEHTaMHU, KOTOPBIM O€3rIII0TeHOBAs
Juera ObUla HayaTta Ipu OTCYTCTBUU CEPOJIOIMUECKOro U MOP(HOIOrMYECKOro MOATBEPXKICHUS, WIN
pe3yabTaThl MEPBUYHOIO OOCIIEAOBAHUS TMO3BOJIAIOT YCOMHUTHCS B NMPAaBWIBHOCTU AMAarHosa. B
TaKUX CIy4assX BBIIOJHEHWE HArpy3kd TIJIIOTEHOM SBJISETCAd E€IMHCTBEHHBIM CIIOCOOOM
BepudunupoBarb auarHo3. lIlepen mpoBereHMEM Harpy3Kd —LEI€COOOpa3HO  IMPOBEACHUE
IFeHETUYECKOr0 HUCCIEeI0BaHUs — OTpPHLATelbHbIe pe3yJbTAaThl TeCTa AeJal0T HeBO3MOKHbIM
pa3sBHUTHE LEJNAKHHN U HCKJIIOYAKT He00X0AUMOCTDH IIPOBeIeHH sl IPOBOKAIIMH.

BeinonHenue MpOBOKAlMOHHOIO TecTa TpedyeT 00s3aTelnbHOr0 IPOBEACHUS JIBYX
HHJIOCKOITMYECKUX HCCIIeIOBaHUi ¢ 3a00pomM Ouoricuii: mepBoe — Ha (hoHE OE3TIIIOTEeHOBOH JIHETHI,
BTOPOE — MPH MOSIBIICHUH KIMHUYECKUX CUMITOMOB 3a00sieBaHUs Ha (pOHE yrnoTpeOIeHUs B MULLY
[JIIOTEHCOAEpKAIUX MPOJYKTOB WIM 4epe3 6 MecsleB MpU OTCYTCTBUM IPU3HAKOB pELMIMBa
3aboseBaHus. Harpysky riiroTeHOM peKOMEH]YIOT IMPOBOIMTH, MOJICHINAs INIFOTEHOBBIM NOPOLIOK B
NUIy ¥ HE JaBaTh NAlMEHTY MIIEHWYHOro XJjeba (Ie4YeHbs, BBIIEYKH), TaK KaK, B cllydae
HOJATBEPXK/IEHUS JMArHo3a IleJUaKkul, I[OBTOPHO 3allpeTUTh YHOTpEeOJIEHUE 3THUX MPOIYKTOB
pebeHky OyneT oueHb TpymHO. ExxeqHEeBHAs 103a NIPH MPOBEICHUU TPOBOKAIIUY JIOJDKHA OBITH HE
meHee 10 r rmoreHa, yro coorBercTByeT 150 r myku win 200 r mmenuyHoro xjeba. [Topomiok
[JIIOTEHa B POCCUMCKUX YCIIOBUSX HEAOCTYIIEH, [IO3TOMY B HAIllUX YCJIOBMSIX MBI PEKOMEHIyEM
JlaBaTh NAIMEHTY eXeqHeBHO 1 mopuuio (mpumepHo 250 r) MaHHOM Kallly UM BEPMUILIEIH.

Ecnu Ouomncus, mpoBeneHHas depe3 6 MecslEeB YNOTPEOJIEHUs TIIOTEHA HE BBISBISET
HUKAKUX U3MEHEHUH, MOP(OIOrHUECKOe UCCIeJOBaHNE HEO0X0AUMO OBTOPUTH CITYCTS 2 TOAa OT
Hayaja Harpy3kd IJIIOTEHOM. EciM CTpyKTypHBIE HM3MEHEHHs CIM3UCTOM M K 3TOMY BpEeMEHU
OTCYTCTBYIOT, PEKOMEHJOBAHO TUHAMUYECKOE HAOJIIOJICHHE 3a MallUeHTaMU C MPOBEACHUEM
9H/I0CKOIMYECKOI0 UCCIIEI0OBAaHUS IIPU MOSBICHUM CUMIITOMOB HJIM MTOBBIIIEHUH YPOBHS aHTUTEN B
CBIBOPOTKE KPOBH.

JUNOPEPEHIHAJIBHAA TUAT'HOCTHKA

1. 3a0osieBaHusi, NPOSABJIAIOIIMECS] CHHAPOMOM MajJbadcopOLMU: MYKOBHCLUA03,
cunapoM IlIBaxmana-/[aliMOHZa, HEQOCTATOYHOCTH ITAHKPEATHYECKOW JIMMA3bl, ayTOMMMYHHAas
SHTEpONATHs, BPOXKICHHAs JHUM(AHTHOAKTAa3MUs KUIIeuyHUKa (cuHapoM Banpamana), a-Oeta-
JUTONPOTENHEMUS, HEIOCTATOYHOCTh TPUIICUH-IHTEPOKUHA3HI.

2. 3ajepxka pocta M pa3BUTHA pedeHKa: TUNOQHU3apHBIA HAaHU3M, CHHJIPOMAaJIbHBIE
(GhOpMBI HU3KOPOCTIOCTH.

3. T'acTpouHTecTHHAJIbHAA (popMa MUILEBOI aJVIEPruM K MIIEHHILE.

MPUMEPBI JUATHO30B

1. Lenuaxus, cumnmomuas (munuuuas) gopma, nepuod manugecmayuu, 0eIK080-
9HepeemuyecKkas HeoOCMmamouyHoCmb NUMAHUS (KAxeKcus), CUHOPOM IKCCYOAMUBHOLL
9HmMeponamuu

2. Lenuakus, cumnmomHas, nepuoo manugecmayuu, Hceie300eDuyumHas aHemus.

3. Lenuakus, cumnmomHas, ocmeoneHus.

4, Hncynun-3aeucumoiii caxapuwiii ouabem. Llenuaxus.

S. Aymoummynnoiii mupeououm. Llenuaxusi.
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JUETOTEPAIIUA, IEYHEHHUE

EQuHCTBEHHBIM METOIOM JieYeHHUS HeJUAKUM U NMPOPUIAKTHKH ee OCJI0KHEHHH B
HACTosilllee BpeMsl SIBJISIETCH CTpoOrasi MNOKM3HeHHas Oe3rJjoreHoBas amera. Crporas
OC3rIIIOTEHOBAs TUETa PEKOMEHAYETCsl Kak CUMITOMHBIM (1A), Tak 1 OECCUMIITOMHBIM TallUCHTaM
20).

BximroueHne ouMIeHHOTO OBCA B AMETY OOJBHHOMY ICIMAKUEH JOJIKHO MPOBOJAMTHCS TIOJT
cTporuM Kontpoziem (1B).

BonbHbIE TIeMaKkMed JOKHBI HAXOAWTHCS I07 HAOIIOACHUEM JTUETOJIOTa, WMEIOIIETOo
OIIBIT BeJIcHUs JJaHHOTO 3a0oneBanus (1B).

BonbHbIE ¢ BHIEpBBIE YCTAHOBJICHHBIM JIMAaTHO30M IETMAKUU JTOJDKHBI OBITH 00CIICTIOBAHBI U
MOJTy4aTh JICYCHHE B OTHOIICHUM Je(UIIMTOB MHUKPOHYTPHUCHTOB (JKemne3a, KalbIus, (OITUEBOM
KHCIIOTHI, BuTamuHa /I, Butamuna Biy) (2C).

B ocHoBe »MMMHMHAIIMOHHOW AMETOTEpPANUU JISKUT MOJIHOE HCKIIOYEHHE U3 pallioHa
MUTaHUS TPOAYKTOB, COAEPXKAIIUX TIIOTEH WM €ro cienbl. [[puHIMNHUaIbHO BajKHBIM SIBISIETCS
OTKa3 OT YMOTPEOJICHHS HE TOJIbKO T€X MPOJYKTOB, KOTOPBIE COAEPIKAT «SIBHBIN» TIIOTEH (XJe0,
x1e000yoUHble M KOHJUTEPCKHE W3JeHs, MaKapOHHbIE W3JeNus, MIIeHUYHAas/MaHHasl,
SYHEBAs/TIEPIIOBas KPYIbI, OyiaTyp, Kyc-Kyc, ToJi0a, CIenbTa, TPHUTHKAJE, KaMmyT), HO H TeX,
KOTOPBIE COJEPIKAT «CKPBITHIM» ITIOTEH, KOTOPBIA HCIOIB3YeTCd B KayeCTBE MUIIEBOM JO0aBKU B
npoiiecce Mpou3BocTBa (Tabnuia 7).

Taoauna 7

anTeH-conepmamne MPOAYKTHI X 6.]'[]0218, KOTOPbI€ CJIEAYET UCKIIIOYUTD U3 pPallMOHAa
NMUTAHUA NPH HEeJIHAKHH

IpoaykTsl Imenuna Poxb SHumenn OBec

Kpynsl, kamm MaHHas1, nIeHnyHasl, Pxanas SlameHnHast, OBcsHas,
“Aptex”, "l[lonTaBckas”, mepJioBas, “I'epkymec”,
“4 3;aka”, “ 7 37aK0B”, sTYHEBasl. “CrnopTtuBHas”,
KYCKyC, OYyJATyp, CIIeNbTa, TOJIOKHO

rmoJioa

Myxka u oTpyon

ITmenuyHas Mmyka u
oTpyou

Pxxanas Mmyka u
oTpyou

SlumeHHas myka

OBcsiHas MyKa

Jerckue “310poBbE” C MIIEHUYHOU Cmecu «Madbiin,
MOJIOYHBbIE MYKOI «MastoTka 2 iroc»
cMecH u «MaubI ¢

OBCSIHBIM OTBapOM
WIN MYKOU

JleTckmne kamu

JleTckue MHCTaHTHBIE
(6BICTPOPACTBOPUMEIE)
KaIlly ¢ TMIIICHUYHBIMH,
MaHHBIMH XJIOITbSIMH,

«4 3makay,
«7 3MaKOBY,
«CMEIlIaHHbIC
3ITaKW»

Slunenas,
STYMEHHas Kallia,
«4 31maKay,

«7 311aKOBY,

Bce roroBsie kamm
C OBCSIHOM MYKOH U
XJIOIbSIMH,
«4 313K,

«CMEIIaHHbIE 3ITaKm», «CMEIIaHHbIe «7 371aKO0BY,

«4 3maKa»,«7 31TaKOBY» 3IAKH» «CMeETIaHHbBIE

U T.IL. 3IIAKID»
I'oToBOE Koncepssbl 11 nerckoro JleTckue MsICHBIE,
0aHoOYHOE MMATaHUS C MSICOM, PHIOOT MSICO-OBOIIIHEIE,
nuTaHue Y OBOIIIAMH U JIP. C pHIOHBIE,

J00aBKaMM MIIEHUYHON (bpyKTOBBIE

MYKH HJIM MAHHOM KPYIIbI KOHCEPBBI

(cM. cocTaB Ha YIIaKOBKE) C OBCSIHOM MyKOH
Xi1eo u Xneb, cyniku, cyxapw, Pxxanotii x71e0, SlumeHHbIC OBcsiHOE TIEYCHbE.
XJ1€000y/10UHbIe | TIeueHbe, OyOIuKHy, JICTIEUIKH, JICTICNIKY; Xneb «['epkynec»
U3eJH; OapaHKH, COJIOMKa, cyxapu KOHAUTEPCKHE
KOHJIUTEPCKHE XJIEOIBI, c100a, BBITICUKA, W3JIEIHS
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H3aeJIus TOPTEI, OJHHBI K MMUPOTH U C SSYMCHHOH

Jp. MaTOKOU
MaxkapoHHbIe MakapoHbl, BEpMHULIENb,
u3aeaust POXKH, CIIareTTH, Jarlla,
¢urypHbIe
MaKapOHHBIE U3/IENHUS
MsicHble, Bapenas xonbaca,
pbIOHBIE U COCHUCKH, NoJTy(haOpHKaThI
MOJIOYHbIE KOTJIET U [JIp., U3AETUS U3
noJy¢ao- pyOIiieHoro Msica U phIOHI,
PHUKATHI NEeNbMEHH, BAPCHUKH,

CBIPHUKH, TBOPO’KHBIE
HacThl U CHIPKH,

MOJUTUBBI K MSICHBIM U
PBIOHBIM OJTF0/1aM Ha
NIIEHUYHON MYyKE, MyKa U
CyXapH Ui HaHUPOBKHU

HamuTxn Xne6nsrit kac | [IuBo; kodeitapie | OBCSIHBINA KHUCENH
HaIHUTKA

(cypporaTsr)

«CKpBITBIID IIIOTEH MOTYT COJEePKATh (3aBUCUT OT PELIENITYPbI IPOU3BOAUTENS):

e BapeHble K0JI0achl, COCUCKH, 110J1y(hadprKaThl U3 U3MEIBYEHHOTO MACA U PBIObI;

® MHOTHE MSICHBIE, PHIOHBIE KOHCEPBBI;

® MHOTH€ OBOIIIHBIEC ¥ (PPYKTOBBIC KOHCEPBHI, B T.4. TOMATHBIE ITACTHI, KETUYIIHI;

® HEKOTOPBIE COPTa MOPOXKEHOT0, HOTYPTOB, TBOPOKHBIE CHIPKM U MACThl, MATKUE U IJIABJICHbIE
CBIPBI

® MaprapMHsl ¢ TIIOTEH COJIepXKAaIlUMK CTaOUIN3aTOpaMu;

® HEKOTOPBIE BUBI YKCYCOB U CAJIaTHBIX COYCOB, MailOHE30B;

® COEBBIE COYCHI;

® MHOTOKOMITOHEHTHBIE CyXH€ TPUTIPABhI U TIPSTHOCTH;

® KOHIICHTPUPOBAHHBIE CYXHM€ CYIbl, OyJIbOHHBIE KYOWKH, KapTO(elbHOE MIOpe OBICTPOro
MPUTOTOBJICHHUS;

e kapTOo(ebHbIE U KYKYpY3HbIE YHUIICHI;

®3aMOPOXKEHHBIN KapTodenb — «ppu»;

®HEKOTOpBhIE BUABI 4Yasg, Kode- M  Kakao-CMecH Juii  OBICTPOro  HPUTOTOBIICHHS
(OBICTPOPACTBOPHUMBIE);

® KYKYpY3HBI€ XJIOIbSl IPU UCIIOJIb30BAaHUHU STUMEHHOMN MAaTOKH;

® MUTAI[H MOPENPOIYKTOB - «KpaOOBbIE MATOUKH», «KKPabOBOE MsICO»;

eKapaMellb, COEBble M IIOKOJaJHble KOH(EThl C HAYMHKOW, BOCTOUYHBIE CIIAJOCTH, MOBHUIJIO
IIPOMBIIIIIEHHOTO IPOU3BOICTBA;

® HEKOTOpbIE MHILEBbIe 100aBKU (kpacutenb aHHaTo E-160b, kapamensHbie kpacutenu E-150a -
E-150d, mansron E-636, uzomaneron E-953, MmanbTuT 1 ManbTuTHBIH cupon E-965);

® KBaC, MTUBO.

HeroxkcnuHbiMU 371aKaMHl TIpU TIEIHMAKWW SABJISIIOTCS PHC, Tpeurxa, KyKypy3a, MIIEHO,
amMapaHT, KHHOa, MOHTHHA, YyMHU3a, caro, copro, Tahd. besomacHbIMU SIBISIFOTCSI MyKa U KpaXMallbl,
IIPUTOTOBJICHHBIE W3 KOPHEIUIONOB: KapTodens, MaHUOKH, Tanmuoku, Oatarta, 0000BbIX: 0000B,
dacomnu, ropoxa, Cou, pa3INYHBIX OPEXOB.

Bompoc o TokcnuHOCTH OBca JjIsi OOJBHBIX LETMAKHEH ocTaeTcs OTKPHIThIM. HamOomee
pacupoCTpaHEHO MHEHHE, YTO ABEHHMHbl OBCa HE TOKCHYHBI, OJHAKO OBCSHAas Kpyla YacTo
KOHTaMHUHHPOBaHa MPUMECSIMHU APYTUX 3JI1aKOB, OCOOCHHO MUICHUIIbI, B CBSA3H C YEM B POCCUHUCKUX
YCIIOBUSX CIEAYET PEKOMEHI0BATh UCKITIOYCHHE OBCa U3 IUEThI 00NbHBIX Henuakueii (2C).
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CocraB parnoHa OOJBHOTO IIEJTHAaKHEd 3aBUCHT OT BO3pACTa, TSXKECTU COCTOSHUS U
nepuoAa 3a00JeBaHUSI U CTPOUTCS HAa OCHOBAHMM OOIIMX HPUHILMIIOB: YTJIEBOJIHBIM KOMIIOHEHT
COCTAaBIIAIOT 3a CYET IMEPEHOCHMBIX Kpym, Kaprodemns, O000O0BBIX, OBOLICH, (PYKTOB, ATOJ;
OENKOBBIII M XKUPOBOM — 3a cyeT Msca, SUll, PbIObI, MOJIOYHBIX MPOIYKTOB, PACTUTEIHHOTO U
CJIIMBOYHOI'O Macell.

Juis nutaHuss  OONBHBIX C  LEJIMAaKHEH  PEKOMEHIYIOTCS  CIeHUATU3UpPOBAaHHBIC
OE3TII0TEHOBBIE MPOIYKTHI-3aMEHUTENN XJI€000YT0UHbIX, MAKAPOHHBIX U KOHIUTEPCKUX H3/IEITHH.
PexomeH0BaHHBIC MpUEMIIEMbIE YPOBHU TJIIOTEHA cocTaBisrOT <20 ppm™* (20 Mr/kr rotroBoro
MPOJIYKTA).

Heo0xoauMo y4yMTHIBATH HAJM4YHEe BTOPMYHBIX HAPYUWIEHHMH CO CTOPOHBI OPraHOB U
CHCTEM M JePHUIIMTHBIX COCTOSHHM, KOTOPbIE MOTYT OTPE0OBATh CIIEUAIN3UPOBAHHOTO TUTAHUSI.

JInst TedeHMsl aKTUBHOIO MEpUOJA LEIMAKWU B PAaHHEM JIETCKOM BO3pacTe XapaKTEPHbI
BBIPQKCHHBIE JHCIENTUYECKHE PAcCTPONWCTBA M HAPYLIEHUS B COCTOSHUU IUTAHMS, BIUIOTH J10
muctpoduu. CocTosiHME U TPOBEACHUE JUETOTEPANIUU Y TaKUX OOJIBHBIX OCIOXHSAET TaKKe 4acToe
pa3BUTHE MHOKECTBEHHOW IUIIEBOM HemepeHocuMocTH. Hambonee wacTto 3TO — BTOpUYHAs
JaKTa3zHas HeAoCTaTOYHOCTh (75%), ceHcnOmIn3anus k 6eaKkaMm KopoBbero Moinoka (72%), Hepenko
— CeHCUOMIHM3aMs K APYTUM MMUIIEBBIM MPOTEMHAM — PHCY, OaHaHy, OeJTKkaM KypHHOTO sifIa u 1p.

[TpubnusurensbHo y 2/3 neteil paHHEro Bo3pacTta C IefIuakuell B aKTUBHOM MEPHOe HapsAIy
C TJIOTEHOM TpeOyeTCsl HCKIIOYEHHE MOJIOYHBIX IPOJYKTOB U cMeceil. 3aMeHONH MOJIOUHBIM
MPOJYKTaM MOTYT CIYXHUTh CIELUATU3UPOBAHHBIE CMECH HAa OCHOBE BBICOKO T'MJPOJIM30BAHHBIX
OENIKOB C BKJIIOYEHHEM B JKMPOBON KOMIIOHEHT CpeAHELEeNnoveyHbIx Tpurinuuepuaos (Hyrpunak
[Mentuaun CUT, Undampum; Andape, Hecrne;, Hyrpunon-nentu racrpo, Hyrpunus; y npereit
crapme 1 roga — Ilenramen IOumop Hectie). OmHako MCMONIB30BaHUE YKa3aHHBIX MPOIAYKTOB
MOJKET OBITh OIPAaHUYEHHO Y OOJIbHBIX CO CHUKCHHBIM alleTUTOM, BCJIEICTBUE CIENU(PHUESCKUX
OpPraHOJIENITHYECKUX CBOMCTB TAKUX CMECEH.

[Ipu Tskenmoit rumnotpoduu HEOOXOIUMO YUYUTHIBATH Takue (HAKTOpbl, Kak pe3Kas
AQHOpEKCHs, CHUKEHHasl TOJEPaHTHOCTh K IMHUIIEBBIM Harpy3kam. PeOeHKy nepBoro roja >KM3HU
Ha3zHayaeTcs Auera, cogepxaias 3—4 r 6enka u 130-150 kkan Ha 1 kr (hakTHUECKOI Macchl Tena.
[TuTanne B aKTUBHYIO CTaJui0 3a00JieBaHUS NPOBOJUTCS COIVIACHO NPUHLMUIIAM JUETOTEpanuu
JeTeit ¢ THIOTpogHeH.

Henumesbie NpoayKThI, cOepKalIie IITHOTEH

Psn HenuieBbIX NPOAYKTOB, KOTOPBIE MOTYT MOMAaTh B OPraHU3M YEJIOBEKA, MOTYT TaKkKe
CoJlep)KaTh TJIIOTEH, 4YTO CIEAyeT Y4YUThIBaTh B IOBCEAHEBHOM >u3HM. K Takum mnpoaykram
OTHOCSITCSl KJIEH Ha MOYTOBBIX MapKax M KOHBEpPTaX, HEKOTOpbIe COpTa KOCMETHKH, B T.4. TYOHOH
MIOMa/Ibl, HEKOTOpBIE copTa 3yOHO MacThl U Ap.

JlekapcTBeHHbIE MpeNnapaThl TAKXKE MOTYT COJIEPKATh IIIOTEH, B T.4. TAOJIETKH TMOKPHITHIE
000JI0UKOH.

MeI[I/IKaMeHTO3Haﬂ TEpanud 1pu OCInakKuu HOCUT BCIIOMOTaTEIILHBIN XapaKkTEp, HO B pAIC
CJIy4yaeB MOXXET OBITh >KM3HEHHO HeoOXxonumol. B OCHOBHOM OHa HampaBjeHa Ha KOPPEKIIHIO
MeTaboNIMYeCKUX HapyllIeHUH, pa3BUBIIMXCS HAa (POHE CUHIpOMa MallbaOCcopOIUH.

Koppexyuss  npoyeccos  nepesapusanusi ~ NIPOBOAMTCS  HA3HAYEHUEM  IIPENApaTOB
BBICOKOAKTUBHBIX MHUKPOKAICYJIMPOBAaHHBIX IMaHKpeaTudyeckux ¢epmentoB. Jloza mnpemnapara
OTIpeNieNIIeTCsl BO3PAacCTOM peOEHKa, XapakTepoM MHUTaHUS U BBIPAKEHHOCTHIO CTEATOPEH.
Havanbnas no3a moxer cocraBiate 1000 ME o sinnaze Ha 1 Kr Macchl B CyTKHU.

Ha ¢one BbIpaxkeHHOI Truaper MOTYT Ha3HA4aThCs aICOPOECHTHI-MYKOIIUTOIPOTEKTOPHI.

[TpumeHenwue onepamuia MPOTUBOIIOKA3aHO.

ITpu HEOOXOAMMOCTH MPOBOAUTCS KOPPEKLIUS HAPYIICHUH KUIIEYHOH MUKPO]IIOPHI.

[Tpu xene301ePUIMTHON aHEMUW Ha3HAYAIOT MPETapaThl xKene3a 1 (poneBoi KHCIOTHI.

[Ipu HapymeHusix oOMeHa KajbIHsl (paXuUTONMOMOOHBIH CHHAPOM, THIOKAIbIIMEMHUYECKUE
CYJOpOT'H, OCTEOIIEHHsI) HA3HAYAIOT MpenapaThl Kbl U BUTaMHUHa J1.
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Hapymienust 0enKoBOro M BOJHO-RIIEKTPOJIUTHOIO OOMeHa TpeOyroT MOCHHIPOMHON
NapeHTEPAbHON KOPpEeKIMH. B TsokenbIx cimydasx TpeOyercss KpaTKOBPEMEHHOE MpPOBE/ICHHE
napeHTepabHOTO MTUTAHUSI.

[lpumeHeHre TIIOKOKOPTUKOMIHBIX IPENapaToB IPH IEJIMAaKUM [OKAa3aHO B Cilydae
TSDKEJIOT0 TeYeHUs 3a00JIeBaHUs C BBIPAKEHHON OEIIKOBO-IHEPreTHYECKOH HEAOCTATOUHOCTHIO U B
Ka4eCTBE 3aMECTHUTEIBHON Tepanuu Ui KOPPEKIMN HaJII0YEYHUKOBOI HET0OCTaTOUHOCTH.

IMTPO®PUJTAKTUKA

He pazpaborana. CymiecTBoBaBIIME [0 TOCIEIHErO0 BPEMEHU TIPEJICTABICHUS, YTO
MPOJOHKUTENFHOE TPYIHOE BCKapMIIMBAaHKE, BBEJICHUE TIIIOTEH-COAEPIKAILEro MPUKOPMa B MaJbIX
703ax Ha (OHE TPYAHOI0 BCKAPMJIMBAHHS B BO3PACTe «OKHA TOJCPAHTHOCTHY» (4-6 MeECSIEB) WM
OTCPOUYEHHOE BBEJCHUE TIIIOTEHA CHUKAIOT YACTOTY BO3HMKHOBEHMS LEIMAKHH, OMPOBEPTHYTO B
XO0JI€ psAlla MHOTOILICHTPOBBIX PaHIOMHU3UPOBAHHBIX IUIaI€00-KOHTPOJIUPYEMBIX HCCIICIOBAHUM, B
4acTHOCTH, IpoekTa PreventCD (2A).

HABJIOJEHUE PEGEHKA C LIEJIMAKHUEN

Jletn C TsOKENBIMU HPOSIBJICHUSMH CHHIpPOMa MaibaOCopOLuu (BbIpAaXKEHHBIE CTENEHU
OETTKOBO-PHEPTEeTHUECKOW  HEIOCTaTOYHOCTH, HAPYIICHHS BOJHO-JIEKTPOJIUTHOTO  OOMEHa)
HYX/Ial0TCSl B TOCIIUTAIM3AlUH B CTAL[MOHAP FaCTPOIHTEPOIOrHUECKOro NMPoduIs Ui MPOBEICHUS
MIOJIHOM JTMarHOCTUYECKOW IMPOrpaMMbl, KOPPEKLIMH METa0OJMYECKUX HapyIIEHWH, MPOBEIEHUs
SHTEPaAJIbHOT0/TIAPEHTEPATILHOTO MUTAHUs, 110A00pa MHAWBUIYAIBHOTO BapUaHTa OE3IIIOTEHOBON
JUETHl, PeadMIMTALMOHHBIX MEpOnpUATUd. JINTENbHOCTh NEPBUYHON TOCHUTAIU3ALUNA MOXKET
cocTaBiATh 14-21 neun u Oolee.

JletssM ¢ MaJOCUMITOMHBIM TEYEHMEM LE€JIMaKuu JUarHOCTHYEcKas IporpaMma c
KOMILJIEKCOM TEparuu U OLEHKOH 3(h(PeKTUBHOCTH OE3TIIOTEHOBOW JUEThl MOXET MPOBOAMTHCS B
racTpO3HTEPOJIOTHYECKOM CTallMOHAape / THEBHOM CTallMOHape (IUIUTEIbHOCTh TOCIUTAIN3ALNN 7 —
14 nueit).

BonbHBIM ¢ MOHOCHUMITOMHBIM/OECCUMITOMHBIM ~ TEUEHHEM  LEIMAKUU  KOMIUIEKC
NEPBUYHON JMArHOCTHKH, NMPU HAIWYUM TUArHOCTHYECKUX Bo3MoxHocTed (mposenenue OI'/1C,
ceposiornueckas auarfHoctuka, HLA-tunupoBaHue) MoxkeT ObITh OCYIIECTBIIEH B aMOyJaTOPHBIX
YCIOBUSX.

TakTuka AMHAMUYECKOTO HAOIIOACHHS ONPEENSIeTCs TAKECThIO TeUEeHUS 3a00IeBaHUs.

JUCITAHCEPHOE HABJIIOAEHUE ITPH YCTAHOBJIEHHOM JUAT'HO3E
HEJINAKNHU

Cpox HaOMIOEHUS: TTIOKU3HEHHO.

Benenue OONBHOTO OCYIIECTBISIET JETCKUM TacTPOIHTEPONIOT U CepTUDUIIMPOBAHHBIN
JIHETOJIOT.

KpaTtHocTh HaOmMOICHUS: TTOCIIE YCTAaHOBKH JAMArHo3a B TEYCHHE MEPBHIX IBYX JieT — | pa3 B
6 MecsaleB, ¢ 3-To Tojga HAOMIOJACHWS IPU YCIOBHH YCTAaHOBJICHHUS CTOWKOH PEMHCCHU U
PETYISPHBIX JOCTATOYHBIX BECOPOCTOBBIX MpHUOaBOK — 1 pa3 B roJ.

OO6cnenoBanne B XOJ€ JMCIIAHCEPHOTO HAOIIOCHUS: OMPOC, OCMOTP, U3MEPEHHUE POCTa U
MAaccChl, KOMPOrpaMMa, KIMHUYECKOe HUCCIIEeI0BAaHUE KPOBH, OMOXUMUYECKOE HCCIEIOBaHNE KPOBU
(oOmuit Oenok, TMe4YeHOYHbIe MpOObI, TIII0OK03a, Kalblul, Qocdop, xKenezo, XOoJeCTepuH,
Tpurauiepusl); Y3W opraHoB nuiieBapeHus U MUTOBUIHOMN JKeJe3bl, y JeBoUYeK cTapiie 12 ner-
V3U opranoB Manoro Tasza, JEHCUTOMETPHS MOSICHUYHOTO OT/IeJIa TO3BOHOYHUKA; CEPOJIOTUIECKOE
obcnenoBanue. Ilo mokazanusm mnpoBoautcss Ol JIC ¢ Ouoncueir COTK, xkoHcymbTamun
CIIEIUATTUCTOB (IHIOKPHUHOJIOTA, CTOMATOJIOTa, OCTE0JIOTa, IICKHXO0JI0Ta U TIp.).
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Ceponoruueckoe uccnenoBanue (IgG, IgA, autu-TTI, AGA) pexoMmeHIyeTcs MOBTOPSTH
€XKETOJTHO C IEITbI0 O0BEKTUBHOTO KOHTPOJIs 3a coomoaeHuem bI'Jl.

DOHAOCKOMUYECKOS/TUCTOJIOTHYECKOEe ~ OOCIIeZIOBaHME  TMPOBOAMTCS  NPU  TEPBOM
MOCTYIUIGHWU, B aKTHUBHOM TIlepuoje 3aboieBaHusi U uepe3 12-18 wmecsieB mocie mNepBOro
o0cIieZIoBaHUs B CIy4ae KIMHUYECKOH PEMHCCHH, a TaKKe MPU YXYALICHUH COCTOSHUS OOJIBHOTO.
B cnyuyae cToWKOW peMHCCHMM TMpU YCTAaHOBJICHHOM JHarHo3e UENHaKUH, I[OATBEPKICHHOM
MOP(OJOTrHUECKU/TUCTOJIOTMUECKH, — mpoBeaeHue  moBTopHbiX I JIC/Ouonicuit  siBisieTcs
HEO0OOCHOBAHHBIM.

PoncTBeHHMKaM OOJIBHOTO PEKOMEHIYETCSl TPOBECTH CEPOJIOTUYECKOE MCCIIEOBAHUE, A B
Clly4ae BBISIBJICHUS IIOBBIIICHHBIX YPOBHEHM cCrenu(UYeCKUX AaHTUTEN — TPOBECTH IOJHBIN
KOMILJIEKC 00CIIeI0BaHMS, BKIIIOYAsk YHIOCKOITUYECKOE U THUCTOJIOTHYECKOE UCCIICIOBAHMUS.

IIpoTuBopenMIMBHOE JieYeHHUe: TOKU3HEHHAs CcTporasi Oe3rII0TEHOBas AHMETa SBIsieTCA
3aJI0rOM HOPMAaJIM3aIMK CTPOCHUS M (PYHKIMI TOHKON KHUILKH, YCTpaHEHHUsI OOMEHHBIX HapyLIeHUH,
o0ecrieueHrnss HOPMAIbHBIX TEMIOB (PU3MUECKOTO, NMCUXHUYECKOTO U TMOJOBOTO pa3BUTHs peOeHKa.
JlononHuTenbHOE MEAUKAMEHTO3HOE JIEYEHUE ITPOBOJUTCS 110 MHAWBUIYaJIbHBIM I1OKa3aHUIM.

IIpopunakTuyeckue NPUBUBKH: MPOBOAATCS B mepuon pemuccuu. llomyepkuBaercs
HEOOXOMMOCTh TIPOTHBOITHEBMOKOKKOBOW BAaKI[MHAIIMK B CBS3M C IOBBIMICHHBIM PHUCKOM
MTHEBMOKOKKOBBIX HHpekmuit (2C).

JIONOJIHUTENbHOE ~ MEJUKAMEHTO3HOE JICUEHHWE [POBOAUTCS IO  HMHIUBUIAYAIbHBIM
MOKA3aHUSIM.

HCXOJbI U ITPOT'HO3

[To31HsAS 1MAarHOCTUKA 3HAYUTEIBHO YBEJINYMBAET PUCK Pa3BUTHSI CEPhE3HBIX OCIOKHEHUH,
TaKHUX Kak OeCIUIoie, OCTEONOPO3, HEBPOJIOTMUECKHE HapYLIEHHsI U OHKOJIOTMUecKre 3a00JIeBaHus
(B yactHOCTH, T-KJ1€TOUHON TUM(OMBI TOHKOW KUIIKH).

I[Ipu  cTrporom  TOXH3HEHHOM  COOJIIOJICHMH  OE3TJIFOTEHOBOM  JUETHI  MPOTHO3
OJaronpusTHHII.

[Ipu cTporom cobioaeHUU OE3TIIIOTEHOBOM TUETHI 0ojiee S5 JIeT PUCK OHKOJOTHMYECKHX
3a0o0neBaHUi OpUONMKAeTCsT K MOMYISALMOHHOMY. PHCK BO3HHMKHOBEHHMS ayTOMMMYHHBIX
3a0o0sieBaHUl (B OCOOCHHOCTH ayTOMMMYHHOTO THUPEOMAMTAa M caxapHoro nuabera 1 tuma) u
OCTEOIIOpO3a OCTAeTCAd TOBBIIIEHHBIM, YTO HEOOXOIUMO YYHUTBIBATh IPH JAUCHAHCEPHOM
HaOJII0IEHU Y.

Cnucok cokpameHui

aDPG, anti-DPG — antuTena k 1eaMUIMPOBAHHBIM MENITHIaM TIHaTHHA

AGA (AT'A) — aHTHTENA K TIHATUHY

Anti-tTG, antu-TTI — anTUTENa K TKAHEBOW TPAHCTITyTaMUHA3e

EMA — agTHTENa K DHIOMUA3HIO

ESPGHAN - European Society for Paediatric Gastroenterology, Hepatology and Nutrition,
EBporefickoe 00111ecTBO MeIMaTPHUSCKON raCTPOIHTEPOJIOTHH, T€IIATOIOTHH U ITUTAHUS.

HLA — (Human Leucocyte Antigens)— rpymmna aHTUI€HOB THCTOCOBMECTHMMOCTH, TJIaBHBIH
koMIuiekc rucrocopmectumoctu (MHC) y mronei.

IgA — UMMYHOTJTOOYTHHBI KJlacca A

1gG — ummyHoTIIOOYIMHEI Kacca G

POC-test (Point of Care Test) — «ObICTpBIN TeCT» - TECT- MOJOCKA JJIsl OMPEACICHUS aHTUTEN K
TKaHEBOM TPAHCIIIyTaMHHA3€ B KAWJUIAPHON KPOBHU

BI'J] — Ge3rmroTeHOBas ueTa

MDJI, IEL’S — mexsnuTenuaibHble (MHTPAdUTEIHATBHBIC) TUMOOITUTHI

COTK - cnusucras 060109Ka TOHKON KUIIIKU
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https://ru.wikipedia.org/wiki/%D0%90%D0%BD%D1%82%D0%B8%D0%B3%D0%B5%D0%BD
https://ru.wikipedia.org/wiki/%D0%93%D0%B8%D1%81%D1%82%D0%BE%D1%81%D0%BE%D0%B2%D0%BC%D0%B5%D1%81%D1%82%D0%B8%D0%BC%D0%BE%D1%81%D1%82%D1%8C
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