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Cnmcok cokpameHui

aDPG, anti-DPG — antuTena K jeaMUIHPOBAHHBIM MENTHAAM TJIHaIdHA

AGA (AT'A) — aHTHTENA K TIHANHY

Anti-tTG, antu-TTI" — anTUTENA K TKAHEBOM TPAHCTIIyTaAMHHA3E

EMA — anTuTena K 3HIOMHU3HUIO

ESPGHAN - European Society for Paediatric Gastroenterology, Hepatology and Nutrition,
EBporneiickoe 00111ecTBO MeInaTpuuecKoil raCTpOIHTEPOIOTUH, TeATOIOTUU U TUTAHUSL.

HLA — (Human Leukocyte Antigens)— rpynma aHTUI€HOB TMCTOCOBMECTHMOCTH, TJIaBHBIN
koMIuiekc rucrocopmectumoct (MHC) y moneit.

IgA — uMMyHOTTIOOYTMHBI KJ1acca A

19G — ummyHOTrTOOYTMHBI Kiacca G

POC-test (Point of Care Test) — «ObICTpBIH TECT» - TECT- MOJOCKA JJISl OMPEACICHUS aHTUTEN K
TKaHEBOM TPAHCIIIyTaMHHA3€ B KAIIWJUIAPHON KPOBU

BI'J] — OGe3rioTeHOBas queTa

MDJI, IEL’S — mexxanuTenuanbHble (MHTPAdIUTETHAIbHbIE) TUM(POIUTHI

COTK — cimm3ucras 000JI04Ka TOHKOM KUIIIKA


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
https://ru.wikipedia.org/wiki/%D0%93%D0%BB%D0%B0%D0%B2%D0%BD%D1%8B%D0%B9_%D0%BA%D0%BE%D0%BC%D0%BF%D0%BB%D0%B5%D0%BA%D1%81_%D0%B3%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%D0%B8
https://ru.wikipedia.org/wiki/%D0%93%D0%BB%D0%B0%D0%B2%D0%BD%D1%8B%D0%B9_%D0%BA%D0%BE%D0%BC%D0%BF%D0%BB%D0%B5%D0%BA%D1%81_%D0%B3%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%D0%B8

TepMuHbI U onpeaeIeHUs

CTpOFaﬂ NOKU3HEeHHAas 0e3rJII0TeHoBas! AUETA - IIOJHOC IMMOXXU3HECHHOC UCKIIFOYCHUE U3 palioHa

IMUTaHUA IPOAYKTOB, COACPKAINMX I'NTFOTCH UJIN €TI0 CICAbL



1. KpaTrkas nanpopmanus

1.1 Onpeneaenune

Henuakus (rar0TEHOBAs PHTEPONATHS) - XPOHUYECKAsi TEHETUYECKH JAeTePMUHUPOBAHHAS
ayTOUMMYHHAasi  T-KJIIETOYHO-ONIOCPENOBAHHAs JHTEPONATHA, XAPAKTEPU3YIOIIASCA CTOMKOMU
HENEPEHOCHUMOCTRIO CIiel(PUIecKuX OCIKOB IHIIOCTIEpMa 3epHA HEKOTOPBIX 3JIAKOBBIX KYIBTYP C
pa3BUTHEM aTpOPUUECKON HIHTEPONATUH U CBS3aHHOTO C HEIO CHHIpOMA MallbaOCOPOLIUU.

CymectByeT u apyroe onpenenenue (ESPGHAN 2012).

[lennakusi — UMMYHOOIIOCPEOBAHHOE CHUCTEMHOE 3a00JjieBaHUE, KOTOPOE BO3HUKAET B
OTBET Ha YNOTpPeOJieHWE TIIOTCHA WM COOTBETCTBYIOIIUX MPOJAMHUHOB T'€HETHUYECKU
MPEIPACIIONOKCHHBIMA WHAUBHIYYMaMH M XapaKTEPHU3yeTCs HAIWYHEM MIUPOKONH KOMOWHAIUU
[JIIOTEH-3aBUCUMbBIX KIMHUYECKHUX TMPOSBICHUN, CreUU(DUUECKUX aHTUTEN (AaHTUTEN K TKaHEeBOU
TpancrinytamuHaze TG2, anturen k sugommsuio (EMA), anTuTen K neaMuaMpOBAHBIM MENTUAAM
rmaguHa (DGP), nammanem HLA-DQ2 wir HLA-DQS ramioTHoB 1 SHTEPOIIATHH.

OTH ompeneNeHusT He MPOTUBOpPEYAT JAPYT APYTY, OAHAKO B IMOCIICTHEM IMOTYCPKUBACTCS
CUCTeMHBIH  (TIOMMOPraHHBbIM) XapakTep ayTOMMMYHHOTO TIpollecca NpU  LEJIHaKuu U

HeO6XO,I[I/IMOCTb KOMIIIICKCHOTI'O I1IOAX044a K €€ NHarHOCTHUKEC.

1.2 DTHOJ0rUSA U IATOreHe3

OCHOBHBIM ATHOJIOTHYECKHUM (AKTOPOM pPAa3BUTHS LEIHAKUM SBISETCS  OCITKOBBIMA
KOMIIOHEHT KJIEHKOBUHBI HEKOTOPBIX 3JIaKOBBIX KYIbTYp. TOKCHUHBIMH ISl OONBHBIX SIBISIOTCS
pacTBOpUMBbIE B 3TaHONe O€JIKM JHJAOCIEepMa 3epHa MIICHUIbI (TTUAJAMHBI), PKU (CEKaTUuHBI) U
SSUMEHS (XOpJIEMHBI), KOTOpPhIE OOBEAMHEHBI B MEIAUIIMHCKOW JUTEpaType OOIUM Ha3BaHUEM
«TITIOTEHY.

"3 PEKOMOMHAHTHOTO 0.2-TITuanHA BBIJICJICH 33-mepHbIit TeNTH]T
LQLQPFPQPQLPYPQPQLPYPQPQLPYPQPQPH, wuaentuduuupoBaHHbli Kak WHUIUATOP
MMMYHOBOCTIAJIMTEIILHOTO OTBeTa. biarojgapsi BBICOKOMY COJEpPXKAHUIO TPOJIMHA, JAHHBIA
MOJIUTIETITH]T YCTOMYMB K BO3JIEHCTBUIO BCEX KEITYJOUYHBIX, MAHKPEATUIECKUX U WHTECTUHAIBHBIX
MPOTEHHA3; €ro TOMOJIOTH MPUCYTCTBYIOT BO BCEX 3E€PHOBBIX, TOKCHUYHBIX MpU LEIUAKHH, U
OTCYTCTBYIOT B HETOKCHYHBIX 3j1aKkax. B HacTosiee BpeMs HAKOIUIEHO JIOCTAaTOYHO JIAHHBIX,
MO3BOJISIIOIINX PACIICHUBATh I[ETHAKUI0 KaK TEHETUYECKH JIETEPMUHHUPOBAHHOE 3a00JIeBaHHME.
Cpenn OnmxaWImMX pPOJCTBEHHUKOB OOJIBHBIX dYacToTa Ienuakum coctaBmsier 20%, a
KOHKOPJIaHTHOCTh CPEIM MOHO3UTOTHBIX OJIM3HENOB AocTuraer 86%.

I[oxaaaHa acconguanusa OCIIMaKnu C AHTUI'CHaMH TJIaBHOT'O KOMIIJICKCa

rucrocoBmectumoctu yenoBeka (MCH 1) HLA-DQ2.5 (DQA1*05, DQB1*02) u HLA-DQS8
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(DQA1*03, DQB1*0302), pacnonoxenusiMu Ha 6p21 xpomocome. Tammorun HLA-DQ2.5
BeisBIsieTCs Y 90-95% marmentoB, HLA-DQ8 - y ocrampubix 5-10%. OTcyTcTBHE B T'€HOTHIIE
TUIIUYHBIX JUISl LIEJTMaKUU ajljleiel 1eJaeT pa3BUTHE 3a00J1€BaHUE HEBO3MOKHBIM.

IleHTpasibHBIM COOBITUEM IATOr€HE3a LEIMAKUM SBJSIETCA CBSA3bIBAHME IENTUIOB
rmmaanaa ¢ HLA-DQ2/DQS8 monekynamu Uit IPEe3eHTAMK UX rioTeH-creruduueckum CD4+ T
auM@oIUTaM ¢ MOCIHEAYIOIUM Pa3BUTHEM HMMMYHOBOCHAIUTEILHOTO IPOLECCa B CIU3UCTON
obonouke ToHKoW kumku (COTK). Baxnyto posis B Moau(UKaLMK NENTUAOB TIHaIAHA UTPAET
TKaHeBas TpaHcrytamuHaza-2 (TTD), depmeHT, KaTanuM3UPYIONIUMH pPEaKIHio JeaMUIUPOBAHUS
AMHHOKHUCIIOT C 3aMEHOM IJyTaMMHa Ha TIJyTaMHHOBYIO KucioTy. [lox npelicTBMeM TkaHEBOH
TPaHCTIyTaMHHA3bl B MOJIEKYJe TIMaAuHa (OPMUPYIOTCS OTPUIATEIBHO 3apsHKEHHBIE SMUTOIBL,
YTO MOBBIMIAET CPOACTBO (a(hMHHOCTH) MENTUOB K COOTBETCTBYIOLINM CBS3BIBAIOIIMM y4acTKaM
monekyn DQ2 u DQ8 u crioco6ctByeT mpounomy coeauHenuto HLA monexynsl ¢ perentopamu T

aumporuros (puc. 1).

T -KneTouHLI
peuentop

nenTva

QKTUBMPOBAHHLIN
anbga-raMeavHa

T-KxnerouHsnd peucnTop

» »

\/
i\
\/ \ : ]
2 Il | TRQHESBAA \f \
HCUTPASBHEIC | | i !
‘ GHCFNyTaMuHa3a \ /
snuTonel | - 1 Vil
nenTuaos | e -
ravaavHa \ '/
QHTUrCH - CBA3LIBAIOLMIA OTPULATENbHO 3QPANCHHLIC
yuacrox HLA DQ2 OCTATKU B CTPYKTYpS
MOnEKy LI MONEKYNLL FIUMaaAMHA

Puc. 1 - IIpezentauus nentuaos rauaguHa T numdonuTtam B coctaBe Mosiekyn HLA
AxtuBupoBanHble CD4 kieTku npoAylupyroT mnpoBocnanuTenbHble TUTOKHHBI (IFNYy,
TNFa, TNFB, IL10, IL1B, TGFp), noBpexnmaromue 3MUTSTUONUTHI CIU3UCTOW 00O0JIOYKU
KHAIICYHNKA, a TAKXKE CTUMYIUPYIOT B TMM(MOIHTEI K MPOIYKINN aHTUTEN K TIIMAJANHY, TKaHEBOU
TpaHcraytamuHaze U cTpykrypam COTK (3HIOMM3MIO), KOTOpblE MOMAJal0T B CHCTEMHYIO

OUPKYIAIUO U MOTYT OBITh BBISBIICHBI IIpU MPOBEACHUU CCPOJJIOTHICCKOT'O UCCIICAOBAHNA (pI/IC 2)



rnHoTeH
e | nenTuasl rMMaavHa

ACAMUAUPOBAHHbIE NENTUALL rAUAAUHA
@ TKaHeBas TPAHCrYTAMUHa3a

3HTEepoUUTLL Bl KOMMJEeKC rnuaauHa v TTT

= - TKaHesas
. Bl TpaHcriyTamuHasza

- )
HLA DQ2
) aHTUTEnNa K
—“Th2 uutokuHEL  FAIUAAUHY
npoayk
poaykumsa i urossens 9 axtutena
NPOBOCNANMUTENBHBIX T

UUTOKUHOB =

Puc. 2 - [1arorenes nenmnakuu.

OOpasyronecs HMMMYHHBIE KOMIUIEKCHI MOTYT OBITh BBISBJICHBI KaK B CIHU3UCTON
000JI0YKEe TOHKOW KWIIKH, TaK U B IPYTHX OpraHax W TKaHs;X, BKJIIOYAs MEYeHb, TOJJIOBHON MO3T U
nepugepruyeckre HepBbl, JIUM(pATHUECKUE Y3IIbl, IOYKH, KOXKY, YTO 00yClIaBIMBAaEeT MHOroo0Opasue
(CHCTEMHOCTb) KIIMHUYECKUX MPOSBICHUN LIETUaKUU.

[lennaknioo MOXHO CUMTaTh MYJIbTH()AKTOpPUAIBHBIM 3a00JIeBaHUEM, TJe Hapsady ¢
TEeHETUYECKON MPEeIpacioIOKEHHOCTBIO M TOKCHYECKHUM JEHCTBHEM TIIOTEHA, OIPENIEICHHOE
3HaYCHHE HMEIOT CpeloBbie (DAKTOPBI, POJIb KOTOPBIX B pa3BUTUH 3a0oiieBaHus TpeOyeT

JanbHEUIIEro N3YUCHUA.

1.3 DnuaeMuoJ10rust

CKpUHUHIOBBIE CIUIOIIHBIE 3MHUAEMUOJOTUYECKUE MCCIEAOBAaHUSA, IPOBEICHHBIE 3a
nocieAHue 25 JeT C HCIOJNb30BAaHUEM BBICOKOUYBCTBUTENIBHBIX CEPOJIOTMUECKUX METO/0B,
CBUJETEIBCTBYIOT O TOM, YTO YAaCTOTa BCTPEYAEMOCTH LieIMakuu B crpaHax EBpomnsl u CeBepHolt
Awmepuku pocturaer 1% (1:100), mpu 3TOM COOTHOIIEHHE MEXAY AMArHOCTMPOBAHHBIMU U He-
JUarHOCTUPOBAaHHBIMU cllydassMu cocTtaiseT 1:5 — 1:13. B kinHuYeckoil KapTHHE B HacTosllee
BpeMsl NpeoOsaaloT MaJIOCUMITOMHBIE U CKpbITbIE (OPMBI 3a00J€BaHUS, YTO CYLIECTBEHHO
3aTpyJHSAET NPOLECC NMOCTAHOBKM AWarHo3a. [lo3/1HsAA nuarHoCTHKa 3HAYMTENBHO YBEIMYMBAET
PHCK DPa3BHUTHUSI CEPbE3HBIX OCIIOKHEHMH, TaKMX KakK OECIIOUe, OCTEONOpO3, HEBPOJIOIMYECKHE
HapylIeHUs M OHKOJIOTMYecKue 3aboneBaHusi (B 4yacTHOCTH, T-kieTouyHas jauMdpoma TOHKOU
kuikn). O6 yBeJIMYEHUH YacTOThI 3a00JI€BaHUSI CBUJIETENICTBYIOT UCCIIEI0BAaHUs, IPOBEICHHBIE B
crpanax bmmwknero Bocroka, CeBepHoit Appuku, FOxHoit Amepuke, Unaun, ABctpanuu u Hooi

3CJ'IaHI[I/II/I. B nameit CTPAaHC KPYHHBIX BSIMUACMUOJIOTHUCCKHUX HCCIIEAOBAaHUII OO HACTOSIIErO



BPEMEHU HE MNpoBOAMIOCh. OTAENbHBIE NaHHBIE W3 PErMOHOB CBHUAETENIBCTBYIOT O YacTOTE
3aboneBanus ot 1:85 B rpynmax pucka B Pazanu (CtpoiikoBa M.B., 2006) mo 1,2:1000 B Tomcke

(KonmpareeBa E.I., 2007). IIpeamonaraemasi yactora 3aboneBanust B Poccuu MOXET COCTaBIATh

1:100 - 1:250.

1.4 Koguposanue no MKB-10

K90.0 - Lennakus

1.5 Knaccudukanus

B cooTBeTcTBUM ¢ KIIMHUYECKOM KapTUHOM U pe3yibTaTaMu Jab0paTOPHBIX UCCIIeI0BaHUN
paHee ObLIO MPUHSATO BBIIEIATH clieAyrouue GopMbl 3a00JIeBaHNUSA:

o MUNUYHYIO YeIuaKuro, XapakTepU3yIOIIYIoCcd HaIWYueM B KIMHUYECKON KapTUHE
CUMIITOMOB ManbabCOpOLMU: XPOHUYECKOW JMApEeH, HUCTOLICHHS, «Ie(UIIUTHBIX
CHMIITOMOB KaK CJICZICTBHE HAPYIICHUsI BCACHIBAaHUS MUHEPATbHBIX BEIIECTB M BUTAMUHOB;

o AMUNUYHYIo yeauakuto, Tpu KOTOPOW TaCTPOUHTECTHHAIIbHBIE CUMITOMBI OTCYTCTBYIOT
WIH €1a00 BBIPAXKEHBI, B TO BPeMs KaK B KIIMHUYECKOW KapTHHE Ha IIEPBOE MECTO BBIXOMST
BHEKUIICYHBIE  TIPOSIBIICHHUS, TaKhe KaK  OCTEONOpO3, aHeMmus, OecIulofue,
HEBPOJIOTUYECKHE CUMIITOMBI U JIp.

I[Ipn Tunuynoit wu arunuyHo ¢opme 3aboJeBaHUS TUCTOJOTHMYECKas KapTHUHA
XapaKTepU3yeTcss HaJHMYueM aTpO(PHUECKOW SHTEPONATHH, a B CHIBOPOTKE KPOBU ONpEACISACTCS
TIOBBIIIEHHBIN YPOBEHD CIIEIIU(PHUECKUX aHTHTEIL.

B nacrosiee Bpemsi pasfeneHue HETHMaKUN HA «TUIHYHYIO» M «ATUIHYHYI0» HE MOXKET
cUMTaThcad 1leNecoOOpa3HbIM, TaK KaK «aTUMUYHbIe» (OopMbl 3a00J€BaHUs BCTPEUAIOTCS
3HAYUTEIHHO YaIlle «THITHIHBIXY.

['oBOpst 0 KIMHUYECKON KapTHHE [IEIMAaKUHU, B HACTOSIIEE BPEMS BBIICISIOT CUMNIMOMHbLE
(c ecacmposHmeponocudecKUMU CUMRIMOMAMU U BHEKULUEUHBIMU NPOSIENIEHUAMU) T OeCCUMNMOMHbLE
(bopmbl 3a0051€BaHUSL.

VY ManueHToB ¢ beccumMnmomuou (CKpvimoti) ¢hopmoti IeTMakui OTCYTCTBYIOT KaKue-Tn0o
nposiBieHus: 3a0oneBaHus. J[MarHO3 B 3TOM Ciy4ae YCTaHABIMBACTCS B XOJ€ CKPHHHHTOBBIX
o0cIie10BaHu UK MpH 00CIIeI0BaHUH POJICTBEHHUKOB.

Bonpoc o BbleneHun nomeunyuanvhol yeauaxuy (HaJMUUE TOBBIILIEHHOTO YPOBHS
cnenu(UIeCKNX aHTUTEN M XapaKTePHBIX T'CHETHYECKUX MapKepOB NMPH HOPMAIBHOW CTPYKTYype
COTK) na HacTOSIIMI MOMEHT OCTaeTCs JUCKYCCHOHHBIM.

Pegpaxmepnas 1enuaxkus XapakTepuU3yeTcsi OTCYTCTBHEM OTBeTa (KJIMHHUYECKOTO,

CepOJIOTHYECKOr0, MOP(}OJIOTHYECKOr0) Ha Oe3rIoTeHOBYl0 1uery. PedpakrepHas ¢dopma
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nenuakuu (pu 0€3yCIOBHOM HMCKITIOYEHUW HApYIICHUH OE3TIIOTEHOBOW JHMETHI) COBEPIICHHO HE
XapakTepHa 7S IeTed U TpeOyeT MPOIOJDKEHUS TUarHOCTUYECKOTO MTOUCKA.

Breigensitor  mepuoabl  3a00yieBaHMS:  JTATCHTHBIM, KIMHWYECKOH  MaHuU(becTaruu
(aKTUBHBII), PEMUCCHH, JJEKOMEHCALIUH.

Jlamenmuwiti nepuod TPOJOIKAETCI OT MOMEHTAa BBEACHMS TJIOTEHA [0 Hayaia
KIIMHUYECKHUX TPOSBICHUIA 3a00JIeBaHUs U MOXKET MPOJOKATHCS OT HECKOJIBKHX JHEH 10 MHOTHUX
net. Yaie He TUarHOCTUPYETCS, MOXKET OBITh BBISBJICH TPHU LIEJICHAMPABICHHOM TUATHOCTUYECKOM
MOKCKE B IpyIIax pUCKa.

Axmuenbviili nepuoo (nepuoo Kiunuieckou manugpecmayuir).

Ilepuoo nenonnoll pemuccuu (HaYaIbHAsA pemuccus) HaCTYNaAEeT, KaKk MPaBUIIO, CIYCTs 3 —
6 MecdAleB TOCIEe Ha3HAYCHHS CTPOroi OE3TIIOTEHOBOW JWETHI; OTMEYAaeTCs yMEHbIIECHHUE
BBIPQKEHHOCTH OCHOBHBIX CUMIITOMOB, CHUKEHHE TUTPOB CIIEUU(DUUECKUX aHTUTEN, IPU HATUYUU
orpezieNieHHBIX MpU3HaKoB arpoduueckoil suteponatuu B COTK;

Ilepuoo nonnoti pemuccuu (KIUHUKO-ceposiocudecKkas, MOP@OLOSUYECKAsl PeMUCCUSL)
BO3MOXKEH HE paHee, ueM uepe3 1 — 1,5 roma oT Hauyana CTpOrol OE3MIIIOTEHOBOM IUETHI H
XapaKTepU3yeTcsi OTCYTCTBUEM CIEUU(UYECKUX aHTUTET M HOpMalld3auueid MopQoIorHdecKon
CTPYKTYPBI CTU3UCTON 000JI0YKM TOHKOW KHIIIKH.

[Ipu HecobmoieHun OE3rII0TEHOBON JUETHI 3a00J1€BaHUE BHOBb MEPEXOJUT 8 AKMUBHBII

nepuoo (0exomneHcayuu,).

1.6. Ilpumeps! GopMyITHPOBKH IHMATHO30B.

o [Ienuakus, cumnmomuas (munuynas) Gopma, nepuod Mmaunugecmayuu; 6eIKOBO-
9Hepeemuyeckas HeOOCMAamo4HOCMb NUMAHUSL (KaxeKcus); CUHOPOM 3IKCCYOAMUBHOU
9HmMeponamui,

o Ienuakus, cumnmomuas, nepuod manugecmayuu, Hcene300epuyumHnas aHemust;

o Ienuakus, cumnmomuas, ocmeoneHus;

o  Hucynun-3asucumslii caxapuulii ouabem. Llenuaxus,

o Aymoummynnulii mupeououm. Llenuaxusi.

1.7 Kananyeckas KApTHHA

Haubonee sipkue cuMrToMbl 3a00JIeBaHus, KaK MPABUIIO, OTMEUYAIOTCS Y IeTEH MEePBBIX JIET
KU3HHU, TIPU ITOM B KJIMHUYECKOW KapTHHE JOMHHHPYIOT TaCTPOMHTECTHHAJBHBIC IMPOSBICHHUS
(tabm. 1).

Tabauna 1 - Kninanueckue nposiBieHNs HEIUAKUU Y IeTel paHHero Bo3pacTa

I'acTpouHTeCTHHAIBLHbIE CHMIITOMBI e 00U B )KUBOTE
e nuapes, OOMJILHBIN 3I0BOHHBIN CTYJI
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cTeatopes
METEOpHU3M, YBEIMUEHHUE KUBOTA
pBOTa

CTOMKUE 3aI110pbl

HapylIeHUe anmneTuTa

Hecnenuduyeckne cuMnToMbl

3ajepKKa (PU3NIECKOro Pa3BUTHUS
IoTeps B BEce

MBIIIICYHAS TUTIOTOHUS

anaTHsl, HeraTUBU3M

vy IMOAPOCTKOB M B3POCJBLIX IMMALUCHTOB B KJIMHAYECKOMH KapTUHC 4YaCTO AOMUHHPYIOT

BHEKHUIIICYHBIC MPOSBICHUS (TA0I. 2).

Ta6auna 2 - Knuandeckue nposBICHUS SIMAKUN y JIETSH CTapIiero Bo3pacra

Hecnenuduyeckne cuMnToMbl

XPOHUYECKAS YCTATOCTh
C1ab0CTh, YTOMIISIEMOCTh
pa3apaKUTEILHOCTD

FaCTPOI/IHTeCTI/IHaJIbHLIe
CHUMIITOMBbBI

pEUHMINBHPYIONIHE OOTU B dKUBOTE
B3J1yTHE )KMBOTA

TOIIIHOTA

3a10psl

MOBBIIICHUE T€YEHOUYHBIX TPAHCAMHUHA3

HN3meHeHus co CTOPOHBI KOKH U
CJIU3UCTBIX

repreTu(OpMHBIA AepMaTUT
anornenus

BUTUIIUTO

aTONUYECKUH 1epMaTUT
a)TO3HBIA CTOMATHT, XCHUIIUTHI

HN3MeHeHus €O CTOPOHBI KOCTHOM
CHCTEMBbI

00JI1 B KOCTSIX

0CTEOTIOPO3, OCTCOMAJISIIHS, TOBTOPHBIE TIEPEIIOMBI
apTpUTHI, 0OJIU B CycTaBax

MHOKECTBEHHBIN Kapuec, neheKT 3yOHOH aManu
HMU3KUI pOCT

I'emaTonoruyeckne NMPOABJCHUSA

pedpakTepHas K Tepanuu skene3oneduiuTHas win Bi,
JneUIUTHAS aHEMUS
KPOBOTCUCHHMSI

HeBpo.nornqeclme MPOSABJICHUSA

TOJIOBHBIE 00JIH
HapyLICHUs CHA
JIeTIpeccus
MOJIMHEUpOnIaTHs
aTaKcus

Hapyumenus penpoayKTHBHOM
GyHKUMH

3a/Iep>KKa MOJI0OBOTO Pa3BUTHS
’KEHCKOEe M My)KCKoe Oecruionune

MPUBBIYHOE HEBBIHALIIMBAHHE OEPEMEHHOCTH, CTIOHTAHHBIE
ab0PThI, MEPTBOPOXKIICHUS

[Ipu nuarHocTHke LEeIHMaKuu HEOOXOIMMO IMOMHHUTH O BBHICOKOW YacTOTE €€ acCOLMALlUU C

PSA0M ayTOMMMYHHBIX U T€HETHYECKHUX 3a0oyieBaHul (Tadu. 3).

Tabauua 3 - AccoruupoBaHHbBIC C IETHAKUEH 3a00IE€BaHUS

3a0oseBaHNs YIHAOKPUHHOMI
CUCTEMBI

Caxapubiit 1uabet | Tuna

AyTOMMMYHHBIE 3200JI€BaHUS IIIUTOBUIHOMN JKee3bl
bonesns Annucona

Hapymenust penpoaykTuBHON QyHKIIUU

HeBpoJsioruueckue 3a60/1eBaHus

Mo3:xeukoBasl aTakcus
Heliponatus
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Dnuiencus

3a0oseBaHNs CepAECYHO-COCYAMCTOM
CHCTEMBI

WNnnonatuyeckas quiaTaliMOHHAs KapAMOMUONATHUS
AyTOMMMYHHBIH MUOKapAUT

3a0osneBanus renaTooMIHAPHOM
CHCTEMBI

[TepBUYHBII OMIIMAPHBINA TTUPPO3
AyTOMMMYHHBIN T€NaTUT
AyYTOMMMYHHBIN XOJAHTUT
Cungpowm Ilerpena

XpOMOCOMHbIe AHOMAJIUH

Cunapom Jlayna
Cunpnpowm llepemeckoro-Tepuepa
CunjpoM Bunbsimca

Apyrue 3a00J1eBanust

PeBMarouiHbliA apTpUT
bosnesnp Kpona

SI3BEHHBIN KOJIUT
CenextuBHblil nepunut IgA

2.1 ’/Kaa00bl 1 aHAMHE3

2. JImarnocTuka

B munuunom cnyuae yenuaxua manugecmupyem uepes 1,5 — 2 mecaya nocie 6gedenusi 8

payuon numanusi pebenka enomencooepicamux npooykmos (cyxapuxu, xneb, cywku, Oapauxu,

MaHHas (MWeHuYHas) Kawa, Myremusiakosas kawa). Mnozoa manughecmayus yenuaxuu y oemeii

APOUCXOOUM NOCIe NEPEeHEeCeHHbIX UHDEKYUOHHBIX 3a00/1e6aHUl (KUUEYHBIX UTU PeCNUpamopHbIX

uHghexyutl), 00HaKo yacmo 3abonesanue HayuHaemcs 6e3 BUOUMOL NPUYUHDL.

Knunuuecxkue cumnmombi yenuaKkuu noAeiArmci, 6 bonvuuncmee cuydaes, nocnmenerro.

Tosenaemcs ceoucmeeH bl 0N Yenuakuu OOUTbHLIL NeHUCTNbIL, JICUPHBIL, 31080HHBIN CMYI,

Hapyuienue annemuma, OecnpuuuHHas peoma, nomeps maccel mena. Pooumenu obpawaiom

GHUMAHUE HA HAPYUWEHUA noseoenuss — NnoseIAemcs pa3dpa9fcumeﬂbﬁocmb, Hezamueusm, anamu,

Hapywaemcst COH, ucueszaent uHmepec K OKpytcarouemy .

Cmapmue Odemu AHCATYIOMCA HA bonu 6 JHcueonie, Komopbvle dauie umerom H€7’ZOCmO}ZHHblL7,

«MYNOU» Xapaxmep u JT0KAIUIVIOMCS NPEUMYUeCMBEHHO 8 OKOIONYNOYHOU 00acmu.

2.2 ®du3uKaJbHOE 00CIe10BAHNE! AMOIIMOHAIIbHBIM TOHYC, aIllICTUT pe6eHKa, HaJIU4yuc

TOLTHOTBI/PBOTHI, 60JIEH B )KUBOTE, XapaKTep cTyia (auapes, 3amnop, noiudexans),

MOKa3aTeJii HYyTPUTHBHOTO CTATyCa (Macca TCIa, pOCT), Typrop TKaHefI, HaJIM4HUC OTCKOB,

HCCB}IO&TpO(bI/II/I IMPOKCHUMAJIBHBIX I'PYIIIT MBI, YBECJIXNYCHNEC, B3AYTUC )KNBOTA, CUMIITOMBI

paxuTa, TAMIIOBUTaAMHUHO30B.

2.3 JIaGopaTopHAass AMATHOCTHKA

e Pekomenyercs onpeelieHre aHTUTEN K TKAaHEBOM TpaHcriyramuHase [1-4].

(Cuniia pekomenaanui — 15 10CTOBEPHOCTb 10KA3aTEJIbCTB — A)
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KommenTapum: ouacnocmuyecku 3Hauumvlm a615emcs evisasienue anmumen kiacca 194,
obpazytowuxcs 6 causucmou obonouxe. Yuumoigas, yumo c yeiuaxueu 8 5-10% cnyuaes
aAccoyuuUpoBan ceneKmusHulll deuyum ummyHo2r0oyiuna A, odwuii yposensv 1gA dondcen
00513amenbHO  OnpedenamvCsi Npu NEPeUUHOM Ceposlocudeckom obcredosanuu. B ciyuae
8bIAGNIEHUL HU3K020 YposHs obwezo |QA, Oanvuetiuee ceponocuueckoe obcredosanue
O0JIICHO CMpoumvcs Ha onpeoenenuu cneyuguyeckux anmumen kiacca 19G. Anmumena x
mrarnesoll mpancenymamunaze (anti-tTG) onpeodensiom ummynogepmenmubimu mMemooom
(ELISA).  Memoo  xapaxmepusyemcsi  evicokou  uyscmeumenvhocmoio  (98%).
Cneyughuunocmo memooa Hudice, 4mMo CE513aHO C BO3MOICHOCbIO NOBbIULEHUS AHMUMeN K
MKAHEBOU MPAHCIYMAMUHA3€E Y NAYUEHMO8 C AYMOUMMYHHLIMU U OHKOJIOSUYECKUMU
3a601e6aHUAMU, NAMONIO2UECU NEeYeHU U CEePOeYHO-COCYOUCMOU CUucmemvl, y oemell C
nepcucmupyiowjeti.  2epnemuieckoi  uHgekyuetll, pPaAcnpoOCMPAHEHHLIM — AMONUYECKUM
oepmamumom. OnpedeneHue aHmumen K MKAHEGOU MPAHCSIYMAMUHAZE SGIACMC 6
Hacmosiuee 8pemMs Memooom 6ulO0pa Npu NpoeedeHUU CKPUHUHSOBbIX UCCAEeO008AHULL C
yenvio ombopa nayueHmos 0 OdlbHelue20 IHOOCKONUYecko2o obcriedosanus). s
IKCNPecc-OUAZHOCTUKYU YeIUaKul 8 Hacmosiee 8pemsi paspadbomarvl Ovicmpule mecnivl
(POC tests), nossonsrowue 6 meuenue 10 munym oyenumos ypoeenv anmumell K MKAHEBOU
MPAHCIYMaMuHase 8 KanuuiaApHol Kposu nayueHmos. B kauecmee cybocmpama 0ia
onpeoeneHuss anmumesl OAHHBIL Memoo UCHOAb3Yem COOCMBEHHYI0 MPAHC2IYMAMUHA3Y,

HGXOO}ZW)HOC}I 6 apumpoyumax Kpoeu.

PexomMenyercs onpeeneHue aHTUTeN K d3HI0MI3HI0 [1-4]

(Cna pekomenganuii — 1; 10CTOBEPHOCTD A0Ka3aTeNbCTB — A)

KommenTapun: Aumumena xk snoomusuto (EMA) 6 kauecmee ceéoeco cybcmpama maxoice
UMerom MKAHesyl0 MPAHCIYMAMUHA3Y, PACNOIONCEHHYIO 8 MEeNCKIeMOYHOM 6eujecmse,
OKpYJcaloujem  2naoKoMbluleutblie INeMeHmbl  COOCMBEHHOU  NIACMUHKU  CAUUCMOT
000104KU MOHKOU KUWIKU. EMA onpeoensiaomes  MemoooM Henpsamou
UMMYHOGIyOpecyeHyuu ¢ UCNONb308AHUEM 6 Kadecmee Cyocmpama mKauel nuwesood
00e3b5iH Ul  NYNOGUHbL Uenosekd. Memoo RNONYKOAUUECMBEHHbIU, UMeem  6bICOKYIO
4YBCMEUMENbHOCIb U CHEYUPDUUHOCIb, 0OOHAKO mpebyem CneyuaibHo2o 000py008anus, d
OYeHKa pe3yIbmamos Uccied08anus A6NAemcs CyObeKMUHOU U 3a8Ucum om Kearupurayuu
cneyuanucmos.  Panee 6  Ouaenocmuxe — yemuakuu — WUPOKO — UCHONb30BAIUCD
anmuenuadunosvle anmumena (AGA). B nacmosiwee épemsi nokazamo, umo awmumend K
2NUAOUHY MO2YM  NOAGNAMbCA Y NAYUEHMO8 C BOCHAIUMENbHbIMU  3A001e8aAHUAMU

KUWEYHUKA, PA3TUYHbIMU 8apuanmamy nuweou auiepeuu u op. Beudy neoocmamounoii
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cneyuguuHoCcmu Memooa, a makice HU3KOU NPO2HOCMUYECKOU YEHHOCU NOIOHCUMETIbHBIX
U ompuyamenvHbiX pe3yrbmamos, onpeoenenue ypoens AGA 6 macmoswee epems He
peKomeHOyemcs 8 KOMNIeKce OUASHOCTMUYECKUX MepPOnpusimull npu HoO0O03peHuu Ha

yeauaxkuro.

PexomeHyeTcs onpeiesicHre aHTUTEN K JCaMUAMPOBAHHBIM e THAaM rinaauHa [1,2,5,6]
(Cuna pekomeHaauui — 1; 10CTOBEPHOCTD I0KA3aTeJbCTB — B)

KommenTapuu: 6onee cneyuguunviv mapkepom yeauaxuu, no cpaguenuro ¢ AGA, moeym
Ovimb  aumumena K O0eamMuouposanHviM nenmuoam eauaouna (aDPG). Aumumena «
0eamMuoUpOBaAHHbIM NENMUOaAM 2IUAOUHA NO UYBCMBUMENIbHOCU U CheyupuuHocmu He
npesocxoosm anti-tTG u EMA (1B). [na demeti maadwe 2 nem onpeoeienue anmumen K
MKAHeBOU K MKAHEBOU MPAHCIYMAMUHA3E OOJICHO COYemamvpcsi ¢ onpeoeienuem

aHmumer K 0eamuoupoB8aHHbIM NENMUOAM 2TUAOUHA.

Pexomenayercsi mpoBeeHHE CKPUHUHTOBBIX CEPOJIOTHYECKUX HCCIIEIOBAHUH MAalMEHTaM C
AyTOUMMYHHBIMA W OSHIOKPUHOJOTHYECKUMH 3a00JIEBaHUSIMH, TaK KaK OHU BXOIST B
IPYIIy PUCKa IO pa3BUTHIO leinakuu [1,2].

(Cunua pekomenaanum 1; ypoBeHb 10Ka3aTEJIbCTB A).

KommenTapuii: Ceoespemennoe 6viasnenue yeauakuu u HasHavenue 06e32110MeEHOBO
ouemsl Modcem npedomepamums KaKk npocpeccuposanie OCHO8HO20 3a00Ne6aHus, maxk u
paseumue MANCENbIX HeOOPAMUMbBIX OCIONCHEHUL Yeluakuu, exuouas T-Kiemounyo
aumehomy u opyeue 8uobvl 310Ka4eCmeeHHbIX HO8000PA308aHUL (A0EHOKAPYUHOMA HCeTYOKa

U KUUEYHUKA, CKBAMO3HbILL pax nuu;eeoda).

PexomeH0BaHO NpPOBEAEHUE CEPOJOTUYECKONM TUArHOCTUKU BCEM MallM€HTaM MPOBOJUTH
JI0 Ha3HA4YCHHUsS JieueOHOW nueThl Ha (oHe ymoTpeOneHusT OOBIYHOTO KOJHWYECTBA
[NIIOTEHCO/IePKAIUX TMPOAYKTOB. OrpaHMdyeHHe WM HCKIIOYEHUE TJI0TeHa B palloHe
MOKET MPUBECTH K OBICTPOMY CHIDKEHHUIO TUTPa CIEeUU(PUUECKUX AHTHUTEN, YTO CIENIaeT
JNanbHENIINI TUarHOCTUYECKUN TOUCK 3aTPYAHUTENIbHBIM, @ MHOTJAa M1 HEBO3MOXKHBIM [1].

(Cuna pexomenaanum 1; ypoBeHb 10Ka3aTEIbCTB A).

PexomMeHntoBaHO poBECHNE TEHETHYECKOTO HccienoBanus [1-4,9].

(Cuna pekomeHgauui — 1; 10CTOBEPHOCTH 10KA3aTeJbCTB — B)

Kommenrapuu: [enemuueckoe ucciedoganue npeononazaem onpeoeieHue HAMudus y

nayuenma xapaxkmepuwix aineneti HLA-DQ2/DQ8. HLA-DQ2 cemepooumep kooupyemces 6

yuc-konghueypayuu HLA-DR3-DQA1*0501 DQBI*0201, ¢ mpanc-xongueypayuu HLA-

DR11-DQA1*505 DQB1*0301; DR7 — DQA1*0201 DQB1*0202; DQ8 — cemepooumep
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xkooupyemcss DQA1*0301 DQBI*0302. Ompuyamenvhvie pe3yibmamvl 2eHeMUYECKO20
MUNUPOBAHUSL UMEION  BbICOKVIO NPOSHOCMUYECKYI0 UYEHHOCMb, NO0380J58 UCKIIOYUMD
yeauakuro. Hanuyue Ooamnvix eannomunos y 30% 300p06ozco HacenreHusi He NO380sem
UCNONIL306aMb OAHHOE UCCIE008AHUE 8 KAYECMBe CKPUHUH208020 Memood U He S6IAemcs
ocnosanuem Onsi nocmanosku ouaznosa yenuaxuu. HLA-DQ2/DQS ecenomunuposanue
O00JINCHO UCNONIL308AMbCS Ol UCKIIOUEHUs YelUuaKuu, neped NPUHAMUeM peuleHus o
HeobXo0uMocmu npogedeHUs 2Il0mMeH08ol Hazpy3ku. I enemuyeckoe munupoganue moxicem
ObLIMb UCNONIL30BAHO OJIL UCKTIOYEHUS. OUACHO3A YETUAKUU 6 CAONCHBIX OUACHOCMUYECKUX
cayuasx. Llennocmo cenemuueckux mMapkepos npu dmom Onpeoensemcs. mem, Ymo OHu He
3A68UCM OM MO020, HAXOOUMCS U NAYUEHM 8 MOMEHM UCCIe008aHUs HA 0e321H0MeH080

oueme unu Hem.

2.4 UHCTPpYMEHTAJNLHAY JHATHOCTHKA

PexomenoBano nposezenue 330paroracrpoayoaesockonuu (OIJIC) [1-4, 7,8].

(Cunua pekomenaanuii — 1; 10CTOBEPHOCTH 10KA3aTENbCTB — A)

KommenTapumn:  3anooospums  yenuakuro  npu  npogedenuu  IHOOCKONUYECKO20
UCCe008AHUSL MOJNCHO HA OCHOBAHUU MAKUX MAKPOCKONUYECKUX NPUSHAKOS, KAK YIIOUWeHUe
UNU  UCHUE3HOBEHUe YUPKYIAPHLIX CKIA0OK CAUSUCMOU O08eHAOYAMUNEPCMHOU KUWIKU,

nosienenue  NONEPeyHoUu  UCYEPUEHHOCMU  CKIAOOK,  AYeUcmo20  PUCYHKA — UTU

MUKDOHOOYIAPHOU CIPYKMYPblL CIUSUCMOU (puc. 3).

HopmanbHas UcuesHoseHnue TTonepeunas SAuemcTbivi pucyHok MukpoHoaynspHas
CTpyKTYpa UMPKY NAPHBIX UCUEPUEHHOCTD cauucTon CTpyKTYpQ
cauucto cKknanok cknanok (Spada C., 2008) cauucToi

(Spada C., 2008) (SpadaC., 2008)
Puc. 3 - DHockonnueckue Npu3HaKK LeTUaKuu
O0HaKo, MAKpOCKONUYECKAsi KAPMUHA CIUSUCIOU MOHCEem OCMABAMbCS HOPMALHOU, YMO
He no360JAem UCHOAb3068AMb IHOOCKONUYECKOE UCCIe008AHUE 6 KAYecmee OCHOBHO20
ouaznocmuyecko2o memooa. Ilogvicums OuUaZHOCMUYECKYI0 YEHHOCMb SHOOCKONUU Y
nayuenmos ¢ yeauakuel cmano 803MONCHbIM C UCNOIb30BAHUEM COBPEMEHHBIX IHOOCKONOS,
UMEIWUX BbICOKYIO  pa3peuanwyro CnocoOHOCMb, a makKdce nymem NpUMeHeHUs.

uMMepCMOHHOIZ MexXHuKu susyaiusayuu 60pCuHOK CIUBUCMOU — KOHgbOKaJZbHOIZ IHOOCKONUU.
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e PekoMeH10BaHO TpoBeicHHEe MOP(HOIOTHYECKOM qruarHocTiku [1-4, 7,8].
(Cuna pekoMeHganuii — 1; J10CTOBEPHOCTD 10KA3aTEJNbCTB — A)
KomMmeHTapum: 0112 nocmanoéku OuazHo3a Yeauakuu Mnoa0dACUMelbHble pe3yabmamsl
€eponocuUYecKo2o uccieo008anus OO0JIHCHBI NOOKPEeNIambCs pesyrbmamamu
2UCMONOUYECKO20 UCCLE008AHUSL OUONMAMOE CAUSUCMOU 000I0YUKY MOHKOU KUuwKu. s
8bINOTHEHUS] KAYecmeeHH020 Mopgonocuueckoeo uccie008aHus 8 xo0e
azoghazocacmpooyodenockonuu (I J[C) neobxooumo npouszsecmu 3a60p, Kax mMunumym, 4
buonmamos U3 JAYKOSUYbl U HUCXOOSAWE20 Omoeld O08eHAOYAMUNEPCMHOU KUWKU,
VUUMBLEAs, YMO NOBPENHCOCHUE CIUSUCTIOU NPU YEeTUAKUU MOACen HOCUMb HeOOHOPOOHbILL
xapaxmep, a 8 psde ciyuaed ampo@uueckue UsMeHeHuss HAbIOAoMes MObKO 8 IYKOsUYe
08eHa0YamunepCcmuou KUWKU.
Ilposedenue mopgonocuueckoeo uUCCrLe008aHUsL  OOIHCHO  NPOUCXOOUMb HA  (hoHe
ynompe0OnieHusi 00bIYHO20 KOAUYECMBA 2NHOMEHCo0epucamux npooykmos. Hckmouenue
2NIOMEHA U3 PAYUOHA MOJACem NpUusecmu K OblCmpomy B0CCMAHOBIEHUI0 HOPMAIbHOLL
CMPYKmMypbl CAUUCIOU 000JI0YKU, Ymo coenaem Mop@onocuieckoe noomeepiucoeHue
yeauakuu 3ampyOHUMeNbHbIM, d UHO20A U HEBO3MONCHBIM).
Komnnexc mopgonocuveckux usmenHeHuul Ccausucmou MOHKOU KUWIKY, CBOUCTNBEHHbIX
yenuakuu, eKIYaem. yeeauyeHue Koauuecmea MedcInumenuanvisix aumpoyumos (MIJI),
PA3IUYHYIO CIenelb ampopuu 60PCUHOK U SUNEPNIAZUI0 KPUNTI.
B Hnacmosuwyee 6pems 0ia  namomopgonocuyeckol  OUASHOCMUKU — UCNONb3YEmCsl
kraccuguxayus cmeneneii sumeponamuu no M.N. Marsh (1992), ¢ coomeemcmeuu c
komopou  evidensitom 3 muna nogpexcoenuti COTK: 1 mun (Marsh 1) -
«ungurompamusnwitly, 2 mun (Marsh 2) - «eunepniacmuueckutiy u 3 mun (Marsh 3) -

«0ecmpyKkmusHwiily (puc. 4).

o
15

Marsh 1 Marsh 2 Marsh 3
UHPUALTPATUBHDBIN runepnaacTUuecKkuin AESCTPYKTUBHBIN

Puc. 4 - Tunsl noBpexIeHMsI CAM3UCTOM 1o Kiaccudukanuu Marsh M. (1992)

B 1999 200y Oberhuber G. npeonoowcun moougurayuro knaccugpuxayuu Marsh, yxazas na

HE0OX00UMOCMb  ONpedeNeHUs KOIUYeCmea MeNCONUMENUANbHbIX  aumMpoyumos (8
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nepecueme Ha 100 snumenuanvHvIX KIeMoOK), a makdce e6vloenenus 3 cmeneHeu
ampoghuueckux — usmenenuil. ucmonoeuveckas xknaccugpuxayusi  Marsh-Oberhuber
UCNONbL3YEMCsl 8 OUACHOCTNUKE YeTUaKuu 00 HACMOoAWe20 8peMeHu U eKuouaem 6 ceds 5

munog nogpesicoenuii COTK (mabn. 4, puc. 5).

Tadauua 4 -
['ucronoruueckas kiaccudukarms rearnakun Marsh-Oberhuber (1999)
Tum 0 Tum 1 Tum 2 Tun 3a Tun 3B Tum 3c
MOJI <40 >40 >40 >40 >40 >40
Kpunst HOpMa | HOpMa runepTpopus runeprpodus | runeptpodus | runeprpodus
BOpCI/IHKI/I HOpMa HOpMa HOpMa yYMEpCHHaA BbIpa’XCHHas OTCYTCTBYIOT
atpodus atpodus

Hopma Marsh 1 Marsh 2
ysenauueHue runepnaaua KpUNT
KonuuecTsa M3N (E .Pilozzi, 2010)

(E .Pilozzi, 2010)
; b |

Marsh 3A Marsh 3B Marsh 3C

yMepeHHaa atpopusa BbIPAXEHHAA aTpoPuUa OTCYTCTBUE BOPCUHOK
(E .Pilozzi, 2010) (E .Pilozzi, 2010) (E .Pilozzi, 2010)

Puc. 5 - T'ucronornyeckas knaccudukanus neaunakuu Marsh-Oberhuber

Buisignenue npu muxpockonuyeckom uccaeoosanuu 2, 3A-C munoe nospedicoenusi, aensiemcs
00CMAamoyHbiM OCHOBAHUEM Ol OUACHOCMUKU YETUAKUU ) CepONnO3UMUBHBIX NAYUEHMO8,
oadice npu OMCYymcmeuu y HUX KIUHU4eCKUx nposeieHuil 3a001e6anusl.

Buisignenue npu c6emogoti MUKpOCKOnUuu NOBbIUEHHO20 KOIUYECNBA MENCINUMENUATbHBIX
aumpoyumos (mun 1 no Marsh-Oberhuber) we moowcem cayocumo ocnosanuem ons
ouasHOCmMuKy yeauakuu u mpebdyem npoedeHUs OONOJIHUMENbHbIX UCCAe008aAHUL
(UMMYHOSUCMOXUMUL), PE3VIbMAMbl KOMOPBIX O0NHCHbI PACYEHUBAMBCA 8 COBOKYNHOCMU C
KIUHUYECKOU KaApMuHoUu 3a00n1e8anus, OaHHbiMU ceponocuyeckux mecmogé u HLA-

munupoeanusl.
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Cnoosicnocmu  unmepnpemayuu Marsh 1 muna nospesxcoenuil ceészamnvi ¢ mem, 4mo
nosviuienue koauvecmea MOJI modxcem ommeyamvcs npu pasiudHblX NAMONOSULECKUX
COCMOAHUAX, 8 YACMHOCMU. NPU NUWEBOl allepeul, GUPYCHLIX KUUWEUHbIX UHQEKYUusx,
JAMOAUO3E, AYMOUMMYHHBIX 3A001€8AHUSX, 80CNATUMENbHbIX 3A00NE6AHUAX KUUEYHUKA U
op. OmauyumenvHOU 0COOEHHOCMbIO TUMPOYUMO3a NPU YEeTUaKUU AGIAEncs mo, Ymo
OONLUWUHCINBO KNeMOK Hecym Ha ceoeli nogepxHocmu cneyugpuyeckuti T-knemounwiil
peyenmop  (TCR  yd). Oma  ocobennocms  ucnoiv3yemcs  npu  HpogedeHuu
UMMYHOSUCTIOXUMUYECKO20 UCCAE008AHUS, NO380IAI0WE20 ONpedeums npeodaoarouull
mun aumgpoyumos 6 COTK.

B 2012 2 Esponeiickoe obwecmseo nedouampuueckou 2acmpodnmepoiocul, 2enamoiocuu u
nympuyuonocuu (ESPGHAN) npeonosicuno nosvwiii ancopumm OuacHOCMUKYU yeiuaxuu y
Oemell, KOMOpbIL NO360J15em 6 psde Cryyaes YCMAHOSUMb OUACHO3 yeauakuu oOe3
npogedenus. buoncuu. Y Oemell ¢ CUMNMOMAMU, XAPAKMEPHbIMU OISl YeauaKuu, npu
OOHApYCeHUU MuUmpos aumumen K mMKAHe8oU mpaHnceiymamunase 6onee 10 Hopwm,
NOJIONHCUMENbHBIX anmumen K dHoomusuto u Hanuwuu 2aniomunoé HLA DQ2 w/unu DQ8
ouacHo3 modcem Oblmb NOOMEEPAHCOeH 0Oe3 NposedeHuUss 2acmpocKonuu u Ouoncuu
(IIpunooicenue 12). [{na beccumnmomusbix nayuenmos u3 2pynn pucka npeoiazaemcs opyeou

aneopumm OUAsHOCMUKY, 8KoUarowull ooszamenvryio ouoncuto ([lpunoscenue I'3) [2].

2.5 Nuast AMATHOCTHKA

Pexomennyercsi mpoBeleHHE MPOBOKAIIMOHHOTO TecTa (Harpy3ka TJIOTEHOM) JETSIM,
KOTOpPBHIM ObUIa HadaTa OE3IIIIOTEHOBAas [WEeTa IPH OTCYTCTBHH CEPOJIOTUYECKOTO U
MOP(}OJIOrHYECKOTro MOATBEPIKACHHS HITH B COMHUTENBHBIX citydasx [1].

(Cuiia pekomMeHaaIuii — 2 10CTOBEPHOCTD H0Ka3aTeJbeTB — C)

KomMmeHTapum: na npakmuke npuxooumcs cmaikuéamvCsi ¢ NAYUeHmamu, KOMopbiM
bezenomenogas  Ouema  Ovblia  HAYAmMa NPU  OMCYMCMBUU  CEPONIOSUYECKO20 U
Mopghonocutecko2o NOOMEepIHCOeHUsl, UNU  pe3YIbmamvl  NepPeUdH020  00C1e008aHUs
NO3605I0M  YCOMHUMBCS 8 NPASUILHOCMU OudeHo3d. B makux cuyuasx evinoiHenue
HA2PY3KU 2TIOMEHOM ABNAeMCs eOUHCMEEHHbIM CHOCOOOM GepUuPUYUPOBaAmsb OUACHO3.
Ileped npogedenuem Hazpy3Ku yenecoooOpa3Ho NPosedeHUe 2eHeMUYecKo20 UCCIe008aHUs —
ompuyamenvHblie pe3yIbMamvl Mmecma O0enaom HeBO3MONCHbIM pA3sUumue Yeauakuu u
UCKIIOUAIOmM HeoOX00UMOCMb NpogedeHus: Nposokayuu. Buinonnenue nposoKayuoHHO20
mecma mpebyem 0043ameNbH020 NPOB8eOeHUs. 08YX IHOOCKONUYECKUX UCCIe008AHUL C
3ab60pom Ouoncuii. nepgoe — Ha (hoHe OE32NOMEHOB0U Ouemvl, Mopoe — NPu NosIeHUU

KIUHUYEeCKUX CUMNMOMO86 3abonesanus Ha d)OHe ynompe@zemm 6 nuwyy
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2NIIOMEHCO0EPHCAUX NPOOYKMO8 Ulu yepe3 6 Mecsayes npu OMCYMCMEUU NPUSHAKOSG
peyuousa 3abonesanusn. Haepysky enomenom pexomeHOyrom npogooums, nooCvLInas
2NIIOMEHOBbIU NOPOUIOK 8 NUWy U He 0deamv NaAyuenmy NUeHU4YHo20 Xlieba (neueHvs,
8bINEYKU), MAK KAK, 8 CIyuae NOOMBEPICOEHUsL OUACHO3A YeNUaAKUl, NOBMOPHO 3anpemunb
ynompebieHue dmux npooykmos pebeHKy Oyoem oueHb mpyouo. Esiceonesnas 0oza npu
npoeedeHUl NPoBOKayUuY 00IHCHA bbimb He Menee 10 2 entomena, umo coomeemcmeyem 150
e myku umu 200 2 nwenuunozo xneba. Ilopowiox enomeHa 6 pOCCULCKUX YCIOBUAX
HeOOCMyNneH, NOIMOMY 8 HAWUX YCIOBUSAX Mbl PEKOMEHOYeM 0a8amb NAYUEHMY eHCeOHEGHO
1 nopyuro (npumepno 250 2) mannou kawu uiu eepmuwenu. Eciu 6uoncus, nposedennas
yepez 6 Mecayee ynompeoOieHus eulOMeHa He  Bblaslsem  HUKAKUX — U3MEeHeHUl,
Mopgonoeuueckoe uccredosanue HeoOXOOUMO NOGMOpUMs cnycmsa 2 2o0a om Hauala
Haepysku eniomenom. Eciu cmpykmypuvie usmeneHus Ciuzucmou u K 9MoMmy 6pemeHu
OMCYymcmeyom, PeKOMEeHO08AHO  OUHAMUYECKoe HAOIOeHue 34 NayueHmamu ¢
nposedenuem  dHOOCKONUYECKO20 UCCLe008AHUsI NpU  NOAGIEHUU  CUMAMOMOS  UlU

noevluleHuU ypoeHs anmumeil 6 Cbl6OpOmMKe Kposu.

2.6 InddepeHnuaanLHass AMATHOCTHKA

1. 3abonesanus, nposseiawuuecs CUHOPOMOM MAlbabCcopoOyuu: MyKOBUCYUOO3, CUHOPOM
LIsaxmana-/latimonoa, HeOOCMAMOYHOCMb NAHKPeaAMu4eckol Junasvl, aymMOUMMYHHAS
SHMEPONamusl, BPONCOCHHAs. TUMPAHSUOIKMAZUA KUeYHUKa (cunopom Banvomana), a-
bema-runonpomeunemust, HeOOCMAMOYHOCHb MPUNCUH-IHMEPOKUHAZDL.

2. 3aoepoicka pocma u pazeumusi pebeHKa: unou3apHulil HAHU3M, CUHOPOMALbHbBIE POPMbL
HU3KOPOCIOCMU.

3. l'acmpounmecmunanvras opma nuwegoul aniepauu K nueHuye.

3. Jleuenue

3.1 KouncepBaTuBHOE JIeUeHHE

Eouncmeennvim memooom neverus yeauakuu u npoqbwlakmuku ee OCNOJICHeHUll 8

Hacmo:Rulee epems Asisemcs cmpoecast NOHCUSHEHHAA bezentomenosas ouemad.

e Crporas 0e3rIroTeHOBAs TUETa PEKOMEHIYETCS KaK CUMITOMHBIM
(Cnna pexomenganuu 1; ypoBeHb 10Ka3aTEIbCTB A),
Tak 1 OECCUMITOMHBIM narueHTam [1-4,10].

(Cuna pexomennamuu 2; ypoBeHsb jqoka3zareabers C).
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e BkioUeHHE OYHUIINEHHOTO OBCA B AMETY OOJBHOMY IEIHAKUCH PEKOMEHIYETCS MPOBOIUTH
I0JT CTPOTMM KOHTpoJieM[1].

(Cunna pexomenganuu 1; ypoBeHb 10Ka3aTeabcTB B).

e BosibHBIM 1IeTHMaKneil peKOMEH TyeTcs HaOII0IeHHE U JISYEHUE TUETOJIOTa, UMEIOIIETO OIBIT
BeJICHUsI JaHHOTO 3a00eBanus [1].
(Cnna pexomenganum 1; ypoBeHb 10Ka3aTeabcTB B).
KoMMeHTapUH: 68 0OCHOGe ANUMUHAYUOHHOU OUETNOMEPANUL TIeHCUT NOTIHOE UCKTIOYeHUe U3
PayuorHa numMaHus NPOOYKMo8, COOepHCAuUX 2uomeH uiu e2o cieovl. lIpunyunuaisno
BAJICHBIM ABNACMCA OMKA3 OM YNOMpeOaeHuss He MONbKO mex HpoOyKmos, KOomopbvle
cooepoicam  «sA6HbIIY 2n0meH  (X1eb, X1e600ynouHble U KOHOUmMepCKue u30enus,
MAaKapoHHble U30enus, NUEHUYHAS/MAHHAS, SYHe8as/neprosas Kpynvl, 0yieyp, Kyc-Kyc,
nonba, cneibma, Mpumuxaie, KAMym), HO U MexX, KOmopvle COO0epIHCAm «CKPbIMbILY
2NIIOMeH, KOMOpPblll UCNOIb3YVemCcsl 8 Kauecmeae nuuyesoll 000asKu 6 npoyecce npou3o0cmsd
(IIpunoorcenue I'l).
P50 nenuwesvix npooykmos, Komopwvie MO2ym HONAOAMb 6 OP2AHUSM Yel08eKd, MO2ym
makoice co0epaHcamy nomeH, Ymo ciedyem yuumvléams 6 No8ceOHesHoll dHcusnu. K makum
NPOOYKMAM OMHOCAMCS Kiell HA NOYMOBbIX MApPKAX U KOHEepmax, HeKomopvlie copma
KOCMeMmuKU, 8 m.u. 2yOHOU NOMAObl, HeKOmopbvle copma 3yO0HOoU nacmol u op.
Jlexapcmeennvie npenapamvl Maxce MOZYm CcOOeplcAms 2NI0meH, 6 m.4. mabiemKu,
NOKpbimbie 00010UKOI.
Cocmae payuona 6016H020 yenuaxKueu 3a8UcCUm Om 03pACMA, MANCECMU COCMOAHUA U
nepuooa 3a601€6aHUs U CMPOUMCA HA OCHOBAHUU OOWUX HNPUHYUNOB: Y2le8OOHbLI
KOMNOHEHM COCMABIAIOM 3d Cuem NepeHOCUMBIX Kpyn, Kapmogens, 60008vix, ogowel,
@dpykmos, 1200, 6enK08bIlL U JHCUPOBOLL — 3a CUem MACA, AulY, pblObl, MOJIOYHBIX NPOOYKMOS,

pacmumeilibHo20 U CIUBOYHO20 MAcCél.

e JlameHtaM cC  «nomenyuanrbHou  yeauakuetiy — (HaJUYUE  TOBBILIEHHOTO  YPOBHSA
CHEIU(PUUECKUX AHTUTEI M XapaKTepHBIX T€HETUYECKHMX MapKepoB NpHU HOpMaibHOU
ctpyktype COTK) mnpu OTCYTCTBUM KJIMHMYECKHX CHMIITOMOB pEKOMEHAYETCSl He
Ha3HayaTh OE3IJIIOTEHOBYIO JHMETy, HO TMPOJOUKUTH HAOMIOJEHHE, C IPOBEIACHUEM
MIOBTOPHOI OMOIICHY B ClTy4yae TOSBICHHUS CUMIITTOMATUKH [ 1-4].

(Cuna pexomenanum 2; ypoBeHb a0ka3areabcTB C).

e B pOCCHﬁCKHX YCIOBUAX PCKOMCHAYCTCS UCKIIFOUCHUC OBCA U3 NUCTHI OOJIBHBIX LICIHaKueH.

(Cuna pekomenaanum 2; ypoBeHb jgoka3areabcTB C).
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KommenTapmii: Bonpoc o moxcuunocmu o6ca 0751 OONbHLIX Yeauaxkuel OCmaemcs
omkpuimeim. Haubonee pacnpocmpaneno MmHeHue, uYmo dA8EHUHbl 06cA He MOKCUYHDL,
O00HAKO OBCAHASL KPYNA 4ACMO KOHMAMUHUPOBAHA NPUMECAMU OPY2UX 3]1aK08, OCODEHHO

nwenuywi[1].

Jns  mutanus  OOJNBHBIX € IEJIHMAKUEH  PEKOMEHIYIOTCS — CIeHUAIN3UPOBAHHBIC
0€3IIIIOTEHOBBIE MPOIYKTHI-3aMEHUTENN XJI€OOOYIOUHBIX, MAaKapOHHBIX M KOHAUTEPCKHUX
uznenuii. PekoMeH0BaHHBIE TIpUEMIIEMbIE YPOBHHU TIIIOTEHA cocTaBisitoT <20 ppm* (20
MTI/KT roToBoro npoaykra) [1,10,11].

(Cuna pexomeHaanuu 1; ypoBeHb g0Ka3arebcTB B).

PexomMenioBana koppekuus nepuuuTHbIX cocrostauit [1,10,12].

(Cuuiia pekomMeHaauu 1; ypoBeHb 10Ka3aTEJbCTB A).

KommeHnTapuu: xeobxooumo yyumvieams Haiuyue 6MOPUUHBIX HAPYUIEHUL CO CMOPOHbL
opeanos u cucmem U OePUYUMHBIX COCMOAHUL, KOMOpvle MO2ym nompebosamy
CReyuanu3upoOBaHHO20 NUMAHUSL.

s meuenus akmugHo2o nepuooa yeruaKuu 6 paHHem OemcKOM 803pacme XapaKmepHbl
8bIpadiceHHble OUCnenmudecKue paccmpoucmed U HApYuleHus 8 COCMOSHUU NUMAHUS,
8n10Mb 00 oucmpoguu.

Ilpu msdcenoti eunompouu HeoOX0OUMO Yuumvléams makue Gaxmopul, Kak pe3Kas
AHOPEKCUsl, CHUICEHHAsl MOJIePAHMHOCIb K nuujesbim Hazpyskam. Pebenky nepgozo 2oda
JHCUBHU HA3Hauyaemcs Ouema, coodepxcauwjas 3—4 2 oerka u 130—-150 xxan na 1 ke
Gaxkmuueckou maccor mena. Ilumanue 6 axmuenylo cmaouro 3a0071€6aHUs NPOBOOUMCS

CO2NIACHO NPpUHYUNAm ouemomepanuu oemetl ¢ 2unompoghue.

[TpubnusurensbHo y 2/3 neteil paHHEro Bo3pacTa ¢ LieJTUaKkueld peKOMEHAYeTCsl B aKTHBHOM
MIEPUOJIC HAPSITy C TIFOTEHOM PAacCMOTPETh BOMPOC 00 MCKIIOUCHHH MOJIOYHBIX MPOTYKTOB
u cmeceit [1,10,12].

(Cuna pexomenganuu 1; ypoBenb noka3arennct C.).

KomMmeHTapuu: cocmosinue u nposedenue oOuemomepanuu y OOAbHbIX yeauaxKuel 8
AKMUBHOM NEPU0Oe OCIONCHSIEeM MAKN’Ce 4aCmoe Pa3eumue MHONCECMBEHHOU NUUiesoll
Henepenocumocmu. Haubonee wacmo smo — emopuunas naxmaszuas HeOOCMAmMOYHOCb
(75%), cencubunuzayus x 6eaxam Koposve2o monoka (72%), nepeoko — cencubunuzayus K
OpyeumM nuuesblM NPOMeUHam — pucy, 6anamy, Oeikam KypuHo2o siuya u np.

3amenoii MoOnOUHBIM NPOOYKMAM MOSYI CILYHCUMb CREYUATUSUPOBAHHbIE CMeCU HA OCHO8E

6blCOKO Zl/lapO]ll/BOBClHHblx benkos C 6KJlIl0YerHuem 6 WCUpO@OZZ KOMNOHEHN
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cpeoneyenoueunvix mpuenuyepuoos. Hympunax Ilenmuou CLT (Unganpum); Angape
(Hecmane); Hympuno Ilenmu I'acmpo (Hympuyus); y oemeii cmapwe 1 2o0a — I[lenmamen
FOnuop (Hecmue). Oonako ucnonv3osanue YKA3aHHbIX NPOOYKMOS MOdcem  Obinmb
02DAHUYEHHO V OONbHLIX CO CHUJCEHHbIM ANNemumoMm, 6cileocmsue cneyupuieckux

opeaHoienmu4ecKux CBOCME MaKux cmecel.

PexomeH10BaHa MEIMKAMEHTO3HAs TE€PAIUs BHICOKOAKTUBHBIMU MUKPOKAICYJINPOBAHHBIMHU
HaHKpeaTHyecKuMu GpepmenTamu (mankpearun ) [1].

(Cuiia pekomMeHIa1UH 2; YPOBEHD A0Ka3aTebeTB C).

KommeHnTapumn: meouxamenmosnas mepanus npu yeauaxuu HOCUM BCHOMO2AMENbHbBIL
xapakmep, HO 8 psoe Cy4aeg Moxcem Oblmb JICUSHEHHO HeoOX00uMou. B ocnosnom ona
HAnpaeieHa Ha Koppekyuro MemadoaIudeckux HapyueHui, pa3susuuxcs Ha Qpore cuHopoma
manvabecopoyuu. Koppexyus npoyeccos nepesapuéanusi npoeoOUMcsi HA3HAYeHUueMm
npenapamos blCOKOAKMUBHBIX MUKPOKANCYIUPOBAHHBIX NAHKPeamuieckux ¢epmenmos

1, 6K

(nankpeamur’™™). Jloza npenapama onpeodensiemcsi 803pacmom pebeHKd, XapaKmepom
NUMAaHUs U 8blpadcenHocmolo cmeamopeu. Hauanonas 0oza moscem cocmasiame 1000 ME
no nunaze Ha 1 ke maccvl 6 cymku. Ha ¢pone swvipasicennoii ouapeu mo2ym HA3HAYAMbCA

aocopbeHmuvl-MyKoYumonpomeKmopbi.

He pekoMen0BaHo nmpuMeHeHwue Jjorepamuma™ " [1].

(Cuna pexomennanuu 1; ypoBenb q1oka3ateanscts C).

Ilpn HEOOXOAMMOCTH PEKOMEHIYETCSl TMPOBEACHHUE KOPPEKIMH HAPYIICHUH KHUIIEYHON
mMukpodopsi[1].

(Cuna pexomeHIanuu 2; ypoBeHb 10Ka3aTeabcTB C).

BoJIbHBIX C BIIEPBBIC YCTAHOBJICHHBIM JIMArHO30M IEJIMAKUN PEKOMEH]IyeTCsl 00CIIeIOBaTh U
HA3HAYUThH JICYCHUE B OTHOIICHUM JCPHUIIMTOB MHUKPOHYTPUEHTOB (Kene3a, KaybIlHs,
¢donueBoii KucnoTel, ButamuHa D, Butamuna Bi,) [1,10,12].

(Cuna pexomMeHaanuu 2; ypoBeHb jioka3areabeTs C).

KommenTapum: [lpu owcenezodeuyumrnou anemuu HA3HAYaiom npenapamvl dcenesd U

Gonuesotl xucromsi. Ilpu Hapyuienusx obOMeHa Kanvyus (paxumonoooOHblL CUHOPOM,
UNOKANbYUeMudecKue Cyoopocu, OCMeEeONneHus) HA3ZHAYAIom Nnpenapamvl Kaibyus U

sumamunra D.
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e [Ipu HapymeHusx OCJIKOBOTO W BOJHO-DJCKTPOJIMTHOrO OOMEHa pPEKOMEH/IOBaHa
HNOCHHAPOMHAs ~ NAapeHTepajbHas  KOpPpeKIMH. B Tshkenblx — ciydasx — TpeOyercs
KpPaTKOBPEMEHHOE MPOBe/IeHNE NapeHTepaibHoro nutanus [1,10].

(Cuiia pekomMeHIaUH 2; YPOBEHD A0Ka3aTeJbeTB C).

o [IpuMeHeHHE TIIOKOKOPTHKOUIHBIX MPENapaToB MpU IETHAKUH PEKOMEHIYeTCS B Cllydae
TSOKEJIOTO ~ TEeUeHWsi  3a00JieBaHUS  C  BBIPQKCHHOH  OEIKOBO-IHEPTreTUYCCKOM
HEJOCTATOYHOCTRIO W B KAa4yeCTBE 3aMECTHTCIBHOW Tepamuu Ui  KOPPEKIHUH
HaAMOYEYHUKOBOM HepoctatounocTH [1,10].

(Cuiia pekomMeHIaUH 2; YPOBEHD A0Ka3aTebeTB C).

3.2 Xupypruuyeckoe Je4eHue

He tpebyercs

4. PeaOnuranus

He tpebyercs
5. lIpoduaakTrKa U JUCIAHCEPHOE HADIIOACHUE

5.1 IpoduiaakTuxa

He pa3paborana.

e (CymiecTBOBaBIIME O TOCJIEIHErO0 BpPEMEHU NPEJICTABICHUS, YTO MPOJOJIKUTEIBHOE
TpyIHOE BCKapMIIMBaHUE, BBEJCHHE TIIOTEH-COJEpIKAIIEro MPUKOpPMa B MajblX J103aX Ha
(oHE TPyIHOrO BCKApMIIUBAaHHUS B BO3PACT€ «OKHA TOJIEPAHTHOCTH» (4-6 MecCsIeB) WU
OTCPOUYCHHOE BBEACHHWE TJIOTEHA CHIDKAIOT YacTOTy BO3HUKHOBEHUS IICIIMAKHH,
ONPOBEPTrHYTO B XOJE€ psSAa MHOTOICHTPOBBIX  PaHJAOMHU3UPOBAHHBIX  IUIalebo-
KOHTPOJIMPYEMBIX HCCIIE0BaHM, B 4acTHOCTH, mpoekta PreventCD [13] u moatomy He
PEKOMEHJIOBAHO HCITOJIB30BATh JJAHHBIC METOTUKH.

(Cunia pekoMeHaaMu 2; YPOBEHD JI0KA3aTeIbCTB A).

5.2 MOHMTOPHHT COCTOSHUS MANMEHTOB C HeJUAKHeH

Iayuenmam c madxcenvimMu NPOAGIEHUAMU CUHOPOMA Manlbabcopoyuu (8bipasjicentvie
cmenenu  6eIK0B80-dHEPSeMUUECKOl HeOOCMAMOYHOCMU, HAPYWEHUS  800HO-3]IeKMPOIUNMHO20
00MeHa) HyHCOaromces 8 20CNUMAaIU3ayuu 8 CMAayUoHap 2acmpodIHmMepon0cUYecKko2o npoguis o
npoeedeHUss NOIHOU OUACHOCMUYECKOU NPOZPAMMbL, KOPPEKYUu Memaboiuyeckux HapyueHul,

npogedeHUs. IHMEPATbHO20/NAPEHMEPAIbHO20 NUMAHUS, N0000pa UHOUBUOYANbHO20 BAPUAHMA
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be3entomeHosoti  ouemvl,  peadUIUMAYUOHHBIX — Meponpusmul. [numenbHocms — nepeudHol
cocnumanuzayuu modxcem cocmaesnsimo 14-21 oens u 6onee.

llayuenmam ¢ ManocCUMnmMOMHbLIM MeYeHUuem YeauaKuu OUuacHOCMu4ecKas npozpamma c
KOMNIIEKCOM mepanuu u oyerKol d¢hghekmusnocmu 6e32110meHo8ou ouemsl Mojicen npo8ooUmsCs
8  2acmMpoIHmMEPONIO2U4ecKkoOM  cmayuouape /  OHEBHOM  cmayuowape  (OIUMENIbHOCHb
eocnumanuzayuu 7 — 14 oueii).

Ilayuenmam ¢ MOHOCUMNMOMHBIM/OECCUMNMOMHBIM — MeYeHUeM Yeauakuu KOMNIEeKC
NepeUUHOU OUACHOCMUKU, NPU HATUYUU OUASHOCMUYeCcKUux eo3modcnocmell (nposedenue 1 J]C,
ceponoeuueckas ouaenocmuxa, HLA-munupoearnue) mosicem 6vimo ocywecmenen 8 amOyiamopHvix
yenosusax.  Takmuka — OUHAMUYECKO20 — HAONIOOEHUs  ONpeoeisiemcs — mANCeCmvlo  medeHus

3abonesanusl.

5.3 IlncnancepHoe HA0JI0IeHHE ITPH YCTAHOBJEHHOM JMATHO3€ EeJHAKHH

Cpox  Habnoldenus: nodcusHeHHo. Bedenue 6Ooavnoco  ocywecmensem — OemcKuil
2acmpodIHmMePoN0e U CepMUPUYUPOBAHHBLI OUEMOL0L.

Kpamnocmo nabnooenus: nocie ycmanosku ouazHo3a 6 meuenue nepsvix 08yx jem — 1 pas
6 6 mecsiyes, ¢ 3-c0 200a HAOMOOEHUs NPU YCIOBUU YCMAHOGICHUS CMOUKOU PeMUcCCuu u
PecYNAPHLIX OOCMAMOYHBIX 8€COPOCMOBbIX NPubasox — 1 pasz 6 200.

Obcnedosanue 8 xo0e OUCNAHCEPHO20 HAOIIOOEHUS: ONPOC, OCMOMp, UBMEpPeHUue pocma u
MAccwl, KONPoOSpamMma, KIUHUieckoe UCCled08aHue Kpogu, OUuoxumuieckoe ucciedosanue Kposu
(oOwuti  Oenox, neuenouHvle NpoOBI, 2NH0KO3A, Kaabyutl, ¢hocgop, dicenezo, Xorecmepu,
mpuenuyepuovt); Y3U opeanos nuwesapenus u wumoguoHou xcenesvl, y desouex cmapuie 12 nem -
V3U opeanos manoco maza, OeHcumomempus — NOACHUYHO2O OmOend  NO360HOYHUKA,
ceponozcuueckoe oocnedosanue. Ilo noxaszanuam nposooumcsa JIIJ[C ¢ ouoncueti COTK,
KOHCYIbMAayuu Cneyuamucmos (IHOOKPUHOI02d, CMOMAmMOoN02d, 0Cmeono2d, NCuUxonoed u np.).
Ceponozuuecxkoe uccneoosanue (I1gG, I1gA, anmu-TTI, AGA) pexomendyemca nosmopsams
€2#ce200H0 c yenvio 00bEKMUBHO20 KOHMpO/s 3a cobnrooenuem BIJI
Onoockonuyeckoe/eucmonozuyeckoe 00ciedosanue NpoeooOUmMcs npu nepeom NOCMYNJIeHUU, 6
AKmMuBHoOM nepuoode sabonesanus u uepes 12-18 mecayes nocie nepeoco 06ciedo8anus 8 ciyiae
KAUHUYECKOU PeMUCCUu, a makxice npu yXyouleHuu cocmoauus 601vHo20. B ciyyae cmotikou
pemuccuu npu VCMAHOBIeHHOM ouazHose yeauaxuu, HOOMEEPHCOEHHOM
Mopgonocuuecku/eucmonosudecku,  npogedenue  nosmopuvix Il JJC/ouoncuti  aensemcs

HeobOCHOBAHHbIM.
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L4 PO,Z[CTBCHHI/IKB_M nanuceHTa pEKOMCHAYCTCA MPOBCCTU CCPOJIOTMUCCKOC HUCCIICAOBAHUC, 4 B
CJIydac BbIABJICHHA ITOBBINICHHBIX ypOBHeP'I CHCHI/IQ)I/I‘IGCKI/IX AHTUTCII — IIPOBECTU ITOJTHBIN

KOMIIJICKC O6CJI€I[OB3.HI/I$I, BKJIIO4as S9HJOCKOIMMNYCCKOEC U T'MCTOJIOTMYCCKOEC NCCIICJOBAaHUA.

e B KkayecTBe NPOTUBOPELMIMBHOIO JICYEHUS PEKOMEHIOBaHA IIOXKU3HEHHAs CTporas
0e3TIII0TEHOBAsI AMETA, SBISIOIIANCS 3aJJ0TOM HOPMAJIM3ALUU CTPOCHUS U (PYHKUIUH TOHKOH
KHUIIKH, YCTpaHEHWs OOMEHHBIX HapyIICHWH, OOecreueHuss HOPMAaJbHBIX TEMIIOB
(Gu3n4ecKoro, ICUXMYECKOT0 M IIOJOBOTO pa3BUTUs peOeHka. JlomoJgHWUTENbHOE

MCIUKaMEHTO3HOC JICUCHUEC IIPOBOJUTCA 110 HHANBUAYAJIbHBIM ITOKa3aHUAM.
° PGKOMGHIIOBaHO ITPOBEACHUC HpO(bI/IJ'IaKTI/ILIeCKI/IX IIPUBHBOK B II€PUOJ PEMUCCHUH.

o PGKOMGH[IyCTCﬂ IMPOBCACHUC HpOTI/IBOHHGBMOKOKKOBOﬁ BaKIIMHAIINN B CBs3H1 C
MOBBIIICHHBIM PUCKOM MHEBMOKOKKOBBIX MHpeKImii[11].
(Cuna pekomeHnaanum 2; ypoBeHb Joka3areabcTB C).
HononnumenvHoe  mMeOuUKameHmo3Hoe  Jledenue  NpoGOOUMCS N0 UHOUBUOYALLHBIM

NOKA3AHUAM.

6. I[OHOJIHHTQJILHEISI l/IH(l)OpMa]_lI/Iﬂ, BJIUAIOIIAaA HA TCYCHUEC U UCXO0

3200JIeBaAHUA

6.1 Ucxoanl 1 MPOrHoO3

HO3I[H$I$I ANArHoCTUKa 3HAYUTCIIBHO YBCIIMYUBACT PUCK PAa3BUTHA CCPHLE3HBIX OCJIO)KHGHI/Ifl,
TaKUX Kak OecIIoiue, 0CTE0N0pO3, HEBPOJOTHUECKUE HAPYIIEHU U OHKOJIOTHYECKHE 3a001€BaHUs
(B yacTHOCTH, T-Ki1€TOUYHON JTUM(POMBI TOHKON KUIIKHK). [Ipu CTpOoroMm no>xnu3HeHHOM COOJIOIEHUH
0€3rII0TEeHOBOM JTMEeThl MporHo3 OmaronpusatHbd. Ilpu crporom colGumojeHNH Oe3rIIOTEHOBOM
JIUeTsl 0oJiee S5 JIeT pUCK OHKOJIOTMYECKUX 3a00JIeBaHUM MPUONIMKAETCS K MOMYIILUOHHOMY. Puck
BO3HUKHOBEHHUSI ayTOMMMYHHBIX 3a0osieBaHMH (B OCOOEHHOCTHM ayTOMMMYHHOTO THPEOMIUTA U
caxapHoro nuabera 1 Tuma) M OCTEONOPO3a OCTAETCS MOBBILICHHBIM, YTO HEOOXOAMMO YUYUTHIBATh

IIpu AUCITaHCCPHOM Ha6J'IIOI[eHI/II/I.
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KpnTeplm KavdeCTBaA OKa3aHUuM MeI[HIII/IHCKOﬁ IMOMOIIIH IC€THAM C uennalcneii
Tadauna 1 - Opranu3anmoOHHO-TEXHUYECKUE YCIOBHS OKa3aHUsI MEIUIIMHCKOM TTOMOIITH.

Buja MmeaunmHCKO MOMOIIH

MEIUIIMHCKAS IIOMOIIb

Crieuajin3upoBaHHasd, B TOM YHCJIC BBICOKOTCXHOJIOTUYHAA,

Bo3pacTHasi rpynna Herun

YciaoBua oka3zaHusa MeIUIMHCKOM

MOMOIIH CTallMOHAPHO, B THEBHOM CTaI[MOHAPE
dopMa oxka3zaHuA MeIUIIMHCKOKH

P AHR IInanoBas
MOMOIIH

Tabauna 2 - Kpurepuun kauecTBa OICHKA METUIIMHCKOMN TTOMOIITH

Ne| Kpurepuu kayecrsa Yposenn Yposenn
AOCTOBEPHOCTH | YOeAUTEJIbHOCT
A0KA3aTeJIbCTB | H
peKoMeHaanuii
1 | BemmosiHeHoO onpe/iesieHue aHTUTEN K TKAHEBOU A 1
TpaHCTIIyTaMUHa3€e MPHU TUATHOCTHKE 3a00JIeBaHUS
2 | Bemonaena Moponoruueckas JIMarHOCTHKA -1 A 1
THCTOJIOTHYECKOE HCCIeOBaHUE OHOINTATOB CIU3UCTOM
00O0JIOYKM TOHKOW KHIIKH C OMPEICICHHEM CTEICHU
surepornatiu 1o Marsh-Oberhuber npu otcyrcTBuM
MPOTUBOIIOKA3aHU I
3 | HaznadyeHna noxu3HeHHas: OE3TITIOTEHOBAs AMETA - TTOJTHOE | A 1

HCKIIIOYCHHUC nu3 palroHa IIMTaHUA MMPpOAYKTOB,
COACPIKAINMX I'NTFOTCH HUJIN €TI0 CJIC/IbL
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IIpunoxenne Al. CocraB padoueii rpynnbl

BapanoB A.A., akaa. PAH, npodeccop, a.m.H., [Ipencenarens Hcnonkoma Coro3a meauaTpoB
Poccun.

Hama3zoBa-bapanoBa JI.C., akax. PAH, mnpodeccop, a.M.H., 3amectutend [Ipenacenarens
Ucnonkoma Coroza neauatpoB Poccuu.

BopoBuk T.D. - 1.M.H., ipod., uien Ucnonkoma Coro3a neauarpoB Poccun

3axaposa U.H. - n.M.H., ipod., wien Mcnonkoma Coroza nenuatpos Poccun

PocaaBueBa E.A. - k.M.H., wien Coro3a neauatpoB Poccun

IMoranoB A.C. - n.M.H., pod., uieH Coro3a neauatpoB Poccun

BymyeBa T.B. — 1.M.H., unen Cotro3a nenuatpoB Poccun

3BonkoBa H.I'. — k.M.H., unen Coro3a neauarpos Poccun

JAmutpuena FO.A. - k.m.H., uneH Coro3a nenuarpo Poccun

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

XaBkuH A.WU. - 1.M.H., ipo.

PesnoBa M.O. - 1.M.H., pod.

Kopuuenko E.A. - 1.M.H., ipod.

Myxuna FO.I'. - n.M.H., ipod., unen Coro3a neguatpos Poccun

MauneBa E.b. - k.M.H., wieH Coro3a neauatpoB Poccuu

Bummnena E.A. - k.m.H., uieH Coro3a neauatpoB Poccun

CeaumssinoBa JI.P. - k.m.H., unen Coro3a neauarpoB Poccun

ABTOpBI NOATBEPKAANT OTCYTCTBHE GUHAHCOBOM NMOAICPKKH/KOH(JINKTAa HHTEPECOB.
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IIpunoxenue A2. MeronoJiorus pa3padoTKi KJIMHHYECKHUX PEKOMEH A i

LeneBasi aytuTopus JTaHHBIX KIMHHUYECKUX PEeKOMEHIAIMii:
Bpauu-neguarpsr;

Bpauu-ractposnrepoiory;

Bpauu o01ieit npakTuku (ceMEHbIC BpadH ),
Jueronoru;

Bpaun amiepronoru-uMMyHOJIOTH;

Bpauu netckue remaTosoru;

Crynentsl MenuuHckux BY30B;

© N o g &~ w e

OOyuaromuecst B OpJUHAType U UHTEpHATYpeE.

Metoabl, ucnosb3yemble 1JIs1 cOopa/cesieKIIUM J0KA3aTeJbCTB: IOUCK B AJIEKTPOHHBIX
0a3ax JaHHBIX.

Onucanne MeTO10B, MCIOJIB30BAHHBIX /ISl OLIEHKH KAa4eCTBA M CHJIbI 10KA3aTeJbCTB!
JI0Ka3aTeNbHON 0a30i /Il peKOMEHJaluil ABIstoTCs myonukamnuu, Bowenmue B KoxpeliHoBCKyto
oubmmoreky, 6a3sl nanabix EMBASE, MEDLINE u PubMed. I'ny6una moucka - 8 jer.

MeToasbl, HCI0JIb30BAHHBIE /I OLEHKH Ka4eCTBA H CHJIbI 10KA3aTeIbCTB:

® KOHCEHCYC IKCIIEPTOB;

® OIICHKA 3HAYMMOCTH B COOTBETCTBUH C PEUTUHIOBOM CXEMOM.

Metoabl, HCIIOJIb30BAHHbIE JIS1 AHAIN3A 10KA3aTeIbCTB.

e 0030pHI ONMyOJUKOBAaHHBIX METa-aHATN30B;

e cucTeMaTHyeckue 0030pbl ¢ TabIMIIaAMU 10KA3aTEeNbCTB.

Onucanue MeTO10B, MCIIOJIb30BAHHBIX /ISl AHAJIN3A /I0KA3aTeJILCTB

IIpu orbope mnyOnuKanuii, Kak TOTEHUUANIbHBIX MCTOYHHKOB  JOKa3aTeNIbCTB,
UCIOJIb30BaHHAs B KQXJIOM HCCIIEIOBAaHUH METOJIOJIOTUS U3YydaeTcsl JIs TOro, 4YToObl yOeauThes B
ee BaJIMJHOCTH. Pe3ynbTaT u3ydyeHHs BIMSET Ha YPOBEHb J0KA3aTeJbCTB, IpHCBaMBaeMbIi
nyOnMKanuy, 4TO B CBOIO Ou€pellb, BIMAET Ha CUIy pekoMeHaauuil. Jlisg MUHMMH3AIMU
HNOTEHIMAJIBHBIX OLIMOOK KakJ0€ HCCIel0BaHHEe OLEHHBAOCh He3aBHUcHMO. JIoOble pa3nuuus B
OlIEHKax oOOCYyXJaluch BCEeW TIpynmol aBTOpPOB B TOJHOM cocTaBe. [Ipy HEBO3MOXXHOCTHU
JOCTHKEHUS] KOHCEHCYCa MPUBJIEKAJICS HE3aBUCUMBII 3KCIEpT.

Tadauubl 10KA3aTEJBCTB: 3aN0JHAINCh ABTOPAMH KJIMHUYECKUX PEKOMEHAAINH.

Metoabl, HCHOJB30BaHHbIEe I (OPMYJIHPOBAHMSA PEKOMEHJAMH: KOHCEHCYC
IKCIEPTOB.

HNuauxaropsl nodpokadectBenHoii npaktuku (Good Practice Points — GPPs)
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Pekomennyemass no0OpokauecTBeHHasl MpakTUKa Oa3upyercss Ha KIMHUYECKOM OIIBITE
ABTOPOB pa3pabOTaHHBIX PEKOMEHIAIIHIA.

JKOHOMUYECKHH aHaauW3. AHAIU3 CTOMMOCTH HE MPOBOIWICA W TYOJUKAIMH I10
(bapMaKOIKOHOMUKE HE aHATU3UPOBAIIHCH.

MeToa Bajiuaanum peKoMeH1amuil

e Buxemnss skcrepTHas OI[CHKA.

e BuyTpeHHss 9KciepTHAs OLIEHKA.

Onucanue MeTo1a BAJIUAANNMA PEKOMEH AU

Hacrosmue pekoMeHmanmuu B TPEIBAPUTEILHONM BEpCUU  OBUIM  pELIEH3MPOBAHbBI
HE3aBHCUMBIMH JKCIIEpTAMHU, KOTOPBIX, MPEKIE BCEro, IMONPOCWIH MPOKOMMEHTHPOBATD,
HACKOJIBKO JIOCTYMHA JUIsl TMOHMMAaHMsS HWHTEpIpeTalus JJ0Ka3aTelabCTB, JeXKallas B OCHOBE
pexomennanuii. OT Bpaueld TMEPBUYHOIO 3BEHA IMIOJIYYEHBl KOMMEHTapUM B OTHOIICHUU
JIOXOTYUBOCTH M3JIOKEHUS JAHHBIX PEKOMCHJIAIUH, a TAK)KE MX OIICHKA BAXKHOCTH IPEIaraeMbIX
pEKOMEHIalnii, KaK MHCTPYMEHTAa MMOBCEIHEBHOW MPAaKTHKU. Bce KOMMEHTapWH, MOJYYCHHBIC OT
9KCIIEPTOB, TIHIATENFHO CHCTEMaTU3UPOBAIUCh, U OOCYXKIaduCh YJIeHAMH palbouell TpymIbl
(aBTOpamu pexomenaanuit). Kaxxaplii myHKT 00Cy»KAaiucs B OTAEIbHOCTH.

KoHcynbTanus 1 3KCNEePTHANA OLIEHKA

[TpoekT pekoMeHanwii OBUT PelIEH3UPOBAH HE3aBUCUMBIMH JKCIIEPTAMHU, KOTOPBIX, MPEXKIS
BCEro, TMONPOCHJIM MPOKOMMEHTHPOBAaTh  JIOXOAYMBOCTH W  TOYHOCTh  HMHTEPIpPETALUU
JI0Ka3aTeNbHOMN 0a3bl, Jiexalleld B OCHOBE peKOMEHJAITHi.

PaGouas rpynna

JIJIss OKOHYATEJIbHOM pEeAaKIuM M KOHTPOJIS KadecTBAa PEKOMEHIAIMH OBLIM ITOBTOPHO
MPOaHANTM3UPOBAHBl YJeHAMH pPa0ouell TPyMMbl, KOTOPblE MPUIUIM K 3aKIIOYEHHI0, YTO BCE
3aMeuyaHus 1 KOMMEHTapHUU SKCIEPTOB MPUHATHI BO BHUMAHHE, PUCK CHCTEMATHUYECKUX OMIMOOK
npu pa3paboTKe peKOMEHIAIMA CBEJICH K MUHUMYMY.

OCHOBHbBIE peKOMEHIAIIUH

Cuna pexomennanuii (1-2) Ha OCHOBaHWU COOTBETCTBYIOIINX YPOBHEH n0ka3aTeiabcTB (A-C)
U MHIMKATOPhI JO0OpOKavYeCTBeHHOM mpakTuku (Tadn. 7) — good practice points (GPPS) mpuBoasTcst
MIPU U3JI0KEHUU TEKCTa PeKOMEHIAIIHA.

Tabauuna I11 - Cxema 1)1 OLIEHKH YPOBHSI PEKOMEH Tl

Crenennb CootHomeHnue pucka u | Meromosnoruueckoe kauecTBo | [losichenns  mo
A0CTOBEPHOCTH IMPEUMYIICCTB HMCIOIINXCA JOKA3aTCIILCTB IMPUMECHCHUTIO
peKoMeHIanmii pEKOMEHIauui
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1A TTons3a oTueTnuBo | HempoTuBopeuuBbie nokazatenscTBa, | CHllbHAS
CusibHast MpeBaTUPYeT HaJ | OCHOBaHHBIC Ha XOpOIIO | peKOMEHAAIHNA,
PeKOMEHAIHS, pUCKAMU W 3aTpaTamH, | BHIMOJHEHHBIX PKI WM | KOTOpass  MOXET
OCHOBaHHAsl Ha | 1100 HaoOopoT HEOMPOBEP)KUMBIE  JOKA3aTeNbCTBA, | UCIOIB30BATHCS
A0Ka3aTeJbCTBaX MpE/ICTABIIEHHBIE B KaKOWH-TMOO | B OOJBIIMHCTBE
BBICOKOT0 IpyToit popme. CITyJaeB y
KayecTBa JlanpHele uccie0BaHus BPs JIK | IPSUMYIICCTBEHH
WU3MEHSAT HAlly YBEPCHHOCTh B | OT0  KOJHYECTBA
OIICHKE COOTHONICHWS TIONB3Bl U | TMAlMeHTOB 03
pHcCKa. KaKHX-TH00
W3MEHECHUI u
HUCKIIIOYEHHUH
1B ITomb3a otueTninBo | JlokazatenbcTBa, oOcHOBaHHble Ha | CribHas
CuibHast MpeBATUPYET Haj | pesynbTarax PKI, BBINOMHEHHBIX C | pEKOMEHAIMS,
PeKOMEHIAIHS, pUCKaMU W 3aTpaTami, | HEKOTOPBIMU OTPaHWYCHUSMHU | TPUMCHCHUE
OCHOBaHHasI Ha | 00 HAobopoT (mpoTHBOpEUYNBHIC pe3yabTaThl, | KOTOPOit
M0KAa3aTeILCTBAX METOJI0JIOTHYECKHE OINOKH, | BOBMOKHO B
YMEpPEeHHOTr 0 KOCBEHHBIC WMJIM CIy4aiiHble W T.I.), | OOJBIIUHCTBE
KayecTBa b0 ApPYyruX BECKMX OCHOBAaHUSX. | CIIydacB
JanpHelmme wucciemoBaHusa  (€cau
OHH TPOBOJATCS), BEPOSTHO, OKAXKYT
BIUSHUE HA HAIly yBEPEHHOCTH B
OIICHKE COOTHONICHUS IIOJB3Bl U
pHUCKa U MOTYT U3MCHUTH €€.
1C ITonn3a, BeposTHO, | [lokazarenscTBa, OCHOBaHHBIE Ha | OTHOCUTEIHHO
CuiibHast OyIer mpeBaJMpOBaTh | OOCEPBAMOHHBIX  WCCIENOBAHUAX, | CHIIbHAS
peKoMeHaus, Hax BO3MOXXHBIMH | OECCHCTEMHOM KJIMHHYECKOM OITBITE, | PEKOMEHAAIHS,
OCHOBaHHAs Ha | pUCKaMU W 3arpartamd, | pe3dyibpratax PKU, BBINOJIHEHHBIX C | KOTOpas MOXET
A0Ka3aTeJbCTBAX 1100 Ha00oPOT CYyILLIECTBEHHBIMU HEJOCTaTKaMu. | OBITh  M3MEHEHa
HHU3KOTr0 KaiyecTBa Jlrobas OLICHKa sddekTa | Ipu  MONYICHUH
paclieHHBaeTCs KaKk HeolpeIeIeHHas. | JoKa3aTeIbCTB
0oiee BBICOKOTO
KauecTBa
2A Ilome3a comocraBuma ¢ | HamexHpie JoKazarenbcTBa, | Crnabast
Caabas BO3MOYKHBIMH PUCKaMHU | OCHOBaHHBIE Ha XOpOUIO | peKOMEHAIHSL.
pexoMeHaaums, U 3aTpaTaMu BBIIIOJIHEHHBIX PKU i | Beioop
OCHOBaHHAsl Ha MOITBEPIKICHHBIE JNPYTHMH | HAWTyqIei
A0Ka3aTeJbCTBaxX HEOIMPOBEP)KMUMBIMH JTAHHBIMHU. TaKTUKH  OyIeT
BBICOKOT0 JanbHelmume nccnenoBaHus BpsA JIM | 3aBHCETh oT
KayecTBa W3MEHSAT HAlly YBEPEHHOCTh B | KIMHHYECKOH
OIICHKE COOTHOIICHMS TIOJNB3bl W | CUTyalluu
pucCKa. (oOcTosATENBCTB),
MmanyeHTa  WIn
COIMATIbHBIX
IIPEANOYTEHU.
2B ITone3a comocraBuma ¢ | JlokasatenbcTBa, OCHOBaHHbIe Ha | Crabas
Ciabas pUCKaMU u | pesynbratax PKU, BBINOJHEHHBIX C | peKOMEHIALMS.
peKoOMeH1alusl, OCTIO)KHEHUSIMH, OJIHAKO | CYIIECTBEHHBIMH OTrpaHUYCHUSIMU | AJIbTepHATHBHAS
OCHOBaHHAas Ha | B JTOM oOIleHKe ecTh | (IPOTHBOpPEYNBLIC pe3yabTaThl, | TAKTUKA B
A0KAa3aTeIbCTBAX HEOIPEICTICHHOCTD. METO/I0JIOTHIECKHUE NeeKThI, | ompeaeIeHHbIX
yMepeHHOro KOCBEHHBbIC WJIM CIIy4allHbIC), WU | CUTyallsx
KavecTBa CHUJIbHBIE JI0Ka3aTeIbCTBA, | MOXKET  SIBUTHCS
NpeJICTaBIeHHblE B KaKOW-IUOO | [UII  HEKOTOPBIX
Ipyroii popme. NalUEeHTOB
JanbHelimme wccnenoBaHus (€CNU | JIyYIIUM
OHH TIPOBOJAATCS), CKOpPEE BCEro, | BBIOOPOM.

OKaXXyT BJIMAHUC Ha Haiy
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YBCPCHHOCTH B OLICHKC COOTHOLICHUA
IMOJIB3bI U PUCKAa U MOI'YT M3MCHHTH
ccC.

2C

Cinaban
peKOMeHIaIUs,
OCHOBAaHHAas
J0KAa3aTeJIbCTBAX
HHU3KOI'0 Ka4eCcTBAa

Ha

Heonno3nadyHoCTh B
OLIEHKE COOTHOIICHHMS
MOJIB3bI, PHUCKOB U
OCJIOKHEHUH;  I0Jb3a
MOXKET OBITh
COIIOCTaBUMAa c
BO3MOXXHBIMH PHCKaMHU
M OCIOKHEHHSIMH.

Jloka3zaTtenbcTBa, OCHOBaHHBIC Ha
00CepBalIMOHHBIX  HMCCIICIOBAHUIX,
0€eCCHUCTEMHOI0 KJIMHUYECKOT'O OIbITa
nmim PKU ¢ CYILIECTBEHHBIMU
HEIOCTAaTKaMHM. Jrobas OIICHKA
addexra pacIieHuBaeTCs KaK
Heolpe/eeHHas.

OueHb cnabas
PEKOMEHIAIIHS;
aJbTePHATHBHBIC
MOJXOABl  MOTYT
OBITh
HCIOJB30BaHEl B
paBHOM CTETIEHHU.

AKTyanu3anus JaHHBIX KIMHUYECKUX PEKOMEHAANUN OyJeT MPOBOAMUTHCS HE PEXe, YeM OJINH

pa3 B Tpu rona. [Ipunsrue pemenus o6 oOHOBIEHUU OyJIE€T MPUHATO Ha OCHOBAHUU MPEJIOKEHHIH,

MNpEaACTAaBIICHHBIX MCIUIMHCKHUMHA HpO(beCCI/IOHaJ'IBHBIMI/I HEKOMMCPUYECKUMH OpraHu3anusiMu C

y‘-IéTOM PE3YIbTAaTOB KOMILJICKCHOM OLICHKHU JICKAPCTBCHHBIX ITPCIIapaToOB, MCAUITUHCKUX H3H€HHﬁ, a

TaK)Ke pPe3y/IbTaTOB KIMHUYECKON anpoOaluu.
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IIpunoxenue A3. CBsi3aHHbIE JOKYMEHTbI

[Ipuka3 MuHucTEepCcTBa 34paBOOXpPaHEHUs U colMaIbHOro pa3Butus PO ot 16 anpens 2012

r. N 366H "O06 yrBepxxaenuu [lopsaka oka3aHus meguaTpuIecKoi momMoum"
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Mpunoxenue b. AaropurmM IMarHOCTUKHU U JICYEHUS HEJUAKHHU Yy AeTeHl U

MOJAPOCTKOB

HaHI/ICHT C MOAO3PCHUEM Ha LNCIIUAKHIO

A 4

JmaraocTrka \

UmeroTcs HET
MOKa3aHMs K

TroCIrTalIn3aiunu

OOcnenoBanue B
aMOyJIaTOPHBIX
YCIIOBHAX

TA

O0caenoBaHue B
CTaluoHape

Jluaruos
MOATBEPKICH?

HET Koncynpranus

criequainucTa

Jleuenrie ¥ MOHUTOPHUPOBAHUE MTALIMEHTA

Koppexrus
Tepanuu

l

Tepanus
s dexTuBHa?

JA

HET
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IHpuiaoxkenue B. Uupopmanus 11 nauueHTOB

[lennakusi — 3TO TreHETHYECKH 0O0ycCloBIeHHOe 3aboneBaHue. g mroneil ¢ nenuakuei
XapaKTepHa HEMEPeHOCHUMOCTh IJI0TeHa — Oellka, COAEp)KAIlerocs B psijie 3J1aKOBBIX KYJIBTYP
(mmenuua, poxp U T.4.). [lox neiictBueM rioTeHa y OOJBHBIX MOPAXKAETCS CIU3UCTasi 000JI0UYKA
KHMIIEYHUKA W TOSBIAIOTCA pa3HOOOpa3Hble CHUMITOMBI HapyLIEHUs JAESITEIbHOCTH OPIraHOB
NULIEBAPEHUsI — 4YaCThlil XKUAKUWA CTYJ, B3AYyTHE JKMBOTA, a TAaKXE IPU3HAKU HAPYLICHUS
BCACBIBAHUSI NUTATENbHBIX BEIIECTB — IOTEPS MAacChl Tena, 3aMEIJIEHUE POCTa, aBUTAMUHO3BI,
HEJ0CTaTOK MUKPORJIEMEHTOB.

[lenunakus BcTpeyaeTcs y JIML KaK MY)KCKOT0, TaK U )KEHCKOTO I10J1a.

[Iporuo3 nenmakuu 3aBUCUT OT CBOEBPEMEHHOCTH MOCTAHOBKY JAMArHo3a 1 Hayasa Teparui.

Crporas moku3HeHHasi OE3TNIOTEHOBas JAMeTa SBJSETCS €IUHCTBEHHBIM 3G (EKTHUBHBIM
METOJIOM JICUEHHUS LIETTHaKUH.

Ha3nauenue O€3rNIIOTEHOBOHM IMETHI KaK MOXKHO pAaHBIIE ONpeAessieT OJIaronpusTHBINA

IMPOTrHO3 U YJIIYUHIACT Ka4CCTBO JKU3HU JeTel ¢ HCHHaKHCﬁ, npeaoTBpalias pasBUTHUC OCJIOKHEHUM.
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Ipunoxenne I'l. I'mroTeH-conepxkamme NpoAyKThI M 0J1101a, KOTOpPBIE CJeayeT

HCKJIKYMNTD U3 PallMOHA IIUTAHUS IIPH HEITHAKHNHA

IpoayKThl IHmenuna Poxb SumeHb OBec

Kpynsl, kamm MaHnHas, neHnIHasl, Pxanas, a SlaneBas, OBcsHas,
«Aprtek», «IlonTaBckas», | Takke KpyIbl U3 | TIEpioBas, «"epxynecy,
KYCKYC, CIICNIbTA, HECKOJBKHUX sTYMEHHas, a TOJIOKHO, a TaK)Ke
TPHUTHKAJIE, TyPYM, 3]IaKOB, TakKe KPYIBI U3 | KPYIIBI U3
Oyaryp, monda, a Takxke BKJIIOUAOIINE B | HECKOJBKUX HECKOJIBKHX
KpPYIIBI U3 HECKOJIBKUX CBOM cocTaB 3J1aKOB, 3J1aKOB,

3]IaKOB, BKJIIOYAIOIIUE B
CBOH COCTaB MILEHUILY
(«5 3maKoBy, «7 3I1aKOB»

U ap.)

POXb («5
371aK0OBY, «7
371aKOB» U JIp.)

BKJIFOYAIOITHE B
CBOH cOCTaB
STYMEHB («5
3J1aKOBY», «7
3JIAKOB» U Jp.)

BKITIOYAIOIIIHE B
CBOM COCTaB OBEC
(«5 3makoBy, «7
3JIAKOB» U Jp.)

Myxka u oTpyon

ITmennynas Mmyka u

Pxxanas myka u

SlumeHHas Myka

OBcsHas MyKa,

oTpyou, oTpyom, U OTpyOH, MYYHBIE€ CMECH C
MYYHBIE CMECH C MYYHbIE CMECH | MYYHBIC CMECH C | OBCSIHOM MYKOH B
MIICHUYHOU MYKOM B C p>KaHOU SIMMEHHOU MYKOM | cocTaBe
coCTaBe MYKOH B B COCTaBe
COCTaBe
Jlerckune Kamu JleTckue NHCTaHTHBIC «4 31maKay, SlaneBas, Bce roroBrie kamm

(6bICTpOpPACTBOPUMBIE)

«7 371aKOBY,

SYMCHHAs Kallla,

C OBCSIHOM MYKOH U

Kalll¥ C MIICHUYHBIMH, «CMeIIaHHbIe «4 3maxay, XJIOTIBSIMH,
MaHHBIMH XJIOITbSIMH, 3IIaKI» «7 371aKO0BY, «4 3makay,
«CMETIaHHBIE 3Ky, «CMeETIaHHbIE «7 371aKO0BY,
«4 31aKan,«7 37I1aKOB» 3TAKN» «CMEIIaHHbIe
U T.II 3IIAKID»
TI'oToBoe KoHcepBbl m1s1 aeTckoro Jetckue MsICHBIE,
0aHouHOE MUTAHMS C MSICOM, PHIOOH MSICO-OBOIITHBIE,
nuTaHue Y OBOII[AMH U JIp. C pHIOHBIE,
JMo0aBKaMH MIIEHUIHON (dhpyKTOBBIE
MYKH WU MAHHOUM KPYTIBI KOHCEPBEI
(cM. cocTaB Ha yITaKOBKE) C OBCSTHOUM MyKOH
XJ1eo n X1eb, Cyniku, cyxapH, X1e0, SluMeHHBIE X1e0, reueHne,
XJIe00OyI0UHbIe | TIeueHbe, Baduu, c1ooa, JIETIeTIIKH, JIETICTIIKH, JIETICTIIKA, TaJeTHl,
H31eTust; MUPOTH, TOPTHI, OJTUHEI, XJIeO1BI, CyXapu | KyKypy3HbIE XJ1eO1Ibl, OJMHBI 1
KOH/IUTePCKUe BBITICUKA U JIP. U3 U JIp. U3 NaJIOYKH, JIp. W3 OBCSIHOM
u3aeTust MIIEHUYHON MYKH. prKaHOU MyKH KYKYpY3HBIE MYKH
XJIOTIBS | JIP.
U3JICTIHSL,
coJieprKariue
SIAMEHHBIN COJIO]]
U STYMEHHYIO
aTOKY
MaxapoHHbI€e MakapoHBbI, BEpMHILEIb,
u3aeaust POXKH, CIIareTTH, JIaIlia,
a TaKkxe Jro0bIe
MaKapOHHBIE U3/IENH,
coJepKaliue Apyrue
BUJIBI TIIIEHUI[BI
(Hammpumep, CTIETBTY,
noJ0y, TpUTHKAJeE,
Aypym)
MsicHble, Bapenas xon0aca, COCUCKH, 1T0JTy(GaOpUKaThl KOTIET | JAP., U3ACTU U3 pyOIIeHOro
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pBIOHBIE H Msica U phIOBI, KpaOOBBIE MATOYKH, TETIbMEHH, BAPEHUKH, CBIPHUKU, TBOPOKHBIE TTACTHI
MOJIOYHbIE U CBIPKH, ITOJUIMBBI K MSICHBIM U PhIOHBIM OJt0JaM Ha MIIEHUYHONH MyKe, MyKa U
noJiy(abpuKaThel | cCyxapu AJis aHUPOBKHU
Hanutkn ITuso Xne6nsrit kBac, | Kodeiinbie OBCsHBIN KHCENb
MIUBO HaIWUTKH,
pacTBOPUMBIN
kode,
KOHIEHTpAT ya,
IIOPOLIKOBbIE
BUTaMHUHHbBIE
HaIUTKH, KUCETh
SIIMEHHBIN
MoJiounbie Mono4Hble IPOLYKTHI ¢ JOOABIEHUEM OTPYOEH U XJIONBEB U3 MIICHULIBI, SIMEHS, 0BCa,
NMPOAYKTHI pxH
NMPOMBINLIEHHOTO | CBIPHUKH, CBIPKU TTIa3UPOBAHHbIE, MATKUE CHIPHI, HEKOTOPBIE CBHIPHI TBEPABIX COPTOB, B
MPOU3BOACTBA KOTOPBIX 110 TPaAULIMOHHBIM pELEITaM UCTIONb3yETCs MIIEHUIA
3aMEeHHUTENN MOJIOYHBIX IPOAYKTOB (TBOPOKHBII IPOAYKT, CMETAHHBII IPOAYKT,
CIIpeJl, CHIPHBIN IPOAYKT)

«CKpBITBII» ITI0TEH MOTYT COAEPKATh (3ABHCUT OT peleNTypPbl IPOU3BOAUTEJISA):

O BapeHbIe KoJI0achl, COCUCKHU, OTy(haOpUKaThl U3 U3MEIBLYEHHOIO MsCa U PBIOHI;

O MHOTHE MSICHbIE, pbIOHBIE KOHCEPBBI;

O MHOTHE OBOILIHbIE U (PPYKTOBBIE KOHCEPBBI, B T.4. TOMATHbIE [1ACThI, KETUYIIBL;

O HEKOTOpPbIE COPTa MOPOKEHOT0, HOTYPTOB, TBOPOXKHBIE CHIPKU M NACThI, MITKHE U IJIABJICHBIC
CBIpBI

O MaprapuHsl ¢ TJIIOTEH COJEpKAIUMK CTaOUIN3aTOPaMHu;

O HEKOTOPbIE BUBI YKCYCOB U CAJIaTHBIX COYCOB, MallOHE30B;

O COEBBIE COYCHI;

O MHOTOKOMITOHEHTHbBIE CyXU€ NMPUIPABHI U MPSHOCTH;

O KOHLIEHTPUPOBAHHbIE CyXHE CYIIbl, OYyJIbOHHbIE KYOMKH, KapTOoQelbHOe MIope ObICTPOro
IIPUTOTOBJICHMUS;

O KapTo(eabHbIE U KYKypY3HbIE€ YHUIICHI;

O 3aMOPOKEHHBIHN KapTodenb — «hpu»;

O HEKOTOpble BHABI 4Yas, Kode- U Kakao-CMecH i  ObICTPOro  HPUTOTOBICHHS
(OBICTpPOPACTBOPHUMBIE);

O KYKYpYy3HBbI€ XJIONbS IPU UCIIOJIb30BAaHUU STUYMEHHOM MaTOKU;

O UMHTAIMU MOPEIIPOIYKTOB - «KpaOOBbIE MAIOUKI», «KpabOBOE MSICO»;

O Kapamellb, COEBbIe M IIOKOJaJHble KOH(EThl C HAYMHKOM, BOCTOYHBIE CJIAJOCTH, MOBHJIO
IIPOMBIIIIIEHHOTO IPOU3BOCTBA;

O MOIU(HUIIMPOBAHHBIA KpaxMmall, HEKOTOpbIe MHUIEBbIe 100aBKM (KpacuTenab aHHato E-160D,
kapamenbHble kpacutenu E-150a - E-150d, mansTon E-636, nzomaneron E-953, manetut u

MaJIbTUTHBIN cupon E-965), smynbratopsl, crabuan3aTopbl
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O KBac, MUBO.

O HETOKCUYHBIMU 3JIaKaMU MPH [EeTUAKUU SBISIOTCSA PUC, TPeunxa, KyKypys3a, MIIeHO, aMapaHT,
KMHOA, MOHTHHA, YyMH3a, caro, copro, T™¢¢. besonacHpIMU SABISIOTCS MyKa U KpaxMalbl,
MIPUTOTOBJICHHBIC M3 KOPHEIUIONOB: KapTodesss, MAaHUOKH, TaIlTMOKH, 6araTta, 6000BbIX: O000B,

dacomnu, ropoxa, Cou, pa3InYHbIX OPEXOB.
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Ipuaoxenne I'2. ATropuTm IMArHOCTUKH LEJMAKUH Y J1eTeil U MOIPOCTKOB €

XapaKTEPHBIMUA CUMIITOMaAMHU 3200/1eBaHUA

PebeHokunu NOAPOCTOK C CUMNTOMAMM, XapakTepHbIMA ANA LeNHakui

¥
Awmi-TTT IgA + obuyit yposens Igh B ceiBopoTHe

/’,’\\’ DS yenakui ¢ GonbLwoi

AnTu-TTT «dn AHma-TIT «» 1

&\qunmomm HCKNMIOYeH
/ TlankHeiwmi AHarnoCTHYECKMUI NOCK;
Hanpanenite k geTckomy - RecpmynrIgh
acTOIHTEpONOrY - Bo3pacTpeenka <2 ner
- HeJoCTaTOYHO® I'IﬂTlJﬁﬁIl&lIHﬁ [MTeHa
@'/’\a - NeYeHue MMMYHOCYNPecC aHTami
YpoBeH, aHmH- Yposens awm-TTT - HaNHYMe acconNpoBaHKbIX 3a6oneBanmit
L e10 Hopm - BbIpaXeHHble ¢-Mbl Manbabcopouwm
Awm-ENA + HLA DQ2/DQS Het BosmoxtocT [ G3MJIC osaﬁnpn}a BnonTaratos
EMA by g_/- \
HLA «» HLA «-» MARSH 0-1 MARSH 2-3
S S y 2 A
DS yenuakun || Noxno «-» HLA ? | | Moxso Tloxho «t» ceponoma? || DS yennakmm
noATBepKeH || PaccmoTpets chn aHTH TNoxHo «-» Guoncua? NoATBEPKAeH
v BO3MOKHOCTL TIr? MoTeHynansHas ¥
Bl OIJC ¢ ennakua? Hasnavenme
3abopom Kowmpone ceponomuiHLAI || B
OuonTatos Moptonormm

antu-TTI' — anTuTena k TkaHeBo#M TpaHcriayramuHaze, EMA — anturena x sunommsuio, BI'J[ —
0e3rIITeHOBAs TUeTa
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Ipuiaoxenune I'3. AJNropurM JAUATHOCTHKHM UEJHAKMH Y O0eCCHMITOMHBIX

MAalUuEeHTOB U3 I'PylIbl pUCKa

lpynnapucka no pasBuTHio Lenaku Npy oTCyTCTBHN CUMNTOMOB

v

HLA DQ2IDOS (+ awm-TTT Igh)

—

HLA «t» HLA «-» \ OreyTeTByer
/ FEHETHYECKII PHCK
Anmi-TIT lgA + 0wt yposens lgA B chiBopoTke ol i
/\‘ DS uenmakmu ¢
Yposes anmu-TTT Vposens anma-TIT | | Awme-TIT «» (| O0MbwWOR
>3 HopM €3 HopM BEPOATHOCTLIO
\ \ HCKTI0YeH
®IrJIC ¢ 3abopom EMA «b EMA \
OuonTararos Wl -
—— - NIOXHO «-» CepONorna?
mgsuﬁf MARSH 2-3 TpansuTopHoe nosbiwenne | | - ACPUUNTIGA?
¥ nAnnoxKo «hn TIT? - HeocTaToYHoe
\ DS enmaxi TNoxHo «» Guoncua? noTpebnenue rioTena?
lloxto «t» ceponorma? | | nogTeepisaen Kottponk awm-TIT B - Nieyene
Noxno «-» Guoncua? 3 JAHHaMUKe Ha 06b1YHOI HMMYHOCYMpecCaKTaMn?
oTeHumansHas Hasnauenme Anere
Lennakua’? Brll
Kotmpont ceponorn/HLAI
Moponoriu

antu-TTI' — anTuTena k TkaHeBo# TpaHcriayramuHaze, EMA — anturena x sunommsuio, BI'J[ —

OE3TIII0OTEHOBAs IUETA
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IIpunoxenue I'4. PaciunpoBka npumedaHuii

...k — JIGKapCTBEHHBIN mpenapar, Bxoasimuid B IlepeueHb >XM3HEHHO HEOOXOIUMBIX U
BOXHEHMIINX JIEKAPCTBEHHBIX IIpPEMapaToB Uil MEAMLUMHCKOro npuMmeHeHus Ha 2016 rop
(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)

...BK — JIGKapCTBEHHBIN npenapar, Bxoaamui B [lepedeHp 1ekapCTBEHHBIX MPENnapaToB IS
MEAMIMHCKOTO NPUMEHEHHUS, B TOM YHUCIIE JIEKApCTBEHHBIX IIPENaparoB s MEIULUHCKOIO
NPUMEHEHHS, Ha3HAYaeMbIX [0 PEIICHUI0 BPadyeOHBIX KOMUCCHH MEIMIIMHCKUX OpraHU3alui

(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)
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