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Cnmcok cokpameHmni

aDPG, anti-DPG — anTuTena K q[eaMuIupoOBaHHBIM METITHIaM TJIHAIMHA

AGA (AT'A) — anTHUTENA K TJIMAAUHY

Anti-tTG, antu-TTI" — anTUTENa K TKAHEBOM TpaHCIIIyTaMHHAa3€

EMA — aHTHTENA K 3HIOMU3HIO

ESPGHAN - European Society for Paediatric Gastroenterology, Hepatology and Nutrition,
EBpomneiickoe o011ecTBO neAnaTpuueckoi racCTpoOsHTEPOIIOTUH, T€NIAaTOJIOTUN U TUTAHHUS.

HLA — (Human Leukocyte Antigens)— rpymnmna aHTUI€HOB T'MCTOCOBMECTHMMOCTH, TJIaBHBIN
komruiekc rucrocoBMectumoct (MHC) y monei.

[gA — ummyHOTNOOYIHHBI Ki1acca A

[gG — ummyHOTIOOYIMHBI Kiacca G

POC-test (Point of Care Test) — «OBICTpPBIN TECT» - TECT- MOJIOCKA JJIA OMPENCTCHUs aHTUTEN K
TKaHEBOMW TPAHCTIIyTAMHHA3€ B KalMJUIIPHOM KPOBHU

BI'J] — Oe3rmtoTeHoBast 1ueTa

MDIJI, IEL’s — mexanurenranbHble (MHTpasIUTeNTualIbHbIE) TUM(OIUTHI

COTK — cimm3ucras 000J104Ka TOHKOW KUIIIKA



TepMuHBI ¥ onIpeaeIeHUA

CTpOl"afl NOKM3HEHHAas 0e3rJII0TEeHOBasl JMeTA - IIOJIHOE NOKU3HCHHOE NCKIIOUCHUE 3 panroHa

IMUTaHUA OIPOAYKTOB, COACPNKAIUX TNIIOTCH UJIN €ro CJICAbI



1. Kparkas nnpopmanus

1.1 Onpenesienue

Henuakus (riroTeHOBasi SHTEPONATHS) - XPOHUYECKAs T€HETUYECKH JAETePMUHUPOBAaHHAs
ayTOUMMYHHAasi  T-KJIIETOYHO-OMOCPENOBAHHAS  DHTEPONATHS, XapaKTEPHU3YIOIIAsicd CTOMKOM
HENEPEHOCUMOCThIO crieuuuecKkrux OelKOB SHAOCIEpPMa 3€pHA HEKOTOPBIX 3JaKOBBIX KYJIBTYp C
pa3BUTHEM aTPO(UUECKON SHTEPONATHH U CBSI3aHHOTO C HEI0 CHHJIPOMa MaibaOCoOpOIUu.

Cymectyet u apyroe onpenenenue (ESPGHAN 2012).

ennakuss — UMMYHOOIIOCPEIOBAHHOE CUCTEMHOE 3a00JIeBaHHE, KOTOPOE BO3HUKAET B
OTBET Ha yNOTpeOJeHHE TIJIIOTEHa WJIM COOTBETCTBYIOLUIMX IPOJAMUHOB T'€HETHYECKU
MIPEIPacloOKEHHbIMY UHIAUBUAYYMaMU U XapaKTEepPU3yeTCs HaJIMYueM IIMPOKON KOMOMHAIMHU
[IIOTEH-3aBUCUMbBIX KIMHUYECKUX IMPOSBICHUM, crienn(PUUECKUX aHTUTEN (aHTUTEN K TKaHEBOM
TpaHcriayramuHaze TG2, anturen k sugomusuio (EMA), antuTten x neaMuanpoBaHbIM MENTUAAM
rmaauaa (DGP), nanmanem HLA-DQ2 nin HLA-DQS ranioTumos u SHTEpOIIaTHH.

OTu ompeneneHusi He IPOTUBOpPEUAT APYTr JIPYry, OJHAKO B MOCJIEIHEM I0JYEPKUBAETCS
CUCTeMHbI  (TIOJIMOpPraHHBIM) XapakTep ayrOMMMYHHOIO Ipoliecca IMpH  ILEeJIHakuu U

HCO6XOJII/IMOCTB KOMIIJICKCHOI'O 11oaxoJa K €€ 1MarHoCTukKe.

1.2 ITHOJIOTUA U IATOTeHe3

OCHOBHBIM  3THOJIOTUYECKUM (DAKTOPOM pa3BUTHUS IEJIMAKUU SBISETCA OEIKOBBIN
KOMITIOHEHT KJIEMKOBHHBI HEKOTOPBIX 3JAKOBBIX KYJIbTYp. TOKCHYHBIMU JUIsl OOJIBHBIX SIBJISIOTCS
pacTBOpUMbIE B 3TaHOJE OENKMU HHIOCHEpMa 3€pHA MIIEHULbI (IJIMAIUHBI), PXKU (CEKaJMHBI) U
SYMEHsl (XOpJIEUHBI), KOTOpble OOBEAMHEHbl B MEAULMHCKOW JUTEpaType OOIIMM Ha3BaHUEM
«TJIIOTEHY.

J4 K] PEKOMOWHAHTHOTO o2-ranaguHa BBIIIEIICH 33-MepHbIit MEIITUI
LOLOPFPQPQOLPYPOPQOLPYPOPQLPYPOPQPH, uIeHTUQUIUPOBAHHBIA Kak WHULUATOP
MMMYHOBOCHAJIUTEILHOIO OTBETa. biarogaps BBICOKOMY COJEPKAHUIO TMPOJIMHA, JIAHHBIN
MOJIMIIENITU] YCTOMYUB K BO3JACHCTBHUIO BCEX KEIYAOUYHBIX, TAHKPEATUYECKUX U MHTECTUHAIbHBIX
MPOTEHHA3; €ro TIOMOJIOTH MPHUCYTCTBYIOT BO BCEX 3€PHOBBIX, TOKCHYHBIX HpPHU LEIHAKUH, U
OTCYTCTBYIOT B HETOKCHYHBIX 3/1akaX. B Hacrosiee Bpems HAKOIUIEHO JOCTAaTOYHO JAHHBIX,
MO3BOJISIFOIIMX PAaclEHUBATh IIEJIMAKUI0 KaK TEHETUYECKH JIeTepPMHHHpPOBAHHOE 3a00JIeBaHUE.
Cpenn OmmKalIMX POJCTBEHHHKOB OOJBHBIX 4YacToTa menuakuu coctaBisier 20%, a
KOHKOPJIAHTHOCTb CPE/IM MOHO3UIOTHBIX OJIM3HELOB AocTuraer 86%.

)IOKa3aHa acconuanus OeJInaKknuu C AHTUI'CHaAMH TJIaBHOTO KOMIIJICKCa

rucrocoBmectumoctu uenoseka (MCH 1I) HLA-DQ2.5 (DQA1*05, DQB1*02) u HLA-DQS8
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(DQAT1*03, DQB1*0302), pacmomoxeHusiMu Ha 6p21 xpomocome. [ammotun HLA-DQ2.5
BoIsBIIETCS Y 90-95% mammentoB, HLA-DQS8 - y ocranpubix 5-10%. OTcyTcTBHE B T€HOTHIIE
TUMAYHBIX JUIS [eJIMaKUU ajljiesiel ieaeT pa3BuThe 3a00s1eBaHie HEBO3ZMOKHBIM.

LlenTpanpHbIM COOBITHEM I[ATOT€HE3a LEIMAKUU SBJISETCS CBSA3bIBAHWME MENTHI0B
rimaguHa ¢ HLA-DQ2/DQ8 monekynamu aias npe3eHTaluuu ux riroTeH-crnennduueckum CD4+ T
auM@oLHUTaM C MOCIEAYIOUMM pPa3BUTHEM HMMMYHOBOCHAJIUTENILHOIO IIpolecca B CIU3HCTOMN
o6osouke ToHkoM kumku (COTK). Baxknyto posib B MOAM(PHUKAIMU MENTUAOB INIMAaJUHA UTPAET
TkaHeBas TpaHcriayramunHasza-2 (TTI), depmeHT, KaTanM3UPYIOMIMN PEakiUi0 JAeaMUIUPOBAHUS
AMUHOKHCIIOT C 3aMEHOHM TilyrTaMMHa Ha TIJIyTaMMHOBYIO Kuciory. [lox neiicTBueM TkaHEBOM
TpaHCTIyTaMUHa3bl B MOJIEKYJE IIMaJuHa (HOPMUPYIOTCS OTPHULATENIBHO 3apsDKEHHBIE SIUTOIBI,
YTO MOBHIMIAET CPOACTBO (aDPUHHOCTH) MENTUIOB K COOTBETCTBYIOIIUM CBSI3BIBAIOIIUM y4acCTKaM
moutekyn DQ2 u DQ8 u criocoOctByeT npouHomy coenuHenuto HLA monekynel ¢ penentopamu T
mum¢ouutos (puc. 1).

T = KneTouHLIH A

UenTo ARTHBMPOBAHHLIA
P‘ i i e T-rngTouHLDid peuenTop
A '
’\. o ”.
i \X P4
F o
a'f ..‘
7. b,
. \'.
i f Y j
Hel r:l.nha-n:m'l | . i
P L J QHCrNYTamMHa3a il'- ]
el L g o4
nNenTHACE | OO
rAMaauHa Y/ 1o,
QHTMPEH - CBASLIBALOUYAN OTPMULTENLHS IOPAMSHHELS
yuactor HLA DE2 OCTATKM B CTRPYKTYPS
MONENY B MBRERYNE FMaLMHa

Puc. 1 - Ilpesenranuus nentuaoB rauaauda T numdonuram B coctaBe Mojekya HLA
AxrtuBupoBanHble CD4 kneTku npoayuupyroT mnpoBocnaiuTenbHble HUTOKUHBI (IFNYy,
TNFa, TNFB, IL10, ILIB, TGFP), mnoBpexmaroniue >SNUTETHUOIMTHI CIU3UCTOW O0O00JIOUYKH
KHUILIEYHHKA, a TAKKEe CTUMYIUPYIOT B TMMGOIUTHI K MPOAYKIIUN aHTUTEN K TJIUAJAUHY, TKaHEBOU
TpaHcriayramuHaze u crpykrypam COTK (sHmOMH3HIO), KOTOpblE MONAJalOT B CUCTEMHYIO

LHUPKYJSLIUIO U MOTYT ObITh BBISIBJICHBI IIPU MTPOBEICHUH CEPOJIOTUYECKOTO HCCieI0BaHus (puc. 2).



rnoTeH
- NenTUABLL MMUaAUHA

AeaMUanpoBaHHbIE NenTUAbL rvaavHa
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- )
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Puc. 2 - [latorenes neinaxum.

OOpa3zyrouiecss UMMYHHbIE KOMILIEKCHI MOTYT OBITh BBISIBJIEHBl Kak B CIHM3HCTON
000JI04KEe TOHKOM KHUIIKH, TaK U B JAPYrMX OpraHax M TKaHsX, BKJIOYas MeY€Hb, TOJOBHOM MO3r U
nepudepuyeckue HepBbl, TUMPATHUECKUE Y3IIbl, TOUYKH, KOXKY, UTO 00yClIaBIMBaeT MHOrooOpasue
(CHCTEMHOCTbH) KIIMHUYECKUX MTPOSBIICHUH 1€JIMaKUU.

[lennakuio MOMKHO CUHMTATh MYJIbTH(QAKTOpUAIbHBIM 3a00JieBaHUEM, I/I€ Hapsaay ¢
IFeHETUYECKON MpeApacloIOKEHHOCTbI0 M TOKCHYECKUM JEHCTBHEM TIJIIOTEHA, OINPEAEICHHOE
3HaYEHUE HMEIOT CpeloBble (DAKTOPbI, pOJIb KOTOPHIX B pa3BUTUM 3a0o0JieBaHUs TpeOyer

JNAIBHEHUIIIETO N3Y4ECHMUS.

1.3 InuaeMuoJI0rus

CKpUHUHIOBBIE CIUIOIIHBIE 3IMHJIEMUOJIOTUYECKUE HCCIEAOBaHMs, IPOBEICHHbBIE 3a
nociegHue 25 JeT ¢ MCHOJb30BAaHUEM BBICOKOUYBCTBUTENIBHBIX CEPOJIOTHYECKUX METOIOB,
CBUJETEIBCTBYIOT O TOM, YTO YacTOTa BCTPEYAEMOCTH Iienuakuu B crpaHax EBpomnbl u CeBepHoit
Awmepuxu pocruraer 1% (1:100), mpu 3TOM COOTHOILLIEHHE MEXKIY IWAarHOCTUPOBAHHBIMU U He-
JMarHOCTUPOBAaHHBIMU cilydasiMu coctaBisieT 1:5 — 1:13. B xnuHuueckoll kapTUHE B HacTosllee
BpeMsi MpeoOsiajaloT MaJOCUMITOMHBIE M CKpbIThie (QOpMbI 3a00JI€eBaHUSA, YTO CYIIECTBEHHO
3aTpyaHSIET MPOLECC MOCTAaHOBKU JuarHo3a. llo3nHsAS IuarHoCTHMKa 3HAYUTENIBHO YBEIMYMBAET
PHUCK pa3BUTHsI CEPbE3HBIX OCIOKHEHUHM, TaKUX Kak OeCIUIoJue, OCTEONOpO3, HEBPOJIOTMYECKHE
HapylIeHUsT U OHKOJOruueckue 3abojieBaHusi (B YacTHOCTH, T-kieTouHas jauM@oma TOHKOM
kuikn). OO yBeIMUYEHUH 4acTOThl 3a00JIEBaHUsl CBUAETEIbCTBYIOT HCCIEIOBaHMs, IPOBEACHHbBIE B
ctpanax biamknaero Boctoka, CeepHoii Adpuku, IOxuoit Amepuke, Unauu, Asctpanuu u Hosoit

3emannuu. B Hamiel cTpaHe KPYIHBIX SMUACMUOJIOTHYSCKUX HCCICAOBAHUN 10 HACTOSIIETO



BpPpEMCHU HE IIPOBOAHIIOCEH. OT)IGJ'II)HI)IG JaHHBIC M3 PCTUOHOB CBUACTCIBCTBYIOT O YaCTOTC
3a0osieBanust oT 1:85 B rpynmax pucka B Psazanu (CrpoiikoBa M.B., 2006) no 1,2:1000 B Tomcke
(Kongparsea E.H., 2007). IIpennonaraemas yactora 3a0osieBanusi B Poccun MOKET COCTaBIIsATh

1:100 - 1:250.

1.4 KonnpoBauue no MKbB-10

K90.0 - Ilennaxus

1.5 Kinaccupukanus

B cooTBeTcTBUM C KIMHUYECKOI KapTHUHOM U pe3yJIbTaTaMM JIaDOpaTOPHBIX MCCIEI0BAHUMN
paHee ObLTO MPHUHSTO BBIACIATH Cieayronue Gopmbl 3a00JIEBaAHMS:

o MURUYHYIO  YeIUaKuro, XapakTEepU3YIOIIYIOCS HAJIWYUEM B KIMHUYECKOW KapTHUHE
CUMIITOMOB MabaOCOPOIIMU: XPOHUYECKOW UapeH, WCTOLICHUSA, «ICUIIUTHBIX
CUMIITOMOB KaK CJI€JICTBHE HapyIICHUs BCACHIBAHUS MUHEPAJIbHBIX BEIIECTB U BUTAMUHOB;

. AmMunuUYHyo yeauakuio, Ipu KOTOPOM TraCTPOMHTECTHUHAJIbHBIE CHUMIITOMBI OTCYTCTBYIOT
WK c71a00 BBIPAXKEHBI, B TO BPEMs KaK B KJIIMHUYECKOW KapTUHE Ha MEPBOE MECTO BBIXOJAT
BHEKHILIEYHbIE  MPOSIBICHMS, TaKUe KaK  OCTEONopo3, aHeMus, Oecruiojue,
HEBPOJIOTUYECKUE CUMIITOMBI U JIp.

[Ipy TunumyHoM u aTunuuHoil (Qopme 3aboJieBaHUS TUCTOJIOTUYECKAsh KapTHHA
XapaKTepU3yeTcs HaJIWYUEeM aTpopUUecKOd SHTEpOIaTHH, a B CHIBOPOTKE KPOBHU OIpeNesieTcs
MOBBILIEHHBIA YPOBEHb CHELU(PUUECKUX aHTUTE.

B Hacrosmiee Bpems paszzesieHue LEeIHaKui Ha «TUIUYHYIO» U «ATUIIHYHYI0» HE MOXET
CUMTAThCSA 1I€JIeCOOOpa3HbIM, TaK KakK «aTUIHM4YHBIE» (QOpMbI 3a00J€BaHMSI BCTPEHAIOTCS
3HAYUTENIBHO Yalle «TUITUYHBIXY.

['oBOps O KIMHUYECKOW KapTHUHE LIEJTMaKuH, B HACTOSIIEE BPEMsI BBIICISIOT CUMNIMOMHbLE
(c 2cacmposnmeponoc2uieckuMU CUMRIMOMAMU U 6HEKULUEUHBIMU NPOSGTIeHUAMU) N OeCCUMNMOMHbBLE
(dhopmbl 3a00€BaHMS.

VY ManMeHToB ¢ 6eccumMnmomuou (CKpvimoti) ¢hopmoti NeTUaKui OTCYTCTBYIOT KaKHe-Tu00
MposiBiieHUsl 3abojieBaHus. JlmarHo3 B 3TOM cllyyae YCTaHaBJIMBAECTCS B XOJI€ CKPUHHUHIOBBIX
00cre10BaHui WM TP 00CIIEIOBAHUH POJICTBEHHUKOB.

Bompoc o Bwinenenun nomenyuanvHou yenuakuu (HaJIUYKUE TOBBILIEHHOTO YpPOBHS
CHEIU(PUUECKUX AHTUTEN U XapaKTEPHBIX M'EHETUYECKHMX MapKepOB IPU HOPMaJIbHOU CTPYKType
COTK) Ha HacTOAIIMII MOMEHT OCTaeTCsl IMCKYCCUOHHBIM.

Pegdpaxmepnas 1enuakus xapaxkTepusyercsi OTCYTCTBUEM OTBeTa (KJIMHUYECKOTO,

CEpOJIOrMYECKOr0, MOP(OJIOrHUYecKoro) Ha Oe3rIoTeHoByI0 auery. Pedpakrepnas ¢opma
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uenuakuu (mpu 6e3ycI0BHOM HCKIOYEHUM HapyILIEHUH O€3TJIIOTEHOBOW JMEThI) COBEPIICHHO HE
XapakTepHa s JeTel U TpeOyeT MPOJOSIKEHUS JUArHOCTUYECKOTO MTOMCKA.

Breimensitor  mepwoabl  3a0o0sieBaHUS:  JIATCHTHBIM, KIMHAYECKOW  MaHU(ecTauu
(aKTHUBHBI), PEMUCCUH, TEKOMEHCAIUH.

Jlamenmuwiti nepuod TPOJOJKAETCST OT MOMEHTAa BBEIEHMS TJIIOTEHAa J0 Hayaia
KIIMHUYECKUX TPOSIBJICHUHN 3a00JIEBaHUS M MOXKET MPOJOJIKATHCS OT HECKOJBKUX JHEH 10 MHOTHUX
net. Yaie He AMArHOCTUPYETCS, MOXKET OBITh BBISIBJIICH MPH IEJICHANIPABICHHOM JHATHOCTUYECKOM
MOMCKE B TPYIIIaX PUCKA.

AxmusHblli nepuood (nepuod KiuHu4eckou MaHugecmayuu).

Ilepuoo nenonnou pemuccuu (Hauanrvhas pemuccus) HaCTYNAeT, KaK MPaBUIIO, CIYCTS 3 —
6 MecsIeB TMOcCje Ha3HAYeHUs CTPOrod OE3TrNIIOTEHOBOM JIMETHI; OTMEYAeTCS YMEHBIICHUE
BBIPAKEHHOCTH OCHOBHBIX CUMIITOMOB, CHM)KEHHUE TUTPOB CIEIU(PHUIECKUX aHTUTEN, IPU HATUYUHU
onpe/esIeHHBIX IpU3HAKOB aTpoduueckoit sTeponatuu B COTK;

llepuoo nonmou pemuccuu (KIUHUKO-ceponocudeckas, Mopgonouieckas pemuccust)
BO3MOXKEH HE paHee, 4em uepe3 1 — 1,5 roma or Havama cTporod O€3TJIIOTEHOBOW IUETHI U
XapaKTEPHU3yeTCsl OTCYTCTBHEM CIEIM(PUUYCCKUX AaHTUTET W HOpMaiu3anuei mopdoiaoruyeckoi
CTPYKTYPBI CITU3UCTON 000JIOUKH TOHKOMN KUIITKH.

[Ipu HecoOmoneHnn OE3rII0TEHOBONM JUEThl 3a00JI€eBaHNE BHOBb NIEPEXOUT 8 AKMUGHbIL

nepuoo (0exomnencayuu,).

1.6. Ilpumepsl popMyJIHMPOBKH ANATHO30B.

o Henuakus, cumnmomuas (munuunas) Gopma, nepuod manugecmayuu, 0eIKOBO-
9Hepeemuyeckas HeooCMamo4HOCMb NUMAHUS (KaxeKcusl), CUHOPOM OIKCCYOAMUBHOU
SHmMeponamuu,

o Lenuakus, cumnmomuas, nepuod manugecmayuu, Heene300ePuyumuas aHemusl;

o Llenuakus, cumnmomnas, 0Cmeonenusl;

o  MHnucynun-3aeucumviii caxapmuwii ouabem. Llenuaxus;

o  Aymoummynnsiii mupeououm. Llenuaxus.

1.7 Knuanuyeckas KapTHHA

Hawuboutee sipkre cHMIITOMBI 3200JI€BaHMS, KaK MPABUIIO, OTMEUAIOTCS Y €T MEPBIX JIET
KU3HU, TIPH ATOM B KIMHUYECKOW KapTHHE JIOMHHHPYIOT TaCTPOMHTECTHHAJIBHBIC IMPOSBICHHUS
(tabm. 1).

Tadumna 1 - Knnanyeckue nposiBiieHUs NEIMaKUK y IETed paHHEr0 BO3pacTa

FaCTI)OI/lHTeCTI/lHaJILHbIe CUMIITOMBI e  (QOJIH B )KMBOTE

e juapesi, OOWJIBHBIN 3TIOBOHHBIN CTYJ
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creaTopest
METEOpH3M, YBEINYEHHE KIUBOTA
pBOTa

CTOMKHE 3aI10pbl

HapylIeHUE anreTuTa

Hecnenuduyeckne cHiMITOMBbI 3a7iepiKKa (PU3UYECKOT0 Pa3BUTHS
ToTepsi B Bece
MBIIIICYHAS] THIIOTOHUS

aliaTusAa, HCraTuBU3M

Y MOAPOCTKOB W B3POCIBIX MAIUEHTOB B KIMHWYECKOW KApTHHE YacTO JIOMUHHUPYIOT
BHEKHUIIIEYHBIC TMPOsBICHUS (TabI. 2).

Tadumna 2 - Knunnyeckue nposiBJIeHUs NEJIMaKuu y IETe CTaplIero Bo3pacra

Hecneunduyeckue CHMITOMBI ® XPOHHYECKAs YCTAIOCTh
CI1ab0CTh, YTOMIISIEMOCTh
pa3IpaxuTeNbHOCTh

FaCTI)OI/lHTeCTI/lHaJIbHBIe
CUMIITOMBI

peunauBHpPYIOIIKE OOIH B )KHBOTE
B31yTHE KUBOTA

TOILIHOTA

3a10pbI

MOBBIIICHUE NI€YCHOYHBIX TPAHCAMHUHA3

HN3meHenus co CTOPOHBI KOKH U
C/IIN3UCTBIX

repreTupOpPMHBINA JepMaTUT
ajorenus

BUTHUJINTO

aTONMYECKUH IEPMATUT
a()TO3HBIN CTOMATHUT, XCHIINTHI

00JI1 B KOCTSIX

OCTEOITOPO3, OCTECOMAJISILIMS, TOBTOPHBIC MTEPETOMBI
apTpUTHI, 0O B CyCTaBax

MHOKECTBEHHBIN Kapuec, AeeKT 3yOHOMH dMau
HHU3KUI pOCT

HN3MeHeHUs cO CTOPOHBI KOCTHOM
CHCTEMBI

I'emaTonornyeckue MposiBJIEHU s pedpakTepHas K Tepanuu skenesofeuumTHas wim By
neQUIUTHAS aHEMHUS

KPOBOTEUYEHUS

TOJIOBHEBIE OOJIH
HapyIICHUs CHa
JEMPECCHs
MOJIMHEUPOIIATHS
aTaKcus

HeBpo.ﬂornqecmle NMPOABJCHUSA

HapyumeHnust pennpoayKTHBHOI
byHxumn

3a/IeprKKa MOJIOBOTO Pa3BUTHS
KEHCKOE U MYXCKoe Oecruionue

NPUBBIYHOE HEBBbIHAIIMBAHHE OEPEMEHHOCTH, CIIOHTAHHBIC
a0OopTHI, MEPTBOPOXKICHHSI

[Ipu nuarHocTHKe LETUAaKUKd HEOOXOAUMO MOMHUTH O BBICOKOM 4acTOTE €€ acCOLMalUu C
PSAIOM ayTOMMMYHHBIX U T€HETHUUYECKUX 3a0oseBanuii (Tabdi. 3).

Tabauna 3 - AccoruupoBaHHbIC C IIETUAKUEH 3a00JIeBaHUS

3a0os1eBaHus JHAOKPUHHOM Caxapublit nuaber I Tuna
CHCTEMBbI AyTouMMYyHHBbIE 3200JI€BaHUs IIUTOBUAHOM JKEIE3bI
bose3ns Anincona

Hapymienust penpoyKTuBHON yHKIIMN

Hesposnornyeckue 3a001eBaHus Mo3xeukoBast aTakcusl
Heliponarus
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Dnunerncus

3aboJieBaHus cepaedHO-cocyaucTol | MnnonaTudeckas quiaraioHHas KapAMOMHOIIATUS

CHCTEMBbI AyTOMMMYHHBIA MHOKapIUT
3abosneBanus renatodouauapHoii | [lepsuunbiii OunuapHslil LUppo3
CHCTEMBbI AyTOMMMYHHBIN I€IIaTUT

AyTOMMMYHHBIA XOJIAHTUT
Cungpom Hlerpena

XpOoMOCOMHBIE AHOMAJTHH Cungpom Jlayna
Cungpom Hlepemesckoro-Tepuepa
Cungpom Bunbsimca

JApyrue 3a00J1eBaHuA PeBmaTouansiil apTput
bonesnp Kpona

SI3BEHHBIN KOJINT
CenextuBHblil nedpunut IgA

2. JIMarHOCTHKA

2.1 Kaao0bl 1 aHaAMHE3

B munuunom cnyuae yenuaxus manugecmupyem uepesz 1,5 — 2 mecaya nocie 66edenust 8
PAYUoOH NUMAHUs pebeHKa 2II0OMeHCo0epHcauyux npooyKmos (cyxapuku, xieb, cyuiKu, 0apaHxu,
MAHHAS (NUWEeHUYHAas) Kawla, Myabmu3iakosas kawa). Mnoeoa manugecmayus yeruaxuu y oemetl
NPOUCXOOUM NOCIe NEPEeHeCeHHbIX UHQDEKYUOHHBIX 3a001e8aHUll (KUWEYHbIX UIU PEeCRUPAMOPHBIX
uHghexyuil), 00HaKo yacmo 3aboneeanue HauuHaemcs 6e3 6UOUMOU NPUYUHDL.

Knunuueckue cumnmomsl yenuakuu nosaensaiomces, 6 601buwuHCcmee ciyiaes, NOCmMeneHHo.
Tosensemes ceoticmeennblll OISl YeAUAKUU OOUTIbHBIN NEHUCHDbLL, JHCUPHBIU, 3/I080HHbIUL CMYI,
HapywieHue annemuma, OeCnpudyuHHAs peoma, nomeps maccvl mena. Pooumenu obpawarom
BHUMAHUE HA HAPYUWIEHUS] NOBEOCHUs — NOABNACMCA PA30PAXCUMENbHOCNb, He2amueusm, anamusl,
HAapywaemcst CoOH, ucyezaem uHmepec K OKpYHCaroujemy.

Cmapwue demu dcanyromes Ha 601U 6 KHcueome, KOmMopbvle yaue umeronm HenoCmosaHHbl,

«Mmynou» xapaxkmep u J10KaIU3yIOmMcs NPeuMyujecmeenHo 8 OKOJONYnoYHoU obaacmu.

2.2 ®u3uKajIbHOoE 00C/1eI0BaAHNE: SMOIUOHAILHBIN TOHYC, aNlleTUT peOeHKa, HATNIne

TOIIHOTBI/PBOTHI, 00JIEH B KUBOTE, XapakTep CTysa (auapes, 3anop, noaudexanus),
MOKa3aTeNId HyTPUTUBHOTO cTaTyca (Macca Tela, pocT), Typrop TKaHeH, HaIn4he OTEKOB,
IICEB0ATPO(PUU IPOKCUMAIILHBIX I'PYII MBIIIL, YBEIUYEHHUE, B3LyTHE KUBOTA, CHMITOMBI

paxura, TMIIOBUTAMHWHO30B.

2.3 JIaGopaTopHas AMATHOCTHKA

e PexomeHnayercs onpeneieHne aHTUTeN K TKaHEBOHM TpaHcriyramuHase [1-4].

(Cuna pexomeHnaanuii — 1; 10cTOBEPHOCTH 10KA3aTENbCTB — A)
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KommenTapuu: ouacnocmuuecku 3HauuMblM A6715emcs @vlsgleHue anmumen kiacca 1gA,
obpazyiowuxcs 8 causucmou obonouxe. Yuumeigas, umo c¢ yeauakueu 6 5-10% cnyuaes
accoyuupos8an cereKmusHulll deuyum ummynocniooyiuna A, obwuil yposeus 1gA donoicen
0053amenvHo Onpeoensamvcs npu NepeUdHOM Ceposiocudeckom obcnedosanuu. B crnyuae
8bIAGNIEHUU HU3KO20 YpOBH obuweco IgA, Oanvheiiuwee ceponocuueckoe obcnedoganue
00IHCHO CMpoumbcsl Ha onpedeneHuu cneyuguieckux anmumen kiacca 1gG. Aumumena
mKanegou mpancenymamunase (anti-tTG) onpeodensiom uMMyHOGDEPMEHMHLIMU MEeMOOOM
(ELISA).  Memoo  xapaxkmepusyemcs  8bicOKOU  uyscmeumenvHocmvio  (98%).
Cneyuguunocms memooa Hudice, Ymo C85A3aHO C B03MONCHOCIBIO NOGLIULEHUS AHMUMENL K
MKAHe8oU MPAaHCeIyMmamMutase y HNayueHmos ¢ ayMmOUMMYHHbIMU U OHKONOSUYECKUMU
3a00n1e6aHUAMY, NAMONO2UEL NEeYeHU U CEePOeyHO-COCYOUCMOU cucmemsl, y oemell ¢
nepcucmupylowei  2epnemuyeckou  uHgexyueu, pacnpoCMpPAaHeHHbIM — AMONUYECKUM
depmamumom. Onpedenenue anmumen K MKAHEBOU MPAHCIIYMAMUHA3E SAB1AemCcs 8
Hacmosuee epemsi MemoooM 6blO0pa Npu NpoBeodeHUU CKPUHUHSOBBIX UCCLEO08AHUL C
yenvo omoopa nayuenmos O OdlbHeuue20 dHOOCKONUYecKo2o obcredosanus). s
9KCNpecc-OUazHOCMUKU Yeluakuu 6 Hacmosujee epems pa3pabomamnsl Oblcmpuvle mecmbl
(POC tests), nozeonsaowue ¢ meuenue 10 munym oyenums yposenb aHmumen K mMKAHeBOU
MPanceIymamunaze 6 KanuulsapHou Kpoeu nayuenmos. B kauecmee cybocmpama O0ns
onpeoeneHus aHmumes OAHHbIUL MemooO UCNONb3Yem COOCMBEHHYI0 MPAHCILYMAMUHA3Y,

HAX00AWYI0CSL 8 IPUMPOYUNAX KPOBU.

Pexomennyercs onpeaeneHne aHTUTEN K SHAOMU3UIO [ 1-4]

(Cuna pexomeHnaanuii — 1; 10cTOBEPHOCTH 10KA3aTENbCTB — A)

KommenTapuu: Aumumena x sudomuszuio (EMA) 6 kauecmee ceoeco cyocmpama marxoice
uMelom MKAHes8ylo MpAaHCILYMAMUHA3Y, PACNONONCEHHYIO 8 MEJHCKIeMOYHOM 6euecmae,
OKpyd#Ccaujem 21a0KoMblueunsle d1eMenmsbl  COOCMEEHHOU NIACMUHKY — CIUSUCTOU
00010UKU MOHKOU KUWIKU. EMA onpeoensromcs Memooom HenpAmMou
UMMYHOpYOpecyeHyuu ¢ UCNONb308AHUEM 8 Kayecmee cybcmpama MmKaHeli nuueeood
00e3bsIH Ul  NynoeuHvl uenosekda. Memoo nonykonuuecmeenHulll, umeen GulCOKYIO
YYBCMBUMENbHOCIb U CNEYUDUUHOCIB, 0OHAKO mpebyem cneyuanrbHo2o 000pyo0osanus, a
OYEeHKa pe3ylbmamos UcCie008aHUs ABNAEMC s CYObEKMUBHOL U 3A8UCUM OM K8ATUGUKayuu
cneyuanucmos.  Panee 6  Ouaenocmuke — yenuakuu — WUPOKO — UCHONb30BANUCD
anmuzauaounosvle anmumena (AGA). B nHacmoswee épems nokazaHo, ymo awmumena K
2NUAOUHY MO2YM  NOAGNAMbCA Y NAYUEHMO8 C BOCHANUMENbHLIMU — 3A001e8aHUAMU

KUWEYHUKA, PAa3TUYHbIMU 8APUAHMAMU NUWesol artepauu u op. Beudy nedocmamounotu

14



cneyuguuHoCmMu Memooa, a Makice HU3KOU NPOSHOCMUYECKOU YEHHOCNU NONOHCUMETIbHBIX
U ompuyamenbHulX pe3yiomamos, onpeodenenue yposHs AGA 6 Hacmoswee 6pems He
PEeKOMeHOyemcsi 8 KOMNIeKCe OUASHOCMUYECKUX Meponpusmuii npu nooo3peHuu Ha

yeauaxkuro.

Pexomenyercs onpesenenne aHTUTEN K IeaMUIMPOBAHHBIM TMeNTHaaM rauaansa [1,2,5,6]
(Cuna pexomenaanuii — 1; 10cTOBEePHOCTH 10Ka3aTeNbCTB — B)

KommenTapuu: 6onee cneyuguunvim mapkepom yeauaxuu, no cpasuenuro ¢ AGA, mozym
Obimb  aumumena K 0eamMuouposaHuviM nenmudam eauaouna (aDPG). Anmumena kK
0eamMuOupOBAHHbIM NENMUOAM 2AUAOUHA NO YYBCMBUMENbHOCMU U CHeYyUuuuHOCmU He
npesocxooam anti-tTG u EMA (1B). [na oemeu maaowe 2 nem onpedeieHue anmumen K
MKAHe8oU K MKAHEeBOU MPAHCIYMAMUHAZE OOJIICHO COYemamuvCs C OnpeoeneHuem

anmumer K 0eamuoupoB8aHHbIM NENMUOAM 2IUAOUHA.

PexomenmyeTcst mpoBeieHue CKPUHUHTOBBIX CEPOJIOTHYECKUX MCCICTOBAHUN MAICHTaM C
ayTOUMMYHHBIMH ¥ DHJIOKPUHOJOTHYCCKUMHU 3a00JICBAHUSIMH, TaK KaK OHH BXOJAT B
IPYIIY pUcKa 10 pa3BUTHUIO Lenuakui [1,2].

(Cuna pexomenganuu 1; ypoBeHb 10Ka3aTeJIbCTB A).

KommenTapuii: Cseoegpemennoe 6visignenue yeruakuu u HazHayeHue 6e32110meH080ll
Oouemvl ModHcem npeoomepamums KaK npocpeccupo8anue OCHOBHO20 3a0071e8aHUs, MaK u
passumue mANCeNbIX HeoOpPamuMbIX OCIONCHEHUU yYenuaxKuuy, exmodas T-Kiemounyro
aumpomy u opyeue 8uobl 310KA4ECMBEHHbIX HOBO0OPA308aAHUL (A0EHOKAPYUHOMA HCeNYyOKA

U KUUEeYHUKA, CKBAMO3HBIU PAK NULLe800a).

PexoMeHI0BaHO MPOBEIECHHE CEPOJIOTUUECKON JUArHOCTUKH BCEM NMAllMEHTaM IPOBOJIUTH
0 Ha3HayeHUs JedeOHOW aueTsl Ha ¢oHEe YHOTpeOnIeHUsT OOBIYHOTO KOJIMYECTBA
TJIFOTEHCOACPKAITMX MPOAYKTOB. OrpaHnyeHue WIM HCKIIOYCHUE TIIIOTEHA B paIlMoHE
MOXET TMPUBECTH K OBICTPOMY CHIDKCHHMIO TUTpA CHEHU(UUYSCKUX AHTHUTEI, YTO CIEeIaeT
JTATBHEHIINI AUArHOCTUYCCKUN MOUCK 3aTPYAHUTEIBHBIM, a2 MHOT/Ia U HEBO3MOXKHBIM [ 1].

(Cuna pexomenaanuu 1; ypoBeHb 10Ka3aTeabCTB A).

PexomennoBaHo nmpoBeieHNE TEHETHIECKOTO uccienoBanus [1-4,9].

(Cuna pexomenaanuii — 1; 10cTOBEepHOCTH 10Ka3aTeNbCTB — B)

Kommenrapuu: [enemuueckoe ucciedoganue npeononazaem onpeoeieHue HAIUdus y

nayuenma xapakmepuwvix annened HLA-DQ2/DQS. HLA-DQ?2 eemepodumep Kooupyemcs 6

yuc-konueypayuu HLA-DR3-DQA1*0501 DQOBI1*0201, 6 mpanc-xougueypayuu HLA-

DRI11-DQAI1*505 DQBI*0301; DR7 — DQAI1*0201 DQOBI*0202; DQ8 — ecemepooumep
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kooupyemcs DQAI*0301 DQBI1*0302. Ompuyamenvhvie pe3yibmamvl 2eHemuiecKko2o
MUNUPOBAHUSL  UMEIOM  BbICOKYIO NPOSHOCMUYECKVIO YEHHOCMb, NO360JI85 UCKIIOYUND
yenuaxuro. Hanuuue oamnvix cannomunos y 30% 300po6oco Hacenenus He NO360Jisem
UCNONb308aMb OAHHOE UCCNIe008aHUe 8 KAYeCmEe CKPUHUH208020 Memood U He SA6IAEnCsl
OCHOBaHUeM Ol NOCMAaHosku ouazroza yeauakuu. HLA-DQ2/DQS8 eenomunuposarnue
O0JIICHO UCNONL308AMbCS OISl UCKIIOUEHUS YeNUaKuu, neped NPUHAMUeM peueHus o
HeoOxX00uMocmu npogedeHuUs: 2II0MeH080U Hazpy3Ku. | enemuyeckoe munuposanue moxcem
ObIMb UCNONBL30BAHO OJIL UCKTIOUEHUS OUACHO3A YETUAKUU 6 CILONCHBIX OUACHOCTUYECKUX
cayyasx. Llennocms ceHemuyeckux mMapkepog npu dmom Onpeoeisiemcs: mem, Ymo OHU He
3a8UCAmM OM MO20, HAXOOUMCSL U NAYUEHM 8 MOMEHM UCCe008aHUs HA 0e32110MeH0801

oueme uiu Hem.

2.4 UHCTPpYMEHTAJILHAS JUATHOCTHKA

PexomennoBano nposenenue »3odaroractpoayoaenockorun (AU C) [1-4, 7,8].

(Cuna pexomenganuii — 1; 10CTOBEpPHOCTH 10KA3aTEJILCTB — A)

KommenTapumu:  3anooospums  yenuakuro  npu  npoedeHul  IHOOCKONUYECKO2O
UCCE008AHUSL MOICHO HA OCHOBAHUU MAKUX MAKPOCKONUYECKUX NPUSHAKOS, KAK VIJIOUjeHUue
UMY UCYE3HOBEeHUe YUPKVIAPHBIX CKIA0OK CAUBUCMOU O08eHAOYAMUNEPCIHOU  KUWKU,
nosieleHue  NONEPeyHOU  UCYEPUEHHOCMU  CKIA0OK,  AYeucmoz0  pPUCYHKA — UIU

MUKPOHOOVIAPHOU CIMPYKMYPbl cu3ucmot (puc. 3).

Hopamanssas Wcuesnosenue Tlenepeunan SuencTeli pucyror MukpoHogynapran
CIPYRTYPQ HMPKY NADHLIX HECUSPUEHHOCTY CAMIMCTON CTPYKTYpQ
CHVIMCTOR CRAGNOK CENODOK {Spada C., 2008) CAMIUCTOM

(Spada C., 2008) (Spada (., 2008)
Puc. 3 - Dunockonuyeckue Npu3HaKyU LEeTUaKun
OO0HaKo, MAKpocKonuyeckas Kapmuha CAu3UCmou Mojcem ocmaeamvcsi HOPMAIbHOU, 4Mo
He Nno360J5Aem UCNONb308aMb IHOOCKONUYECKOe UCCIe008aHUe 6 Kaiecmee OCHOBHO20
ouaenocmuyecko2o memooa. Ilosvicums OuacHOCMUYECKyl0 YeHHOCMb IHOOCKONUU )
nayuenmos ¢ yeauakuell Cmano 603MOMCHbIM C UCHOIb30BAHUEM COBDEMEHHBIX YHOOCKONOS,
UMEIOWUX  BbICOKYIO pA3Peulaiowyro  CnoOCOOHOCMb, A makdxice nymem npUMeHeHUs.

LLMMepCMOHHOL? MexXHuKu susyaiusayuu 60pCUHOK CIUBUCMOU — KOHd)OKaJZbHOIZ SHOOCKONUU.
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e PexomeH0BaHO npoBeaeHrne Mopdooruueckoit nuarnoctuku [1-4, 7,8].
(Cuna pexoMeHnaanuii — 1; 10cTOBEPHOCTH 10KA3aTENbCTB — A)
KomMmeHTapuu: 011 nocmaHo8ku OuacHo3a yeauakuu MNoN0HCUMENbHbIE Pe3)Ibmanmbl
CepoNocUYECKO20 uccne0o8anus 007IHCHBI NOOKpenisimsvcs pe3yibmamamu
2UCMONIO2UYECKO20 UCCIe008AHUSI OUONMAMO8 CIUSUCMOU 000I04YKU MOHKOU KuwiKu. J{ns
BbINOJIHEHUS Ka4yecmeeHHo20 Mopgonozuuecko2o uccnedo8anus 8 xo0e
a3o¢hacoeacmpodyooenockonuu (A1 J[C) neobxooumo npouzgecmu 3a60p, Kax MuHumym, 4
ouonmamos u3 JYKOBUYbL U HUCXOOAWE20 Omoeid 08eHAOYAMUNepCmuou KUWKU,
VUUMBIBAsl, YMO NOBPEHCOCHUE CAUUCMOU NPU YETUAKUU MOXHCEM HOCUMb HEeOOHOPOOHbI
xapakmep, a 6 psoe ciyuaes ampoghuyecKue uzmMeHenus Haba0ames Moabko 8 JYKOGUYe
08eHaoyamunepCmHou KUWKU.
Ilposedenue mopgonocuueckoeo ucciedo8anus OOJHCHO NPOUCXO0UMb HA  pone
ynompeoaeHus O00bIYHO20 KOAUYeCmeda 2I0MmeHCcooepscayux npoodykmos. Hckiouenue
2NIOMeHa U3 payuoHa Modcem Hnpueecmu K ObICMPOMY 60CCMAHOBIEHUIO HOPMATLHOU
CMPYKMYypbl CIUZUCMOL 000I0YKU, 4MO coelaem Mop@osocudeckoe NnoOmeepHCoeHue
yenuaxkuu 3ampyoHumenbHulM, d UH020A U HEGO3MONHCHBIM).
Komnnexc mopgonocuueckux uzmenenuti causucmor MOHKOU KUWIKY, CEOUCMBEHHbIX
yenuaxkuu, KIoYaem: yeeauieHue Koau4ecmaea Melconumenuanvhslx aumgpoyumos (MIJI),
PA3IUYHYIO cmeneHb ampoguu 60pCUHOK U 2UNEPRAASUIO KDUNM.
B nacmoswee e6pema Ons  namomopghonocuueckou  OUASHOCMUKU — UCHONb3Yemcs
Kknaccuguxayusi cmeneneu sumeponamuu no M.N. Marsh (1992), 6 coomeemcmeuu c
komopoti  ewvidensaiom 3  muna nospedxcoenuti COTK: 1 mun (Marsh 1) -
«ungunompamusnsviiiy, 2 mun (Marsh 2) - «eunepniacmuueckuiiy u 3 mun (Marsh 3) -

«0ecmpykmusHwiily (puc. 4).

Marsh 1 Marsh 2 Marsh 3
UHPUNLTPATUBHBIN ryunepniacTHiecKii ASCTPYRTUBHLLIA

Puc. 4 - Tunsl noBpexIeHUs CIU3UCTOM 110 Kiaccudukaruu Marsh M. (1992)

B 1999 200y Oberhuber G. npeonoxcun moougpuxayuro kraccuguxayuu Marsh, ykazae na

HE0OX00UMOCMb  onpeodenenus: KOAUYeCmea MeNCONUMENUANbHbIX — AUMPOYumos (8
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nepecueme Ha 100 >numenuanvHbiX KIemMoK), a makdce 6vloeleHuss 3 cmenenetl
ampoguueckux — usmenenu. I ucmonocuueckas kiaccuguxayus Marsh-Oberhuber
UCNONb3YeMCsL 8 OUACHOCIUKE YeTUaKul 00 HACMOoswWe20 8pemMenu U eKkdaem 6 cebs 5

munos nogpexcoenuit COTK (mabn. 4, puc. 5).

Tab6amnua 4 -
I'ucronorudeckas kinaccudukanus nenmakuu Marsh-Oberhuber (1999)
Tum 0 Tum 1 Turm 2 Tum 3a Tum 38 Tum 3¢
MOJI <40 >40 >40 >40 >40 >40
Kpunts HOpMa | HoOpMa TUIEPTPOPUS runepTpodus | runeprpodus | runepTpodus
Bopcunku | HOpMma | HOpMma HOpMa yMepeHHas BBIP@KECHHAsE | OTCYTCTBYIOT
arpodus arpodus

Hopma Marsh 1 Marsh 2
ysenmueHue FUREPTAGIMA KPUAT
sKoauuecrsa M3 {E Pilozzi, 2010)

{E Pilozzi, 2010}
. b

Marsh 3A Marsh 3B Marsh 3C

YMEPESHHOA QTRa PMA BHIPAKEHHAR QTPOPUS OTCYTCTBUER BOPCUHOK
{E Pilozzi, 2010) {E Pilozzi, 2010) {E Pilozzi, 2010)

Puc. 5 - I'ucronornyeckas kinaccudurarus nenmvakuu Marsh-Oberhuber

Buisenenue npu muxpockonuueckom uccinedosanuu 2, 34A-C munos noepexicoenus, a611emcs
00CMAmMOYHbIM OCHOBAHUEM O/ OUACHOCMUKU YeTUAKUU Y Cepono3UmMUEHuIX NAYUeHmOos,
oaoice npu OMCYMCMEUU y HUX KIUHUYECKUX NPOsAGIeHUll 3a001e6aHUsl.

Buisignenue npu c6emosoti MUKpOCKORUU NOBIULEHHO2O KOAUYECTNBA MEeHCINUMENUATbHBIX
aumepoyumos (mun 1 no Marsh-Oberhuber) ne mooxcem cayscums ocHosanuem OJis
ouazHOCmuKy yemuakuu u mpedyem npogedeHuss OONOIHUMENbHbIX —UCCIeO08AHUL
(UMMYHOSUCIMOXUMULL), PEe3YTbIMAMbl KOMOPLIX OOJIMHCHbL PACYEHUBAMbCS 8 COBOKYNHOCIU C
KAUHUYECKOU KapmuHou 3a601e8anus, OaHHbIMU ceponocudeckux mecmog u HLA-

munuposeaHusl.
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Cnoowcnocmu  unmepnpemayuu Marsh I muna nogpexcoeHull cesa3aHbl ¢ meM, YMO
nosviuwenue xoauvecmea MOJI modcem ommeuamvbcs npu paziudHblX NAMOIO02UYECKUX
COCMOSHUAX, 8 YACMHOCMU: NpU NUWEBOU allepeuu, 8UPYCHBIX KUULEYHbIX UHDEKYUsIX,
NAMOIUO3E, AYMOUMMYHHBIX 3A001€6AHUAX, 80CNATUMENbHLIX 3A00/1e6AHUAX KUUWEYHUKA U
op. OmauyumenvHou 0cobeHHOCMbIO TUMPDOYUMO3a NpU YeruaKuu seisaemcs mo, Umo
OONLUUHCIBO KIeMOK Hecym Ha ceoell nogepxHocmu cneyuguueckuti T-xniemounwiii
peyenmop  (TCR  vyd). Oma  ocoberHOoCmb  UCNONL3YemMCcss  Npu  NPo8edeHUU
UMMYHOSUCMOXUMUYLECKO20 UCCLe008AHUS, NO360AI0UE20 ONpeoelums npeodaaoarouull
mun aumgpoyumos 6 COTK.

B 2012 2 Esponetickoe obujecmso neduampuueckol 2acmpodIHmepoiocuu, 2enamoiocuu u
nympuyuonocuu (ESPGHAN) npeonoscuno Hovlil ancopumm OUACHOCMUKU YETUAKUU Y
Odemeti, KOMOpbli NO360J5lem 6 psde Clyyaed YCmamoeumsv OUA2HO3 yeauakuu oe3
npogedenus Ouoncuu. Y Oemeii ¢ cumnmomamu, XapakmepHolMu O1s YeauaKuu, npu
OOHapyoiceHuy mumpoe aHmumesnl K MKAHe8oU mpancenymamunase oOonee 10 Hopm,
NOJIONCUMENILHBIX aHmMumen K dH0omuzuio u Haauyuu eaniomunoe HLA DQ2 u/unu DQS
ouacHo3 Mmodxcem ObIMb NOOMEEPHCOEH 0e3 NpoBedeHUs 2acmpoCKOnuu u ouoncuu
(IIpunooicenue 1'2). [{na 6eccumnmomHulx nayueHmos uz 2pynn pucka npeoiazaemcs opy2ou

aneopumm OUAeHOCMUKY, KIYarowull ooszamenvhyto ouoncuio (Ilpunosxcenue I3) [2].

2.5 Unass AMarHocTukKa

PekoMeHyeTcss TIpoBeIeHHE ITPOBOKAIMOHHOTO TecTa (Harpy3ka TJIFOTCHOM) JCTSIM,
KOTOpPHIM ObUTa Havata OE3TJIIOTEHOBAsl JWETa TPU OTCYTCTBHH CEPOJIOTHYECKOTO H
MOP(OJIOTHIECKOTO TTOATBEPIKICHUS WA B COMHHUTEIBHBIX cirydasx [1].

(Cuna pexoMeHaanuii — 2 10CTOBEPHOCTH 10Ka3aTebCTB — C)

KommenTapumu: na npakmuke npuxooumcs cmaikugamvpCs ¢ NAYUeHMAMU, KOMOPbIM
bezenomenogas  Ouema Ovlia  HAuama NpU  OMCYMCMBUU  CEPOTIOSUYECKO20 U
MOpPGon02ULecKo20 NOOMEEPHCOCHUS, UNU  Pe3VIbmamvl NePeUUHo20  00C1e008aHUs
NO360JIAIOM  YCOMHUMbCA 8 NPABUILHOCU OUuaeHo3d. B makux cnyyasx evinonnenue
Hacpy3Ku 2NIOMEHOM ABIAEMCs eOUHCMBEHHbIM CHOCOOOM epudpuyuposams OUACHO3.
Ileped npogedenuem Hazpy3Ku yenecooOPazHo NPOBeOeHUe 2eHeMmuUYecKko20 UCCIe008aHUS —
ompuyamenvHble pe3yIbmamvl mecma O0enarm HeGO3IMONCHbIM pa3eumue YeauaKuu u
UCKTIOYAIOm Heo0X00UMOCMb Npo8edeHuUss NposoKayuu. Beinoinenue nposoKayuoHHo2o
mecma mpebyem 0033amenbH020 NPOBEOeHUs. 08YX IHOOCKONUYECKUX UCCe008AHULL C
3abopom buoncuii: nepgoe — Ha (hoHe Oe32NIOMEHOB0U Ouemvl, 8Mopoe — NPU NOosABIeHUU

KIUHU4YeCKUx CUMNMOMOE6 3abonesanus Ha ¢OH€ ynompe@zeHuﬂ 6 nuwyy
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2nromencooepIcamux npooyKmos unu uepez 6 mecsayee npu OmMcymcmeuu NpUHAKo8
peyuousa 3abonesanus. Haepy3ky eniomeHom peKxomMeHOYIom nposooums, NoOCbINAs
2NIIOMEHO0BbI NOPOULOK 6 NUWy U He 0asamv NayueHmy NUeHUYHO20 Xaeba (neueHvs,
8bINEYKY), MAK KAK, 8 Clyuae noOmeepiHcOeHus OuasHo3a Yeruakuu, no8MopHo 3anpemums
ynompeobneHue 3mux npooykmoe pebenky 0yodem ouenb mpyoHo. Edxceoumesnas ooza npu
npogedeHul nposoKayuu 00axcHa b6vimov ne menee 10 2 enromena, ymo coomsemcmesyem 150
e myku unu 200 e nwenuunoeo xneda. Ilopowok enromena 8 pOCCUNCKUX YCAOBUSX
HeodoCmyneH, NO3MOMY 8 HAUUX YCIIOBUSX Mbl pEeKOMeHOyeM 0a8amb NAYUeHmy exnceoOHe8Ho
1 nopyuro (npumepno 250 2) mannou kawu uiu eepmuwenu. Eciu duoncus, nposedennas
yepes 6 Mmecayes ynompeOnenus 2NI0MeHA He  BblAGNAem  HUKAKUX — U3SMEeHeHUl,
Mopghonocuieckoe uUcciedo8anue HeoOX00UMo NOBMOpumsv cnycms 2 200a Oom HAyald
Hazpy3ku emomenom. Eciau cmpykmyphnvle usmenenus ciusucmou u K dmMOMYy 6pemMeHu
OmMCcymcmeyiom, peKoMeHOO8aHO OuHamuyeckoe HaOIo0eHue 3a NayueHmamu C
npogeoeHueM IHOOCKONUYUECKO20 UCCNe008aHUs NpU  NOAGNEHUU CUMNIMOMOS  UIU

NnO6bIIERUU YPOBHA AHMUmMe]l 6 Cbl6OPOMKe KpOGU.

2.6 lnddepenunanbHas IMATHOCTHKA

1. 3abonesanus, nposasuarOWUecs CUHOPOMOM MalbabCOpOYUU: MYKOBUCYUOO3, CUHOPOM
Llsaxmana-/[atimonoa, HeOOCMAMOYHOCMb NAHKPEAMU4eCcKou JUunasvl, ayMOUMMYHHAS
SHMEPONaAmusl, 8PONCOEHHAST MUMPAHSUOIKMAZUA KUweuHuka (cunopom Banvomana), a-
bema-runonpomeunemust, HeOOCMAMOYHOCHb MPUNCUH-IHMEPOKUHAZDL.

2. 3aoepocka pocma u pazsumus pedOeHKa: 2uno@u3apHulli HAHU3M, CUHOPOMATbHbIE HOPMbI
HU3KOPOCIIOCMU.

3. l'acmpounmecmunanvuas gopma nuwjegou ariepeuu K nueHuye.

3. Jleuenue

3.1 KoncepBaTuBHOE JeYeHHUE

Eouncmeennvim memooom nevenus yeauakuu u npod)uﬂakmuku ee OCIOJICHEeHUl 8

Hacmosnuiee 6pemst A6AAemcs cmpocasil NOHCUSHEHRHAA bezenomenosas ouema.

e Crporas 0e3rII0TeHOBAs UeTa PEKOMEHAYETCS KaK CUMITOMHBIM
(Cuna pexoMenaanuu 1; ypoBeHb 10Ka3aTENbCTB A),
TaK ¥ 6ecCUMNTOMHBIM manuerTam [ 1-4,10].

(Cuna pexoMeHaanum 2; ypoBeHb goka3areabcTB C).
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e BriroueHne OYMIICHHOTO OBCa B TUETY OOJILHOMY IETTHAKHEH PEKOMEHIYETCS MPOBOIUTH
MO/ CTPOruM KoHTpoJiem[1].

(Cuna pexomenaanum 1; ypoBeHb j10Kka3aTeabCcTB B).

e BoJbHBIM HEeTHaKueid peKOMEHAYEeTC sl HAOMIOACHNE U JICUCHHE JJUETOJIOTa, UMEIOIIETO OIIBIT
BEJICHUSI TaHHOTO 3a00meBanus [1].
(Cuna pexomenaanuu 1; ypoBenb q10ka3ateibcTB B).
KomMmeHTapuu: 6 ocnoge d1uMuHAyUOHHOU OUemomepanuu 1exiCum nojaHoe UCKIoYeHue u3
PAyuoHa NUMAHUsi NPOOYKMOS, COOEPHCAWUX 2OMeH UlU e2o caedvl. [IpuHyunuaivHo
BAJICHBIM SBNIAACMCS OMKA3 OM YNOMpeOieHUsi He MONbKO mexX NpoOyKmos, Komopbie
cooepxcam — «ABHbIUY 2NomeH  (X1eb, X1eb00yiouHble U KOHOUmepcKue uU30enus,
MAKApOHHble U30eNUs], NUIeHUYHA/MAHHASA, AYHe8as/neprosas Kpynsl, Oyi2yp, Kyc-K)cC,
nonba, cnenvma, Mpumuxaie, KAMym), HO U mMeX, KOMopbvle CO0epiHcaAm «CKPbIMbliy
2NIOMeH, KOMOPbLUL UCNOIb3YemCs 8 Kauecmeae nuyedoll 000aeKu 8 npoyecce npou3800Cmad
(IIpunoowcenue I'l).
P50 nenuwesvix npodykmoe, komopvie mMo2ym nonaoams 8 OpeaHusM 4ei08eKd, Mocym
MAaKice cooepHcams 20meH, 4mo ciedyem Yyuumsléams 6 NO8CeOHesHOou xHcuztu. K makum
NPOOYKmMam OMHOCAMCS Klell HA NOYMOBbIX MAPKAX U KOHBEPMAX, HeKOmopvle cOpma
KOCMemuKu, 8 m.4. 2yOHOU nomaobl, HeKOMopvle copma 3yOHOU nacmul u Op.
Jlexapcmeennvie npenapamel makdice MO2Ym CO0epicamyv 2aomeH, 8 m.y. mabiemku,
noKpvimbie 00010YKO.
Cocmas payuona 601bHO2O Yeruaxkuell 3a8UCUm Om 803PACMA, MANCECMU COCMOAHUSL U
nepuooa 3a00ne6anus U CMPOUMCAs HA OCHOBAHUU OOWUX NPUHYUNOG: VeleBOOHbIl
KOMNOHEHM COCMABIAIOM 3a C4em NepeHOCUMbIX Kpyn, Kapmogens, 600608vix, osousell,
dpyKkmos, 51200, 6enNK08blU U HCUPOBOU — 30 CHem MACA, AUY, pblObl, MOJOYHBIX NPOOYKIMOS,

pacmumeilibHo2c0 U CAUB0OHYHO20 Macéll.

e [laruentam cC  «nmomenyuanvHou  yenuakueuwy  (HaJIUYUE  TIOBBIIMICHHOTO  YPOBHS
CHeU(PUUECKUX AaHTUTEI M XapaKTePHBIX TE€HETUYECKUX MAapKEpOB IpPU HOPMAIbHOM
ctpyktype COTK) npu OTCYTCTBUM KIMHUYECKUX CHUMIITOMOB PEKOMEHIYEeTCsl He
Ha3HayaTh OE3MVIIOTEHOBYIO JMETy, HO MpPOJOJDKUTh HAONIOEHUEe, C IPOBEIECHUEM
MIOBTOPHOM OMOTICHH B Cily4ae MOSIBJICHUS CUMIITOMATUKH [ 1-4].

(Cuna pexoMenaunu 2; ypoBeHb J0ka3zarejberB C).

e B poccuiickux ycloBUSX PEKOMEHAYETCSI UCKIIFOUEHUE OBCa U3 IUEThl OOJIbHBIX IIeJIMaKUEH.

(Cuna pexoMeHaanuu 2; ypoBenb qoka3areibceTB C).
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KommenTapmii: Bonpoc o moxcuunocmu o6ca 0151 OONbHbIX yeauaxkuel 0cmaemcs
omkpuimeim. Haubonee pacnpocmpaneno muenue, umo aeeHUHbl 08CA He MOKCUYHDL,
OOHAKO O08CAHAS KPYNA 4ACMO KOHMAMUHUPOBAHA NPUMECAMU OpYeUX 31aK08, 0COOEHHO

nuwenuywl|1].

Jis  nutaHus  OOJIBHBIX C  LEJIMaKuell  PEeKOMEHAYIOTCS  CleHHaIu3UpPOBAHHbIE
OE3TJIIOTEHOBBIE MPOJYKThI-3aMEHUTENHN XJI€000YIOUHBIX, MAaKapOHHBIX M KOHAUTEPCKUX
u3nenuil. PekoMeHj0BaHHbIE MpUEMIIEMbIE YPOBHH IUIIOTEHA cocTaBiisitoT <20 ppm* (20
MI/KT ToTOBOTO Ipoaykra) [1,10,11].

(Cuna pexomenaanuu 1; ypoBenb 10ka3atebcTB B).

PexomennoBana koppekius AepuuTHeIX cocTostaui [1,10,12].

(Cuna pexomenaanuu 1; ypoBeHb 10Ka3aTeAbCTB A).

KommeHnTapuu: neobxooumo yyumwvieams Hanuuue 6MOPUUHBIX HAPYUIEHUL CO CHOPOHbI
opeanos u cucmem U OeUUUMHBIX COCMOSHUL, KOMOpble MO2ym nompedosams
cneyuanu3supo8aHHO20 NUMAHUS.

s meuenuss akmueHo20 nepuooa Yeruaxkuu 8 paHHem OemcKOM 603pacme XapaKmepHul
8bIPAdCEHHble OUCnenmu4ecKue paccmpoucmea U HAPYWEHUss 68 COCMOSHUU NUMAHUS,
8N10Mb 00 OUCMPOpuu.

Ilpu msaowcenoii cunompoghuu Heobxo0UMo yuumseieams maxue @Gaxmopwvl, KaK pe3Kas
AHOPEKCUSl, CHUCEHHAsl MOLEePAHMHOCIb K NUuesblM Hazpyskam. Pebenky nepgozo 2ooa
JHCU3HU HA3Hauaemcs Ouema, cooepycawas 3—4 e oeaka u 130-150 xkan nma 1 ke
Gaxmuueckoti maccor mena. Ilumanue 6 axmusuyro cmaouro 3a001€6aHUs NPOBOOUMCS

CO2TIACHO NPUHYUNAM Ouemomepanuu oemeti ¢ 2unompoguetl.

[TpubnusurensHO y 2/3 neteil paHHEro Bo3pacTa ¢ LEeIHaKUel peKOMEHAyeTcs B aKTUBHOM
MEpUO/Ie HAPSY C TIIFOTEHOM PAacCMOTPETh BOIPOC 00 MCKIIFOYCHUH MOJIOYHBIX MPOTYKTOB
u cmeceit [1,10,12].

(Cuna pexomenganuu 1; ypoBens goka3atebcTs C.).

KommenTapuu: cocmosinue u nposedenue ouemomepanuu ) OONbHbIX Yeauakueu 6
AKMUBHOM Nepuooe OCIONCHAEM MAKdHCce 4acmoe pa3sumue MHOMCECMEEHHOU NUYesol
Henepenocumocmu. Haubonee wacmo smo — emopuunas 1aKkmaszHas HeOOCMAmMoO4HOCHIb
(75%), cencubunuzayus x dbeakam Kopogveeo monoxa (72%), nepedko — cencuburuzayus K
Opy2UM NUWE8bIM NPOMEUHAM — pUcy, banawny, beakam KypuHo2o atya u np.

3amenoii MONOUHBIM NPOOYKMAM MO2YM CAVYHCUMb CHEYUATUIUPOBAHHbIE CMECU HA OCHOBE

6blCOKO ZI/IOPOJZI/L?OGCZHHbZX benxos c BKJll0YeHuem 68 JfCMPOBOﬁ KOMNOHEHM

22



cpeoneyenoueynvix mpueauyepuoos: Hympunax Ilenmuou CLT (Huganpum); Anghape
(Hecmne); Hympuno Ilenmu I'acmpo (Hympuyus), y oemeii cmapuwe 1 2ooa — Ilenmamen
IOnuop (Hecmne). Oouaxo ucnonvzosaunue YKA3AHHLIX NPOOYKMOG MOdCem Obimb
O02PDAHUYEHHO ) OONbHBIX CO CHUICEHHbIM ANnemumom, 6cie0cmeue chneyupuieckux

opzanoenmuiyecKux CBOILICME MaKux cmeceu.

PexomennoBana MeMKaMeHTO3Has TEPAIKS BHICOKOAKTUBHBIMH MUKPOKAIICYJIMPOBAHHBIMH
HaHKpeaTHIeCKuMH epMenTamu (mankpeatun™ ) [1].

(Cuna pexoMeHaanum 2; ypoBeHb goka3areabcTB C).

KomMmeHnTapuu: meoukamenmosnas mepanus npu yeauakuu HOCUM BCNOMO2AMeNbHbll
Xxapakmep, HO 8 psle clyuaes modxcem OblMb HCUSHEHHO HeoOXo0umol. B ocnosHom oua
HAanpaenena Ha KOppeKyuro Memaoonudeckux Hapyulenut, pa3zeusuiuxcs Ha ghone cuHopoma
manvabcopoyuu. Koppexyus npoyeccoé nepesapusanusi npo8oOUMCs HASHAYEHUEM
npenapamos 8blCOKOAKMUBHBIX MUKPOKANCYTUPOBAHHBIX NAHKPeAMU4eckux ¢epmenmos
(nankpeamur™*). Joza npenapama onpedensiemcsi 603pacmom pebenKd, Xapakmepom
numManus u 8vipadcenHocmoio cmeamopeu. Hauanvnasn 0osza mooscem cocmasnams 1000 ME
no nunaze Ha 1 ke maccel 6 cymku. Ha ¢hone evipasicennou ouapeu mo2ym HA3ZHAYAMbCA

a0copbeHmMbl-MyKOYUmMonpomeKmopbi.

He pekomenioBaHo npuMeHeHue jornepamuma™ ™ [1].

(Cuna pexomenaanum 1; ypoBenb gqoka3areabcTB C).

[Ipy HEOOXOOMMOCTH PEKOMEHIYeTCS TPOBEJCHUE KOPPEKIHMH HapYIICHUH KUIICYHOU
Mukpodopsi[1].

(Cuna pexoMeHaanum 2; ypoBeHb goka3ateabcTB C).

BonpHBIX ¢ BIIEpBBIE YCTAaHOBJICHHBIM JTUArHO30M IICJIMAKUHA PEKOMEHTyeTCsl 00CIeI0BaTh U
HA3HAYUTH JICYCHHEC B OTHOIICHWH Je(UIIMTOB MHKPOHYTPHCHTOB (Kelle3a, KaJbIlus,
(dhonmeBoit kucnoTel, BUTamuHa D, Buramuna Bi,) [1,10,12].

(Cuna pexoMeHaanum 2; ypoBeHnb qoka3areiabcTB C).

Kommenrtapuu: Ilpu owcenezooepuyumnotl amemuu HA3HAYAIOm npenapamsl dicenesd U
¢onuesoti kuciomwi. Ilpu Hapywenusx obmena Kanvyus (PAxXumonoooOHbIL CUHOPOM,
eunoKanbyuemuyeckue Ccyoopocu, OCmMeonenus) HA3HAYalom npenapamol Kaloyus U

sumamuna D.
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e [lpu HapymieHusix OEJIKOBOTO U  BOJHO-3JEKTPOJIUTHOIO OOMEHa pEeKOMEHIOBaHa
MIOCUHJIDOMHAsl  MapeHTepaibHas Koppekuuu. B Tsokenplx  cioywasix — Tpebyercs
KpaTKOBPEMEHHOE IPOBEICHHE NapeHTepaibHoro nuranus [1,10].

(Cuna pexoMeHaanum 2; ypoBeHb qoka3ateabcTB C).

e [IpumeHeHHEe TIIFOKOKOPTUKOUIHBIX MPENapaToB MpU IEIHAKUH PEKOMEHIIYETCs B CiIydyae
TSDKEJIOTO  TeueHus  3a00JieBaHUST € BBIPAKEHHOHW  OEIKOBO-IHEPreTHYECKOM
HEOCTATOYHOCTBIO M B  KAueCTBE 3aMECTUTEIBHOM  Tepamuu JUIsi  KOPPEKIIHH
HaJMOYeYHUKOBOM HepocTtatounoctu [1,10].

(Cuna pexoMeHaanum 2; ypoBeHb goka3ateabcTB C).

3.2 Xupyprudeckoe JedyeHue

He tpebyercs

4. PeaOnauranus

He tpebyercs

5. IlpodpunakTka U AUCNIAHCEPHOE HADIIOIEHIE

5.1 llpopuiaakruka

He pa3paborana.

e CymecTBOBaBIIME [0 TOCJIEIHEr0 BpPEMEHU NPEICTABJICHUS, YTO IPOJOJIKUTEIILHOE
Ipy/IHO€ BCKapMJIMBaHHE, BBEJCHUE TJIIOTEH-COJEPIKAIIEro NMPUKOPMA B MajbIX J103aX Ha
(oHE TPyIHOTO BCKapMIIMBAHUS B BO3PACTE «OKHA TOJIEPAHTHOCTH» (4-6 MecCAIEeB) WU
OTCPOUEHHOE BBEJCHHE TJIIOTEHAa CHMKAIOT YacTOTy BO3HMKHOBEHMSI LEJIHMAKHH,
ONpPOBEPrHYTO B XOJ€ psAAa MHOTOLUEHTPOBBIX PaHAOMHU3MPOBAHHBIX  ILIanebo-
KOHTPOJIMPYEMbIX HCCIeoBaHUM, B yacTHocTH, npoekra PreventCD [13] u mostomy He
PEKOMEHI0BAHO HCIIOJIb30BaTh JAHHBIE METOIUKH.

(Cuna pexoMeHAAIUM 2; YPOBEHb 10KA3aTEIbCTB A).

5.2 MOHUTOPHUHI COCTOSHUS NMAIMEHTOB C IeJHAKHEeH

layuenmam ¢ madxcenvimu nposAGLEHUAMU CUHOPOMA MaAlbabcopoyuu (8vipasiceHmbvie
cmenenu  6e1K080-IHEPLeMUYEcKol Hed0CMamoyHOCmy, HAPYULEHUsT 800HO-I1EeKMPOIUMHO20
00Mena) HyHCOaromces 8 20CHUMAIU3AYUL 8 CIMAYUOHAp 2acmpOIHMEPOTIO2ULecK020 Npouis Ol
npoGedeHUs. NOJHOU OUACHOCMUYECKOU NpO2pamMMbl, KOPPEeKYUuu MemadoIuyeckux HapyuieHul,

nposedeHUsT IHMEPAIbHO20/NAPEHMEPAIbHO20 NUMAHUS, N0000pa UHOUBUOYAILHO20 BAPUAHMA
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Oe3zenomeHo8ol  Ouemsl,  peabUIUMAYUOHHBIX — Meponpusmuil.  J{iumenibHOCMb — NePeUYHOU
2ocnumanuzayuu moxcem cocmasaame 14-21 oenv u bonee.

THayuenmam ¢ MAnOCUMRIMOMHBIM MeYeHUeM YeIUaKuu OUACHOCMUYEecKas npocpamma ¢
KOMNJIEKCOM mepanuu u OYyeHKou d¢hghexmusHocmu 6e32110meHo80t Ouemvl MOXHCem NPo8oOUMbCs
8  2ACMPOIHMEPONOSUHeCKOM — CmayuoHape /  OHeBHOM  cmayuoxape  (OIUMENbHOCMb
eocnumanuzayuu 7 — 14 onet).

Iayuenmam ¢ MOHOCUMNMOMHBIM/OECCUMNMOMHBIM ~MeYeHUeM YeTUaKuu KOMNILEKC
NepeUdHOU OUACHOCMUKU, NPU HATUYUU OUASHOCIUYECKUX 8o3modcHocmell (nposedenue I J]C,
ceponozuyeckasn ouacHocmuxa, HLA-munuposanue) modicem Ovimv ocyujecmeinen 8 amoy1amopHuIxX
yenosuax.  Takmuka — OUHAMUYECKO20 — HAONIOOEHUs — ONPeoelsiemcss — MANCeCmbl0  MeyeHus.

3a001e6aHUA.

5.3 IucnancepHoe HAQJII0AeHHE IPH VCTAHOBJICHHOM IHATHO3€E eJTUAKNHT

Cpox  HabnwoOeHus: nodcusHenHo. Beodenmue 6Oonbnoco  ocywecmensem — OemcKuil
2acmpOo3IHmMepoIoe U CepmupuyupO8aHHbvILL OUEMON0.

Kpamnocme nabniodenus: nocie ycmanogku OuazHo3a 6 medeHue nepeuvix 0syx nem — 1 pasz
6 6 mecayes, ¢ 3-c0 2oda HaONOOeHUs NpU YCI08UU YCMAHOBNEHU CMOUKOU DEeMUCCUU U
PecYIAPHBIX OOCMAMOYHBIX 8eCOPOCMOBLIX NPUOAoOK — 1 pas 6 200.

Obcneoosanue 8 xo0e OUCNAHCEPHO20 HADNIOOEHUs. ONPOC, OCMOMp, USMepeHUue pocma u
Maccwvl, KONpocpamma, KiIUHUYecKoe UCCLe008aHue Kpogu, OUOXumMuieckoe ucciedosanue Kposu
(0bwuil  Oenok, neueHoumvle NPoOLI, 2N0K03A, Kaavyuu, Gocgop, icenezo, Xolecmepu,
mpuenuyepuowl); Y3U opeanos nuwesapenus u wyumoguoHotl dHceneswvl, y 0edouek cmapue 12 nem -
V3U opeanos manoco maza, OeHcumomempus — NOACHUYHO2O  Omoend  NO360HOYHUKA,
ceponoecuueckoe oobcnedosanue. Ilo noxasanuam nposooumcsa JIIJ[C ¢ ouoncuen COTK,
KOHCYIbMAyuu Cneyuaiucmos (IHOOKPUHON02d, CMOMAMON02d, O0Cmeonoed, NCUXonoed u np.).
Ceponoeuueckoe uccneoosanue (IgG, IgA, ammu-TTI, AGA) pexomenoyemcs nosmopsame
eAHCe200HO c yenbio 00beKMuUBHO20 KOHMPOJisL 3a cobnroodeHuem bIJl
Ouoockonuueckoe/cucmonocuyeckoe 00c1e008aHue NpPosOOUMCs: NpU NEPeoOM HOCMYNIEeHUU, 8
aKmusHoMm nepuooe 3abonesanus u uepez 12-18 mecayes nocie nepsoco 0bciedo8anus 6 ciydae
KAUHUYECKOU peMUCCUU, a makxice npu YXyouleHuu cocmosiHus OonvHoco. B cnyuae cmotikoi
pemuccuu npu VCMAHOBIeHHOM ouacHosze yenuaxkuu, nOOMEePHCOeHHOM
Mopghonocuuecku/eucmonocuiecku,  npogederue  nosmopuwix I J{C/ouoncuti  asensemcs

HeobOCHOBAHHBIM.
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L POI[CTBCHHI/IKaM ManueHTa pCKOMEHAYETCA IMPOBECTHU CEPOJIOTHYCCKOC MCCICIOBAHHEC, a4 B
CJIydac BBIABJICHHA IMOBBIIICHHBIX ypOBHeﬁ CHGHI/I(i)I/I‘IGCKI/IX AHTUTCII — IMPOBECTU TIOJTHEBIN

KOMIIJIEKC 06CH€I[OB3HI/I$I, BKJIIO4Yas S5HJOCKOIMMYCCKOEC U TNCTOJIOTMYCCKOEC NCCIICAOBaHMA.

e B KkauecTBe MPOTUBOPELMIUMBHOIO JIEYEHHUsS] PEKOMEHJIOBaHA [OXKM3HEHHasi cTporas
Oe3rJII0TeHOBAs IMeTa, SBJSIOUIASACS 3aJI0TOM HOPMaIM3alui CTPOEHUsI U QYHKIMUNA TOHKOM
KHUIIKHW, YCTPaHEHUs OOMEHHBIX HapylleHuM, oOecreueHuss HOPMalbHBIX TEMIIOB
¢u3nyecKkoro, ICHUXMYECKOIO0 U IOJIOBOTO pa3BUTHs peOeHka. JlomosHuTelbHOE

MEIMKAMEHTO3HOE JICUEHHUE ITPOBOJNUTCS 0 NHIMBUYAJIbHBIM [TOKA3aHUSIM.
e PexomeH10BaHO NMpoBeIeHNE MPOPUIAKTUUECKUX PUBUBOK B IIEPUO]T PEMUCCHUU.

e PexomeHayeTrcss MpPOBEJEHHE IMPOTUBOIMHEBMOKOKKOBOM  BaKIMHALIMKU B CBSI3U €
MOBBILIEHHBIM PUCKOM ITHEBMOKOKKOBBIX HH(pekuuii[11].
(Cuna pexoMeHaanuu 2; ypoBenb aqoka3areibcerB C).
Jlononnumenvhoe  mMeoukameHmosHoe —JiedeHue  Npoeooumcs NO  UHOUBUOYANbHBIM

NOKA3AaAHUAM.

6. lonosiHuTEe ILHAS MH(OPMALINSI, BIMSIONIAS HA TEYeHUE U UCXO/

3200J1eBaHUSA

6.1 Ucxoanl ¥ IPOTrHO3

[To3mHAs NMarHOCTUKA 3HAUUTEIbHO YBEJIUUYMBAET PUCK PA3BUTHS CEPbE3HBIX OCIIOKHEHUH,
TaKMX Kak 0ecIuioue, 0CTeoNnopo3, HEBPOJOTUYECKHE HAPYIIEHHSI U OHKOJIOTMYeCKHe 3a001eBaHUsI
(B yactHOoCTH, T-KJIETOUHOM TMM(POMBI TOHKON KHUIIKH). [Ipy cTporomM moxXu3HEHHOM COONIOACHUU
OE3rJII0TEHOBOM AMEThl MPOrHO3 OmaronpusTHbeId. [Ipu crporom coOmrogeHUH OE3TIII0TEHOBOM
IUeThl 0oJiee 5 JeT pUCK OHKOJIOTMUYECKUX 3a00JIeBaHUN MpUOIMKaeTcs K MOMyasquoHHOMY. Puck
BO3HMKHOBEHHUS ayTOMMMYHHBIX 3a0o0jieBaHMI (B OCOOEHHOCTH ayTOMMMYHHOI'O THUPEOUIUTA U
caxapHoro nuabera 1 TWIa) U OCTEONOPO3a OCTAETCS MOBBIIMICHHBIM, YTO HEOOXOAMMO YYUTHIBATH

IIPY TMCHIAHCEPHOM HaOIIOACHUU.
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Kpurtepuu kauecTBa OKa3aHUA MeIMIMHCKOH MOMOIIH JE€THAM C HeJTHaKHel
Tabauua 1 - Opraan3annoOHHO-TEXHUYECKUE YCIOBHS OKA3aHUS MEAUITTHCKON TTOMOIIIH.

CricnuajaIn3upoBaHHas, B TOM YHCJIC BBICOKOTCXHOJIOIrn4uHasd,

Buja MequIMHCKON MOMOIIHA
MeIUIMHCKAs ITOMOIIb

BospacrHas rpynna Hertu

YciaoBus oKkazaHus MeIUIMHCKOKH

TIOMOIIH CTaIlMOHAPHO, B THEBHOM CTaIlOHApE
dopMa oKkazaHUsA MeIUIMHCKOKR

p AHI IImanoBas
IOMOIIH

Tadumua 2 - Kputepuu kadecTBa OLEHKA MEAUIIUHCKON TOMOIIN

Ne| Kpurepuu kavyecrBa YpoBennb YpoBennb
AOCTOBEPHOCTH | YOCAUTEJBbHOCT
A0KA3aTeNbCTB | H
peKoMeHaanui
1 | BeImmosHEeHO onpeaiesieHue aHTUTEN K TKaHEBOU A 1
TpaHCrIyTaMUHa3€e IpU JUarHOCTHKE 3a00JI€BaHUS
2 | BeinosHeHa Mopdostorudaeckas JIMarHOCTHKA -1 A 1
TUCTOJIOTHYECKOE HCCIIEJOBaHHE OHONTATOB CIU3UCTOM
000JIOUKM TOHKOM KHIIKA C OINpeAeTCHUEM CTEHeHH
sHTeponatun 1o Marsh-Oberhuber npu ortcyrcTBUM
MPOTHUBONOKA3aHUI
3 | Ha3znauena noxusHeHHas O€3IJII0OTEHOBAs AUETA - TOJHOE | A 1
WUCKIIFOYEHWE M3  paluMoHa  IIUTaHus  IPOAYKTOB,
COJIepKAIIUX IIOTEH UM €T0 CJIEIb
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IIpunoxkenue Al. CocraB padoyeil rpynnbl

BapanoB A.A., akan. PAH, npodeccop, a.m.H., IIpencenarens Mcmonkoma Coroza menuatpoB

Poccun.

HamazoBa-bapanoBa JI.C., akag. PAH, mnpodeccop, n.m.H., 3amectutens llpencemarens

Ucnonkoma Coro3a neaunatpoB Poccun.

BopoBuk T.J. - 1.M.H., mpod., wien Ucnonkoma Coro3a neauatpos Poccun
3axapoBa U.H. - 1.m.1H., npod., wien Ucnonkoma Coroza neauatpoB Poccun
PocnaBueBa E.A. - x.M.H., wien Coro3a nequatpoB Poccun

IMoranoB A.C. - 1.M.H., ipo., wien Coro3a nenuarpo Poccun

Bymyesa T.B. — 1.M.H., wien Cotro3a neguatpoB Poccuu

3BonkoBa H.I'. — k.m.H., wien Coro3a neauarpoB Poccun

JAmurtpuena 0. A. - k.m.H., uneH Coro3a neauarpoB Poccun

Beabmep C.B. - 1.M.H., ipod.

XaBkun A.U. - 1.M.H., po.

PenoBa M.O. - 1.M.H., ipo.

Kopnuenko E.A. - 1.M.H., pod.

Myxuna FO.T'. - 1.M.H., ipod., unen Coro3a nenuatpoB Poccun

MauneBa E.b. - k.m.1., uien Coro3a nenuatpoB Poccun

Bummuena E.A. - x.M.H., unien Coro3a nequatpoB Poccun

Cenaumizsinosa JI.P. - x.m.H., wien Coro3a nequarpos Poccun

ABTOpBI NOATBEPKAAIT 0OTCYTCTBHE (PMHAHCOBOM MOAEPKKH/KOH(INKTA HHTEPECOoB.
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Ipunoxkenue A2. MeronoJiorusi pa3padoTKu KIMHUYECKUX PEKOMEeHAau i

LeneBasi aynuropusi JaHHbIX KJIMHUYECKUX PEKOMEHAALMIi:
1. Bpauu-neguarpsr;

Bpauun-racrposnreposnoru;

Bpauu o6mieli npakTHKu (ceMelHbIe Bpayun);

Hueronoru;

2

3

4

5. Bpaun ajuiepronoru-uMMyHOJIOTH;

6 Bpauu nerckue remaTtonory;

7 Crynentsl MenuuuHckux BY30B;

8 OO6yuaromuecs B OpJIMHATYpE U UHTEPHATYPE.

Metoabl, ucnojb3yemMble 1JIs1 cOOpa/cesleKIUN J0KA3aTeJbCTB: IIOUMCK B AJIEKTPOHHBIX
0a3ax JaHHBIX.

Onucanue MeTO/10B, HCNOJIb30BAHHBIX ISl OLIEHKH Ka4eCcTBA M CHJIbI J0KA3aTeJbCTB:
J0Ka3aTeNbHON 0a30il 1 peKoMeHJauui ABISIOTCA MyOnauKanuu, Boueamue B KoxpeitHoBckyro
oubnuoteky, 6a3er nanupix EMBASE, MEDLINE u PubMed. I'ny6una noucka - 8 ner.

MeTtoabl, HCNIOb30BaHHbIE JIS1 OLIEHKH Ka4ecTBa U CHJIbI J0KA3aTe/bCTB:

® KOHCEHCYC JKCIIEPTOB;

® OILICHKA 3HAYMMOCTH B COOTBETCTBUU C PEUTUHTOBON CXEMOIL.

MeTtoabl, HCTIOIb30BaHHbIE VI AHAJIN3A J0KA3aTebCTB:

e 0030pHI OITyOJTMKOBAaHHBIX METa-aHAIN30B;

e cucTeMaTH4eCKHe 0030pbl ¢ TaOIUIIaMU I0KA3aTEIbCTB.

Onucanue MeTOA0B, UCIIO0JIb30BAHHBIX /IJISl AHAJIN3A 10KA3aTeJIbCTB

I[Ipu orbope mnyOnukauui, Kak M[OTEHIMAIbHBIX HMCTOYHMKOB  JI0KA3aTEJIbCTB,
HCI0JIb30BaHHAs B KaX/I0M HCCIEA0BAHUN METOJOJIOTUS U3y4YaeTcs JUIsl TOTO, YTOObl yOeauThCs B
ee BaJIMAHOCTU. Pe3ynpTaT U3ydeHMsI BIMSIET HAa YPOBEHb J0KA3aTeNbCTB, IPHCBAUBAEMbIN
nyOnuKaluy, 4To B CBOIO O4Yepedb, BIMSIET HAa CHIy peKoMeHjnauui. Jlns MuHMMH3AIMU
MOTEHIMATBHBIX OLIMOOK Ka)XJ0€ HCCIIEJOBaHUE OLCHUBAJIOCH He3aBUCUMO. JIroOble paznuuus B
OlIEHKax oOCyXJajluch BCEH TpyHnoil aBTOpoB B MOJIHOM cocTtaBe. llpu HEBO3MOXKHOCTU
JOCTHKEHHS] KOHCEHCYCa MPUBJIEKAJICS HE3aBUCUMBIN IKCIEPT.

Tabauubl J0Ka3aTEJIBCTB: 3aI0JIHAINCH ABTOPAMU KIIMHAYECKUX PEKOMEHTAIN.

Mertoabl, HCHOIb30BaHHbIE s (OPMYJMPOBAHMS PeKOMEHJAlMil: KOHCEHCYC
9KCIIEPTOB.

Nuaukartopsl n1o6pokavectBeHHoi npakTuku (Good Practice Points — GPPs)
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Pekomennyemass noOpokauecTBEHHas NpaKkTHKa Oa3upyercs Ha KIMHUYECKOM OIIbITE
aBTOPOB pa3pabOTaHHBIX PEKOMEHIAIUH.

JKOHOMHUYECKHH aHaJM3. AHaIU3 CTOMMOCTM HE MPOBOAWICS U MNyOIMKAIUH IO
(hapMaKO3KOHOMUKE HE aHAJIN3UPOBAIUCH.

Metoa Banuganuu peKoMeH1auui

e BxenHsas skcrepTHas OIEHKa.

e BHYyTpeHHsIA KCIIEpTHAs OLIEHKA.

Onucanue MeToAa BaIuJallii peKoMeHAalui

Hacrosimue pekoMeHIanuu B  INpeABapUTEIbHOM BepcUM ObLIM  pELEH3UPOBAHBI
HE3aBHCHUMBIMU JKCIEPTaMHU, KOTOPBIX, TMPEXKIE BCEro, IMOMNPOCUIN MPOKOMMEHTHPOBATD,
HACKOJIBKO JOCTyNHA JiIsl I[OHUMAaHUS MHTEpIpeTalnusi J0Ka3aTesbCTB, JieXkallas B OCHOBE
pexomenaauuid. OT Bpayell NEPBUYHOTO 3BEHA MOJYYEHbl KOMMEHTApUHM B OTHOLIEHUU
JOXOTYMBOCTH U3JIOKEHUS JaHHBIX PEKOMEHJALMH, a TaKKe UX OL[EHKA BAXXKHOCTHU MpeJJlaraeMbIX
peKOMEeHAALNN, KaK MHCTPYMEHTAa MOBCEIHEBHOM NpakTHKU. Bce KoMMeHTapuu, MOIy4YeHHBIE OT
9KCIEPTOB, TUIATEIBHO CHCTEMATU3UPOBAINCH U OOCYXKJAIUCh 4jleHaMH paldouel TrpyIibl
(aBTOpamu pekomenaauuii). Kaxapiii myHKT oOcyxancs B OTACIbHOCTH.

KoHncynabTanus v 3KcnepTHas OLeHKA

[IpoexT pexomeHanuii ObLI PeLieH3UPOBAaH HE3aBUCUMBIMU 3KCIIEPTaMH, KOTOPBIX, MIPEKIE
BCEro, IIONPOCHUIM  INPOKOMMEHTHUPOBATh  JOXOJYMBOCTb M  TOYHOCTb  MHTEpIpETaIuu
J0Ka3aTeNbHOM 0a3bl, JIeXkallei B OCHOBE PEKOMEH IAIUH.

PabGouas rpynna

Jlyis OKOHYATENbHOM peJakUU M KOHTPOJS KauecTBa PEKOMEHJAIMH ObLIM IOBTOPHO
[IPOAHAJIU3UPOBAHBl WieHaMu pabodell Trpynmnbl, KOTOpblE MPHUILIM K 3aKIIOYEHHUIO, YTO BCE
3aMeyaHusi 1 KOMMEHTapHM SKCIEPTOB MPUHATHI BO BHUMAaHUE, PUCK CHUCTEMATUYECKUX OIIMOOK
IpH pa3paboTKe PEKOMEHIAUi CBEJEH K MUHUMYMY.

OcHoOBHbIE peKOMeHIaluH

Cuna pekoMenaanuii (1-2) Ha OCHOBaHUU COOTBETCTBYIOUIUX YPOBHEN Joka3aTenbeTB (A-C)
Y MHIUKATOPBI JoOpoKadecTBEHHOM mpakTuku (Tabdmn. 7) — good practice points (GPPs) npuBoasitcs
[P U3JI0)KEHUH TEKCTa PEKOMEHJAIHil.

Tab6umua I11 - Cxema 1715 OLIEHKH YPOBHSI peKOMeH1alui

Crenenn CootHomenue pucka u | Merozponoruueckoe kadecTBO | [losicHeHus 1o
AOCTOBEPHOCTH PEUMYILECTB HMMEIOIUXCS 10KA3aTEIbCTB [IPUMEHEHUIO
peKoMeH1anui pEeKOMeH Jauui
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1A [Tonb3a ordyerTnBo | HempoTuBopeunBbie noka3zatenbcTBa, | CuimbHas
CunbHas MpeBaTnupyeT HaJl | OCHOBaHHbBIE Ha XOpOIIO | PEeKOMEH IaIlusl,
pexoMeHaanus, pUCKaMU W 3aTpaTaMH, | BBIIIOJHEHHBIX PKU WM | KOTOpash  MOXET
OCHOBaHHAA Ha | 1100 HaobopoT HEOIPOBEP)KUMbIE  JI0Ka3aTeNbCTBA, | MCIONIb30BATHCS
JA0Ka3aTeJIbCTBAX MPEACTABIICHHBIE B KaKOH-MOO | B OOJIBIIMHCTBE
BbICOKOI'0 npyro# Gpopme. cllydaeB y
KayecTBa JanbHeiye uccneaoBanus Bpsa JIM | IPEUMYIIECTBEHH
W3MEHAT Hally YBEPEHHOCTh B | OrO KOJHWYECTBA
OOCHKEC COOTHOIICHUA IIO0Jb3bl H | ITAIIUCHTOB 663
pHCKa. KaKHX-T100
HU3MEHEHU I U
HCKJIIOYEHUM
1B ITonb3a oruernuBo | JlokazaTenbcTBa, OCHOBaHHBIC Ha | CubHas
CunbHas MpeBaTupyerT Han | pesynbrarax PKU, BBITTOMHEHHBIX C | peKOMEHIAITUs,
PEKOMEH Al s, puCkaMu H 3aTpaTaMM, | HCKOTOPbLIMHA OrpaHUYCHHUAMHA | IPUMCHCHUC
OCHOBaHHAA Ha | 1100 HaobopoT (TpoTHBOpEUNBEIC pE3yIaBTaTHI, | KOTOPOI
A0Ka3aTeJIbCTBAX METOJI0JIOTHYECKHe OIIUOKH, | BO3MOXKHO B
YMEpPEeHHOr o KOCBCHHBIC WJIM CIy4aiHble W T.I.), | OOJBIIMHCTBE
KayecTBa mb0 JpyruxX BECKHMX OCHOBAaHUSX. | CIydacB
HanbHeiiie wuccneaoBaHud (eciu
OHU TIPOBOJATCS), BEPOSTHO, OKAXKYT
BIIMAHHE Ha HaIly YBEPEHHOCTH B
OIC€HKEC COOTHOLICHUA IIOJBb3bI H
pUCKa M MOT'YT U3MEHHTH €€.
1C ITonn3a, BeposATHO, | [lokazaTtenscTBa, oOCHOBaHHBIE Ha | OTHOCHUTENHHO
CusibHast OyJer mpeBalupoBaTh | OOCEPBAlIMOHHBIX  HCCIICAOBAHMSX, | CHIIbHAS
pexoMeHaauus, HaJ BO3MOYKHBIMH | O€CCHCTEMHOM KJIMHHYECKOM OIIBITE, | PEKOMCHIAIINS,
OCHOBaHHAA Ha | pUCKaMHu M 3aTparamu, | pe3yabratax PKW, BBITTOMHEHHBIX C | KOTOpas  MOXET
JI0KAa3aTeJIbCTBAX 1100 HA000POT CYIIECTBEHHBIMU HEIOCTaTKaMHM. | OBITh ~ HM3MEHEHa
HHM3KOIr0 KayecTBa Jliobas OLICHKA a¢dexra | IpU  MOTYyYCHHUH
pacIieHHBaeTCs Kak HeolpeeNeHHas. | JOKa3aTeabCTB
0osice  BBICOKOTO
KauecTBa
2A ITonp3a comocraBuma ¢ | Hamexxubie JnokasarenbcTBa, | Crabas
Cnabas BO3MOXXHBIMH pPHUCKaMH | OCHOBaHHbBIE Ha XOpOIIIO | peKOMEHIalus.
pexoMeHIanus, U 3aTpaTaMHu BBIIOJIHEHHBIX PKI wm | Beibop
OCHOBaHHas Ha IIOATBEPKAECHHBIE JPYTUMU | HauIyduieu
J0Ka3aTe/IbCTBaX HEOIIPOBEPKUMBIMU TaHHBIMH. TaKTUKH  Oyzer
BbICOKOI'0 JanpHeiimye uccneaoBanus BpsAI JIM | 3aBHCETh oT
KayecTBa M3MEHAT HAIly YBEPEHHOCTh B | KIIMHHYECKOMN
OLCHKEC COOTHOWICHHWA II0JIb3bl W | CUTyalluu
pucKa. (0OCTOATENBCTR),
ImanueHTa 501050
COLMAJIBHBIX
HPEANOYTEHU.
2B ITonp3a comocraBuma c¢ | JlokazarenbcTBa, ocHOBaHHble Ha | Cioabas
Cnabas puckamMu u | pesynbratax PKU, BBIMONHEHHBIX C | pEKOMEHIAIusl.
PEKOMEH Al s, OCJIOXKHCHUAMU, OAHAKO | CYIICCTBEHHBIMU OrpaHN4YCHUAMU AJ'II)TepHaTI/IBHaH
OCHOBaHHAA Ha | B JTOM OIIGHKE eCTh | (IPOTHBOPEUNBHIC pe3yNbTaThl, | TAKTHKA B
A0Ka3aTeJIbCTBAX HEOIPEIEeNeHHOCTb. METOI0JIOTHYECKHe e eKThI, | ONMPeneIeHHbIX
YMEpPEeHHOr 0 KOCBEHHBIC WM CIIy4ailHbIC), WJIH | CUTyaIlusIx
Ka4yecTBa CHJIbHBIE JIOKA3aTeIbCTBA, | MOXKET  SIBUTHCS
MpEACTaBJICHHBIC B KaKOﬁ-HHGO JIISL HEKOTOPBIX
Ipyro# Gpopme. MaIMEHTOB
JanpHeiiie wuccneaoBaHud (€CTH | JIYUIINM
OHM TPOBOIATCS), CKOpEE BCEro, | BRIOOPOM.

OKaXyT BIUSITHHUC Ha Halry
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YBEPECHHOCTDL B OLICHKE COOTHOLICHUA
IMOJIb3bl U PHUCKAa U MOI'YyT U3MCHHTDH
€C.

2C

Cnaban
peKOMeHIaIusl,
OCHOBaHHAas
J0KA3aTeJIbCTBAX
HU3KOI0 Ka4ecTBa

Ha

Heoano3nauHOCTH B
OIIEHKE COOTHOIICHUS
MOJNIB3bI, PUCKOB U
OCIIO)KHEHHH;,  I0Jb3a
MOJKET OBITh
COIIOCTaBHMA c
BO3MOXHBIMH pI/ICKaMI/I
N OCJIIOXKHCHUSIMU.

JlokazaTenbCcTBAa, OCHOBaHHBIE Ha
00CEpBAIIMOHHBIX  HCCIICIOBAHUSIX,
0OEeCCHCTEMHOr0 KIIMHUYECKOI'O OIBITa
nm PKM ¢ cymecTBeHHBIMU
Hegocratkamu.  Jlobas  oreHka
a¢dekra paclieHUBaeTCs KaK
HEOIpeIeICHHAasL.

Ouenb cnabas
PEKOMEH Ialus;
aJbTEPHATUBHBIC
MOIXOJBl  MOTYT
OBITh
HCIONIL30BAHEl B
PaBHOM CTEIIEHH.

AKTyanu3anus JaHHBIX KIMHHUYECKUX PEKOMEHIAIUi OyneT MpOBOJAUTHCS HE pexe, YeM OJNH

pa3 B Tpu roxaa. [Ipunastue pemenus 06 oOHOBIEHNN OyA€T MPUHITO HA OCHOBAHUU MPEUIOKECHUN,

MNpEACTAaBJICHHBIX MCIUIIMHCKUMU HpO(beCCI/IOHa.]'H)HBIMI/I HCKOMMCPYCCKUMHU OpraHusanuiMm C

y‘{éTOM PE3YIbTATOB KOMIIJICKCHOM OLCHKH JICKAPCTBCHHBIX MPCIapaToB, MCAUITMHCKUX I/I3)IGJ'II/II71, a

TaK)Ke pe3y/IbTaTOB KIMHUYECKOU arnpoOaruu.
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IIpunoxkenue A3. CBsi3aHHBIE JOKYMEHTbI

[Ipuka3z MunucrepcTBa 3paBoOXpaHeHus U colMaibHOro pa3Butus PO ot 16 anpens 2012

r. N 3661 "O06 yrBepxkaenuu [lopsiaka okazaHust neAMATPUUECKON TOMOTITH"
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Ipuiaoxenue b. AJIropuT™M THATHOCTHUKH U JIEYEHH S LEJIHAKUHN Y TeTeH U

MOJAPOCTKOB

[TanueHT ¢ MOAO3pEeHNEM Ha LIETUAKUIO

A 4

Hunarnoctuka v

Nmerotcs
Ob6cnenoBaHue B
MTOKa3aHus K
amMOyITaTOPHBIX
TOCIIMTATU3aIIN
YCIIOBHUSAX
21 A v
HET Koncynpranms
O06cnenoBaHue B Juarnos CIIEIUATHNCTa
CTaIMoHAape NOATBEPKICH?
Koppexuus
JleyeHrne 1 MOHUTOPUPOBAHKE MAIIUEHTA Tepanuu
A 4
JA Tepanus HET
a¢dexTrBHA?
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Hpuiaoxenue B. Undopmanus 1151 NaLUEHTOB

[lenmakusi — 3TO TreHeTHYECKH OOyCIOBIEHHOE 3a0oJsieBaHue. Jns mrofeit ¢ menuakuein
XapakTepHa HEMEepPEeHOCHUMOCTh IJII0TeHa — OelKa, COJAEp)KAllerocs B psijie 3JIaKOBBIX KYJIbTYP
(nmenuna, poxs U T.A4.). Ilox neiictBuem ritoreHa y O00JIbHBIX HMOpa)XaeTcsl CIM3HUcTas 000J0UYKa
KUIIEYHUKA U TOSABIAIOTCS PAa3sHOOOpa3HbIE CHUMIITOMBl HApPYHICHHUS JESTEIbHOCTH OpPraHOB
MUIIEBApEHUs. — YacTblil JKUJIKUHM CTyJ, B3IyTHE >KMBOTA, a TaKXkKe IMpPU3HAKK HapyLIEHUs
BCAaChIBaHUSl NUTATEIbHBIX BEUIECTB — IOTEPsS Macchl Teja, 3aMEJIEHHE POCTa, aBUTAMUHO3BI,
HEJ0CTaTOK MUKPO3JIEMEHTOB.

[enunaxus BcTpeyaeTcs y JIML KaK MYKCKOTO, TaK U dKEHCKOTO IoJja.

[IporHo3 nenuakuy 3aBUCUT OT CBOEBPEMEHHOCTH ITOCTAHOBKH JIMAarHO3a U Havaja Tepanuu.

Crporasi mo>KuM3HEHHas OE3IJIIOTEHOBasl IHMETa SIBJISETCS €IWHCTBEHHBIM 3(P(PEeKTUBHBIM
METO/IOM JICUEHHUSI LIeTTUaKUU.

Haznauenue O€3riaOTEHOBOM IUETHl KaK MOKHO paHbLIE OIpeaesiseT OJaaronpusTHbII

IIPOTHO3 U yJy4IIaeT Ka4eCTBO KU3HU JETEH C LeIMaKUel, IPeI0TBPALasl pa3BUTHE OCIIOKHEHUI.

37



Hpuiaoxenue I'l. I'mroTeH-cogepxanue NpoayKThl U 0J1101a, KOTOPbIE CJIeAyeT

HCKJIKYMUTH U3 PallUOHA NIUTAHUSA IIPH HEJIHAKHU

IIpoayKThbl IMmenuna Poxb SA4umenb Ogec

Kpynsl, kamu ManHasi, eHnIHasl, Pxanas, a SluneBas, OBcsHas,
«Aptex», «[lonTaBckas», | Takxke Kpymbl U3 | MepiaoBasd, «I"epkyiecy,
KYCKYC, CIeIbTa, HECKOJIBKUX STIMEHHAs, a TOJIOKHO, @ TaKKe
TPUTHKAJIE, TyPYM, 371aKOB, TaKKe KPyIbl U3 | KPYIHI U3
Oynryp, monoba, a TakKe BKJIOUAIOIIHNE B | HECKOJIBKUX HECKOJIbKUX
KPYIIbI U3 HECKOJIBKHIX CBOM cOCTaB 371aKOB, 371aKOB,

3]IaKOB, BKJIIOYATOIIIHC B
CBOM COCTaB MIIIEHUILY
(«5 3maK0BY», «7 3ITAKOB

U 1p.)

POXB («5
3J1aK0OBY, «7
3]IaKOB» U Jp.)

BKJIIOYAFOIIHE B
CBOM COCTaB
sTAMEHbB («5
3J1aK0OBY, «7
3JIaKOB» U JIp.)

BKJTIOUAIOIIHE B
CBOM COCTaB OBEC
(«5 3makoB», «7
3]IaKOB» U Jp.)

Myxka u oTpyou

[TmmennyHas Mmyka u
oTpyoH,
MY4YHBIE€ CMECH C

Pxanas myka u
oTpyoH,
MYYHBIC CMECH

SlumeHHas Myka
" oTpyOH,
MY4YHBIE€ CMECH C

OBcsHas MyKa,
MyYHBIE CMECH C
OBCSIHOW MYKOH B

MNIIEHUYHON MYKOU B C p’KaHOU SIYMEHHOU MYKOH | cocTaBe
COCTaBe MYKOW B B COCTaBe
COCTaBe
Jlerckme kamu JleTckrue MHCTaHTHBIE «4 3maxay, SluneBas, Bce roroBeie kaim

(6sICTpOpPaACTBOPUMEIE)

«7 3IaKOBY,

STYMCHHAs Kalla,

C OBCSIHOM MYKOH U

KalllH ¢ MIICHUYHBIMH, «CMEIIaHHbIe «4 3makay, XJIOIBSIMH,
MaHHBIMH XJIOIBSIMH, 3TAKUY «7 31maKOBY, «4 3maxay,
«CMETIIaHHBIE 3JIaKuY, «CMEIIaHHbIe «7 31maKOBY,
«4 3makan,«7 3I1aKOB» 3TAKUY «CMEIIaHHbIe
U T.IL 3TIAKUY
T'oTtoBoe KoncepBbl 11st J1eTCKOT'0 JleTckue MSICHBIE,
0aHoO4YHOE MUATaHMSI C MSACOM, PBIOOI MSICO-OBOIITHBIC,
NUTaHUe W OBOIIAMH U JIp. C pHIOHEIE,
N00aBKaMH MIIIEHHYHOM (dpyKTOBBIC
MYKH HJIA MAaHHON KPYIIbI KOHCEPBEI
(cM. cocTaB Ha yITaKOBKE) C OBCSIHOM MYKO¥
XJ1e0 u X11e0, CyIIKH, CyXapH, Xi1e0, SluMeHHBIE Xi1e0, mmeueHne,
XJ1e000yJ0UHbIe | TedeHbe, Badun, cooa, JIETICIIKH, JIETICIIKH, JIETICIIKH, TaJIeThI,
U3eIHA; MUPOTH, TOPTHI, OJINHBI, XJeOIBl, CyXapu | KyKypy3HbIE XJ1eO1bI, OJTMHBI 1
KOH/IUTEPCKHE BBITICUKA U JIp. U3 U JIp. U3 MAJIOYKH, JIp. M3 OBCSIHOM
U3/1eJIusA MNIIEHUYHON MYKH. pXKaHOW MyKHU KYKypy3HbIE MYKH
XJIOMBS U JIP.
W3JICTIHS,
cojieprKaIme
SIAMEHHBIN COJI0.
U SYMEHHYIO
MATOKY
MaxkapoHHbIe MaxkapoHBbI, BEpMHIIIENb,
u3aenus POXKH, CIIAreTTH, JIaria,
a TaKxKe Jro0bIe
MaKapOHHBIC U3/IENuS,
CoZieprKalIue Ipyrue
BH/IBI TIIICHHUI[BI
(mampumep, CIenbTy,
o0y, TpUTHKAIIE,
Aypym)
MsicHble, Bapenast konbaca, cCocHCKH, oyTy(hadprKaThl KOTJIET U JAp., U3CIUs U3 PyOJIEHOr0
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pbIOHDbIE U Msica U pbIObI, KpaOOBBIE MATOYKHU, TIETbMEHH, BAPEHUKH, CBIPHUKU, TBOPOXKHBIEC MACTHI
MOJIOYHBbIE W CBIPKH, MOJUTHBEI K MSICHBIM U PHIOHBIM OJf0/1aM Ha MIICHUYHOW MYKe, MyKa H
noaygadpukartsl | CyxapH Julsd DaHUPOBKU
Hanuntku [TuBo XneOnblit kBac, | Kodeiinbie OBCAHBIH KHCENb
MTUBO HAIWTKH,
PacTBOPHUMBII
Kode,
KOHIIEHTpAT Yasi,
MOPOIIKOBBIC
BUTaMHUHHbBIE
HAIWUTKH, KHCEIb
STYMEHHBIN
MoJiouHble MorouHble TPOJYKTHI ¢ T00aBICHHEM OTPYOEH U XIJIONBEB U3 MIICHHIIBI, SIMEHS, OBCa,
MPOAYKTHI pKH
npombimieHHoro | CBIPHUKH, CBIPKH TNIa3UPOBAHHBIC, MATKHE CHIPBI, HEKOTOPHIE ChIPBI TBEPJIBIX COPTOB, B
NMPOU3BOACTBA KOTOPBIX 110 TPAIUIIMOHHBIM PEIENTaM HCIIONb3YeTCs MIICHNIIA
3aMeHHTENN MOJIOYHBIX MPOAYKTOB (TBOPOXKHBIN MPOAYKT, CMETAHHBIN MPOIYKT,
CHpe, CBIPHBINA IPOIYKT)

«CKpBITBIID) IJIIOTEH MOT'YT COJIePKaTh (3AaBUCHT OT peleNnTypbl POU3BOAUTEJIs):

O BapeHbIe KOJI0AChl, COCUCKHU, NTOJTy(haOpUKaThl U3 U3MENIBYEHHOTO MsCa U PhIObI;

O MHOTHE MSCHbIE, pbIOHBIE KOHCEPBBI;

O MHOTHE OBOIIHbIE U PPYKTOBBIE KOHCEPBBI, B T.4. TOMaTHbIE MACThl, KETUYIIbI;

O HEKOTOPbIE COPTa MOPOKEHOTO, HOTYPTOB, TBOPOXKHBIE CHIPKU U MACThI, MATKUE U IUIABJICHBIE
CBIPBI

O MaprapuHsbl C INIIOTEH COJIEPXKALIUMU CTaOUIN3aTOPaMH;

O HEKOTOpPbIE BUJIbl YKCYCOB U CaJlaTHBIX COYCOB, MailOHE30B;

O COEBbIE COYCHI;

O MHOTOKOMITOHEHTHBIE CyXH€ MPUTPABHI U IPSHOCTH;

O KOHIICHTPUPOBAHHBIE CyXU€ CYIIbl, OyJbOHHBIE KYOWKH, KapTOoQelbHOE IMIOpe OBICTPOro
MIPUTOTOBJICHUS;

O KapTo(eabHbIe U KyKypy3HbIE€ YHUIICHL;

O 3aMOPOKEHHBIN KapTohens — «hpuy;

O HEKOTOpble BUIbl 4yasi, Kode- M Kakao-cMecu Uig  OBICTPOrO  IPUTOTOBJICHUS
(ObICTpOpPACTBOPUMBIE);

O KYKYpYy3HbI€ XJIOIIbSl TP UCIIOJIb30BAHUN SUMEHHON AaTOKH;

O UMHTALMA MOPETIPOIYKTOB - «KpaOOBbBIE NATOUYKN», KKPAaOOBOE MSICOY;

O KapamMmeslb, COEBbI€ U IIOKOJIaJHble KOH(EThl ¢ HAYMHKOM, BOCTOYHBIE CIAJOCTH, MOBHUIJIO
IIPOMBIIIIJIEHHOTO ITPOU3BOJICTBA;

O MOJIM(ULIMPOBAHHBIN KpaxMall, HEKOTOpble MuuIeBble A00aBku (Kpacurtenab aHHaTto E-160b,
kapamenbHbie kpacutenu E-150a - E-150d, mansTon E-636, uzomansron E-953, mansTut n

MaibTUTHBIN cupomn E-965), amynbratopsl, cTabuiIn3aTopbl
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O KBac, IHBO.

O HETOKCUYHBIMH 3JIaKaMU TIPH IEITUAKUH SBIIIOTCS PUC, TPeUnXxa, KyKypy3a, IMIIEeHO, aMapaHT,
KHHOA, MOHTHHA, 9YyMHU3a, caro, copro, TQd¢. be3omacHbIMU SBISIOTCS MyKa W KpaXMaJbl,
MIPUTOTOBJICHHBIE U3 KOPHEILJIOA0B: KapTodesisi, MAaHMOKH, TaTMOKH, OaTaTa, 6000BbIX: 0000B,

¢daconu, ropoxa, COH, pa3INYHbIX OPEXOB.
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IIpunoxkenue I'2. ATropuTM IMArHOCTHKHU HEJUAKUH y AeTel M MOAPOCTKOB €

XapaKTePHbIMU CUMIITOMAMH 3200J1eBaAHUS

Pebenok unu NOAPOCTOK € CUMNTOMaMM, XapakTepHeIMK ANA Lennakni

y
Awmi-TTT IgA + o6uywit ypoBent lgA B cuiBopoTke

/\ DS wenwarii ¢ Gonbuoii
Atmt-TTT e ANT-TTT €0 11 o oamiocuio Hekntoven
/ TlansHe Wi AHATHOCTHYECKMI NOKCK:
Hanpagnenme k getckomy - Recpmunr IgA
racTpoaKTeponory - BopacTpelenka <2 ner
- HeOCTaT0YHOE NoTpebNeHMe rMioTeHa
/\ - NIeYeHme HMMYHOCYNpeccanTaMi
YpoBeHk aHTH- Yposenb awm-TTT - HannYMe accoLMMpoBaHKbIX 3a6oneBannil
Ll <10 HopM - BbIpaXeHHbIe ¢-Mbl ManbabcopGiywi
>10 Hopm \)
\ ‘
Awmi-ENA + HLA DQ2/DQS -)1 Het Bo3moxHoCTH H ®3rIC ¢ 3abopom GuonTataros
EMA «#» | EMA «t» EM}\ h E u- )
HLA HLA «-» HLA «» | |HLA «h MARSH 01 MARSH 2.3
S Y y v N
DS uenuarmn || Noxno «-» HLA ? | | Moo Tloxno «n ceponora? | [ DS yenuakim
noATBepxaeH || Paccmotpets ih» aHm NoxHo «» Gnoncua? NOATBEPKAEH
v BO3MOXHOCT T oTeHynansHas ¥
6] OIAC ¢ ennakna? Hashavenue
3abopom Kowpons ceponormwHLAI || BT
GuonTaros Moponorm

auTu-TTI' — anTHUTENa K TKAHEBOW TpaHCIIIyTaMHHA3eE,

Oe3TIII0TEHOBAs IUETA

EMA - antutena x saaomusuio, BI'JI —
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Ilpunoxkenune I'3. AnropuTM AMATHOCTMKH ULEJHAKHM Y OeCCHMITOMHBIX

MAallUECHTOB U3 I'PYNIILI PUCKA

Tpynna pucka no pasBuTMIO LenMakuu NP OTCYTCTBMN CHMATOMOB

4
HLA DQ2IDQS (£ awm-TTT IgA)

-

HLA «h» HLA «-» \ OreyTeTByer
/ FeHeTHYECKHi PHCK
AwTi-TTT IgA + obuitypoBen IgA B cbiBopoTKe il i
DS yennarmn ¢
YpoBens aHmi-TTT Yposens awma-TTT | | ATH-TTT «» k| bonkwoit
>3 HOpM <3 HopM BEPOATHOCTEI0
\ HCKNMKOYeH
®3JIC ¢ 3abopom e EMA «b» EMA -
buonTararos
e s - NOXHO «-» ceponoma?
MARSH 0-1 MARSH 2-3 Toansiopoe nosuiwenme | | - ACPHUINTIGA?
¥y WAnNoXHO «hy TTT? - HeAOCTaTO HO®
\ DS enHaN NowHo «» Guoncua? noTpebnenxue rioTeHa?
JloxHo «t» ceponoma? | | noaveepxaen Kowtpons awmi-TTT 8 - NieYenme
loxHo «-» Guoncns? 3 [MHaMHKE Ha oBbiKol | | MMMYHoCynpeccanTam?
MoTeHunansHas HasHavenue AMeTe
enuakma’? Br1l
Kowmpons ceponorun/HLAI
Mopdonornu

anTu-TTI' — anTuTena x TkaneBol TpaHcriyramuHase, EMA — anturena x spomusuto, BI'JI —

Oe3TIII0OTEHOBAs IUETA
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IIpunoxenue I'4. Pacmndposka npumedanui

... K — JICKapCTBEHHBIN TMpemnapar, Bxoasmuid B llepedeHb KU3HEHHO HEOOXOIMMBIX U
BOKHEHIIMX JIEKAPCTBEHHBIX MpernapaToB JUIsl MEIUIMHCKOTO mnpuMmeHeHuss Ha 2016 rox
(Pactmopsokenue IIpaButensctBa PO ot 26.12.2015 N 2724-p)

...BK — JICKQpCTBEHHBIN Ipenapar, BXOoAsAui B IlepeueHp JIekapCTBEHHBIX MPENapaToB s
MEJIMLIHUHCKOTO TPUMEHEHUS, B TOM YHUCJE JIEKAPCTBEHHBIX MPENAPaTOB Uil MEIUIMHCKOTO
MPUMEHEHMS], HAa3HAYAaeMBbIX IO PEUICHUIO0 BPauyeOHbIX KOMHCCHM MEAWLMHCKUX OpraHu3aluil

(Pactmopsokenue IIpaButensctBa PO ot 26.12.2015 N 2724-p)
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