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Cnmcok cokpameHui

JHK — ne3oxkcuprOoHYyKIEHHOBAs KUCIOTA
KIIC — KUCIOTHO-IIEI0YHOE COCTOSHUE

MPT — marHuTHO-pe30HaHCHAsE TOMOTpadus
TMC - MeTon TaHAEMHOMN Macc-CIIEKTPOMETPUH
[TA — npornroHoOBast alUaEMus

V3U — ynbTpa3zByKOBOE UCCIEIOBAHUE

P — memounas dpocdaraza

OKI" — anexTpokapauorpadus

Ox0KI" — sxokapauorpadus

90T — sanexTposHuedanorpadus



TepMuHbI U onpeaeIeHUs

I'emoauanu3 — MeTO] BHEMOYEYHOTO OYMILEHUS KPOBU, BO BPEMS KOTOPOTO MPOUCXOAUT
ylajeHue W3 OpraHu3Ma TOKCHYECKHMX [MPOAYKTOB OOMEHa BEIIEeCTB, HOpPMallU3alus
HAPYIICHUH BOAHOTO U 3JIEKTPOJIUTHOTO OAIAHCOB, MPU 3TOM OYHIIECHUE KPOBU OCYIIECTBISICTCS
4yepe3 UCKYCCTBEHHYI0 MEMOpaHy ¢ MPUMEHEHHEM anlapara «MCKyCCTBEHHAs TOYKay.

MeTaboanueckuid KpH3— KPUTUYECKOE, yIrpoxaroriee KU3HU COCTOSIHUE,
CIIPOBOIIMPOBAHHOE HEOIArONpUITHBIMU (PakTOopamH, OOyCIIaBIMBAIOUIMMHU YCHIIEHHE IMPOIIECCOB
KJIIETOYHOrO0 Karadoim3Ma ¢ HaKOIUICHUEM TOKCHYHBIX IPOIMUOHOBBIX TPOU3BOJHBIX U
MIPOSIBJISIONIEECS: OCTPO BO3HUKIIEH HIIE(anonaTuend, IpUCTyaMi PBOTHI, CYI0POTaMHU.

IlepuToHeabHBIH IMAJN3 - METOJ BHEIIOUYEYHOI'O OYHILEHUS KPOBH, BO BPEMs KOTOPOIO
MPOUCXOIUT YAaJIEHUE U3 OpraHM3Ma TOKCHUYECKHUX MPOAYKTOB OOMEHa BElIeCTB, HOpPMAalU3allus
HapyIIEHUH BOJHOTO U AJIEKTPOJIUTHOTO OAJIAHCOB, MPU 3TOM OUYHUILEHHUE KPOBHU MPOU3BOJUTCA 3a
C4Y€T CMCHBI CIICIIUATBHBIX PACTBOPOB B OPIOIIHON IMOJIOCTH, @ B Ka4eCTBE MEMOpaHBI BBICTYIIACT

6pIOH_II/IHa manueHTa.
1. Kparkass nHpopmanus no 3a00/1¢BAaHNI0 WIH COCTOSHUIO (TpyIIIe

3a00J1eBAHUIT UJIM COCTOSIHMUIA)

1.1 Onpenesaenune 3a00JeBAHUA UJIH COCTOAHNSA (IPYVIILI 3200JJeBAHMIT HJIH COCTOSITHUI)

[IporinoHoBast aumnemusi (auuaypus) — TEHETHUYECKH TEeTEpOreHHOE HAacIeJACTBEHHOE
3a00JI€BaHNEe U3 TPYNIBI OPraHUYECKUX alUuAypui, oOycioBiaeHHoe neduiurom mponuoHui-KoA
KapOOKCHUIIa3bl, 4YTO BeAET K OJNOKUPOBaHWI0O OOMEHa TMPOMMOHATOB HAa YPOBHE IMepexoja
nponuoHuI-KoA B Mertunmanonun-KoA wu HapylmeHuro MeTaboiau3Ma psga aMHHOKHCIIOT
(I/I3OJ’I€I\/JIIII/IH, BaJIMH, TPCOHUH, MeTI/IOHI/IH), a TAaK¥XC XHUPHBIX KUCIOT ¢ HCYCTHBIM YHUCJIOM aTOMOB
yriaepoja v XoJecTepuHa.

1.2 DTHOJOIHS ¥ IATOreHe3 3200J1eBAHNS WJIH COCTOSTHUSA (rPpynnbl 3200JeBAHUNA MJIHN

COCTOSIHMA)

BrigensaoT JBa TEHETUYECKH T CTCPOIrCHHBIX, HO KIMHHUYCCKHU CXOAHBIX BapUaHTa

nponuonoBoil anuaemun (tun I u tun II), oOycnosnenHbix nedpuuutoM @G- Wi B-cyObeAHHMIL
nponuoHun-KoA-kapOokcuiassl, KoTopas y4yacTByeT B MeTa0Odu3Me H30JIeHllMHa, BajiHa,

TPEOHUWHA, MCTHUOHHUHA, )KUPHBIX KUCJIOT C HCUCTHBIM YUCIIOM YIJICPOAHBIX aTOMOB U XOJICCTCPHUHA.


https://ru.wikipedia.org/wiki/%D0%9A%D1%80%D0%BE%D0%B2%D1%8C
https://ru.wikipedia.org/wiki/%D0%92%D0%BE%D0%B4%D0%BD%D1%8B%D0%B9_%D0%B1%D0%B0%D0%BB%D0%B0%D0%BD%D1%81
https://ru.wikipedia.org/w/index.php?title=%D0%AD%D0%BB%D0%B5%D0%BA%D1%82%D1%80%D0%BE%D0%BB%D0%B8%D1%82%D0%BD%D1%8B%D0%B9_%D0%B1%D0%B0%D0%BB%D0%B0%D0%BD%D1%81&action=edit&redlink=1
https://ru.wikipedia.org/wiki/%D0%98%D1%81%D0%BA%D1%83%D1%81%D1%81%D1%82%D0%B2%D0%B5%D0%BD%D0%BD%D0%B0%D1%8F_%D0%BF%D0%BE%D1%87%D0%BA%D0%B0
https://ru.wikipedia.org/wiki/%D0%9A%D1%80%D0%BE%D0%B2%D1%8C
https://ru.wikipedia.org/wiki/%D0%92%D0%BE%D0%B4%D0%BD%D1%8B%D0%B9_%D0%B1%D0%B0%D0%BB%D0%B0%D0%BD%D1%81
https://ru.wikipedia.org/w/index.php?title=%D0%AD%D0%BB%D0%B5%D0%BA%D1%82%D1%80%D0%BE%D0%BB%D0%B8%D1%82%D0%BD%D1%8B%D0%B9_%D0%B1%D0%B0%D0%BB%D0%B0%D0%BD%D1%81&action=edit&redlink=1

I'en PCCA, xomupyromuii (-CyObeIUHUIlY, JTOKAIU30BaH Ha JJIMHHOM IIJIeY€ XPOMOCOMBI 13 -
13932, ren PCCB, xonupytomuii f-cyObeIMHUILY - HA ITUHHOM IUIeUe XpOMOCOMEI 3 - 3021-022

[1].

Tun nacnenoBanus nponuoHoBoi anuaemut | u |l Tuna — ayrocoMHo-periecCuBHbIM.

[laTorene3 3aboyieBaHUSl CBSI3aH C HAKOILJICHHMEM IPOU3BOJIHBIX MPOMHOHOBOM KHCIIOTHI
BCJIE/ICTBUE OJIOKMPOBaHUS OOMEHA Ha ypoBHe nepexoja nponuoHwi-KoA B Metunmanonun-KoA.
[TpeniecTBEeHHUKAMU TIPOTIMOHATOB B OPraHM3ME CIY>KaT aMHUHOKHCIIOTHI HW30JICUIIMH, BaJWH,
TpeOHUH M MeTHOHUH (50% oOmiero xojnyecTBa MPONHOHATOB), KUPHBIE KUCIOTHI C HEUYETHBIM
YHCIIOM aTOMOB yriepofa U xojecTepuH (25%); ocTalbHas 4acTh MPOIMUOHATOB oOpa3yercs B
KHUILIEYHUKE B pe3ylbTare JesATEJbHOCTH OHHAOTeHHON ¢ropel. HakomneHue mnponuoHOBOM,
THIPOKCUTIPONTMOHOBOM,  METHJUIMMOHHOW  KHCJIOT ¥ HMX  [POM3BOJIHBIX  TNPUBOJAHMT K
METabOIMYECKOMY KETOAIUI03y M OKa3bIBaeT TOKCHMYECKOE BO3CHCTBHE HA PA3JIMYHBIC TKaHHU,
NPUBOJS K JKUPOBOW JIereHepally TeYeHU, KapAHUOMHUOMATHU, aTpo(UU pa3IUYHBIX OTAEJIOB
TOJIOBHOTO MO3ra, YrHeTeHUI0 (yHKIMU KOCTHOro Mo3ra. Kak crienctBue BO3HUKAET
TUTIEPaMMOHUEMHESI, TUTICPTIIMIIMHEMUST, THITOTIINKeMUsL. [IOBBIIIICHHBIH YPOBEHDb B KPOBH M BBICOKAS
MOYCYHASI SKCKPEIHs IPOITMOHUIKAPHUTHHA 00YCIIOBIMBAIOT UCTOIIEHUE 3a11aCOB KAPHUTHHA U €T0
BTOpUYHBINA Aedunut. CxeMa MeTa0OIUYECKHX HApYyIIEHUH, HAOMIOAIOMUXCS TIPU TPOMHOHOBOM

anueMun, npezacrasieHa B [punoxenun A3.1.

1.3 DnuaeMuoJorusg 3a00JeBaHUA WJIM COCTOAHHA (rpynnbl 3a00JeBaHUN  WJIH

COCTOSIHMIA)

3aboiieBaHue BCTPCHACTCA B PA3JIMYHBIX MOITYJIAIHUAX. Yacrora Cpean HOBOPOXKIACHHBIX B CTPAHAX

Esponsr 1:100 000 u CILA - 1:242 741. B yactu ctpan As3uu u bmkHero Bocroka, B KOTOPBIX
pacrpocTpaHeHbl 0u3K0poAcTBeHHbIE Opaku — oT 1:2 000 mo 1:40 000 (mampumep, B CaynoBckoi
Apasumn) gacrora gocturaet 1:2000 [2, 3,].

1.4 Oco0eHHOCTH KOIMPOBAHUA 3200JJ€BAHHS HJIN COCTOAHUA (rpvinbl 3a00JeBAHHNA HJIH

cocTosinuii) no MeKAYHAPOAHOH CTATHCTHYeCKOH KJjaccupukannu 0oje3Hedl W npodJem,

CBA3AaHHBIX CO 310POBHEM

(MKB-10)

E71.1 - lpyrue Bupl HapyIIeHnss 0OMeHa aMUHOKHUCIIOT ¢ Pa3BETBICHHOM LIETBIO.




1.5 Kiaaccuduxkanus 3a001eBaHus WJIH COCTOSHHUS (Irpynnbl 3a00J1eBaHNA UM COCTOSTHHI)

Bbiensior  aBa  TEHETHMYECKHM TE€TEPOreHHBIX  (KIMHUYECKM CXOJHBIX) BapuaHTa
nponroHoBoil amunemun - THn 1 (Myramum rena PCCA) m tun II (myraumm rema PCCB —
BcTpevarorcs vamie). Kpome toro, 3a0oneBanne nMeeT /1B KIMHHYECKUE (POPMBI B 3aBUCUMOCTH OT
CPOKOB MaHH(eCTallii ¥ TSHKECTU MPOSBICHUN, YTO, MO-BHIUMOMY, CBSI3aHO CO CTEIICHBIO
MeTaboInYecKoro aedeKTa — HeoHaTajabHas U MilaJeH4YecKas (VI MO3IHss) (GOPMEI.

1.6 Kiimau4yeckass KAPTHHA 3200J1€BAHUS WU COCTOAHUA (TPpynnbl 3200J1¢BAHUNA MJIH

COCTOSIHMA)

Heonatansnast ¢opma IIA manudectupyer Ha nepBod Heaelle KU3HU, XapaKTEPHU3IYETCs
OCTpPBIM HayalloM, Kpu30BbIM TeueHueM. HaOmromaercs oTka3 OT eabl, pBOTa, 00€3BOXKMBAHUE,
notepsi Beca, AudQy3Has MbllIedHass TUIOTOHUS, runorepmus. JloctaTouyHO OBICTPO pa3BUBaeTCA
HapyIlIeHue co3HaHus (Jeraprus, koma), cygoporu. [Ipu mabopaTopHOM HCCIeI0BAHUU BBISBISETCS
BBIPDOKEHHBIA META0OJUYECKUM alu03, TUIEPKETOHEMHUS, THUIepaMMOHUEMHs. BeposaTHocTh
JICTAILHOTO MCX0/1a B TIEPHO METa0OINIECKOr0 Kpru3a Npu HeoHataiabHOU hopme okoio 40%.
IIpu wmianeHdyeckodt (MHGpaHTHUIBHOW) ¢dopMe 3a00neBaHUE MPOSBIAECTCS METa0OIHYeCKUMU
KpU3aMU, KOTOpbIE MPOBOIMPYIOTCS MpHEMOM OoIblIoro KosindectBa OenkoBoit mumu, OPBU,
KHUIIEYHBIMU WHQPEKIUSIMU U JPyruMu (akTopaMu, aKTUBUPYIOIIMMU TPOIIECCH KaTaboin3Ma.
PanHuMu npu3HakamMu  METa0OJMYECKOrOo Kpu3a  SBISAIOTCA  BSUIOCTh, COHJIMBOCTb WM
pa3IpaKUTENbHOCTh, OTKa3 OT €1bl, pBoTa. HeBposjormueckue paccTpoicTBa MNPOTPECCUPYIOT
BIUIOTh JI0 CONOpPAa WJIM KOMBI, KOTOpPbIE MOTYT MPUBECTH K JIETAIBHOMY HCXOAy. TshKecTh
COCTOSIHUS, TJIABHBIM 00pa3oM, OIpelessieTcss BhIPAKEHHBIM MeTa0O0INYEeCKHM KETOAIHUI030M,
TUIIEPAaMMOHHUEMUEH, B PSJE CIy4aeB — TUIIOTIIMKEMUEH.

[To nmanHbIM JauTeparTypsl, y OoNblmIMHCTBA manueHTOB ¢ [IA BbIIBIsIeTCS 3ajepikka
(bu3NYECKOT0 pa3BUTHUS U TICUXOMOTOPHOTO PAa3BUTHS, YaCThIMU TposiBieHusMH [IA sBisercs
SKCTpanMpaMHIHAs CUMITOMAaTHKa (Xopesi, TpeMOp, THKH, OalIu3M W JIp.), WHCYJIBTOMOI0OHbIC
snuzoabl. Y 50% pnereil pa3BUBAeTCs CYIOPOKHBIM CHHIPOM: TOHUKO-KIOHUYECKHE CYIOpOTH,
abcancel, wMuokionud. Y 20—30% namumentoB  HaOmromaeTrcss — JUWIATALlMOHHAS — WIIA
runeprpoduyeckas KapIAOMHOIATHS, HAPYIICHUS PUTMa cepAlla — Y/UIMHEeHHbIH uHTepBan QT.
Takxe omucaH OCTpBI MaHKPEaTUT, aTpous 3PUTEIBHBIX HEPBOB, IPUTEMATO3HBIA JEPMATHT.
Hetn dacrto Ooneror OPBU, kumeunbiMu wHQEKusMA Y TMAIMEHTOB CTapIIero BO3pacTa

pa3BHUBaCTCA MI/IKpOIIe(i)aHI/ISI, YMCTBCHHAaA OTCTAJIOCTh, CHUMIITOMAaTHYCCKas OITUJICTICH A,
7



pPE3UCTEHTHAs] K MPOBOAMMOMN (papMaKOTepanuu, CIacTUYECKUIl TeTpamapes, SKCTparnupaMHIHbIe

HapyIieHus. BO3MOXXHO pa3BUTHE BHYTPUYCPEITHBIX KPOBOU3IHUSHUH [1].

2. JluarHocTtuka 3a00JieBaHMsI WJM COCTOSIHMSI (rpynmbl 3a00J1eBAHUN WJIHU
COCTOSIHMIi), MeIMUMHCKUE NMOKA3aHUS W NPOTHBONOKA3AHUS K NPUMEHEHUIO

METOA0B ITMATrHOCTUKH

Huaenocmuxa IIA ocnoeana Ha aHanuze poOOCNOBHOU, OYeHKe OAHHLIX aHaMHe3d,
KAUHUYECKUX NPOSIGIEHUL, Pe3Vibmamax onpeoeienus: Konyenmpayuu amunoxuciom (uzonetyuna,
BANUHA, MEMUOHUHA, MPEOHUHA, 2MUYUHA) 6 Kposu, nponuonurkaprumuna (C3) u c60600H020
kapuumuna (C0) 6 Kposu, noueunoll IKCKpeyuu Op2anudeckux KUciom - 3-2u0poKCUnponuoHos8ol,
MEMULTUMOHHOU, NPONUOHUI- U MULTUNTUYUHA.

2.1 /Ka00b1 M aHAMHE3
Ilpu cbope amammnesa u #anob peKoMeHOOBAHO O0OpamMums GHUMAHUE HA Cledyloujue

AHCANOOBL U AHAMHeCmUYecKue cooblmusi.

- OMAOWeHHDIU CeMelHblll aHamMHe3 (Hanudue 8 cemve 00abH020 ¢ 114, cnyuaesu 6ne3anHou
cmepmu demetl 8 paLHem 803pacme)

- 8He3anHoe yXyouieHue coCmosHus Ha hoHe nono2o 300posvs unu OPBH,

- HapyweHus 6CKapMIUBAHUSL,

- yacmule CpbleUBAHUS/PEOMY;

- yeHemeHue COHAHUA,

- 8a10Ccmb, C1aOOCMb, COHIUBOCHIb,

- cyodopoeau;

- becnokounoe nogedeHue, NiaKkCusoCnb,

- nogvlulenHoe nomoomoesenue;

—  MbIUWEYHYIO 2UNOMOHUIO/MbIULEYHBLL 2UNEPIOHYC

—  Henpou380bHble/HACUTbCMBEHHbBLE OBUNCEHU,
Hauano 3abonesanus 6 Oemckom go3pacme modicem ObimMb CEA3AHO CO  CLeOYIOUUMU

Gdaxmopamu:
O ynompebaenue 601bUL020 KOTUYECMBA OeNK080U NUU
O OnumenvHoe 20]100aHue, HeonpagoOaHHbvle O02PAHUYeHUs 6 oueme, HU3KAA KALOPULIHOCHb

nuulesoco payuora,



O UHMEPKYPPEHMHblE — PECNUpPAmopHule  UIU  IHCENYOOUHO-KUUEUHble — UHpEKYUOHHbLE
3abonesanusl,

©) qbus'uqecm;l Uiu NCUXOIMOYUOHANIbHAA HACPY3KA.

2.2 ®uzukKajIbHoe 00CaeT0BAHUE

Ilpu ocmompe Heobx00uMo 0bOpamumsv 6HUMAHUE HA Cledyloujue OCHOBHble KIUHUYecKue
NPOSGIICHUSL:
HeOHamabHLLI NEPUOO
- CpbleuaHus/peoma, OmKa3s om eovl
- 3a0epiicka uzuuecko2o pazsumus
- 3a0epiicKa MOMOPHO20 PA3GUMUSL,
- 8710CMb, COHIUBOCb,
- yeHemeHue CO3HAHUS,
- MblUeYHas 2UNOMOHUS/MbILUEYHBIT SUNEPIOH)C
- nupamuomuvie HapyueHus (N0GblUeHUe CYXONCUTbHBIX pehieKCo8);
- mpemop;
- cyoopoeu,
Ooemu nepevix j1em HCU3Hu
—  3NU300UYECKU BO3HUKAIOWAS PEOMA
—  3A0epiCcKa NCUXOMOMOPHO20 U NCUXOPEHeB8020 PA3GUMUSL;
—  UBMeHeHUue MbIUEUHO20 MOHYCa (MblUeUHAst 2UNOMOHUS/MbIUEUHbLI 2UNEPIMOHYC)
—  nepuoouveckas amaxcus, mpemop;
— cyoopoau,
—  UHCYILMONOOOOHbIE COCMOSIHUA,
—  Kapouomuonamusi,
—  HapyuweHus pumma cepoya,

— ocmpblil naHKpeamum.

1lo0pobHO dannbvle PU3UKATLHO20 00CIe008AHUSL ONUCAHBL 8 pa3deie «KIUHUYeCKAs KapMUHay.



2.3 JIaGopaTopHbIe JHATHOCTHYECKHE MCCIETOBAHUS

PexoMeHng0BaHO mainueHTaM C KIMHUYECKUMH Mpu3Hakamu [IA mpoBeneHue KOJUYECTBEHHOTO
OmnpelieJIeHUsT ypOBHS aMHHOKUCIOT B KpoBu (KoMiuiekcHoe ompeneneHue KOHILEHTpaluu
AMUHOKHCIIOTBI W alWIKApHUTUHBI B KpoBH, KOMIIIEKCHOE oOmpeeieHue KOHIEHTPAIuu
AMHHOKHUCIIOTHI U allWJIKAPHUTUHBI B KPOBU METOJOM TaHIACMHOW MacC-CIHEKTPOMETPHH) C LENbIO
MOATBEPKIeHUs Auarno3a [TA 6noxuMuueckumMu MetofamMu U TuddepeHInanbHON JUarHOCTUKH C

JPYTrUMHU HACJICACTBCHHBIMU HapyIICHUAMH oOMeHa Bemects [1, 4, 5, 6, 7].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5)
KommenTapuu: B niazme kposu (unu 8 NAmHax 6bICYULEHHOU KPOSU) GblAGIAIONM KOHYESHMPAYUIO
AMUHOKUCIOM U  AQUUIKAPHUMUHOG: NpU NPONUOHOBOU ayudypuu Habarooaemcs nogvluleHue
KoHyenmpayuu nponuonurkapuumuna (C3), Huzkoe cooepowcanue c600600nHo2o kapuumuna (C0),
nosviwernue coomuowernuss C3/C0 u C3/C2. Yposenw netiyuna, uzonetiyuna, 6aiurda, MemuoHUHA 8
KpOBU V NAYUEHMO8 MOMNCem HAX0OUMbCSA 8 npedenax HOPMbl, Ymo He N0360Ji1em HA OCHOBAHUU
AHANU3A AMUHOKUCIOM NOOMEepoums Ul UCKIIOYUMb 3abonesanue. Y MHO2UX NAYUEHMO8
nosvluie yposens eiuyuna. OOHaKo 3mo He AGNAemcs CneYuuunbiM U HAOa00aemcs npu Opyeux
HACIe0CMBEHHbIX HAPYULeHUAX 0OMeHA 8elecms.

. PexkomeHnnoBaHO mnanmueHTaM ¢ KIMHUYECKMMHU npusHakamu [IA  mpoBeneHue
KOJIMYECTBEHHOTO OIPENEICHUST OpraHndeckux KucioT B Moue (KomruiekcHoe ormpenencHue
COJIEp)KaHUsl OPTaHWYECKUX KHUCIOT B Mode, KOMIUIEKC UCCIeoBaHU Ui JAMAarHOCTUKU
OpPTaHWYECKUX alUIYpHil) C HEeNbI0 MOATBEpX)ACHUS AuarHo3a [TA GMOXMMUYECKUMH METOJIaMU U
muhdepeHIATEHON TUarHOCTUKA ¢ IPYTUMH HaCJICJICTBEHHBIMU HapyIICHUSIMU 0OMEHa BEIICCTB
[1, 8].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
Kommenrtapuu: Xapaxmepuvim ona  IIA  saensiemcs  nogvlulenue  KOHyewmpayuu — 3-
2UOPOKCUNPONUOHOBOU, MEMUITUMOHHOU, 3-2UOPOKCU-N-6ANEPUAHOBOT KUCIOM, MUSTUNTUYUHA,

HOpMAJlbHAsl KORYEeRmpayus MEMUTIMATIOHOBOL KUCTOMBbL.
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o PekoMeHI0BaHO TAllMEHTAaM C  BBISIBICHHBIMA  OHOXUMHUYECKHUMH  HM3MEHCHHSIMH,
xapaktepHbiMu Uit [1A, A MOATBEPXICHUS JMAarHO3a MPOBOJUTH MOJEKYISPHO-TCHETHYECKOE
UCCIIeIOBaHKe ¢ 1enbio BeisaBiacHus MmyTanuii B renax PCCA, PCCB (Kommiekc ucciemoBanuii st
JUArHOCTUKU OPTraHMYCCKHX alUAypUil) ¢ IEIbI0 MOJICKYJISIPHO-TEeHETHUECKOTO MOATBEPIKICHHSI
nuarHosza ITA [1, 4,5, 6].

YpoBeHb yoeauTeIbHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)
Kommenrapuu: B 6oabwuncmee ciyuaes 6ulasisiiom OuaiieibHble NAMOeHHble BaAPUAHMbL 8
eenax PCCA, PCCB, umo seuiemcs OcCHo8anuem Ojisl  MOAEKYIAPHO-2eHEMUYeCcKO20
noomeepoicoenuss ouaznosa. Qouaxo, eciu 0OHAPYIHCeH MONbKO OOUH NAMOSEHHbIU AlleNb UU
UBMEHeHUll 6 OAHHbIX 2eHAX He GblSGIEeHO, OUACHO3 He Modicem Oblmb UCKIIOUeH, eCciu
APUCYMCMBYIOM KIUHUYeCKue 1 Ouoxumuieckue oannle, ykasvieaowue na I1A. Hzmenenus 6 cenax
Mo2ym npeocmasiames KpynHvie NepecmpouKu, Mymayuu cauma-cniaiucuted, Komopbvie CLOHNCHO

6blA6UNTbL C NPUMEHEHUEM cmaHOapmelx Memooos MOJIEKYIAAPHO-2EeHEMUYECKO20 AHAIU3A.

PexoMeHI0BAaHO mMalMeHTaM C KIMHUYECKUMHU IIpU3HaAKaMH ITA HCCIICOOBAHUC O6H.[€FO
(KJ'II/IHI/ILIGCKOI‘O) aHalJIu3a KpOBHU Pa3BECPHYTOI'O C OCJIbIO BBIABJICHHA HeﬁTpOHeHHH,

TPOMOOIUTONICHUH, TTAHIIUTOTICHUH, aHeMuu [1].
YpoBens yoenureabHocTH pekoMmenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTeJbCTB - 5)

KommenTapuu: nposooumcs npu nepsuuHot ouacHoCmuxke u 6 OUHAMUYECKOM HabI00eHul,

0CODEHHO Y NaYUeHmoe8 ¢ HapyUleHHOU no4eyHou hyHKyuel.

PexoMeH10BaHO MalMeHTaM C KIMHUYECKUMU npu3Hakamu IIA  mpu momo3peHuu Ha pa3BUTHE
MeTabOoJIMUECKOro KpH3a npoBecTu olieHKy ypoBHs pH kposu (MccnenoBanue ypoBHsI BOJOPOIHBIX
nonoB (pH) kposu, HccrnemoBanwe ypoBHsS Oy(epHBIX BEHMIECTB B KPOBH), KETOHOBBIX TeEI
(OOHapyxeHHe KeTOHOBBIX Tesl B Moue, OOHapyX eHHe KETOHOBBIX Tell B MOY€ 3KCIPECC-METOIOM)
C LIEJIBI0 CBOEBPEMEHHOU Koppekiuu Tepanui [1, 4, 5, 6].

YpoBeHb yoenuTeILHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 3)
KommenTapum: rabopamopnvimu npedgecmHukamu pa3eumus Memadoauieckoco Kpu3a Aaeisomcs

MeHOeHYUsi K Memaboauieckomy ayuoosy ¢ oepuyumom OCHOBAHUL, YMEHbULEHUE COOEPHCAHUS
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800001020 KapHumuHa, noevluieHue ypoeH:A npONnUOHUIKAPHUMUHA 6 KPOBU, NOYe4Holl IKCKpeyuu

Op2caAHUYEeCKUX KUucjioni.

PexomengoBaHo  manUeHTaM C KJIMHUYECKUMHU mnpu3Hakamu [IA u mnpu mojgo3peHuu Ha
METa0OJTMUECKUI alli/103 UCCIIeIOBAHUE YPOBHS aMMHKaKa, jJakTara B kpoBu (MccienoBanue ypoBHs
MOJIOYHOM KHCJIOTHI B KPOBH), CCJICIOBAHUE YPOBHS MOYEBUHBI , HCCIICAOBAHUE YPOBHS TJIFOKO3BI

KPOBH C I[€JIbI0 TUATHOCTUKU U CBOEBPEMEHHON KOppeKIiuu Tepanuu [1].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB - D)

2.4 UHCTpYMEHTAJbHBIE JTHATHOCTHYECKHE HCCIET0OBAHUS

o PexoMeH10BaHO TAIMeHTaM C KIMHWUYECKHMMH TPU3HAKAMH I[TA mpoBenenue
KOMIIbIOTEPHON ToMorpaduu rosoBHoro mosra (KommbroTepHas Tomorpagusi roJoBHOTO MO3ra)
W/WIN  MarHUTHO-PE30HAHCHOM  Tomorpaguu ronoBHoro Mmosra (MarHUTHO-pe30HaHCHas
TOMOTpadusi TOJIOBHOTO MO3T4,) C IENBI0 OLIEHKU COCTOSHUS TOJIOBHOTO MO3Ta, Au(epeHInaIbHOMl
JQUAarHOCTUKK C JPYTUMH  HACJICJACTBEHHBIMH 3a00JICBAaHUSAMH W  BBISBICHUS HM3MEHEHHH
xapaktepubix s [1A [4, 9, 10].

YpoBeHb yoenuteabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
Kommenrapum: Illpu npogedenuu KT/MPT zonosnoco mozea y nayuenmos c IIA eviasnsaiom
KOPKOB0O-NOOKOPKOBYI0 ampo@uio, pacuuperue Henyo0oyko8 Mo32d, 3a0epXHCKY MUETUHUZAYUU,
no@bluleHue UHMEHCUBHOCMU CUCHANA 6 obnacmu Oasanvhvlx eanaiues. Crnedyem ommemums, Ymo
OaHHble HapYWeHUs. He ABNAIOMCA  BbICOKOCNEeYUPUUHbIMU U MO2YM  HAOTI00AMbCA  Npu
MUMOXOHOPUATbHBIX DONE3HSX, MEMUIMATIOHOBOU ayudypuu, Opyeux 3a0071e6aHUSIX.

IIpogedenue napkosza npogooumcs no NOKA3AHUSIM.

PexomengoBano nposeneHue siaekTpokapauorpadpun (DKI), sxokapauorpadun (OxoKI) Bcem
nalnMeHTaMm ¢ nojo3peHueM Ha [IAJUis AMAarHOCTMKM KapAMOMHONATHM M HapyIIEHUH pUTMa
cepana. [4, 9, 10],

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommenTapuu: npu neobxooumocmu, npu Hawuyuu NOKA3AHUL ONsl  UCCLEO08AHUSA -
Xoamepoeckoco MOHUMOPUPOBAHUS CEPOEYHO20 PUMMA, U/UIU CYMOUYHO20 MOHUMOPUPOBAHUSL
apmepuanbHo2o 0asleHus (CO2NACHO COOMBEMCMEYIOWUM KIUHUYECKUM PEeKOMEHOayusam no
HapyweHUusM pumma cepoya u/uiu apmepuaibHol 2UnepmeH3ulL).
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o PexoMengoBaHO mnamueHTaM C  KIMHWUYECKUMHU  IPU3HAKaMHU I[TA mpoBenenue
yIabTpa3BykoBoro uccinenopanusi (Y3UW) opraHoB OpromHON mosioctd U mouek (YIbTpa3zByKOBOE
WCCJICIOBAHUE OPTaHOB OPIONTHON MOJIOCTH (KOMIUIEKCHOE), Y IbTPa3ByKOBOE UCCIICIOBAHHE MTOYCK )
C LIeJIbIO IMAarHOCTUKY NAaHKpeaTHTa U mopaxkenus novek [4, 9, 10, 11, 12, 13]

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEIbLCTB — D)
PexoMeH0BaH mManueHTaM C KIMHHYECKUMH Tpu3zHakamu [IA ocMoTp Bpaua-odTambmosora
(odranpmockomnus, BU30METPHSI, pedpakToMeTpus, MIEPUMETPHSI KOMITBIOTEpHAs,
0P TATLMOTOHOMETPHSI, UCCICIOBAHUE [BETOOUTYIICHHUS, AIEKTPOPUZUOIOTHUECKOE UCCIICIOBAHNE
(perucTpariss  3pUTENBHBIX  BBI3BAHHBIX  IOTCHI[MAJOB  KOPbI ~ TOJIOBHOTO  MO3ra),
buomukpodororpaduss TIaa3HOrO JHA C UCIOJNB30BaHUEM (yHIyc-Kamepbl, BHOMUKpOCKOMHS
rira3Horo gHa, ONTHYeCKOoe UCCIIS0BAHNE TOJIOBKU 3PUTEIIFHOTO HEPBA U CJIOS HEPBHBIX BOJIOKOH C
MOMOIIbI0 KOMIBIOTEPHOTO aHAIM3aTOpa M Jp.) MO MMOKA3aHHSIM, NMPH HATWYHH IMTOJ03PESHUN Ha
nopakenue oprana 3penus [1, 8, 10].

YpoBeHb yoenuTeabHoCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KoMmmenTapuu: unmepsanvi mesicoy uzumamu Q0AHCHbL ONPEOesIMbCs UHOUBUOYATILHO C YUenmom
so3pacma, maxcecmu 3a001e8anus, CMAaOUIbHOCMU 0OMEHA 8euwjecms U coON00eHUs

Oouemomepanuu.

o PexomeHng0oBaHO TalMEeHTaM C  KIMHUYECKUMHM  IIPU3HAKaMU ITA nposeneHue
snektpodHiedanorpadun (MpH AUATHOCTUKE M Jaliee TPH CYAOPOKHOM CHHAPOME) C IIENBI0
CBOEBPEMEHHOM JIMAaTHOCTHKH U KOHTPOJISI JICYCHUS CyJOPOKHOTO CHHApoMa [1].
YpoBeHb yoenureqabHocTH pekoMenaanuii C (ypoBeHb T10CTOBEPHOCTH 0KA3aTEIbCTB — 5)
KommenTapum: maxoice npogooumcs snekmposnyeghanocpadus ¢ 6U0eoMOHUMOPUHSOM.
o PexomengoBaHo mamnueHTaM Cc  KIMHUYECKUMH mpusHakamMu [IA u momospeHueM Ha
CHIDKCHHUE CIIyXa/TIPH CHWKEHUH CIlyXa HUCCIEIOBaHMse ciyxa (IPOBEICHHE OTOaKyCTHYECKOM
smuccun (TonanpHas ayauometpus, PeueBas ayauomerpusi, Mirposas ayaumomerpusi, Perucrpanus
BBI3BAHHBIX aKyCTUYECKUX OTBETOB MO3Tra Ha MOCTOSIHHbIE MOAynIHpoBaHHbIE TOHBI (ASSR Tect))
(pH OTCYTCTBHHM SKCCYAATHBHOTO OTHTA) C IIEJbK0 CBOSBPEMEHHOM AuarHoctuku [1Baumgartner,
M.R., Horster, F., Dionisi-Vici, C. et al. Proposed guidelines for the diagnosis and management of
methylmalonic and propionic acidemia. Orphanet J Rare Dis 9, 130 (2014).
https://doi.org/10.1186/513023-014-0130-8].
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YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbLCTB — D)
KoMMeHTapum: ucciedosanus nposoosmes 8 3a8UcumMocmu om Kiunudeckou cumyayuu. (

2.5 UHble AMArHOCTHYECKUE MCCJIEeI0BAHNS
2.5.1 KoHcyabTauy M HA0JI0AEHN e CHEINATUCTOB

Pexomenayercst i1 HaOJIOJEHUS NAIUEHTOB C YCTAHOBJIEHHBIM jauarHo3oM [IA mpumeHSTbH
MYJIbTUIUCIMIUIMHAPHBIM MOJIX0A B BUAY TOrO, 4TO 3a00JIeBaHHE XapaKTEepU3YyeTCs HNOpakeHUEM
MHOI'MX OpraHOB M CHUCTEM, TpeOyeT KOMIUIEKCHOW Tepaluu, 4YTO JAMUKTYeT HEeoOXOIMMOCTh
COBMECTHOT'O BEJICHHUS ITALMCHTA CIICHMAIMCTaMK Pa3HbIX npodmuieii [4, 6, 9, 10, 14].

YpoBeHb yoenuteabHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

KoMmmenTapuu: noxazansl nepsuunvie u no8mopHvie KOHCYIbmayuu 8paia-2eHemuxda, epava-
ogmanvmonoea, 8pava-Hegponoza, 8paia-cypoono2a-omopuHoIapuH2oo2d, 6paia-
2acmposHmepoio2a, paia-3HOOKPUHON02A, 8PAUA-KAPOUOI02d, 8paia-0enmcKo20 Kapouonozad,
8paua-Heghponoea, 8pava-neouampa/spada-mepanesma/spaia ooujeti npaKmuky (Cemeirozo
epaua), a makdice epadeti opy2ux cneyuaivnocmeti nayuenmam c 1A, umerowum napyuenus

@dyHKYULL COOMBEeMCmMBYIOWUX OP2AHO8 U CUCTHEM.

° Pexomenayercsi KOHCYJIbTAIMS Bpada-TUETOJIOTa WM Bpada-TeHETHKAa BceM AeTsM ¢ [1A
JUIST Ha3HAYCHUWs MATOTCHETHUYECKOW JHeTOTepanuu W Jajee TNpPU HEOOXOJUMOCTH C IENBIO
KOppeKIuu auetotepanuu [4, 6, 9, 10, 14]

YpoBeHb yoeIUTeILHOCTH peKoMeHaauii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)
KoMmmenTapuu: unmepsanvi mesncoy uzumamu QOAHCHbl ONPEOesIMbCsl UHOUBUOYATILHO C YUemom
so3pacma, maxcecmu 3a001e8anus, CMadUIbHOCMU 0OMeHA 8ewjecms U coOn00eHUs

Oouemomepanuu.

° PexoMenayercsi KOHCYJNbTAallMM TI€pBUYHAs M TOBTOpPHBIE Bpaya-licUXuarpa Mpu
MOI03PEHUH WIJIH HAJTMYHH TICUXUYECKUX PACCTPOUCTB (IMICUXO03bI, OUTIOJIIPHOE PACCTPONCTBO U JIp.)
C IIEeIbI0 CBOEBPEMEHHOM THArHOCTUKHY U JICUEHHUS BBISIBIICHHOM naTtonoruu [4, 6, 9, 10, 13, 14].
YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KomMmenTapumn: nossnenue  ncuxuvyeckux  paccmpoucme — C6A3blearom ¢ MOKCUYHBIMU
Memabonumamu, KoOppeKyus ouemomepanuu cnocoocmesyem paspeuenuro CUMIMOMO8 HaAPYUleHUs

NCUxXuKu.
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Unmepsanvt medncoy euzumamu OO0JHCHbL ONPEOeNSIMbCl UHOUBUOYATILHO C YYEemOM 603pacmd

msorcecmu 3060J166CZH1/£}I, cmabunbHocmu 0oMeHa eewecme u cobnrooenus c)uemomepanuu.

° Pexomenayercsi KOHCyNbTalluM T[EpPBUYHAsE M  TOBTOPHbIE Bpada-peaOUIMTONIOra,
MEAMIIMHCKOTO TIICHXOJiora M Jioromena-aeeKxroysora Juid IJIaHUPOBAaHUS WHAWBHIYaJIbHOU
peadbMIIUTAlIMIOHHON TPOrPaMMbl MICUXOJIOTO-TIEJarOrHYecKoi Nmoaaep:Kku namuentaM ¢ [IA u ux
cembsim [4, 6, 10,14, 16].

YpoBeHb yoenuTeqabHoCTH pexkoMeHaanuii C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapuu: Paspabomka unOusudyaibHou npocpammol 0eghekmoiocuteckoll peadbuiumayuu,
Paszpabomxa  unoueudyanvnoti npoepammul  102coneduueckou  peadbunumayuu. llayuenmam
HEe0OX00uMO  mMecmuposanue  no  YMBEPHCOCHHbIM  MemoouKam Ol OnpeoeneHus
UHmMeNIeKmyanbHo2o pazeumus. llcuxonocuueckas nomowjp nayueHmam Modncem nompedosamo
KYpC 3aHAMUL — 8 3A8UCUMOCIIU OM UHOUBUOYATILHBIX 0COOEHHOCMel NAYUEHMA U CeMblL.

Yenyau noeoneoa:

Meouko-nozoneduueckoe ucciedosanue npu oucgazuu

Meouko-nozoneduueckoe ucciredosanue npu agazuu

Meouko-nozoneduueckoe ucciredosanue npu ouzapmpuu

Meouxo-noconeouueckas npoyedypa npu oucghazuu

Meouxo-noconeouueckas npoyedypa npu agazuu

Meouko-nozoneduueckas npoyedypa npu ouzapmpuu

Meouko-nozoneduueckas moHaIbHO-pUMMUYECKAs Npoyedypa

Meouxo-noconeduueckas npoyedypa ¢ UCNOIb308AHUEM UHMEPAKMUBHBIX UHDOPMAYUOHHBIX

mexuoao2ull

2.5.2 luddepeHnmaibHasg JTHATHOCTHKA

L4 PeKOMeHIIOBaHO IIpOBOAHUTD ,Z[I/I(I)(I)epeHHI/IaHBHy'IO JAUArHOCTUKY C THUIOKCUYCCKUMU
MOpaAKCHUAMU HepBHOﬁ CHUCTCMBI, BHYTpI/IyTpO6HBIMI/I I/IH(bCKLII/IHMI/I, IIOCTBAaKIIMHAJIbHBIMH
OCJIO)KHCHHUAMHU, CaXapHBIM }II/Ia6eTOM (HpI/I BBIABJICHUN FI/IHepFHI/IKeMI/II/I) , HacCJICACTBCHHBIMHA

HapyILIeHUIMHU OOMEHa BEIIECTB, B YACTHOCTU C APYTMMHU (OopMamMH OPraHMYECKUX aluaypuil U c
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neeKTaMH IMKIa CHHTE3a MOYECBHHBI, C MHTOXOHIPUAJIBHBIMH 3a00J€BaHUSMHU, HAPYIICHUSIMU
TIIMKO3WJIMPOBAHMS, TIIMKOTeHO3aMH U 1p. [4, 6, 9, 10, 14].

YpoBeHnb yoenutenasHocTn pekoMmenanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

3. JleueHue, BKJIIOYAS MEJIMKAMEHTO3HYI) U HeMeIMKAMEHTO3HYK) Tepanuu,
AUETOTEpanuIo, 00e300,1MBaHUe, MeIUIMHCKHE MOKA3AHNUS U MPOTUBONOKA3aAHUS

K IPUMEHCHHUIO METOA0B JICYCHUHA

Cmpamezusi n1eyeHuss NAyUeHmos 3aKauaencs 8 CHUNCEHUU 00pa306anus NPONUOHAMOS,
npeoynpexscoenHuly pazeumus Kemoayuoosd, 2UnepamMmoHueMuu, MoKCU4ecKko2o nopadxiceHus mrkaHell
20JI06HO20 MO32d U 6HYMPEHHUX OpP2aHO8 C obecnedeHuem Npoyeccos8 amabdoaumMd, HOPMAalbHO2O
pocma u HympumusHozo cmamyca Oemeti. OCHOBHbIMU KOMNOHEHMAMU KOMNIEKCHO20 JIeYeHUs.
NAYUEeHMo8  Cuyxcam  Manobenkosas ouema U CHEYUaiu3upo8aHuvie  NpooyKmul  0Oe3
namoceHemuyecKu 3HAYUMbIX AMUHOKUCIION, NPenapamvl l1e6OKAPHUMUHA, OUOMUHA (8 CIYYAsX,
K020a NOOmMeepHcOaemcs yyeCmeumeibHocms K ouomuny). Tepanuio OOnoaHsAOmM HA3HAYeHUeM
2NUYUHA, NPOMUBOMUKDPOOHBIX NPEnapamos OJisi CUCHEMHO20 UCHONIb308AHUSL, BUMAMUHOG (2pynnbl
B) (muamun** nupuodoxcun**, yuanoxobanamun®* u opyeue popmor eumamuna Bl2 ona
BHYMPUMBIULEYHO2O u nepopantbHO20 66€0eHUsL). Ilo NOKA3AHUAM Hazuauarom
NPOMUBOINUIENIMUYECKUe NPENAPAMbL, CUMNMOMAMUYECKY0 Mepanuio.

3.1 KoHcepBaTHBHOE JIeUeHHE
3.1.1 luemomepanus

o PexoMeH10BaHO TalMEeHTaM C KIMHUYECKMMM IPOSBICHUAMM, XapakTepHbIMH s [IA,
OTPaHUYUTh TOCTYIUIEHHE Oenka (B TOM 4YHCIE [0 IMOJYy4eHUs Ja0OpaTOPHBIX pe3yibTaToB,
TIOITBEPIKIAIOIINX 3a00JI€BaHKe) C [ENbI0 MPEIOTBPAICHHS Pa3BUTUS MeTa0OJIMUecKoro Kpusa [4,
6,9, 10, 14].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEILCTB — 5)
KomMmenTapuu: nockonvky pazeumue mMemaboiudecko20 Kpusda —MOdcem — npueecmu K
HeoOpamuMvlM USMEHEHUSIM CO CMOPOHbL HEPBHOU cucmemvl, npu nooospenuu Ha IIA credyem
cobpamv buomamepuan Oasi NPoGeOeHUss OUOXUMUYLECKO20 MeCmMUpO8anHus U 3amem nepesecmu
nayueHma Ha NumaHue ¢ HU3KUM cooepicanuem 6enxa. [{ns Oemeil nep8oco NOXY200Usl HCUZHU
2pYOHOe 8CKAPMIUBAHUE UMY BCKAPMIUBAHUE OEMmCKUMU MONOYHLIMU CMECAMU C HUSKUM
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cooepacanuem oenka (1,2 -1,3 2/100 mn 6occmarnosnenno2o npooykma). Jnsa oemeu cmapuie 6
Mecayed - UCKIIOYEHUe BblCOKODENKOBbIX NPOOYKMO8 (MACo, mMeopoe, pulba) u3 payuoHa.
buoxumuyeckue mecmoi nposoosmcsa 6 meuenue 3-7 Owell, a MonekyiapHo-eeHemuyecKue
uccnedosanusi mocym nompebogamo oxono 2-3 nedenv. Ilosmomy neobxooumo, umobdwl 6 3mom

nepuoo pebeHoK Haxoo0uics Ha HU3KOOEIK08oU oueme.

° PexomengoBaHo BceM TNalMeHTaM TMocjie MOATBepkAeHus auarHo3a I[IA  crtporoe
OorpaHHuYeHUEe Oelka HATYypaJbHBIX MHUIICBBIX MPOJYKTOB C IENBIO CBEACHHUS K HEOOXOIUMOMY
MUHUMYMY TOCTYIUICHHE B OPTaHH3M aMHUHOKHCIIOT METHOHWHA, TPEOHUHA, BAIIMHA, W30JICHIIMHA.
[4, 10, 16, 17, 18].

YpoBeHb yoenuteqabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KommenTapum:

Ilocne noomeepoicoenuss ouazHoza maxkmuka Ouemomepanuy OCHO8AHA HA CIEOVIOWUX NPUHYUNAX:
o ocpaHuvenue NOCMYNieHUs U30JelyuHd, 6alUHA, MPEOHUHA U MEeMUOHUHA ¢ nuuel 00
MUHUMANbHOU — nompebHocmu,  [na  Oemeul  nepgoco  NONY2O0Usl  JCUSHU — O2PAHUYEHUe
pacnpocmpansiemcsi Ha MAmMepUHCKOe MOJIOKO UMU O0emcKue MONOYHble UNU coesble cMecu, O
oemetl 8MOPO20 NOLY200UsL HCUSHU — 3aNpem HA 88e0eHlUe 8 Kayecmee NPUKOPMA BblCOKOOENKOBbIX
NPOOYKMOo8 (MAca, pblbbl, meopo2a, AulY, MOIOUYHBIX NPOOYKMO8, 60006bIX U M.0.), OJisl NAYUEHMO8
cmapuie 00H020 200a — CIMpo2ue 02PaAHUYeHUsl 8 UCTIOIb30BAHUU 8bICOKOOENKO8bIX NPOOYKIMO8

o obecnevenue Gu3UOI02ULECKOU NOMPEOHOCMU 8 OPYeUX AMUHOKUCIOMAX U HEeO0OX0OUMbBIX

HYMpUeHmax 01s npeoynpedcoeHus ux HedoCmamoyHOCmu U N0O0ePHCAHUs AHADOIUBMA,

0] ocpanuderue l’lOl’l’lp€6ﬂ€H1/l}Z HCUPHbBIX KUCIOm C HEeYemHbIM YUCIIOM AnioMoO8 yeﬂepoda u
xojaecmepuna,
@) UCKJIlo4erHue 20]100an1, npedynpeofcdeHue akmusayuu npoyeccoe Kama60ﬂu3ma;

06wl Oenok 1euebHO20 PayuoHa pPAcCHUmMbvléaemcs UCX00s U3 03PACMHbLIX nompebHocmerl
pebenka (llpunoscenue A3.2), a makdice ¢ yuemom moiepaHMHOCMU nayueHma K OelKy 6
3asucumocmu om opmuvl u msxcecmu mevenus zaponesanus [4, 18]:

o Keoma OenKka HAMypaibHblX NPOOYKMOS  HA3HAYAEMCs C  YYemoM MUHUMATbHOU
ROMPeOHOCMU 6 NAMO2EHEMUYECKU 3HAYUMBIX AMUHOKUCIOMAX — MEMUOHUHE, MPeOHUHe, 8alUHe,

uzonetiyute (Ilpunoscenue A3.3);
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©) C YeJjlbl0 Komnencayuu 0egbub;uma benxa UCNOTB3YIOMCA Cneyuaiu3uposarHoble npO()yKl’VLbl Ha

O0CHOBE AMUHOKUCIOM Oe3 MeMUOHUHA, MPeoHUHA, 8anuna, usonetyuna (IIpunoscenue A3.3).

Cnedyem nonv306amvcs OOHUMU CHAPABOYHBIMU MAMEPUALAMU NO  XUMUYECKOMY COCMABy
NPOOYKMO8 (8 PA3HbIX CHPABOYHUKAX OAHHblE MO2YM OMIUYAMbCSA) C Yelvlo NpedomepaueHus
owuboK 8 pacuemax

o B Ipunoosicenuu A3.5 npeocmasnen cymounstii HA6Op npoOyKmos 0Jisi demeil 00UKOIbHO2O

603pacma ¢ NPONUOHOB0U ayudemuetl.

o PexomengoBana BceM MmanueHTaM oOs3aTenbHas KommeHcanus aedunura Oenka 3a cuer
CIIELIMATIM3UPOBAHHBIX CMECEM Ha OCHOBE AMHHOKHUCIOT, COOTBETCTBYIOLIMX BO3PAaCTHBIM
MOTPEOHOCTSIM B OCHOBHBIX IHILEBBIX BEIIECTBAX M JHEPrUU, HO HE COACPIKAIIUX METHOHUH,
TPEOHMH, BaJMH, U30JICHIIMH C LEJIbI0 MOJICPKAaHUs aJeKBaTHOTO HYTPUTHBHOTO craryca. [4, 10,
16, 17, 18].

YpoBeHb yoenuteqabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

° PexomMeHI0BaHO BceM MaIMEHTaM OOECIICYCHHE OCTATOYHON SHEPTeTUYCCKOW IEHHOCTU
palroHa B OCHOBHOM 3a CYET YIJIEBOJOB C IENBIO TOJJICpPKaHUS IPOIECCOB aHabonmM3Ma |
IpeI0TBPAICHUS Pa3BUTHS MPOIeccoB Katabomusma [4, 10, 17, 19].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

° PexomeHnaoBaHo BceM MaleHTaM OrpaHUYeHHE KBOTHI KHUPOB 10 50-60% OT BO3pacTHBIX

CYTOYHBIX MOTpPEOHOCTEW BO H30€kKaHWE HAKOIUICHUS IMPOMUOHOBOM KHCJIOTHI - MPOAYKTa [3-

OKHCJICHUS XKMPHBIX KHUCIOT ¢ HEYETHBIM YKCIOM aToOMOB yriepoa. [4, 10, 16, 17, 18].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTapuu: B kauecmse ucmoynuka scupa npeonoumumeibHee UCnob308amsb pacmumenbHsle
macna, cooepaicaujue noTUHEHACLIUEeHHbLe HCUPHBLE KUCIOMbL (PANCo8oe, IbHAHO®,

01UBK0B0E, NOOCOIHEUHOe U Op.)

° PexoMeHn0BaHO OOCCleUCHUE BCEX MAIIMEHTOB JIOCTATOYHBIM KOJHYECTBOM YKHIKOCTU C
ENTBI0 TPOHITAKTHKN HAPYIIEHUs BOIHO-3JIEKTPOIMTHOTO Oananca [4, 10, 16, 18].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
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° PexoMeH10BaHO BceM TMalueHTaM JpOOHBIM TpueM NuIM 0e3 JJIUTEIbHBIX HOYHBIX
NepephIBOB BO M30€KaHHUE TOJIOJIaHuUsI, OCOOCHHO JETSM TPYIHOTO U paHHEro Bo3pacta [4, 10, 16,
18].

YpoBeHb yoenuTelbHOCTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

KomMeHnTapuu: nepepwis mescoy KopmieHUAMU, BKII0UAS HOYUHbLE, He Oolee 3 Yacos

3.1.2 Meouxkamenmosnoe neuenue.

° PexomMeHI0BaHO BCeM TMAIlMEHTaM MPOBEACHUE MPOOHOrO JIEYCHHsS] OWOTHHOM st
BBISIBIICHHSI YYBCTBUTEIBLHOCTH K 3TOMY KO(MaKTOpy NpPU YCTAHOBJICHHOM JuarHo3e [IA ¢ menbro
OIpe/ICTICHUS YyBCTBUTEIBHOCTH K MpEnapaTy M OpeaesieH s MoKa3aHuii k HasHauenuto [4, 10, 16,
18].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 2)
KoMMmeHTapuu: 6 nepuoo npobnozo neuenus 6 meuenue 08yxX Hedellb HA3ZHAYAOM KYpC OUOmMuUHa 8
0oze [-2 me/cym noo Kowmpojnem YpoGHsi NPONUOHUIKAPHUMUHA 8 KpOo8U U IKCKpeyuu 3-
CUOPOKCUNPONUOHOBOU, — MEMULIUMOHHOU  KUCTOM. CHuotcenue  smux — noxazamernell
ceuoemenbcmeyem O Uy8CMEUMENbHOCMU K Ouomuny. B maxom ciayuae npoodonscarom

KoakxmopHyro mepanuto, 003a 6UOmMuHa 0bbIYHO cocmasisiem 5 me/cym.

° PexoMeH10BaHO BceM MaleHTaM Ha3Haue€HUE OONBIIMX 03 #IEBOKAapHUTHHA C LIEJIbIO
TIOBBIIICHUS] BBIBEJICHUS TOKCHYHOW MPOMHMOHOBOM KHCJIOTHI W JIMKBUJAIMKA KapHUTHHOBOW
HEJI0CTaTOYHOCTH KapHuTuHa [4, 10, 16, 18].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 2)
KommenTapum: demu pannezo 6ospacma noayyaiom #aegokapnumun uz pacuema 100-150 me/ke
maccol mena 8 cymku 3a 2-3 npuema, demu 6onee cmapuezco o3pacma - 60-80 me/ke/cym.

Cymounas 003a He 0ondxcna npesviuiams 3 2. Tepanus npo8ooumcs npaKkmuiecKu HenpepbleHo.

° PexomengoBano BceM narueHTam ¢ [TA Ha3HaueHUe aHTHOAKTEPHATLHON TepPANHH C 1ETbI0
KOppEeKIiKr 0OMeHa BEIIeCTB IyTEeM HOpMaJIM3allui KUIIeYHOi Mukpoouotsr [4, 10, 16, 18].
YpoBenb yoenuTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
Kommenrapum: yuyumoigas, umo oxono 25% nponuonamog o006pazyomcs noo GuusHuem

JAHCUBHEOeSAMEIbHOCMU KUULEYHOL MUKpO6u0mbl, OONONIHUMENbHBIM CHOCOOOM Koppexkyuu obmena
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ABNAEMC  AHMUOAKMEPUATIbHASL MEPAnus ¢ Yeablo NoO0AGleHUss AKMUBHOCMU NAMOSEHHbIX U
YVCI08HO NAMO2EHHbIX MUKpoopeanuzmos. Hazumauarom kypcet memponuoazona™™ 6 doze 10-15

me/xe/cym 6 meuenue 10-14 ouetl,; uepes 3-4 nedenu Kypc npu Heobxo0uMoCcmu nHOMOPSIONI.

° PexomennoBaHo BceM mamueHTamM c IIA mnpuMeHeHHWE TJIMIIMHA, KOTOPBIH, MOI00HO
#11eBOKapHUTHHY, 00J1aJ1a€T CIOCOOHOCTBIO KOHBIOTUPOBATh ITPOU3BOIHBIE OPIaHUYECKUX KHUCIIOT, C
IIeTIbIO CBS3BIBAHUS METa0OJIMTOB MPONUOHOBOI kucioThi[4, 10, 16, 18].

YpoBeHb yoenuteabHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
Kommentapun. Cymounas oosa enuyuna cocmasnsem 300-600 me/cym 6 meuenue OaumenbHO20
epemenu (4-6 mec.), makdice HAZHAYAIOM U3ONEUYUH U BANUH NPU UX HUSKUX KOHYEHMPAYUsx 6

Kposu.

° PexomengoBanbl nmamnueHTam ¢ [1A no nokazanusM mpOTUBOIIUIIEITUYECKUAE TIPETapaThl U
npenaparsl Tpynmnbl «Jlpyrue MncuXoCTUMYISTOPbl M HOOTPOIIHBIE IpenapaTthl» B BO3PACTHBIX
JIO3UPOBKAX C IENBbI0 KYMUPOBAHUSA M MPEIOTBPALICHUS CYIOPOXHOTO CHHJIPOMA, U BUTAMUHBI U
BUTAMUHOMHHEPAIBHBIE KOMIUICKCHI  (KOJEKaIbIUpeposr™™, mnuaHokoOamaMuH**, (donmeBas
KHCJIOTa*™, IIUHK, CEJICH U APYTHE) B BO3PACTHHIX JIO3UPOBKAX C IEJIbI0 KOPPEKIIMH HYTPUTHBHOTO
crarycal4, 10, 16, 18].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KommenTapuu. V nayuenmos ¢ cumnmomamuyeckou snunencuei uiu uzmenenusmu Ha I
HOOMpONHble Npenapamvl HA3HAYAIOM ¢  OCMOPOICHOCMbIO 60 U3bedcaHue NnpoeoKayuu
INUNENMUYECKUX NPUCTNYTNOB.

3.1.3 JleyeHue NalMEeHTOB B MEPHOI META00JINYECKOr0 KpH3a

Ilpu yepose unu 6 ciyyae pazeumusi MemadoOIUYeCKo20 Kpusa ieuerue 00IHCHO HAYUHAMbCS
He3aMeO0NUmenbHo.

JleuebHvle Mmeponpusmus HANPAeieHvl HA NpeKpaueHue 00paz08aHus U HAKONIEeHUs
MOKCUUHBIX OP2AHUYECKUX COeOUHeHULl U Bbleedenue UxX U3z opeanusma. Taxmuka neyenus oemelti 8
nepuoo Kpu3a 6KIio4aem KOppeKyuo Ouemomepanuu, bleedenue HaKaniuearouwuxcs OpeaHuiyecKux
KUCTIOM, KOPPEeKYulo Memadoauieckozo ayuoosd, UNnepammOoOHuemMuu U 600HO-IAeKMPOIUNHBIX
HapyuweHutl, 3Hep2emuyecKyro N000epIHCKY U CHUNCEHUsL UHMEHCUBHOCMU NPOYECCo8 Kamaboausma.

[1, 2, 4, 14].
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° PexomengoBaHa 3KCTpeHHAs TocnUTaIM3aus nmanueHToB ¢ [1A mpu yrpose uiau B ciryyae
pa3BUTHs METabOJIMYECKOr0 KpH3a C IEJIbl0  HE3aMEUIMTEIBHOTO TMPOBEACHHUS HHTECHCHBHOM
TEpanuy 1 NpeA0TBPALICHUS )KU3HEYTPOKAIOIUX ociaoxuenui [4, 10, 16, 18].
YpoBeHb yoenuTelbHOCTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommenTapum: ¢haxmopol, cnocobuvie cnposoyuposams memadoiudeckul Kpus:
O npuem nuwesblx OeIKO8 U JHCUPOE 6 KOIUYeCHEe, Npesbluarujem MmMoaepPaHmHOCHb
opeanuzma 001bHO20 pebeHKa,
O HedoedaHue, HU3KAsL KATOPUUHOCTb PAYUOHA,
O UHMEPKYPPEHMHblE DPeCNUpamophvie UIU  JHCETYOOYHO-KUULeUHble UHPDEKYUOHHbIE
3a001e6aHUsL;
O BaKYUHAYUs,
O Qusuueckas unu NCUXOIMOYUOHANbHASL HAZPY3KA,

O XupypeudecKue emeuiamelbCned.

° PexoMennoBano rmaimueHTta ¢ MerabosmdyeckuM Kpu3oMm Ha (one [TA nepeBectn Ha
NUTAHNE UCKIIOUYUTETFHO CMEChI0 aMUHOKHUCIIOT 0e3 M30JIeHIIMHA, METHOHWHA, TPEOHWHA U BaJIMHA,
HO He Oosiee 4eM Ha 24-72 4Yaca ¢ LeNIbI0 CHU)KEHHsI 00pa30BaHUsl TOKCUYHBIX MeTabonuToB[4, 10,
16, 18]

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KommenTapum: npu Hanuuuu cpvleuganuil, peomvl, OMKA3A OmM eO0bl — KOpMJIeHUe uepes
HA302ACMPAIbHBLIL 30HO UlU 2acmpocmomy (yemanoeka cacmpocmomot) [1]. Cobrniooams pexcum
OPOOHBIX U YACMBIX KOPMACHUL C NPOMENCYMKAMU MENHCOY KOPMACHUAMU 2-3 4acd, 803MONCHO
HenpepvleHoe  KANeibHoe GCKAPMIUBAHUe uepe3 UH@y3omam uiu obecneuenue HOYHOLU
UNEPATUMEHMAYUU C UCNOTb30BAHUEM CREYUATbHOU NOMNbL 0151 NOCMOAHHO20 86€0eHUs NUMAHUS,

0eKcmpo3vl**, 2I0KO30NONUMEPHBIX PACMEOPO8 (MALbMOOEKCMPUHA) U OPY2UX PACTIBOPOS.

° PexomenaoBano uepe3 24-72 wyaca mocie OTMEHBl HaTypalbHOro Oenka (B MepHOL
MeTabO0JIMYeCKOro Kpu3a) nanumeHTtaM ¢ [IA TOCTeleHHO BBOJHMTH MPOIYKTHI, COJAEpIKaIlue
HATypaJIbHbIH OEJIOK IeIbI0 MPEIOTBpAIlleHHs HYTPUTUBHOW HeJocTaTouHoCTH [2, 4, 10, 16, 18].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
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o KommenTapuu: 6enxku 6sooamcsa uz paciema % HeoOX00uM020 cymouHo2o obvema — 8
nepeviti OeHv, %> - Ha 2-3-ii Oenvb, Vi - 3-4-11 Oenv, Oanee 8 noarHom obveme. Hcmounurxom
HamypanvbHo2o Oeaka O Oemell NEPBbIX WeCmU Mecsayes OJHCUZHU SAGNAeMCs MAMEPUHCKOe
MOJNIOKO/0emcKas MOJNIOYHAsA CMechb, O Oemel 8MOpo20 NONY200Us JHCUSHU — MAKdHCe
HU3K00OeNIKoBble NPOOYKMbl NPUKopma, OJisi oemell cmapuie 2004 - HU3K0OEIKoBvle HAMYpabHble
npooykmwl  (Kpynvl, 060wu, (GpyKmsel, pacmumenvbHble MACIA) U CHEYUATUSUPOBAHHBIE
HU3K00OeIKo8ble NPOOYKMbL HA OCHOBE KpAxmanos, B nepuoo evixooa us memaboauuecko2o Kpusd
nayuenmos ¢ 1A nuwa co wadaweu Kynunapuou oopabomkou. Ilocnedyrouee ysenuyenue K8omol
HamypaivbHo2o 6enka 8 payuore nposooums no mepe CmaduIu3ayuy MemabdoIudeckux HapyuieHutl,

6 coomeemcmeuu ¢ HympumueHoblm cnmantycom nayuenma u eco osu2amenbHol aKkmuéHOCMbIo. [1]

° PexomeHng0BaHO mMalnKMeHTaM B METa0ONMYECKOM KpH3€ CHU3HUTH MOTpeOeHHe OOIero
nuinieBoro Oenka B panuoHe mnanueHToB ¢ [IA, HO He Hmke 0e30MacHOro ypoBHS, HMPH 3TOM
o0ecneunTh BHICOKOKAJIOpUHHOE nUTaHue (Tadbsuua 1) ¢ 1enpio CHUKeHUs: 00pa30BaHMsI TOKCUYHbBIX
metaboautos [4, 10, 16, 18].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KomMeHnTapuu: suepecoyeHHocmv nuw u  8800UMOU  JHCUOKOCMU NOBGLIUAIOM 3d CHem
ucnonvzosanus 5-10% Oexcmposvl™™*, 2n0K030N0IUMEPHBIX pPACMBOPO8 (MANLIMOOEKCMPUH) 6
00NnoHeHue K CMeCu Ha OCHO8e AMUHOKUCTIOM, pacyem npou3goo0umcs ucxoos u3z kaiopuunocmu 1 2
yeneeooog = 4 kkan, 1 2 manbmodekcmpuna npupaenusaemcs K 1 2 yene6o006. Bozmooicno
napenmepanvHoe sedeHue y2ne60008 (5-10% odexcmposwi™*), a maxoce nunudos do 1 e/ke/cymku;
Tabnuya 1 - BezonacHviti yposenb nompebieHus Oeika u nompeoHocms 6 dHepeuu y oemel

DPA3IUYHO20 803PACMA C NPONUOHOBOL ayudemueri 8 nepuoo MemabdoIuyecko2o Kpusa ™

0-12mec 1-3 200a 4-6 nem | 7-10 nem 11-18
Bospacm

Obwuti 6enox e/ke/cym 1,8-1,31 1,3-1,2 1,1-1,0 |1,01-0,99 | 1,14-0,99
Onepeust 150-120 110-80 80-70 60-40 60-50
Kxan/xe/cymxu
Kuoxkocmo 120 100 1200- 1500- om 2000
(6 m.u. 800aq, ma/ke/cym | ma/xe/cym 1500 2000 ma/cym
2NII0K030c0.1esble, ma/cym ma/cym
2NIIOKO30NONUMEPHbIe
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pacmeopui) | | | |

*- aoanmuposano uz Matthias R Baumgartner et al. 2014 [10].

° PexoMeHI0BaHO TMalMeHTaM ¢ MeTa0oiIMYecKuM Kpuzom Ha ¢(one IIA mnpumeHsTh
2NIIOKO30NOUMEPHBIX pacmeopos (MATbTOACKCTPUH), @ TAK)KE HU3KOOCIKOBBIC POIYKThI HA OCHOBE
KpaxMmajia JijIsl OJJIepyKaHusl COOTBETCTBYIOIICH 3HEPreTHUECKOW IIEHHOCTH parroHa [2, 4, 10, 16,
18].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)

e PexoMeHJ0BaHA B MEPHOJT BBIXO/a U3 METaOOIMUYECKOTO Kpu3a manueHToB ¢ [TA muma co
maasIe KyJIuHapHoi oopabotkoit. [locnenyromiee yBeanueHne KBOThI HATypajIbHOTO OEliKa B
palyioHe MpOBOJAUTH MO Mepe CTabuIn3aluu MeTa0OIMYECKUX HapYIICHHH, B COOTBETCTBHH C

HYTPUTHBHBIM CTATYCOM peOEHKA U €ro JBUTATeIbHON aKTUBHOCTHIO (Tabmuia 1) [1].

® YPOBeHb yﬁe}II/ITeJIbHOCTI/I peKOMeHJIaIIHﬁ C (ypOBeHL AO0CTOBCPHOCTH A0Ka3aTE/IbLCTB

_5)

° PexoMeH10BaHO yBEeNWYECHHE 103l #ICBOKAPHUTHHA U OMOTHHA (B Cilydae JOKa3aHHOM
YYBCTBUTEJIBHOCTU K Te€panuy OMOTMHOM) MallMeHTaM B MeTaboiandeckoM kpuse Ha (one 1A nns
noBbIieHus 3¢ dexTuBHOCTH Tepanuu [2, 4, 10, 14, 16, 18, 20].

YpoBeHb yoenuteabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KommenTapuu: #resoxapnumun nasnauarom dontocho He menee 100 me/ke maccvt mena u oanee
ocmasnsiom noooepxcusarowyio 003y 100 wme/xe/cymxu. [nsa nosviwenus s¢gexmusnocmu
NpeonoumumenbHO  BHYMPUBEHHOe Ul GHYMPUMblULEYHOe B68edeHue npenapama ¢ UYeivio
HOO0EPHCAHUSI COOEPHCAHUSI CBODOOHO20 KAPHUMUHA 6 KPOBU Bblile HOPMANbHLIX 3HAYEHUI.
llokazamenv c60000H020 KAPHUMUHA NOOOEPAHCUBAIOM HA BbICOKOM YPOBHE, NpPesblualoujem
epaHuybl HOpMbl. Omo obecneuusaem OeMOKCUKAYUOHHYIO (DYHKYUIO KAPHUMUHA, YAyyuidem
CBA3bl6AHUE U BbIGEOCHUE U3 OP2AHUBMA MOKCUUHBIX NPONUOHOBBIX NPOU3800HbIX. [lpu
UCNONb308AHUU B8bICOKUX 003 BO3MONCHO pazgumue d(h@ekmos 8 guoe mouHoOmvl U HenpusmHo2o

3anaxa (Moua, Ovixarue, nom). Yxazanuvle s61eHus NpoXo0sim Nocjle CHUNCEHUST O03bl.
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° PexoMeHa0BaHa KOppeKIMs METa0OJMYECKOro arujo3a y manmueHToB ¢ [IA myrem
NPOBE/ICHUS] BHYTPHUBEHHOM MH(Y3nOHHOM Tepanuu [2, 4, 10, 14, 16, 18, 20].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KommenTapuu:

Buympuesennoe 6sedenue pacmeopa oexcmpo3svl U3z pacuema. HOB0OPONCOeHHble U Oemu 00 3-
x nem 10-12me/ke/mun, om 3 0o 10 nem 8-10 me/ke/mun, cmapwe 10 nem 5-8 me/xe/mun. Ilpu
CHUDICEHUE 2TII0KO03bl HUdIce 2,5 MMONL/I 6 KpOBU He0OX00UMO 6HYMPUBEHHOE CMPYIHOe 88edeHuUe
10%-25% oexcmposzwvl** u3z pacuema 2-3 mi/ke, oanee nepexoosam Ha 6HYMPUBEHHOE KANEIbHOE
ssedenue 10% oexcmposzwvr™* co ckopocmouto 7 - 9 me/ke/Mun 00 HOpMATU3AYUU YPOBHSL 2TIIOKO3bL 8
kposu.) Hasznauenue oexcmposvi** ne moavko 60cnonHsem mKanesol IHepeemuyeckutl oegpuyum,
HO U NOOAGAem UNONU3 U CHUNCAEm NPOOYKYUIO MOKCUUHBIX 0ePUBAMOS8 HCUPHBIX KUCTIOM.

Heomnooicnyro euympugennyro mepanuto ciedyem HaA4uHamy KaK MOXCHO panvlie npu donee
MAACENBIX COCMOSHUSAX, C BbICOKOU MEeMNepamypou, NOSMOPSIOUeliCsl PEOMOU ULU MSAICETbIM
2acmpoI3HmMepUmoM.

Pacmeopwr ona enympusennvix ungyszuu, coodepacawue 10% oexcmposy** (umu 6onee)
cedyem Ucnob308ams 0axjce Npu HOPMAibHOM YposHe 2noko3vl 6 kposu. Ilayuenmovr ¢ FAOD
NOJHOCMBIO 3A6UCAM OM 2TH0KO3bL OJIsl CEOUX IHEPLeMUUEeCKUX NOmpeOHOCmell U ee 3anac Modlcem
bvicmpo ucmowamocs. Eciu y nayuenma pazeueaemcsi sHauumenbHas eunepeiukemus (Hanpumep,
YpogeHb 2noKo3bl 6 Kposu Ooavuwe 250 me/On) ¢ enwoxosypuen U UMEOMC  NPU3HAKU
Memabonu4eckol 0eKOMNeHCcayuu, mo ciedyem paccMompenms 603MONCHOCMb HAYAld UHGY3UU
UHCYIUHA (UHCYTIUH PACMBOPUMbLIL (Hel08eHeCKUll 2eHHO-UHIICEHEPHDBLL) **) emecmo cHudcenus
ckopocmu uH@y3uu , dekcmpo3svl **, cnocobcmeys anabonuveckomy cocmosnuio. Hauanvnas oosa
ons unghyzuu uncyruna cocmaensiem 0,01 ME/ke/mun. Yposenv uncynuna ciedyem mumposams,
UmooObL NOOOEPAHCUBAMB YPOBEHDb 2II0KO03bL 8 Kposu medxcoy 100 u 150 me/on.

Credyem ommemumy, ymo ur@y3us 6ojee KOHYEHMPUPOBAHHO20 PACMBOPA OeKCmpo3bl **
(15-25%) npu 6onee nuszkol ckopocmu uUHGY3uu ROCPeOCmeoM YEHMPAIbHOO Kamemepa MONCem
nompeb606amuvcsi npu HeOOCMamouHou cepoeynol gyukyuu. Kpome moeo, credyem cobarooamo
OCMOPOACHOCb NpU NPEKPAUeHUU SHYMPUBEHHOU UHQDY3UU - HEOOXOOUMO MEONEeHHO CHUNCAMb

CKopocnib, umoowl U36eAHcamv COCMOosIHUS peaKmueHoﬁ cUnozjiuKkemuu.
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° PexoMeHI0BaHO 071  ycmpaHeHus — 2UNO2UOpPAMAayuy  BHYMPUBEHHOE  86e0eHUE
COANAHCUPOBAHHBIX  DNIeKMPOAUmMHbLX  pacmeopos Hampus xnopuoa 0,9% (@uszuonocuueckoeo
pacmeopa )**, ucnonv3ys credyowuti pacuem 8 3agucumocmu om maccol peoenxa: 100 mu/xe/cym
(macca <10 xe.); 1000 mn + 50 mn/xe na nocreoyrowui kunoepamm nocie 10 ke (macca 10-20 xe);
1500 mn + 20 ma/xe na nocredyrowuii kunoepamm nocie 20 ke (macca >20 xe) [2, 4, 10, 14, 16, 18,
20]. Oonaxo Heobxo00umo umems 6 Uy, YMO 2NABHBIM MEPONPUIIMUEM 8 KOMNILEKCE UHMEHCUBHOT
mepanuu sA815Aemcs 8edenue pacmeopos 0eKCmpo3vl U Wel0UHbIX PACMBOPOS.

YpoBeHb yoenuteabHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

° PexomMeHI0BaHO C LIETBIO YCTPAHEHHUS HHEPreTHMUECKOTO ACPUINTA U CHIKEHUS YPOBHS
aMMHuaKa B KpOBH MalleHTaM ¢ MeTaboinyeckuM Kpu3om Ha (one ITA BuyTpuBeHHOE BBeneHue 10-
20% pacTtBOpa HeKCTpo3br™* m3 pacuera 20 MI/KT € MHCYIMHOM™* (MHCYIWH pPacTBOPHMBIHA
(uemoBeUeCKUi reHHO-MHXKEHEpHBIN) ) [2, 4, 10, 14, 16, 18, 20].

YpoBeHb yoenuTeabHoCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

o PexomeH/10BaHO Ha3HAYCHHE aprUHHMHA WM LUTPYJUIMHA Majata M\WIM HATpus OeH30aTa
npu ypoBHe ammuaka B KpoBu Beime 200 Mkmonb/n manueHtam ¢ [IA npu  pa3BuTHH
MmeTaboanueckoro kpusa [16, 21, 22, 23].

YpoBeHb yoenuTebHOCTH 10Ka3aTesibcTB C (YPOBEHD 10CTOBEPHOCTH PEKOMEHIAIUH — 2).
KommenTapuu: nononunutensHoe HazHaueHue 250-300 me/ke apeununa unu 350 me/ke yumpyiiuna
manama cmumyaupyem pabomy yuxia modesunsi. Hatpus 0ensoar ot 250 mr\kr \B cytku. IIpu
HOBbILUEHUU YPOBHS AMMOHUSA 8 Kposu vlute 200 MKMOIL/ HA3HAYeHUe OeH30ama HAmpus u3
pacuema 250me/ke/cym (maxkcumanvro 0o 500me/xe/cym, eciu macca mena npesviuiaem 20ke 00

5, 52/M2/cym) U/Unu apeununa/yumpyaiiuna us paciema 250me/ke/cym.

° PexomengoBano manueHTaM B MerabonudeckoM kpusze Ha ¢one [IA B ciydae Tspxemoin

WHTOKCHUKAIIUHU ISl JTy4Iield dITUMUHAIMN HaKaITUBAIOIIUXCS MPOMUOHATOB UCIOIB30BAaTh METOJ

(bOopCcHpOBaHHOTO JAWYype3a C JOTOJHUTEIBHBIM BBEJCHHEM JKHUIKOCTH H Ha3HAYCHHEM

dbypocemua** B no3e 1-3 mr/kr 1-2 pasza B cyTku (¢ MHTepBajIoM He MeHee 6-8 vacos) [2, 4, 10, 14,

16, 18, 20].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJIbLCTB — 5)
KommenTapmii: e cnedyem naznauamv nemiegvle OUypemuku npu yposHe lakmama eviuie 3

MMOL/ ( HEOOXOOUMO YIMOUHUMb, C KAKOU YeNblo U AUM. UCPOYHUKUL).
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° PexomengoBano mnamueHtaM B MerabonumuyeckoMm kpu3e Ha (oHe I[IA KOHTpormpoBath
conepkanue nakrata (MccnegoBanue ypoBHS MOJOYHOM KUCIOTHI B KPOBH), aMMHAaKa U TJIFOKO3BI B
KPOBH, KHCJIOTHO-OCHOBHOTO cocTosiHusi kpoBu (MccnenoBanue ypoBHS OydepHBIX BEIIECTB B
KkpoBu, MccnenoBanre ypoBHs BOAOpOAHBIX HOHOB (pH) KpoBH), HE MoO3/1HEE 2-X YacOB OT Hayaja
poBeIeHUs MH(Y3HOHHOM TEpaINHK ¢ IeJIbI0 KOHTpoIIs JdeucHus [2, 4, 10, 14, 16, 20].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — 5)
KomMeHnTapuu: odonycmumo noodepaicusams YposeHb  210K03bl  ebiuie 3,3 MMOAb/1 Y
HOBOPOJNCOEHHBIX U 5,5 MMOL/1 — Y Oemell U 83DOCIbIX, YPOBEHb AMMUAKA He O0JIHCeH NPesbliamy
200 mxmonv/n.

PexomenyeTcsi MpoJICHHOE BHYTPUBEHHOE BBeIeHHE MHCYMMHA B 1o3upoBke 0,05 EJ[\kr\uac mpu
rmukemud Boimie 14 MM\t Ha (oHe mpoBOAMMON MH(PY3MOHHOW TEparuu C IEIbI0 MOAICPKAHUS

AZICKBATHOI'O YPOBHA I''TFOKO3bI KPOBH.

° PexoMennoBaHa maiyieHTaM B MeTaOoiimdeckoM Kpuse Ha (one [IA momonHUTEIBHAS
MEIMKAMEHTO3Hash KOPPEKIUsl MPH YPOBHE amMMHaka B KpoBH Bbimie 200 MKMOJIB/J C UEINBIO
BBIBEICHHsI M30BITOYHOTO KOJIMYECTBA JTaHHOTO MeTtabonuTa [2, 4, 10, 14, 16, 20, 21, 22, 23].
YpoBeHb yoenureabHocTH pekoMenanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
Kommenrapumn. [Ilpu ypoene ammuaxa 6 kpoeu eviuse 200 MKMONb/1 0Nl CMUMYIAYUU €20
BbIBCOCHUS Uepe3 YUK MOYEBUHbL NOKA3AHO 66edeHue apeununa (250-300 me/ke) wiu yumpyiiuna
(350 wme/ke). Hasnauarom c¢honuesyro xucnomy** 0,1 me/ke/cym, nupudoxcun™* 5 me/cym.
Ocywecmensaiom obazamenvhbili KOHMPOIb YPOGHA HAMPUSL U KAIUSA 6 Kposu He pedice Ipaza 6 2
yaca.

Coenacno  MedCOYHAPOOHbLIM — PEKOMEHOAYUAM N0 JICYEHUI0  UNepPaMMOHUEeMUU  NOKA3AHO
BHYMPUBEHHOE B868edeHUe NPenapamos, CeA3blearwWux amMmuakx, 0OHAKO 8 Hacmosujee 8pems Ha
meppumopuu Poccutickou Dedepayuu oanHvle 1eKapcmeenHble Cpeocmea He 3apecucmpupo8atbi.
benzoam mampus ona nepopanvhoeo 6edenus 3apecucmpuposan, HO N0 OpYeUM HOKA3AHUAM.
Tlosmomy 6ce npenapamuwi, cesazviéarowue amMmuax, asiaomes npenapamamu off-label u mpebyrom
ogopmnenuss 6paveOHOl KOMUCCUU U CO2TACUS POOUMeNell/3aKOHHbIX npedcmasumenei U
nayuenmca ¢ 15 nem.. Ilpuem OaHubIX npenapamos npu unepammoHuemMuu HeooXooum no

HCUSHEHHbIM NOKA3AHUAM.
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3.2. X¥upypru4eckoe JeyeHue

° PexomengoBano mnamueHtam ¢ [IA npu nporpeiveHTHOM TEYEHHHM MNAaTOJIOTHYECKOrO
mpoiiecca B TEYEHH PACCMOTPETh BO3MOMKHOCTH TPAHCIUIAHTAIMU TME€YEHU MO >KU3HEHHBIM
nokazanusm [4, 10, 16, 18, 24].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — 5)

KOMMEHTapI/II/I: npoeodumc;z CO2JIACHO pekomem)auwm no mpaxcnjianmayuu nevenu

° PexomengoBano manueHTaMm ¢ [[A  Bo BpeMs TOATOTOBKH K XHUPYPTUYECKUM
BMEIIATEILCTBAM, IPOBEJICHUS AHECTE3MOJOTHICCKUX MOCOOMH M B clydasx, Korjga TpeOyercs
VAJTUHUTH TEPHOJI TOJIOIAaHUS MCIOJB30BaTh BHYTPHUBEHHOE BBEICHHE PACTBOPOB JIEKCTPO3BI™* u
JJIEKTPOJIUTOB PACTBOPBI, BIMSAIONIME HA BOJHO-3JICKTPOJUTHBINA OanaHc (Kalus XJIOPUI + HATPHUS
areTat + HaTpHsl XJIOPUA™**) C LENbI0 MPEIOTBPAICHHS pa3BUTHS MeTaboInYecKoro kpusa [2, 4, 10,
14, 16, 20].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KommenTapuu: ungysuonnas mepanus 6 ciyyasx, mpeoyouux yoiuHeHue nepuooa 20J100aHus,
pacmeopuvl 0eKCmpo3ol™™ u pacmeopul, 1usAOUUe HA 600HO-2IeKMPOIUMHBLY OANAHC, B800AMCI U3
pacuema 8-10 me/xe/mun 0na demeil nepeo2o 200a HCuzHu, 6-7 me/ke/mMun — 0 demeu om 200d 00
10 nem, 5-6 me/ke/mun — onsa demeti cmapute 10 nem.

o PexomMeHI0BaHA YCTaHOBKA TacTPOCTOMBI HMJIM HA30TAaCTPAJILHOTO 30HJA MAI[UCHTaM C
MeTabonnueckuM Kpu3oM Ha ¢one 1A npu Haauuuu pBOTHI U CPBITUBAHUS WM OTKa3e OT MpHeMa
MUIIH C [ENbI0 KOPMJICHHUSI CMEChI0 aMUHOKHUCIIOT 0e3 h30JeiIiHa, METHOHUHA, TPEOHHHA 1 BaJHHA
[1].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

3.3 UHoe jgeuyenne

° PexomennoBano mnaruentam ¢ [TA paccMOTpeTh BOMPOC O HEOOXOJUMOCTH TPOBEICHUS
MIEPUTOHEAHOTO JHaN3a WK FeMOMAaIi3a MPH OTCYTCTBUU OBICTPOM MOJIOKHUTEIBHON peaKiuu
HAa HWHTCHCHBHYIO TEpalMio, COXPAHSIOMEMCS KETOalUA03¢ M TUICPAMMOHHEMHH € MENBIO
KOPPEKIIMH JaHHBIX cocTosHuit [4, 10, 16, 18, 24].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
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KomMeHTapuu: nepumoneanvuviii ouanuz uiu 2emooudiu3 nposoosamcs ¢ yeavio 0Oojee

ahpexmurnoco aviedeHUss MOKCUUHBIX MeMadOIUMO8.

4. MeagnuuHcKkas peaduauTanus, MEIUINHCKHE NOKA3aHUA |
NMPOTHUBOINIOKaA3aHUA K IPUMCHCHUIO METO/10B peaﬁnﬂnTaulm

. PexomennoBano manueHTam ¢ IIA mnpoBeneHne peaOMIMTAIMOHHBIX MEPOIPHUATHM,
HAIPaBIICHHBIX HAa COLMANBHYIO aJaNlTalHuio, MOJJIEpPKaHWEe U Pa3BUTHE KOTHUTHBHBIX H

UHTE/UIeKTYyaabHBIX QyHKIwi [1, 10].

YpoBenb yoeauteabHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB — 5)

o PexomMenoBano namuentam ¢ [TA npoBeneHne MCUXOIOTHYECKON MOAICPKKH U 00ydeHUs
poauTeNnel MpaBWiiaM OpPraHMU3AlMM IOMOIIM M JUETOTEpanud B MEXIPUCTYIHBINA NEpUOT U B
Hepro yrpo3sl MeTabosmueckoro kpusa [4, 10, 16, 18].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

5. IllpodpunakTuka U AMCNIAHCEPHOE HAOIIOIeHNEe, MeIUIIUHCKHE MOKA3AHUS 1

NMPOTHBONOKaA3aHUA K IPUMECHCHUIO METO0B HpO(l)I/IJIaKTI/IKI/I

5.1 [IpopuaakTuka

Heonamanvuoiu ckpurnune 6 Poccutickou @edepauuu nposodumces 6 2.Mockea u Ilpumopckom kpae.

PexomenaoBaHa KOHCYIbTAIUS Bpaya-TeHETHKA CEMbSIM MOCJIE€ YCTAHOBICHUS TUarHO3a
nanuenTam ¢ ITA c 1enpio pa3bsiCHeHUH T€HETUYECKOTI0 PUCKa, 00CYKICHHUS BO3MOKHOCTEH
NpeHaTabHON M MPEeUMILTaHTAIMOHHOM quarHoctuky [1, 10]

YpoBeHb yoenureabHocTH pexoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB —5).
KommenTapum: yuumeieas aymocomuo-peyeccusuvili mun Hacneoosanus I1IA, ona kascoou
bepemennocmu puck pooicoenusi pebenka ¢ IIA cocmasnsem 25%. C yenvio nposedeHust
NPEHAMANbHOU U NPEeUMNIAHMAYUOHHOU OUACHOCTUKU CYNPYICECKOU nape npeosapumenbHO
HeobxX00uMo npoimu obciedosanue Ha cemeposuzomuoe Hocumenbcmeo mymayuti 6 2enax PCCA u
PCCB, o6pamuswuce 6 cneyuanuzuposanHvle OuacHOCmMuieckue 1abopamopuu u MeOuyuHcKue
yenmpol. Ilpenamanvnas ouacHoCmMuxKa NPoBOOUMCA MONEKYVIAPHO-2eHEMUYeCKUMU MemoOamu,
nymem uccinedosanus JHK, e6vloerennoti uz  Ouonmama 60pCUH XOPUOHA UW/UIU — KIEMOK

AMHUOMUYECKOU HCUOKOCIU U/UNU NIIOOHOU KPOBU.
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e PekoMeH/10BaHO C 1eNbI0 MPO(UIAKTUKH PA3BUTUS METa0OIUYECKUX KPU30B MH(OPMHUPOBAHHE
poxuTenei (WM 3aKOHHBIX IpeicTaBuTened) mamuenta ¢ IIA o xapakrtepe 3aboneBaHus,
HPOBOLUPYIOIINX (aKTOpax U MPEeJBECTHUKAX KPU3a, BO3MOXHBIX ero mocieacteusx. [1, 10].

YpoBeHnb yoenutensHocTu pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

¢ Pexomen1oBano namuentam ¢ I1A npoBoauTh npouiaakTHYECKyIO BaKIIMHAIIMIO B COOTBETCTBUU
C HAMOHAJIBHBIM KaJeHIapeM NpO(PUIAKTHUECKUX TPHUBUBOK, BKIOYAs BAKIIMHALUIO MPOTHB
TpUIla W  POTAaBUPYCHOM  HMHQpEKUMH ¢  COOJIOJCHHEM  BO3PACTHBIX  OTpaHUYCHUI
MMMYHOOHOJIOTHYECKHUX IpEenapaToB Ha (JOHE CTPOroro BBINOJHEHUS JUETUYECKHX M JIEYECOHBIX
Ha3HAuYeHUH C 1enplo (GopMupoBaHus SPPEKTHBHOIO HWMMYHHOTO OTBETa OT HWHQEKIUA |
HpeI0TBpAICHUS pa3BUTUs MeTaboarueckux kpusos [1, 10].

YpoBeHb yoenuTeqabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapuu: saxyunayuro yenecoobpasHo npogooums noo KOHMPOLEM CHeyuaiucmos,
umMerwux onvim pabomsl ¢ NAYUEHMAaM ¢ MemadoIULecKuUMy O0e3HAMU.

B nocmeakyunanviom nepuode ciedyem npucmanibHo HAOI00AMb 3a NPUSUMBIMU C NOBIMOPHBIM
usMepenuem memnepamypvl meid, YmMo HeoOX00UMO 0N He3aAMeOIUMeNbHO20 HA3HAYEeHUs.

Jrcapononudicaowelt mepanuu npu ouacHocmuposanuu auxopaoku >38,0°C, (napayemamon™* unu,

ubynpoghen **).

5.2 JlucnancepHoe HAQJII0eHHe

o PexoMeH10BaHO B Ipolecce KOMIUIEKCHOIO JiedeHHs mnanueHTtoB ¢ ITA ocymecTBisaTh
KOHTPOJIb TMOKa3aTesieil 00mero (KJIMHUYECKOr0) aHaln3a KPOBU pPa3BEpHYTOro, oOIero Oenka,
HccnenoBanue ypoBHsA anbOyMuHa B KpPOBH, MpeanbOyMUH, TIIIOKO3bI, CHIBOPOTOYHOIO >Keie3a,
JaKTaTta (MOJIOUHOW KHCIIOTHI), KOJIMYECTBEHHOI'O OIPENEIEHUs] YPOBHS aMHUHOKHUCIOT (TJIMLMH,
JeHINH, U30JIeHIUH, BalWH, TpeoHUH) B KpoBH (KommiekcHoe ompejeneHrne KOHILEHTpAalUU Ha
AMUHOKHUCIJIOTBl U AalWJIKApHUTHHBI B KpoBH, KoMIlekcHoe ompeserneHne KOHIEHTpAluu Ha
AMHHOKHUCIIOTHl ¥ AalWIKapHUTHHBI B KPOBU METOJOM TaHJEMHOH Macc-CIEeKTPOMETPUN),
CBOOOJHOTO KapHUTHMHA M IPONUOHWIKApHUTHHA. KOHTponmupoBaTh mnapamMeTpsl KUCIOTHO-
OCHOBHOTO coctosinusg kpoBu (MccnemoBanue ypoBHS BomopoAHblXx HOHOB (pH) kposw,
Hccnenosanune ypoBHs Oydepubix BemectB B kpoBH). [1, 10]YpoBenn yGenurebHOCTH
pexomenaanmii C (YpoBeHb I0CTOBEPHOCTH I0KA3aTEJIbCTB — 5)
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KommenTapum: o6wuil (kiunuueckuil) anaius Kpoeu paszeepHymolii KOHMpoaupyemcs ne pesce 1
pasa 6 200.

Ypoenu memuonuna, mpeonuna, eanuna, uzoneuyuna 6 Kposu 6 pe3yabmame JedeHusi 00JHCHbI
ObIMb NPUOTUdICEHBL K pehepeHCHbIM 803PACMHbIM 3HaYeHusm (maobnuya 2). OcobenHo 8adcHo
obecneuusams HOPMAIbHLIL CbIBOPOMOYHDIL YPOBEHb AMUHOKUCIIOM C PA3BEMEIEeHHOU Y2nepOOHOU
yenvio. Tak, Hedocmamounoe nompeoienue beika u oepuyum uzonetyura AIAOMcsa NPULUHOU
Dpassumusi maxjceno20 aKkpooepMamuma u CiyHcam oCHO8AHUEM 01 OONOIHUMENbHO20 66€0eHUs 8
payuon numanus L-usonetiyuna ¢ doze 50-100 me/cym 6 3agucumocmu om cmenenu oeghuyuma.
Cooepoicanue enuyuna 8 Kpogu modicem Oblmsd YMEPeHHO NOGbIULEHHBIM.

Ta6auna 2 - PedepeHcHble 3HaUCHUS U30JICHIIMHA, METUOHUHA, TPEOHHWHA U BaJIWHA B TJIa3Me

KpOBH JE€TEH

YpoBeHb B I1a3Me KPOBU
AMUHOKHCIIOTA
MKMOJIb/JT Mmr/100 mox
H3zoneiinun 25-105 03-14
MeTtnoHuH 18 — 45 0,3-0,7
Tpeonun 45 — 250 05-3,0
Banun 65 — 250 0,8-29
° PexomengoBaHo B 1mponecce KOMIUIEKCHOTro JieueHusi ¢ IIA mpoBoauTh omnpeneneHue

MOYEYHON OAKCKPEUUH  3-THIPOKCHIIPONIMOHOBOM, MeTwutuMoHHOW kucior  (KomruiekcHoe
OMPE/ICICHAE COJCPIKAHMSI OPraHWYECKUX KHCIOT B MOYe) C 10 CBOEBPEMEHHOIO
npeI0TBpAICHUs pa3BUTHs MeTaborueckoro kpusa. [1, 10].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
Kommenrapum: Kpamnocms npogedenust aHanu308 3a8Ucum om coCmosaHus nayueHma.
Konuuecmeennoe onpedenenue ypoGHs AMUHOKUCIOM  (eTUyuH, Jetyun+u30netiyut, GaluH,
mpeonur) 6 Kposu (Komnnexchoe onpedenenue Komyenmpayuu HA  AMUHOKUCIOMbL U
ayunkaprumunsl 8 Kpoeu, Komniexcnoe onpeoenenue KOHYeHmMpayuu HA AMUHOKUCIOMbL U
AYUIKAPHUMUHBL 68 KPOBU MEMOOOM MAHOEMHOU MACC-CReKMpOMempuy) — npu cmaduibHOM
cocmoanuu - kaxcovie 3-6 mec.

B nepuoo unghexyuonuvix 3abonesanutl, MemaboIU4ecK020 Kpusa OnpeoeieHue YpOoGHs
amMuHoKuciom 6 Kposu u Kapuumunos (Komnnexcmoe onpedenenue Konyemmpayuu Ha
AMUHOKUCTOMbL U  AYUIKAPHUMUHbL 8 Kposu, Komniexcnoe onpedenenue KOHYeHmMpayuu Ha

AMUHOKUcCIOmMsl U ayUulKapHumuHbl 6 KposU Memooom MaHOemMHOll Macc-cnekmpOMempuu)
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ocywecmensiom ne pexce 1 pasa ¢ 7-10 oneu, KII[C (Hccredosarnue yposHs 8000pOOHLIX UOHOS
(pH) xposu, Hccneoosarnue yposns OyghepHulx sewecms 8 Kposi) - edlceOHe8Ho 00 cmaduiuzayuu
nokasamerneu.

° PexomMeHI0BaHO OIpEICICHUE YPOBHS OOIIETO KaNbIHs, HOHU3UPOBAHHOTO KAaJbIUS
HEOopraHuyeckoro ¢gocdopa B KpoBH, 00IIET0 MarHUs B CHIBOPOTKE KPOBH, AKTUBHOCTh IIEIOYHOM
docdaraszel, HccnenoBanne ypoBHs 25-OH Butamuna J[ B kpoBu, lMccnemoBanwe ypoBHS
MapaTUPEOUTHOTO TOPMOHA B KPOBH — C IICNIbIO OIICHKH METa0ONu3Ma KajbIUs M KOHTPOJIS
ocreonenuu [1, 10].

YpoBeHb yoenuTeabHocTH pexkoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KoMMmeHnTapuu: ucciedosanus nposoosames exce2o0Ho

o PexomengoBano Ormnpeznenenue ypoBHs BuTtamuHa Bl12 (umanokoOanamuH) B KpOBH,
HccnenoBanne ypoBHs (onmeBol KHCIOTHI, MccnenoBanue ypoBHs (peppuUTHHA B KPOBU C LIENBIO
OLICHKH HYTPUTHBHOTO cTaTyca — exerogano [1, 10].

YpoBeHb yoenuTeabHoCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

° PexomennoBano OrmpeneneHue akTUBHOCTH JIMTIa3bl B CHIBOPOTKE KpoBH, OrmpenerneHue
AKTUBHOCTH IMaHKPEATUYEeCKONH aMHJIa3bl B KPOBU — HE pexe 1 paza B 6 MecC C IEIbI0 KOHTPOJIS
GYHKIMH TOKETYA0YHOM Kele3bl U CBOCBPEMEHHOTO BhIsBIICHHs mankpeatuta [1, 10].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

° PexomengoBano mammenTam ¢ [IA wuccnenoBaHue YpOBHS KpeaTHHWHA B KPOBH,
HccnenoBanre YpoBHS MOYECBUHBI B KpoBH, McciemoBaHUE ypOBHS MOUYEBOH KHCIOTHI B KPOBH,
Uccnenoanne ypoBHa unucrtatiHa C B KpoBH, McciemoBanue ypoBHS KaiblMsi B MOYe,
Hccnenosanne ypoBHs dochopa B moue, Onpenenenue 6enka B moue, OnpenencHue aipr0yMuHa B
moue, OnpezeneHne Kom4decTBa O0eKa B CYTOYHOM MOYe C IEJIbI0 OIEHKH IMMOYeYHON PYHKIINHN — He
pexe 1 pasa B ro, HauMHas ¢ 6-JIETHETO BO3pacTa MM paHee — MPU HapyIICHUH (PYHKINH MOYeK.
Hccnenoanne GpyHkiunu HehpOHOB MO KIUPEHCY KpeaTuHUHA (mmpoba Pebepra) — mpu OTKIOHEHUSX
OT HOPMBI BBIIIEyKa3aHHBIX napameTpos [1, 10].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommenTapuu: xaupenc Kpeamununa (ckopocmsb — Kiyboukogou ¢uibmpayuu) credyem
paccuumviéams no gopmyne (pacuemuas no popmyne Llleapya, npu noswviuenHou macce meaa — no

Gopmyne Koxpogpma-I'onoa) — (veayeu omcymemsyrom ¢ Homenknamype meOuyunckux yciuya)
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° PexomeHnaoBaHo Ui OIEHKH J(PQGEKTUBHOCTH JUTUTCIBHOTO JICUCHHUS HCIIOJIb30BaTh
pedepeHCHbIE TIOKa3aTed COJICPKAHUS MATOTEHETHYECKH 3HAYMMBIX AMHHOKHCIOT B KPOBU H
naToJIOrMYeCKUX MeTabouToB B Moue [2, 4, 10, 14, 16, 18, 20].

YpoBeHb yoenuTebHOCTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2)

° PexoMeHI0BaHO OCYIIECTBIISATH KOHTPOJIb HYTPUTHBHOT'O CTaTyca ¢ KOPPEKIMEH MUTaHUS B
3aBHCUMOCTH OT COCTOSIHHS MAI[EHTa M €ro TOJIEPaHTHOCTH K Oenky [2, 4, 10, 14, 16, 18, 20].
YpoBeHb yoenuTebHOCTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KomMeHTapumM: KoHmponb @akmuyeckoeo numauus (XUMUYECKO20 COCMAsd payuoHa) O0as
npedynpescoenuss pazeumus 0e@Uyumuslx COCMOAHUL Npo8oosm )y oOemell 8 pPeaHUMAYUOHHOM
nepuooe — edlceOHesHo, y oemell nepeo2o 200a HCu3Hu - He pexce 1 pasa 6 7-10 ouetl, y nayuenmos

cmapuwe 1 2ooa — 1 paz 6 1-3 mecaya.

o PexoMeH10BaHO CBOEBPEMEHHO KOPPEKTHPOBATh MUCHYHKIMIO KETYJOYHO-KUIICTHOTO
TpakTa y nanueHTta ¢ IIA, conmpoBoXKIarouIyrocsi pBOTOM, 3allOPOM € LENbK IPENOTBPALICHUS

pa3BuTHs MeTabomuueckoro kpusa [1, 10].
YpoBeHb yoenutenabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapuu: oemu c 114 yacmo nonadarom 6 omoenenue namonocuu oemeti paHHe20 803pacma,
UH@EKYUOHHOe OomoeNeHue UTU PeaHUMAYUIO 8 COCIMOSHUU MeMmAaboIUYecKo20 Kpusd, pa3eueuLecocs
Ha one Memabonuuecko2o ayudo3a u cUnO2IUKeMul.

IIpooondxcumensHocms 20CNUMATU3AYUY 3ABUCUT OM CKOPOCMU @epugpuxkayuu ouaeHosa,
KOppeKyuy Memaboiuyeckux HapyweHull nymem nposedeHus: UHMEHCUBHOU mepanuu U Haiaida
Namo2eHemu4ecKol OUemomepanuu, d makdice onm CPOKO8 NOSAGILEHUs NOTONCUMETbHOU OUHAMUKU
CO CMOPOHbI YEHMPAILHOU HEPEHOU CUCMEMbl U OpYyeux OpeaHo8, CKOPOCMU BOCCHMAHOBICHUs
nokazamenetl 210K03bl KPOGU U KUCTOMHO-WENOUHO20 COCMOSAHUSL, OMEem HA JledeHue ommedaencs

6 meuenue 5-7 Oneu. [Ipebvisanue 6 cmayuonape 6 cpeonem cocmasnsiem 21 0eno.

. PexomengoBano nposenenue anektpokapaunorpaduu (OKI), sxokapauorpadpun (OxoKI')
BceM namuenTaMm ¢ [IA  exeroaHo, mpu HE0OXOAUMOCTH Yallle AJIs AMArHOCTUKH KapAMOMHONATHH
Y HapyUIEHWM pUTMa cepAla U MPOBEIEHUS JICUEHUS COIVIACHO COOTBETCTBYIOIIMM KIMHHUYECKUM

pekomenmanuam [4, 9, 10],
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YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbLCTB — D)

KomMeHnTapuu: npu wneobxooumocmu, npu HAIUYUU HOKA3AHUU O UCCIe008AHUS -
Xoamepoeckozo MOHUMOPUPOBAHUSL CEPOEYHO20 PUMMA, U/UAU CYMOUYHO20 MOHUMOPUPOBAHUSL
apmepuanbHo2o 0asNeHus (CO2NACHO COOMBEMCMEYIOWUM KIUHUYECKUM PEeKOMEHOayusam no

HapyuweHusmM pumma cepoya u/uiu apmepuaibHol 2unepmeH3u)

° PexomengoBano nanuentam ¢ IIA nposeneHue ynpTpasBykoBoro uccienoBanus (Y3U)
OpraHoB OPIONTHOMW MOJIOCTH U TIoueK (YIIbTPa3ByKOBOE MCCIICIOBAaHNE OPTAHOB OPIOIIHOMN MOJIOCTH
(KOMIUTIEKCHOE), YIIbTPa3BYKOBOE MCCIICIOBAHUE MTOYEK) IO MOKA3aHUSIM, B TOM YHCIIe TIpU OOJIsAX B
JKHBOTE, B CBA3H C BO3MOKHOCTBIO Pa3BUTHS TAHKPEATUTOB M MMopaxkeHnus mouek [4, 9, 10, 12, 13]
YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapuu: kxpamnocmo nposedeHus onpeoensemcs uHOUSUOYaibHO

PekomengoBaHo nanuentam ¢ I[IA  ocMOTp Bpaya-opTajbMoJIOra  HpU HAJIMYUU [OJO3PEHUI
Ha TIOPAXCHHUE OpraHa 3pCHHsI, B TOM YHCIIE, BO3MOXKHOTO Pa3BUTHS aTpOPUU 3PUTEIHLHOTO HEpBa
exeroaHo mnocie 6 et [4, 9, 10].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

o PexomennoBano HaOmonaeHue naunuveHTa ¢ [IA mocrne BBIMUCKM M3 CTalMoOHapa B
aMOyNnaTOPHO-TIOJIMKIMHUYECKUX ~ YCIOBHUSAX  BpadyoM-TIeIUaTpOM/BpadyoM-TepaneBTOM/BpauoM
oOmield mMpakTHKK (CEMEWHBIM BpayoM), BpPavyOM-HEBPOJIOTOM, BpPavyOM-IHUETOJOTOM, C IIEJIbIO
CBOEBPEMEHHOW KOPPEKIMH Tepanuu npu Heodxoxumoctu [1, 10].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 2)

° Pexomenayercsi KOHCyJbTalMsl Bpada-reHeTHKa JeTsM ¢ [IA ¢ 1enblo Ha3HAYEeHUS U
KOPPEKIIMH JIUETOTEPAIINH, OCYIIECTBICHUS KOHTPOJSA 3a €€ COOJIOJICHUEM; CEMbBSIM, UMCIOIIIM
poacTBeHHUKOB ¢ [TA, muis rutanupoBanus AeTopoxkaenus [6, 9, 10, 14].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbLCTB — 5)
KomMmeHnTapuu: unmepsanvt mexcoy euzumamu 00JIHCHbL ONPeOesimvbCsl UHOUBUOVALILHO C YUEemOM
gospacma, msadcecmu  3a001e8aHus, CMAOUILHOCMU 00MeHa eewjecmé U COOOOeHUs.

ouemomepanuu.
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PexomMeHI0BaH MYIbTHIMCIUIUIMHAPHBIA TOIXOJ] K HAOMIOJCHUIO M JICYCHHUIO ManueHToB ¢ [TA
CHeUHATNCTAaMH Pa3HbIX Ipoduiiel (BpauoM-NeAnaTpoOM, BpayoM-TEpAieBTOM, CEMEHHBIM BPauoM,
BpPauyOM-TEHETHKOM,  BPAayOM-HEBpPOJOIOM,  BpPayOM-AHMETOJIOTOM,  BPadyOM-TPaBMATOJIOTOM-
OpTOIIEIOM, BpPavuOM-3HIOKPHUHOIOTOM/BpadOM-AETCKIUM SHI0OKPUHOJIOTOM, BpavuoM-
KapAHOJIOrOM/BpadyoM-AETCKUM  KapAUOJIOrOM, BpavyoM-O(pTalbMOJIOIOM, BpauoOM-CYpJI0JIOTOM-
OTOPUHOJIAPUHTOJIOTOM,  BPadyOM-CTOMATOJIOTOM/BPAa4OM-JETCKMM  CTOMAaTOJOrOM,  BpadyoM-
racTpO’HTEPOIOTOM, BpayOM-aJIJIEPTrOJIOT OM-UMMYHOJIOTOM, BPauOM-T€MaTOJIOTOM/BPauoOM-
JETCKUM  TE€MaroJIOTOM,  BpauOM-TICUXHATPOM,  BpPadyOM-peaOUIUTOIOrOM,  MEAUIIMHCKUM
MICUXOJIOTOM, JIOTONEOM-Ae(PEKTOIOTOM U APYTUMH) C 1IeNIbI0 00ecTieueHrs KOMITJIEKCHOM Tepanuu
Y CBOCBPEMEHHOI €€ Koppekimu npu HeooxoaumoctH [1, 10].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 2)
KomMeHTapuu: nayuenmol ¢ cumnmomamudeckol s3nuiencueli Hyscoamces 6 Habarooenuu epaia-
He8po102a ¢ ONbLIMOM pabomvl ¢ NAYUEHMAaMU C SNULencuell, a makice epaia-Kapouono2a (epada-
0emcKo20 Kapouoioza), 6pavda-2acmpodHmeponocd, 6paia-opmanbmMonoea 8 CEA3U C 6blCOKUM
DUCKOM  pazeumusi KapOUOMUONAMUY, HAPYUWIEHUL pumma cepoyd, Ocmpo20 NauKpeamumd,
ampoghuu  3pumenvnvix Hepeos. Heobxooum roumpons I3, IOKI, OxoKI, xonmeposeckoe
monumopuposanue IKI, Y3U enympennux opearnos (1-2 pasza 6 200 no noxazanusm,).

Esicecoono nayuenmoi 0onxcHvl npoxooums yeayOleHHY0 OUCNAHCEPU3AYUI0, 20e MAaK#ce
ocyujecmansiiomest Heobxooumvie peabunumayuonrvle meponpusmust (Ilpunoscenuu A3.5).

Pooumenu oondcnvl 66imv 06yueHbl NPABUIAM OP2AHUZAYUY MEPAnUU 8 MENCNPUCIYNHbLI
nepuoo u 6 nepuoo yzpo3vl Memabonruyeckozo Kpusza. Y pebenka npu cebe 6cez0a 00NHCHA
HAXo0umvbcsi NAMAMKA C YKA3AHUEM HEeOMIONCHbIX MepOnpUusmull 8 Nepuood HAYUHAIOWEe20Cs
Memabou4ecko2o Kpusd

6. Opranusanus oka3aHusi MeIUIIUHCKOH MOMOIIH
[TokazaHus IS TUIAHOBOM TOCITUTANIM3AIMH B METUITTHCKYIO OPTaHU3AIHIO:
1. mpoBeneHuWe AMATHOCTUKH W JIEUEHHUS, TPEOYIOIIME MPOJODKUTEIBHOTO (IHEBHOE WIIH
KPYIJIOCYTOYHOE TMpeObIBaHHE) MEIUIMHCKOrO HAOMIOJCHHUS W MOHMTOPHHIA KIMHUKO-

J'Ia60paTOpHLIX HOK&BS.TCJ'ICIZ;
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HEOOXOIMMOCTh TMPOBEJCHUS PA3IMYHBIX BHUJOB OKCIIEPTH3 WM OOCIICIOBaHHS B
Me[[HLIHHCKOﬁ opraHu3alvi IIpyU HCBO3MOXHOCTHU TIIPOBCACHUA HUX B aM6y.TIaTOpHBIX
ycnoBHAX (B TOM ymcie odopmieHne 3akitoueHus (peaepanbHOro KOHCHINYMa/BpaueOHOM

KOMHCCHH).

IToxazanus JJIA 3KCTpCHHOI>i rocrnuTain3alnvyu B MCIUIUHCKYIO OPraHn3alnio:

1.

OCTPBIC YI'pOXAKIUE OJId XKHU3HU W Pa3BUTHUA OCJIOKHECHUM COCTOsHUA, Tpe6y101uI/Ie
HCOTJIOXHOI'O JICUCHHA, B TOM YHUCIIC WHTCHCHUBHOM TCpaIi, a TaKKC KPYIJIOCYTOUYHOI'O

MCIUIIMHCKOTI'O HaGJIIOI[CHI/ISI 1 NPOBCACHUA CIICHHUAJIBHBIX BUOB 06CH€I[OBaHI/ISI n JICUCHUA.

IToka3anus K BRIIUCKE NallUEHTa U3 MCHHHHHCKOﬁ OpraHu3alnuu:

1.

OTCYTCTBHE YIpPO3bl ISl JKM3HHM MAllMeHTa U YIPO3bl Pa3BUTHs OCIOXKHEHHM, TpeOyrommx
HEOTJIOKHOTO JICUCHHUS MPHU 3aBEPIICHUE TUATHOCTUUECKUX MEPOTIPUITHIH.

cTadmiM3alys  COCTOSIHUSL W OCHOBHBIX  KJIIMHHKO-JIA0OPAaTOPHBIX  TOKa3arelen
MaTOJIOTUYECKOr0  Tpollecca, OTCYTCTBUE  HEOOXOJUMOCTH B MPOAOJKUTEIHHOM
MEAUIIMHCKOM HAOIIOIEHUH (JIHEBHOE WU KPYTIIOCYTOYHOE MPeObIBaHUE);

BBINIOJIHEH IUTAH OOCJIENOBaHMS W JICYCHUS TMallMeHTa, JaHbl PEKOMEHJAIUU I10
JanbHEHIIeMy HaOII0ICHUIO U JICYEHUIO.

HEO0OXOUMOCTh TepeBO/Ia MAIMEeHTa B JPYrOe METUIIMHCKOE YUPEKICHUE WIH YIPEKACHHE

COLIMAJIBHOTO O0ECIIEYEHUS.

6.2 lIpuHIMNBLI OPraHU3ANMN MEeIUIHHCKON noMoIM nanuesram ¢ ITA

Tocmanoexa ouaenosa IIA cmasum mHo20 60npocos neped pO()CWlGeHHuKClMZ/I nayuerma u

neped cneyuaiucmamu, pa60ma;0mwwu C maxKumu navyueHmamu. Mmuoeouucnennwvie l’lp06ﬂ€]l/lbl,

B03HUKAIOWUE NPU OOHAPYIHCEHUU U pazeumuu 3a001e8anus, mpedyiom cpamomHol Op2aHu3ayuu

npoyecca oOKasanus MeduuuHCKoﬁ nomowu npu ydacmuu Myﬂbmuf)ucuunﬂuHapHoﬁ KOMAHObI

cneyuaiucmos u CcOONI00EHUSI OCHOBHBIX NpUHYyUnoe u no0X0008 K ee OKA3aAHUIO.

Jannvie npunyunvl 00MCHBI COONOOAMBCA HA H0O0M dmane OKA3AHUS MeOUYUHCKOU

nomouwu, KaKk 6 MOMeHRNn nOCnNAaHO6KU ()uaeHoaa, max u Ha 1obom smane HabaooeHUs! nayuernma.

1) TlamueHT U ero mpeACTaBUTENN JODKHBI MOyYaTh MOJTHYIO WHPOPMAIMIO O 3a00JeBaHHH, €T

TCUYCHHHU, MAaTOrCHE3EC, IIPOTHO3aX, OCIIOXXKHCHUAX U METOAaX BO3MOKHOU TCpaIrinu.

2) Jmarno3z ITA moapa3zymeBaeT BO3MOXKHOCTh OKa3aHUsl NMEPBUYHOM, CICIHATH3MPOBAHHOW M

MaJIMaTABHOM IIOMOIIY Ha BCEX ATaIax 3a00JIeBaHUs.
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3) Ilpu mocranoBke aumarHo3a [1A, cembsi JoJpKHA OBITH HAIlpaBJICHa K CHEHUATHCTY, UMEIOIEMY
ombIT paboTsl ¢ manueHtamu ¢ IIA, obnamaromiero coBpeMeHHOW HH(OpMaIei O TeYeHUU
3a00JIeBaHMs U BO3MOXXHOCTH YYacTHS B KIMHUYECKHX HCIBITAHUAX (HOBBIX JIEKAPCTBEHHBIX
NpernapaToB W/WIM TEXHUYECKUX YCTPOUCTB). Takke BaKHBIM SBISETCS WH(OPMHUPOBAHHE
ceMell O CYLIECTBYIOIIMX OOIIECTBEHHbIX OpraHU3alMsIX, pabOTalIUX € 3TOH rpynmnoi
MAIMEHTOB.

4) K naOmroneHuio 3a mamueHToM ¢ [IA JomkHA OBITH NPHBICYCHA MYJIbTUAMCIUILITMHAPHAS
KOMaHJia CICLMAIMCTOB B COCTaBE: Bpaya-lieJuaTpa, Bpaya-TepaneBTa, CEMEWHOIO Bpaua,
Bpaya-reHeTHKa, Bpadya-HEBPOJIOra, Bpaya-JAMETOJIOra, Bpada-TpaBMaTolIOra-opTonesaa, Bpada-
9HJIOKPUHOJIOra/Bpaya-eTCKOro 9HJOKPHUHOJIOTa, Bpaya-KapAH0JIora/Bpaya-1eTCKOro
KapAuoJora, Bpada-orasibMoIIora, Bpayva-CypA0JI0ra-0TOPUHOJIAPUHI0JIOT, Bpaya-
CTOMATOJIOTa/Bpavya-AeTCKOr0 CTOMAToJIora, Bpaya-racTPOdIHTEPOJIOra, Bpada-ajuleprosora-
MMMYHOJIOTa, Bpaua-reMarosiora/ppaya-eTCKoro TIemMarojora, Bpaua-IiCUXHaTpa, Bpaya-
peabwinTosora, MEAMLMHCKOrO IICHXoJora, Jjoromnena-aedekronora u apyrux. Jpyrue
CTIEUAIHCTHI JOJDKHBI IPUBJIEKATHCS TI0 MEpe BOSHUKHOBEHHSI CIIEI(PUUECKIX TTPOOIEeM.

Kommenrapum: B kpye obszannocmeil epaua-zenemuxa 6xooum o0cie0osanue u NoCmaHo8Ka

ouaznosa, uHGopmuposanue cembu 0 3a001€8aHUU, cOCMABIeHue NIAHA MHO20NPOPUILHO2O

HaOn00enus, Habnooenue 3a NAYUeHmoM, OYEeHKA OUHAMUKU U CMenenb Npocpeccuposanus

3abo.1esanusi npu pe2yisApHbIX OCMOMPAx, HaA3HAaAYeHue NoO0epHCUBAIouell mepanuu.

7. JonoHuTeIbHASA HHPOpManud (B TOM Yucjie (aKTOPbI, BJUSIONIAE HA HCXO/

3a200J1eBAHUA WIH COCTOSTHUS)

be3 mnaroreHermueckoro JedyeHHUS B nepuon META0O0IHYECKOTO Kpu3a 1OoJAaBJIAOIICC
00bIIMHCTBO JieTel nmorudaet. [Ipu cBoeBpeMEHHOM KOppeKIUHN U TPOPHIAKTUKE META00INUECKUX
KpU30B, COOJIOJIGHUM ¥  CTPOrOM  KOHTPOJIE  MATOTEHETHYECKOW  TUETOTepanuu |
CUMIITOMAaTUYCCKOTO JICUCHUSA ITPOTHO3 IJIA JKU3HU 6HaFOHpHHTHBIfI.

HpOPHOS COCTOsIHUA U YPOBHSA IHICUXHUYCCKOIO pPasBUTUA IMAIIUCHTA 3aBUCUT OT TAKCCTU
38.6OJ'ICB8.HI/I$I, HaJIn4usd I/IHCYJ'ILTOHO,Z[O6HBIX COCTOﬂHHﬁ, BOBJICUEHMS B ITATOJIOTHUECKUI nponecc
BHYTPEHHUX OpraHoB (MOYKH, Ccepile, MOKeIyJouHas >Keie3a), a TakKe CpOKOB Hayaia
CHEMAIM3UPOBAHHON Tepanmuu M KadecTBa JIEYEHHs, CIOCOOHOTO MpeaynpeauTh MPHUCTYIIbI

MeTa00INYeCKOM JCKOMIICHCAILIUH.
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Kpurepuu kauecTBa okazaHusi MeIMIUHCKON MOMOIIM JI€TSIM ¢ MPONMOHOBOM

anuaypuen

Tabauna 1 - Oprann3almoOHHO-TEXHUYECKHUE YCIIOBUS OKA3aHUs MEAUIIMHCKONW TOMOIIH.

crieuain3upoBaHHasd, B TOM YHCJIC BBICOKOTCXHOJIOTUYHAA,

Bua MeaMIIMHCKOI TOMOIIH
MEIUIIMHCKAS IOMOIIb

Bo3pacTHasi rpynna JIETH

YcnoBus okazaHuA MEIHIUHCKONH | CTAllMOHAPHO, B THEBHOM CTaI[MOHAPE
MOMOIIH

®Dopma 0Ka3aHUS MeJULUHCKON
MOMOIIH

I1aHoBas

Ta6muma 2 - Kputepun kauecTBa OLIEHKH METUITMHCKOM TOMOIIH

Ne| Kpurepun kavecrBa OueHka BbINOJHEHHUS

1 | BeinmosiHeHO onpeienieHne ypOBHS aMUHOKHCIIOT U Aa/Her
OpPraHUYECKUX KUCIIOT B CBIBOPOTKE KPOBU
(mpormonmnkapuutrHa (C3), cBOOOHOrO KAPHUTHHA
(CO) (UccnenoBanue ypoBHs cBOOOAHOTO L-KapHUTHHA
METOOM TaHJEMHOM Macc-CEKTPOMETPHH B KPOBH),
[INLIMHA B KPOBH; KOJIMYECTBEHHOT'O ONIPEIEIECHUS 3~
TUIPOKCUTNIPOIIMOHOBOM, METHIIZIMMOHHOM, 3-THIPOKCH-
N-BasiepuaHoBoi kucioT B Moye (Kommiekc
UCCIIETOBAHUM JIsl TUAarHOCTUKU OPraHUYECKUX
alUaypuii)) ¥ MaToJOTHYECKUX METa0OJIUTOB B MOUE
(KomrwiekcHOe OmpeiesIieHUe CoepIKaHHsI
OpraHMYEeCKUX KUCIOT B Mode, KommiekcHoe
OIIpeICNICHUE KOHIIEHTPAIlMY Ha aMUHOKHCIIOTHI U
alWIKapHUTUHBI B KpoBH, KoMIekcHoe onpenenenne
KOHIICHTPALIMU Ha aMUHOKHUCIIOTHI M allMJIKAPHUTHUHBI B
KpPOBH METOOM TaH/IEMHOIN Macc-CIEKTPOMETPHUH) IIPH
YCTaHOBJIEHMM JUarHo3a u jajiee He pexe 1 pa3 B rox

MonekynsapHO-TeHETUUECKUI aHaIHN3 aa/ver
Koncynbranus Bpaya- reHeTuka aa/ver
Koncynpramus Bpaya-racTposHTeposiora aa/ner
2 | Haznauena nueroTepanusi mpyu YCTAaHOBJICHHOM aa/ner
nuar”ose 1A, nanee koHTposib He pexe 1 paza B roj
3 | Ha3naueno nedenne #71€BOKapHUTHHOM TIPU HAUTUYUHT aa/ver
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MCAUIIUHCKHUX MOKa3aHuil u OTCYTCTBHUU
HpOTI/IBOHOKaSaHI/Iﬁ

Haznauen metponugazon™*

na/aer

BrInonnHeHbl MEpOIPUATHS 110 KOPPEKLIUU
IMETOTEepanyy U IPOBEICHUIO HHTCHCUBHOM Teparnuu
IpU META0OJIMUECKOM KpH3e

na/aer
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IIpunoxenue Al. CocraB paGoueil rpynmnsl o pa3padorke U nepecMoTpy

KJIMHUYECKHUX PeKOMEeHIaluil

baraesa Majajena JHBepoOBHA, K.M.H., CTapUIMid HAay4YHbId COTPYIHHUK OTACICHUSA
MeUaTPUUECKON racTposHTeposioruu, remnarojorud u nueronoruu Knunumku GT'BYH "OUIL]

[IUTAaHUA ¥ OMOTEXHOJIOrnuu"

Baiinakopa TI'aimna BukrtopoBHa- k.0.H., Beaymuii HaydHBIH COTPYAHHUK JabopaTopuu
HacJeACTBEHHBIX Oosie3Hel oomena DPI'BHY "Menuko-reHeTHYeCKHid HAay4YHBIA LEHTP HUM.

akagemuka H.I1.boukoBa", uieH Pocculickoro o0mecTBa MeIUIIMHCKUX T€HETHKOB.

BapanoB Auiexcanap AJjekcanapoBuy- akagemuk PAH, npodeccop, a.m.H., TloderHsiid
[Ipencenarens Ucnonkoma Coro3a nenuarpoB Poccuu. Harpagsi: Opaen Tpynosoro KpacHoro
3namenu, Opaen Ilouera, Opnen «3a 3acnyru nepen OteuectBom» IV cremenu, Opaen «3a

3aciyru nepeg OreuectBom» Il crenenu.

BopoBuk Tarbsina JayapaoBHa - A.M.H., podeccop, 3aBeayrolnas JiabopaTopueii muTaHus
3mopoBoro u OosbHOTO pebeHka PI'AY «HanwoHambHBIH METUIIMHCKUN IEHTP 3I0POBbS

netei» Munszapasa Poccun, unen Accoranuu MEAUITMHCKUX T€HETHKOB.

bymyesa Tarbsina BiaagumupoBHa- K.M.H., OI'AY "HayuHbld  METUIIMHCKHI
MCCIEeI0BATENbCKUI LIEHTP 3740poBbs aerei" MunzgpaBa Poccun M3 PO, unen Accoumanuu
MEIULUHCKUX F€HETUKOB..

Bamaxkmanze Haro /Izkym0epoBHa- 1.M.H., Ja0uLEeHT Kadeapsl hakynbreTckoi neguatpuun [1D
®I'bOY BO PHUMY umenu H.U. [Muporosa, MHCTUTYT eanaTpuu ¥ OXpaHbl 310pOBbS JIeTei
Kb PAH, unen Coro3a neauarpoB Poccun.

Bumnésa EsieHa AJsiekcaHIpOBHA, [.M.H., 3aMecTUTeNb pykoBoaurens HUU nenmatpun n
oxpanbl 310poBbsi Aered [IKb PAH MunoOpHayku mo HaydHOll pabote, AOLEHT Kadeapbl
dakynbreTckoi nemuatpun neauarpudeckoro ¢akyinsrera PI'bOY BO «PHUMY um. H.U.
ITnporosa» Munszapasa Poccun, unen Coroza neguatpos Poccnn

I'moda Oxcana BanepbeBHa - K.M.H., Bpau-HeBpojor OI'AY " HanuoHanbHbId MeIULIUHCKUN
UCCIIEOBATENbCKUNA LIEHTp 310poBba aered” Munsgpasa Poccun, unen Accouumanuun

MEOUIIMHCKHUX I'€HETUKOB.
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HerrsapeBa Auna BiagumupoBHa, 1.M.H., Tpodeccop, Bpad BBICIICH KaTErOpUH, 3aBEIyIOIIas
ornenoM neauarpuu, I'bY «HMMUL akymepcTBa, TMHEKOJIOTUU M IEPUHATOJIOTUU UM. AK.
B.N. KynakoBa»

Kypxosa Haranus BsiueciaBoBHA., K.M.H., BeAylnuid Hay4dHbli cotpyaauk HUW nepuarpun
n oxpanbl 3710poBbsa Aeted 1IKb PAH, unen Coro3a nemuarpoB Poccuu, wieH Accoluanuu
METUITMHCKUX reHeTUKOB (AMI')

3axapoBa Exarepumna IOpbeBHa -a.M.H., 3aBenyiomias 1abopaTopueil HaCIICICTBEHHBIX
6onesnerr obomena @IBHY "Menuko-reHeTUYeCKUH HAaydHBIH IIEHTP HM. aKaJeMHuKa
H.I1.boukoBa", unen Poccuiickoro o0miecTBa MEIUIUHCKUX T€HETHKOB, WJIEH €BPOIEHCKOro
oOImiecTBa 1Mo U3y4eHUIO HACJIEICTBEHHBIX Oose3Hel oomena BemecTB (SSIEM).

Kperop Buagumu BiaaguMupoBHY — Bpay- pPeaHUMATONIOr OTACIICHHWS pEaHUMAllUM U
uHTteHcuBHo Tepanuun DPI'AY "HaumoHanbHbIT MEIUIIMHCKUN HMCCIEIOBATEIBCKUM LIEHTP
310poBbs AeTel" Munzapasa Poccuu.

Ky3enkoBa Jlrogmuia MuxaiioBHA - J1.M.H., 3aBEAYIOILIAs OTJIEICHUEM IICUXOHEBPOJIOTHH U
ncuxocoMaruueckor mnarosiorun @I'AY "HanuoHanbHBIM MEIUIIMHCKUN HCCIEI0BATEIbCKUN
LEHTp 3/10poBbs JieTel" Munzapasa Poccuu, unen Accoruanuy MEIUIIMHCKUX TeHETHKOB.
KyueB Cepreii HWBanoBuu - ui.-kopp PAMH, a.m.H., nupexkrop PI'BHY "Menuko-

TeHEeTUYEeCKU HayuyHbll neHTp uMm. akaaemuka H.IL.boukoBa ", Ilpe3ument Accounanuu

MEIUIIMHCKUX reHeTUKOB (AMI).

JlapoBa Auna EBreHbeBHa, /.M.H., IJIaBHBI HAy4yHBIM COTPYAHMK, Bpad BBICIIEH
KBATM(UKAIIMOHHOW KaTeropuu 1o cnenuanbHocTH  “Tlenmmatpus”, 3aBemyromas 2-m
neauatpudeckuM otaenenuem, PI'bOY BO «lIpuBomkckuit nccaeaoBaTeIbCKU METUIIMHCKUN

yHuBepcuteT» M3 PO

MuxaiisioBa Cseriiana BuranbeBHa -1.M.H., 3aBenyromas otaeneauem @I'BY «Pocculickas

Herckaa Knunnueckas bonbauna» M3 PO.

Hama3zoBa-bapanoBa Jleiina CeiimypoBHa- axanemuk PAH, mnpodeccop, a.M.H.,

[Tpencenarens Mcnonkoma Coro3a neauarpos Poccun.

Huxonaesa E.A. — n.M.H., pykoBonuTenb otaena kinuHuuyeckoil renetnku OCII «Hayuno-

UCCJIEIOBATENbCKUN KIIMHUYECKUM MHCTUTYT neauaTpun umeHu akajnemuka HO.E.Benbtuiesa»
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O®I'AOY BO PHUMY wumenu H.M.IIuporosa, unmen Poccuiickoro oOmiecTBa MEIMIIMHCKHUX

T'CHCTUKOB, YJICH ACCOLII/IaI_II/II/I MCIUIMHCKHUX I'CHCTUKOB

[leuatnukoBa Haraapa JleoHWa0BHA, Bpau-HEBPOJIOr, 3aBEAYIOIIMM  OTJEICHHUEM,
Mopo3zosckas AI'Kb JI3M

Ilorocsin Hennm CepreeBHa — mnpeacraBuTenb Bcepoccuiickoro obmectBa ophaHHBIX
3a0osieBaHU

IIymkoB AJiekcanap AJjiekceeBHY — K.M.H., BEAYIUNA HAYIHBIA COTPYAHUK JTaOOpaTOpUN
MOJIEKYJIIPHOM TEeHETUKU U MeAuImHcKor reHoMuku OI'AY "HanuonanbHbli METUIIMHCKUN

~ N1

UCCIIeI0BaTEIbCKUI LIEHTp 370poBbs Aereil" Mun3npasa Poccun, wien Acconuanuu
MEAMIMHCKUX T'€HETHUKOB.
Penuna Ceeriiana AdanacbeBHa — HayuHblii coTpyaHuk, ®PI'BHY "Menuko-renernueckuit

HayyHbIN 1HeHTp uM. akagemuka H.IT.boukosa "

CaBoctbsinoB Kupuii BukropoBuy — 1.0.H., HauansHuk LlenTpa pyHmamMeHTanbHBIX
rccineoBanuit B neauatpuu GI'AY "HanuoHalbHBIM MEAUIIMHCKUNA UCCIIEI0BATEILCKUN LIEHTP
30pOBbs AeTel" Munsapasa Poccuu, uneH Acconuaniui MEIUIUHCKAX TeHETHKOB.
CtpokoBa Tarbsina BukTopoBHa, 1.M.H., ipodeccop PAH, 3aBeayromias otneneHuemM
MeUATPUIECKON racTpOdIHTEPOIIOTHH, renatosioruu u nueronoruu Knuunku GI'BYH "OULL

[IUTAaHUA ¥ OMOTEXHOIOruu"

Tenaes Pycrom ®apupoBuy —I.M.H. 3aBEAYIOLIMN peaHUMalMed W MHTECUBHON Tepanuu
OI'AY "HauuoHalbHBII MEIUIMHCKUN HMCCIEAOBATEIbCKUN IIEHTP 310pOBbs  jerei"”

Munsznpasa Poccun

ABTOPbI NOATBEPKAAIOT OTCYTCTBME GUHAHCOBOW NOALEPHKKU/KOHGANKTA MHTEPECOB, KOTOPbIA HEO6X0AMMO
obHapoaoBaTh.
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IIpunoxenue A2. MeronoJi0rust pa3spadoTKi KJIMHNYECKHUX PEKOMEH A i

Hacrosimue  pekoMeHpanmwu  TMpeIHA3HAYEHBI  JUIS  NPUMECHEHHUS  MEAUIIMHCKUMU
OpraHM3alUsIMH U YUPEKICHUSAMH (pellepalbHbIX, TEPPUTOPUATBHBIX U MYHUIIMIAIBHBIX OPraHOB
yIpaBiIeHUS 37PaBOOXPAHEHHEM, CHCTEM O0OS3aTEJIbHOIO U J0OPOBOJBHOTO MEIUIIUHCKOTO
CTPaxOBaHMsI, APYTUMU MEIUIIMHCKUMU OPTaHU3ANMSIMH PA3THYHBIX OPraHU3alMOHHO-TIPABOBBIX
dbopM AeSITeNT HOCTH, HAPABICHHON HA OKa3aHHE MEIUITMTHCKOM MTOMOIITH.

Hacrosmue pexkoMeHJanuu yCTaHABIMBAIOT BHJbI, O0bEM M MHIMKATOPHI KadecTBa
MEAUIIMHCKOW MOMOIIH MallMeHTaM Py IPOMUOHOBOM allueMUuu

KnuHandeckne pekoMeHmaluy CO3MaHbl Ha OCHOBaHHMH 0030pa ymreparypbl 1990-2020 rr.
Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases, Orphanet u
OMIM, a taxke MexayHapOAHBIX KIMHUYECKUX PEKOMEHAALUNA MO JUArHOCTHKE, JICYCHUIO U
BEJICHUIO OOJIBHBIX ¢ META0OTMUECKUMU OOJIE3HAMHU.

beutm  MCTONB30BaHBI MHTEPHET-NAHHBIC, TPEACTABICHHBIC HA MEXKIYHAPOIHBIX |
HallMOHAIBHBIX CalWTax OOIIECTB pPEAKUX OOJe3HEeW M OOIIECTBEHHBIX opranu3auuid. [nmyOouHa
MOKCKA COCTaBIIsIa S5 JIeT.

OneHka ypoBHSI YOEIUTEIbHOCTH PEKOMEHIAIMI U YPOBHS JOCTOBEPHOCTH JOKA3aTEJIbCTB
NPUMECHCHUS MEIWIIMHCKUX TEXHOJOTUH TIPOBOJIMIACH B COOTBETCTBUU C YHH(PHUIIMPOBAHHOU

IIKAJIOW, TIPUBEICHHOM B Tabnmmmax 1-3.

HeneBast ayniuTOPHUA JAHHBIX KIMHUYECKHUX PEKOMEHIALMIi:
° Bpauu-neguarpsl,
° BpauM 0O0IIeH NPaKTUKHU (CeMeWHbIC Bpaun);
° Bpa4yu-TEPaIIECBThI
° Bpa4u-T€HETUKU;
o Bpa4yM-IHETOJIOTH;
o BPa4n-TaCTPOIHTEPOIIOTH;
o BpaYM-aJIJIEPrOJIOrU-UMMYHOJIOT H;
° Bpa4u-TPaBMAaTOJIOTU-OPTOIE/bI
° BpauM-3HA0KPHHOJIOTH/Bpauyu-I€TCKHE YHIOKPUHOJIOTH;

[ ] Bpa4yu-HEBPOJIOTH,
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° BpaYU-TICUXHATPhI

° Bpa4YM-KapAHOJIOTH/IETCKUE KapAHOJIOTH

° Bpadn-CTOMATOJIOTH/BPAaYH-IETCKAE CTOMATOJIOTH
° BpayM-aHECTE3UOJIOTU-PEAHUMATOJIOT U

. BpaYM-HEOHATOJIOTH;

° Bpadyr-HEPPOJIOTH

° BpayM- YpOJOTH/BpaUn-AETCKUE YPOIOTH-aHAPOIOTH
° BpayM JIabOpaTOPHOM I€HETHKH;

° MEIUIMHCKUE IICUXO0JIOTH,

) NeeKTOIOTH;

° CTyZIeHThl MeauIuHCKX BY30B;

° oOyuaroruecs: B OpAMHATYPE;

® 06y‘laIOH_[I/ICCH B aCIIUPAHTYpPC.

Tabnmuna 1.1lIkana onenku ypoBHEH nocToBepHOCTH aokazarenbcTB (Y) mist meromos

JUAarHOCTUKHU (III/I&I‘HOCTI/I‘IGCKI/IX BMGHIaTCJII)CTB)

Y PacmmugpoBka

1 Cucremaruueckrue 0030pbl UCCIEIOBAHUN C KOHTpPOJIEM pedepeHCHBIM METOA0M WU
CUCTEMAaTUYeCKUN 0030p paHJAOMU3UPOBAHHBIX KIMHUYECKUX HCCIEJOBaHUM ¢
IIPUMEHEHNEM METa-aHaanu3a

2 OtnenbHBIE HUCCIENOBAHUS C KOHTPOJIEM pedepeHCHBIM METOJOM WM OTHEIbHBIE
PaHIOMU3HUPOBAHHBIE KIMHUYECKHUE MHCCIENOBAaHUS M CHCTEMaTH4ecKue 0030pbl
MCCIIEIOBAHMM JTI000TO0 Ju3aiiHa, 3a UCKIIOYEHHEM PaHJIOMU3UPOBAHHBIX KIMHUYECKHX
MCCJIEeI0BAHMI, C IPUMEHEHHEM MeTa-aHalln3a

3 I/ICCJ'ICI[OBaHI/ISI 0e3 IMOCJICAOBATCIIBHOTO KOHTPOJIA pe(l)epeHCHLIM MCTOJOM MU
HCCICaJ0OBaHUusg C pe(l)epeHCHI)IM METOJAO0OM, HE MABJIAIONIMMCA HE3aBUCHUMBIM OT
HCCIICAYEMOI'0 METOJAa WM HCPAHAOMHU3WUPOBAHHBIC CPABHUTCIIBHBIC HMCCIICAOBAHUA, B
TOM YHUCJIE KOTOPTHBIC UCCIICAOBAHHUA

4 HCCpaBHI/ITCJ'IBHBIC HCCJIICA0BAaHUs, OITMCAHUEC KIIMHUYCCKOTO ClIy4dast

5 HNmeeTcs auiibs 000CHOBAHHE MEXaHU3Ma JIeNCTBUS WIM MHEHHE OKCIICPTOB

Tabmuma 2.1lIkana omenku ypoBHEH mocToBepHOCTH aokazarensctB (Y/J) mist meromos
npoUIAKTUKY, JIEYeHU U peaduiauTanuu (MpoQUIaKTUYECKUX, JIE€YEOHbIX, peaOuIMTAlMOHHBIX
BMEIIIATENILCTB)
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Y PacmmgpoBka

1 Cucremarnueckuii 0630p PKU ¢ npumeneHnem meTta-aHanmn3a

2 Otnenvupie PKM u cucremaruyeckue 0030pbI HCCICIOBAHUN IOOOTO 1W3aiiHa, 3a
uckmouenneM PKU, ¢ npumenenuem mera-aHainsa

3 HepaH,HOMI/I3I/IpOBaHHBIe CpaBHHUTECJIbHBIC UCCIICAOBAHN, B T.4. KOTOPTHBIC NCCIICAOBAaHU

4 HGCpaBHI/ITeJIBHbIe HCCJIICAOBaHUs, OMMMCAHUC KIIMHUYCCKOro Ciiy4das HJIM CCPUHU CIIydacB,
HCCICOOBAHUA <(CJ'Iy‘I3ﬁ-KOHTpOJ'IB»

5 | NUmeercs numbs 00OCHOBaHHWE MEXaHHW3Ma JCUCTBUS BMENIATENHCTBA (JIOKIMHUYECKHE
WCCJIETOBaHMs1) UM MHEHHE YKCIIEPTOB

Tabmuma 3.11kana oneHku ypoBHeW yOemautenbHocTH pexomeHmanui(YYP) mist metomos
npopMIAKTUKH, AUATHOCTHKH, JICUCHUS U peadmmuTanuu (MpoQHIaKTHUECKUX, THArHOCTHYECKUX,

Je4eOHBIX, peaOMITUTAIIMIOHHBIX BMEIIATECIIBCTR)

YVP PacimmgpoBka

A CunpHast pekoMeHJalus (Bce paccMmarpuBaeMmble KpuTepuud 3(P(HEKTUBHOCTH
(ucxonpl) ABIAIOTCS BAXKHBIMM, BCE UCCIIEJOBaHUS MMEIOT BBICOKOE WJIU
YIOBJIETBOPUTEIBHOE  METOJOJIOTMUYECKOE  KayecTBO, HUX  BBIBOABI 10
MHTEPECYIOIINM UCXO0J1aM SIBJISIFOTCS] COITIACOBAHHBIMU )

B VYcnoBHas pekoMeHJaIus (He BCce paccMaTpuBaeMble KpUTepuH 3()PeKTUBHOCTH
(McXompl) SIBISIOTCS BaXKHBIMHU, HE BCE HCCIEIOBAHUS HMMEIOT BBICOKOE WIIH
YIOBJIETBOPUTEILHOE METOAOJIOTHYEeCKOe KadecTBO W/WIM HMX BBIBOJBI IO
MHTEPECYIOIINM HCXO[aM HE SIBJISIFOTCSI COTJIACOBAHHBIMH )

C Cnabast pekoMeH1anus (OTCYTCTBUE JI0KA3aTEIbCTB HAJJIC)KAIIEr0 KauyecTBa (BCe
paccMaTpuBaeMbie Kputepuu dPQPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE HMCCIICOBAHUS UMEIOT HU3KOE METOOJIOTHIECKOE KAaYeCTBO U MX BBIBOJIBI 11O
WHTEPECYIONINM UCX0JIaM He SBIISIOTCS COTJIACOBAHHBIMHU )

[Topsimox 0OHOBIECHUS KIMHUYECKUX PEKOMEHTalUi.

MexaHnu3sm  OOHOBJIEHHS ~ KJIMHHUYECKUX  PEKOMEHJALMA  MpeaycMaTpuBaeT  UX
CHUCTEMAaTUYECKYI0 aKTyaJIM3alHI0 — HE peXe 4eM OJUH pa3 B TPHU I0Ja, a TAKXKE IPHU MOSBICHUU
HOBBIX [J@HHBIX C IO3ULMUHU JOKAa3aTeIbHOM MEAMIMHBI 10 BOIPOCaM AUArHOCTUKH, JICYCHUS,
npopWIaKTUKA U peaOWiIMTalMM  KOHKPETHBIX  3a0oyieBaHUil, HaaMuuu  0OOCHOBaHHBIX

JIOTIOTHEHU/3aMeuaHuil Kk panee yrBepk1€HHbIM KP, HO He yaie 1 pa3a B 6 Mecs1eB.
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IIpunoxenue A3. CnpaBo4yHbie MaTEePHAJIbl, BKJIIYAs COOTBETCTBHE MOKA3AHUI
K TMPUMEHEHHMI0 M INPOTHBONOKA3aHUH, CHOCO00B NPHMMEHEHHUS H 103
JIEKAPCTBEHHBIX NpPenaparoB, MHCTPYKUUHM IO NPUMEHEHHIO JIEKAPCTBEHHOIO

npemnapara

1. [Ipukaz Munzapascornpa3zputus PO Ne 185 or 22.03.2006 roga «O maccoBoM
o0cIieZI0BaHUM HOBOPOXKICHHBIX JIeTel Ha HACIIEACTBEHHBIE 3a00I€BaHU»,

2. [Tpuka3 MuHucTepcTBa 31paBOOXpPAHEHHUS M COLUAIBHOTO pa3BuThs PD ot 16
anpenst 2012 r. N 3661 "O06 yrepxaenuu [lopsika okazaHus neaAuaTpuIeckon moMommu"

3. [Tpuka3z Munuctepcrsa 31paBooxpanenusi PO "O06 yreepxaenuu [lopsinka okazaHus
MEAMIMHCKON MOMOIIU OOJIBHBIM C BPOXACHHBIMU U (MJIM) HACJIEICTBEHHBIMU 3a00J€BaHUSIMU" OT
15 Hos16ps1 2012 1. N 9170

4, [Tocranosnenue IlpaButenbctBa Poccuiickoit @enepaunu ot 9 anpens 2015 roma
Ne333 «O6 yrBepxkaenun [IpaBun dopmupoBaHus MepedHs CHEIUAIU3HPOBAHHBIX IMPOIYKTOB
Je4eOHOro MUTAHUS IJIs AeTeH-UHBAINU]IOBY

S, [Tpuka3 MunucrepctBa 3apaBooxpaHeHust Poccuiickoit denepaunn ot 14 sHBaps
2019 r. N 48 «O0 yTBEep)KICHMM TMOpsAJKA HA3HAUEHUs JIEKAPCTBEHHBIX Npenapartos, (opm
peLenTypHbIX OJaHKOB Ha JIEKAPCTBEHHBIE Mpenaparhl, NopsaaKka opopMIeHHUs YKa3aHHBIX OJIAaHKOB,
UX y4eTa U XpaHECHUs»

6. Pacniopskenue IlpaBurensctBa P® or 31 nexabps 2018 r. Ne 3053-p «O6
YTBEPKACHUM TE€peUHEeN MEAMIMHCKUX HW3JeNIUH, UMIUIAHTUPYEMBIX B OpraHU3M 4YeJoBeKa IpH
OKa3aHUM METUIIMHCKON MMOMOIIM B paMKax MpOrpaMMbl FOCYAapCTBEHHBIX rapaHTUH OeCIIaTHOTO
OKa3aHUs TpakJaHaM MEAMIMHCKOW IOMOIIM U OTIYCKAEMBIX IO pEUEenTaM Ha MEIULHUHCKHE
U3JIeNHsl IPU MPEAOCTaBICHUH Habopa COLUANBHBIX YCIYT»

7. MexnynaponHas kiaccudukanus Ooje3Hed, TpaBM M COCTOSHHUN, BIMSIONIMX Ha
3noposbe (MKB — 10);

8. [Tpukaz M3 PO ot 20 nexabps 2012r. Ne 11831 «O0 yTBep>kKACHUN HOMEHKIIATYPbI

JOJIKHOCTEN MEIMLIMHCKUX paOOTHUKOB U (hapMalleBTUUECKUX PaOOTHUKOBY.
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9. [Ipukaz M3 P® or 23 wurons 2010 r. Ne 541n. Enusbeiii kBanm@uKamOHHBIN
CIPAaBOYHMK  JIOJDKHOCTEH  pYKOBOJMTENEH,  CHEUUMAIMCTOB U CIyKalluX,  pasjeln
KBanudukannoHHble XapaKTePUCTHKH JTOJDKHOCTEH paOOTHUKOB B cepe 3ApaBOOXPaHEHUSI.

10. ®enepanbubiii 3akoH oT 25.12.2018 No 489 489-03 «O BHeceHUM W3MEHEHUN B
crateio 40 denepanpHoro 3akoHa "OO 00sA3aTeIBHOM MEAMITMHCKOM CTpaxoBaHWUU B Poccuiickoit
Oenepannn" u denepanbubiii 3ak0H "OO OCHOBaX OXpaHBI 37I0pPOBbS TpaxkaaH B Poccuiickoi
Oegepanun” 1Mo BONpOcaM KIMHUYECKUX PEKOMEH 1AL,

11. [Tpuka3z Munznpasa Poccun Ne 1031 ot 28.02.2019 1. «O0 yTBepk)ACHUU MOPSIIKA U
CPOKOB Pa3padOTKU KIMHUYECKUX PEKOMEHAAINNA, UX MepPecMOTpa, TUMOBON (OPMbI KIIMHUYECKUX
peKoMeHIaluii U TpeOOBaHMI K X CTPYKTYpE, COCTaBy U HAYYHOH 0OOCHOBAaHHOCTH, BKJIFOUAEMOM
B KJIIMHUYECKHE PEKOMEHIalluU HHPOPMALIU.

12. [Tpuxaz MunzapaBa Poccum ot 13.10.2017 N 804 "OO yTBepkaeHUH
HOMEHKJIATypbl MEAUUHCKHUX yCIIyr".

13. [Ipuka3z MuHucrepcTBa Tpyaa U couuanbHou 3amuTel PO ot 27 aBrycra 2019 r. n
585Hu "O xnaccupuKanysx U KPUTEPHUSIX, UCTIOIB3YEMBIX IIPU OCYIIECTBICHUH MEIUKO-COLUAITBHON
OKCHEPTHU3Bl TPaXKAaH (enepantbHbBIMH TOCYAAPCTBEHHBIMU YYPEKICHUSAMU MEIHKO-COIMATBHOMI
DKCIEPTU3HI";

14. IIpukas MuHucTEepCTBa 3APaBOOXPAHEHMS M COLMAIBHOrO pa3BuUTHUA Pocculiickon
Qenepann «O TmoOpsAAKE NPUMEHEHHS! JIEKApCTBEHHBIX CPEACTB y OOJBHBIX MO KU3HEHHBIM
nokazaHusiM» ot 9 asrycra 2005 r. Ne 494

15. NudopmanmonHoe mnuckMo MuHn3apaBa Poccun 10 BO3MOXXHOCTH — 3aKYNKH
JIEKApCTBEHHOTO npenapara no TOProOBOMY HalMEHOBAHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-pismo-
po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

16. [lepeueHs cCHENUANTU3UPOBAHHBIX TMPOJYKTOB JIEYEOHOTO TUTAHHS ISl JIeTei-
unBanuaoB Ha 2020 roxa, Pacnopsokenue IlpaBurtensctBa Poccuiickoit @enepaunn ot 11 nexadps

2019 roma Ne 2984-p

HNudopmanus o JekapcTBeHHBIX cpeacTBax: https://grls.rosminzdrav.ru/

OcCHOBHBIC HOPMATHBHO-TIPABOBBIE AKThI, PEryJTUPYOLIME OKA3aHHE
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NAJVIHATHBHONH MeIMIINHCKOH MOMOIIHU

1.

@Oenepanbublii 3aKoH "O BHeceHNH n3MeHeHH B DenepanbHblil 3ak0H "O0 0CHOBaX OXpaHBI
3710poBbsi TpaxaaH B Poccuiickoit ®exepanuu" mo BOMpocaM OKa3aHUS MAJTTHATUBHOU
MeauiHackoi momonm" ot 06.03.2019 Ne 18-D3.

[Ipuka3z MunsnpaBa Poccun Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372m «O6
VTBEPKACHUM TOJIOKEHHUS OO0 OpraHu3aliy OKa3aHWd NaJUTMAaTUBHOW MEAMIIMHCKON
MOMOLIM, BKJIIOYas MOPANOK B3aUMOIEHCTBUS MEIUIMHCKUX OpraHM3aluid, OpraHu3aui
COLIMATILHOTO OOCTY)XMBAHUS W OOIIECTBEHHBIX OOBEAMHEHMN, WHBIX HEKOMMEPUYECKHX
OpraHu3aIHii, OCYIIECTBIISIONINX CBOIO JIEATEIBHOCT B Chepe OXpaHbl 30POBBSI».

[Tpuxaz MunznpaBa Poccun Ne 3481 ot 31 mas 2019 roga «O0 yTBep:KAECHUU MEpeyHs
MEIUIIMHCKUX U3CIINM, MPeHA3HAUYCHHBIX JIJIS TTO/IJIEPKaHUsl OPTaHOB U CUCTEM OpraHu3Ma
YEJIOBEKa, MPEIOCTaBISEMbIX JIJIsl UCIIOJIB30BAHUS HA JOMY.

[Tpuxa3z MunzapaBa Poccun Ne 5051 ot 10 uronsa 2019 roga «O06 yrBepxkaenun Ilopsiaka
nepegayd OT MEAMIIMHCKOW OpraHu3alliy ManueHTy (€ro 3aKOHHOMY MPEACTABUTEINIO)
MEAMIMHCKUX W3JICIIHNA, TIPeTHA3HAYCHHBIX TSI MOAEpKaHusl (YHKIIUH OPraHOB M CHCTEM
OpraHuM3Ma 4YeJIOBEeKa, ISl HCIOJb30BaHMS HA JIOMy TIPU OKa3aHUU MaJUTMATHBHOMN
MEIUIUHCKOW TOMOIIIN.

[Tpukaz M3 PO Ne 831 ot 3 oktsa0pst 2019 roma «OO6 yTBep>KAE€HUH BEIOMCTBEHHON
eneBol mporpaMmbl  «Pa3BUTHE CHCTEMBI OKa3aHWsS NaUIMATUBHOW MEAUUIHUHCKON

IIoOMOHIN».

IIpumeps! AMarHo308
o IIponnoHoBas auunypus

o IlponnonoBas auuaemMus

o Hapymenus oOMeHa aMHHOKHCIIOT C pa3BETBIEHHOM LIETbIO (IPOITMOHOBAs allUIEMUS)

Ipunoxenune A3.1. Cxema MeTad0JUYeCKHUX NMPOLECCOB NMPHU NMPONMOHOBOM

anujaeMun
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MaoneiLmH,

PaLyoH 6OMbHOTO MeTHUOHMH,
TpeoHuH

KUpHbIE KUCNOThI C HEYETHBIM YMCMOM C-aTOMOB

MabbiTor MHHK
1 2
[MponuoHmn-KoA —| %’ L-meTunmasnoHun-KoA —D—P CyKLMHII-KOA

I .
| MponuoHun-KoA % MeTunmanoHun-
! KapBoKcunasa N KoA-myTasa
1 \‘
! bl
! . VK
! BroTuH N ALeHOIMT- E cbca
i r KobanamuH p
l \
1 kY
y b

[ponuoHoBad wcnoTa MeTUnManoHoBas kucnora

L-KapHUTKH

P ONMOHUN-KapHUTHH

3KcKpelma ¢ MoJOiA

Merabonuueckue OJOKM BBIAENEHbI TONYObIM 1BeTOM (1-mpomuoHoBas, 2-MeTUIMAalOHOBas

anuaAeMHust), TaTOJI0OrM4eCKre MEeTabOIUThI BBIJICJIEHBI IBOMHONW PaMKO.

Ipuiaoxkenue A3.2. Hopmbl (pu3HO0JI0TMYECKOH IOTPEOHOCTH B OCHOBHBIX
NMHUIIEBbIX BeleCTBAX U JHEPIrUM ISl 310POBBIX AeTel

Taﬁ.m/lua 1- CpeL[HGCYTO‘{HLIe HOPMbI HOTpC6HOCTeﬁ B OCHOBHBIX MHUIICBBIX BCIICCTBAX U SHCPIUU JI
,I[eTCﬁ NEpBOIo roga >XM3HM (Ha KI' MACChI Tena)

Bospacr (mec.) OHeprus benok Kuprr YrineBozpl
' KKaJl/ KT /KT /KT /KT

0-3 115 2,2 6,5 13

4-6 115 2,6 6,0 13

7-12 110 2,9 55 13

Tadauua 2 - Hopmser pusnomornaeckoit moTpeOHOCTH B OCHOBHBIX MUINEBBIX BEIMIECTBAX U YHEPTUH JIJIS
3JIOPOBBIX JIeTel crapiie roma*
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Bospact Oueprus kkan | benok, r/cytku | XKupsl, r/cyTku | YTJI€BOIBI, I/CyTKH
ot 1 roga no 2 ner 1200 36 40 174
ot 2 net jo 3 ner 1400 42 47 203
ot 3 o 7 et 1800 54 60 261
or7 go 11 mer 2100 63 70 305
ot 11 go 14 aer ManpbYuKu 2500 75 83 363
ot 11 go 14 ner neBoYKH 2300 69 77 334
ot 14 no 18 ner ronouu 2900 87 97 421
ot 14 no 18 net neBymku 2500 76 83 363

* - 0114 0emelti ¢ NPONUOHOBOU ayudypuell cmapuie 200a nompebieHue 6eaKa no CPABHEHUIO C YKAZAHHbIMU 8
mabnuye ymenvuiaemcs Ha 10-25% 6 3asucumocmu om ghopmul 3a601e6anust, MAHCECMU COCMOAHUA U

HYMPUMUBHO20 cmamyca pedeHKa.

Mpunoxenue A3.3. IlorpeOHOCTL B METHOHUHE, TPEOHHHE, BAJIMHE, H30JIeHIIMHE

Y HaMUEHTOB C l'[pOl'[HOHOBOﬁ aunneMneﬁ B 3aBUCHMOCTH 0T BO3pacTa
Tadauuna 1 - OpueHTUpOBOYHASI MOTPEOHOCTH B METHOHWHE, TPEOHHHE, BAJIMHE, U30JCHIIMHE Y

00JBHBIX MPOMHOHOBOW allUAYpHUEN B 3aBUCUMOCTH OT BO3pacTa

Bospact CytouHasi noTpeOHOCTh B @aMUHOKHUCIJIOTaX

OOJIBHBIX H3onennuun ‘ MeTnoHuH ‘ Tpeonun ‘ Banun
J€TU  TPYJHOTO MI/KT MaccChl Tela

BO3pacTa

0 -3 mec 75-120 30-50 75-135 75-105
3 - 6 Mec 65-100 20-45 60-100 65-90
6 - 9 mec 50-90 10-40 40-75 35-75
9-12 mec 40-80 10-30 20-40 30-60
JETH CTapIle MI/IEHb

1 roga

1-4rona 485-735 180-390 415-600 550-830
4 -7 ner 630-960 255-510 540-780 720-1080
7—11 ner 715-1090 290-580 610-885 815-1225

Tadauna 2 - Croeruanu3vpoBaHHBIE TPOAYKTHI HA OCHOBE aMHWHOKHCIOT 0€3 METHOHHMHA, TPEOHHWHA,

BanuHa, u3oieinuHa (B 100 r cyxoit cmech)

Hanmenosanue npoaykra benoxk Kup, VYrieBol, OHepreTu- Bospacrt
(?kxB.) T r r yeckast MIPUMEHEHUS
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OCHHOCTDH, KKaJ

XMTVI Anamix infant
Criennanu3upoBaHHBIN
MPOAYKT JETCKOTO
IIUETUYECKOrO JIEYEOHOTO
OUATAHUS U1 €T
IIEpBOro rojia >ku3Hu ot 0
o 12 mecsiieB B
KayeCTBE OCHOBHOI'O
IMUTAHUSA U B KQUECTBE
JIOIIOJTHUTEIIEHOTO
OUATAHU UL AeTer 0 3
et "MMA/PA AHaMukc
Nudant"****

13,1

23

49,8

469

0 no 1 roma

XMTVI Maxamaid
Crnenuanu3upoBaHHbIN
MPOAYKT JETCKOTO
IAETUYECKOr0 JIEYEOHOTO
nuTanus gerei ¢ 1 roga
o 8 ner ¢
METHIIMAJIOHOBOM
anMaeMuen Niu
MPONMOHOBOM
armnemuen "XMTVI
Makcameiig" ("XMTVI
Maxamaid")****

25

<0,5

51

309

crapuie 1 roga

XMTVI Maxamum
Cnenuanu3upoBaHHBIM
MPOAYKT JETCKOTO
IUETUYECKOrO JIEUEOHOTO
MUATAHUS JUIS IeTeit
cTapiie 8 JIeT ¢ peaKoi
HaCJICICTBEHHOM
SH3UMOIIATHEM,
METHIMAJIOHOBO
aruaeMue uim
MIPONTMOHOBOM
amuaemueit, "XMTVI
Makcamym" ("XMTVI
Maxamum')****

39

<0,5

34

297

crapue 1 roga

«Hytpuren 14

-tre,- met, —val,- ile»
Cnennanu3upoBaHHbBIN
MIPOAYKT CYXOH IJIs
IUETUYECKOTO JI€YEOHOT O
MUTaHUS JIeTel epBOTO

14

23

50,5

471

ot 0 1o 1 roma

53




roja >KM3HH, 00JIbHBIX
METHJIMAJIOHOBOH U
IIPOIIMOHOBOM
anunemuel, "Hyrpuren
14 -ile, -met, -thr, -

Val Nhkkkx

«Hytpuren 20

-tre,- met, —val,- ile»
Criennanu3upoBaHHbIN
MPOAYKT CYXOM JJis
IIUETUYECKOrO JIEYEOHOTO
MMATaHUSI IETeH cTapiie
OJHOI0 To/1a, OOJIBHEIX
METHJIMAJIOHOBOH U
IIPONIMOHOBOM
anuaemuel, "Hytpuren
20 -ile, -met, -thr, -

Val Nhkkkk

20

18

50,4

444

crapuie 1 roga

«Hytpwuren 40

-tre,- met, —val,- ile»
Criennanu3upoBaHHBIN
MPOAYKT CYXOH AJis
IIUETUYECKOrO JIEYEOHOr 0
MMUTAHUSI IETeH cTapiie
OJHOI0 T0/1a, OOJIBHEIX
METUIIMAIOHOBOU H
IIPONMOHOBOM
anunemuel, "Hyrtpuren
40 -ile, -met, -thr, -

Val Nkkkk

40

13

31,6

403

crapuie 1 roga

«Hytpuren 70

-tre,- met, —val,- ile»
Criennanu3upoBaHHBIN
MPOAYKT CYXOU IS
IUETUYECKOTO JIEUEOHOT O
NIUTaHUS IeTel cTaplie
OJTHOTO T0J1a, OOJIBHBIX
METHJIMAJIOHOBOM U
MIPONTMOHOBOM
anuaemuel, "Hyrpuren
70 -ile, -met, -thr, -

Val Nhkkkk

70

4,5

298

crapue 1 romga

Milupa OU 2-prima
Crennanu3upoBaHHBIN
NPOAYKT TUETUYECKOI'O
J1e4e0HOT0 MUTAHUS JJIA

60

5,3

261

ot 1 o 8 et
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neredt crapure 1 roaa,
CTpaJaroinx
OpraHu4eCcKou
anuaeMuen -
METHIMATIOHOBOM HIIU
MPONKUOHOBOM
armuaemuei, "Milupa OS
2 Prima"****

Milupa OU 2-secunda 70 0 1,6 286 ot 9 5o 14 ner
Crnenuanu3upoBaHHbIN
MPOAYKT JUETUYECKOTO
JIeueOHOIr0 MUTAaHUS IS
JeTel crapiie 8 JeT u
MOJIPOCTKOB,
CTpaIaroIINX
OpPraHuYeCcKOu
aluIeMUCH -
METHIMAJIOHOBOM HIIN
MPONMOHOBOM
arunemuei, "Milupa OS
2 Secunda"****

Milupa OU 3-advanta 70 0 1,8 287 ctapuwe 15 net
Criennanu3upoBaHHBIN
MPOAYKT JUETUYECKOTO
JIEYeOHOTO MUTAHUS IS
neteu crapue 15 ner u
B3POCIIBIX, CTPAJAFOIINX
OpraHU4eCcKOn
anuaemMuen -
METHJIMAJIOHOBOM MIIN
IIPONMOHOBOM
anunemueit, "Milupa OS
3 Advanta"****

IIpuiaoxkenue A3.4. IlpuMepsl pacyeToB NUTAHNUS AJIS NANMEHTOB IPH HHULMALMHA
JAHETOTEPANUH.

1) Tlpumep pacuera nutaHus s pederka 1 mecsma *.
Macca tena 4 xr. [Tony4aer rpyaHoe MOJIOKO ( HITM AETCKYIO MOJIOYHYIO CMECh) + CMeCh aMUHOKHCIIOT 0e3
METHOHWHA, TPEOHHHA, BAJIMHA U U30JICHITNHA.
1.  OOmree xonuyecTBO OENKa B CYTKH — 2,5T/KT Macchl Tena, Bcero B cyTku 10 r Oenka
2.  JlomycTuMoe MUHMMAaJIbHOE KOJHYECTBO METHOHMHA -30 MI/KT MacChl TeJa,BCETO
120 mr B cytku. [IpumepHOe KOTU4YeCTBO METHOHUHA B 1 T OeNika rpyJHOTO MOJIOKA OKOJIO
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25-30 mr ( 6epem 30 Mr), KoM4YecTBO O€JIKa 33 CUET TPYAHOTO MOJIOKA/MOJIOYHON CMECH -
4r.

3. KomuuectBo rpyanoro monoka/monounoit cmecu ( 100 mut cogepkut 1.2 T Genka)
npumepHo 330 MiI B CyTKH

4. benok cnenualinu3upoBaHHOM cMecH -6 T

5.  KomunuectBo cnienmanm3upoBanHoit cmecu Hytpuren 14** B 100 r cyxoii cmecu 14 T
0eIKOBOr0 3KBUBAJIEHTA) — 42,91 ( MOXKHO OKPYIJIUTH 10 49 T)

6. KonuuecTBo rpyaHOro Mosioka/ MOJIOYHOM CMECH ¥ CYyTOYHOE KOJIMYECTBO
CHEMATM3UPOBAHHON CMeCH JeTNM Ha 7 pueMoB ( ipu HeoOxoamoctu Ha 8). Ilpu 7mu
Pa30BOM KOPMJICHHH 33 OJTHO KOPMJIEHHE PEOCHOK J0JKEH MOTYyYUTh 46 ( MOKHO
OKpyrJIUTh A0 50 MJT) TPyTHOTO MOJIOKA/MOJIOUHON cMecH + 7 T ClelHaIu3upOBaHHOM
Mecu + 50 mi1 Bozsl ( Ha 4,5 cnenuaau3upoBaHHON cMecH — 30 MIT BOJIBI).

O6bem cyrounoro kopmieHust 700 mi (mo 100 mut 7 pa3)

e *Pacuyer sABJs€TCA OPUEHTUPOBOUHBIM, [10CIIE HA3HAYEHUS JIe4eOHOro MUTaHUs TpedyeTcs
KoHTpoJb TMC, Ba’kHO ClI€UTh, 4YTOOBI TATOI€HETHUECKU COAEPIKaHUE 3HAUYMMBbIX
AMUHOKHCJIOT HaXOJIMJIOCh B pe(pepeHCHBIX Mpeenax.

e ** ecnu ucnonblyercs cmech AHamuke MMA/ITA |, yautsiBath, 4to 100 r cyxoit cmecu
cogepxut 13,1 r 6enka, COOTBETCTBEHHO KOJIMYECTBO CMECH B CYTKH OyJeT paBHATbCA 54,5-
S55r.

2) Tlpumep pacuera nuTanus peOeHKyY 3-X JeT, Macca Teia 15 kr.

Pacuer npoBoauTCsS B COOTBETCTBUU C IPUBEIEHHBIMU BbIIIE€ IPUHIUIIAMHU, OJJTHAKO, MOXKHO UCIIOJIb30BaTh
6oJiee yIpoIIEeHHbIH BapUaHT [l BBIYMCIIEHUS KoJuuecTBa oOuiero 6enka: He MeHee 50 %
CYTOYHOTO IOTppeOIeHns OenKa — 3a CUeT CreaTu3upOBaHHON cMecH, ocTtaibHble 50% - 3a cuer
HaTypaJlbHbIX U CIIEIUAbHBIX HU3KOOEIKOBBIX IIPOLYKTOB.

IMpunoxenue A3.S. IlpuMepHbIii CYyTOUHBIH HA0OP MPOAYKTOB, €r0 XUMHYEeCKHUI
COCTAB U JHepPreTu4YecKasi HEHHOCTH I AeTell JOIKOJIbHOr0 BO3pacra ¢

NPONMOHOBOM aluaeMuent

Konuyectso, XHMHUYECKHM COCTaB, T SHepreTHuecKas
IIponyxTsl r (M)
OCNKU | JKUPBI | YTJIEBOJIBI HEHHOCTB, KKal
X710 HU3KOOEIKOBBII 140 1,06 3,5 84,2 378
Xne000yI0YHbIC U3/ICITHS 30 0,23 2,7 19,4 105
Cyxas cMech HU3KOOCIIKOBas 54 0,87 1,8 50 79,3
Bepmurens Hu3Kk00eMKOBaS 13,7 0,12 0,08 11,2 479
Kpyma auzkobenkoBast 25 0,2 0,5 216 90

56



Cyxoii 6€30€TKOBBII HAITUTOK 24 5,0 17,2 114
Macio cIIMBOYHOE 20 0,1 16,5 0,16 149
Maciio TorreHoe 10 0,03 9,8 0,06 88,7
Macno pacturenbHoe 15 - 14,9 - 134,8
Caxap 30 - - 29,9 113,7
Bapenbe 20 - - 14,0 56
Kaprodeinb 100/70 14 0,28 11,4 56
Kamycra cBexas 55/44 0,79 0,05 2,1 11,9
MOpKOBb 95/76 0,98 0,07 48 25,8
Csekina 60/48 0,72 0,05 4,32 20,2
KabGauku 25/19 0,12 0,06 1,0 4,75
Orypiisl 5/4 0,03 - 0,11 0,65
Canar 10/9 0,12 - 0,18 1,4
[ToMu0pbI 15/13 1,3 0,03 0,49 3,0
Tomar-niacra 8/7 0,35 - 1,33 7
JIyk pemyarslii 5/4 0,05 - 0,32 1,45
Kiroksa 10 0,05 - 0,38 2,6
Coxku 100 0,5 - 11,7 47
DpYKTHI CBEIKHE 200/170 0,9 0,5 16,6 78,17
DpyKTHI CyXue 10 0,3 - 5,05 22,7
3a cyeT HaTypalbHBIX 9.5 70 258 1700
POJIYKTOB

Ipuioxkenue A3.6. MeradomuecKkuii KOHTPOJIb, MOHUTOPUHT THETHYECKOTO

JICUCHUSI, HYTPUTUBHOI'0O CTAaTyCa U BOBMO’KHBIX OTAAJCHHBIX 0CJI0KHEHUH

3200/1eBAHUA*

Hccnenosanme

YacrtoTa

AMMI/IaK, ra3bl KpOBH, JIAKTAT

B xaxnp1ii BUBUT

AMUHOKHCIIOTHI IIa3MBbI KpoBH
(mocne 3-44 romonanus)

1 pa3 B 3-6 mec

OpI‘aHI/IquKI/IC KHUCJIOTHI B MOYC

1 pa3 B 3-6 mec

CBob6onnbrit kapuutud (TMC)

1 pa3 B 6-12 mec

KouTponb nueTs! (MHIeBoil THEBHHUK )

B xaxxnp1ii BUBHUT

AHTponomeTpus

B xaxxnp1ii BUBUT

Knuanueckuit ocMoTp

B xa)xnprii BUBHT

AnpOyMuH, pearbOyMUH KPOBH

1 pa3 B 6 MecsiLieB
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CocrosiHre KOCTHOHM TKaHM (KaibLuid, Gpocdop,
[P, marauii, maparropmoH, 25-OH ButamMun
D B nnazme xpoBu

1 pa3 B rog,
MIPU TOPAKEHUH TTOYEK YaIle

[{uHK, ceneH, peppuTHH,
donuesas kuciaora, BUT By,

1 paz Broxg

OcMoTp HEBpoIaToora

Kaxxnp1ii BU3UT

Omnpenenenue rIIOMEPYISIpHOW U TYOysIpHOM
GyHKIMU 1OoYeK (KpeaTHMHHWH, MOYCBUHA,
ANIEKTPONIUTHL, TUcTaTuH C, MOYeBas KHUCIOTA,
3JICKTPOJIUTHI ¥ OETIOK MOYH)

1 pa3 B 6-12 mecsueB, HaunHasg ¢ 6 JIeT, WIK
paHbllle TIPU HAJTWYUU TPU3HAKOB MOPAKCHHS
IOYCK

HaHeraTI/I‘{eCKaH aMujiasa, JijdIiasa

1 pa3 B 6 mec

Kapaunonorunueckoe o6cinenoBanme
(OKT', 9X0O-KTI')

B MOMEHT IMarHOCTUKH 3a00/I€BaHu,
nanee 1 pa3 B rog nocie 6 jget

Koruutusnsie ynxmun (1Q)

Jl1s1 onpeieieHHOTo BO3pacTa

Odranpmonorudeckoe o0CIeI0BaHIE

1 pa3 B rog nocine 6 ner

90I', MPT, cyponoruyeckue TeCThl

I1o nmokazanusm

CromaroJiornyeckas IIOMOIIIb

He pexe 1 paza B roa

*- anantupoBano u3 Matthias R Baumgartner et al. 2014.
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Ipuioxkenue b. AJiropuT™Mbl 1eHCTBUH Bpaya

[TaruenT ¢ mogo03peHneM Ha IPOTIHOHOBYIO AITHIEMHUIO

I

Junarnocruka

I

[uarnos
IToaTBepxnen?

Koncynbranus HET
MpOopUILHOTO
CcHeluaIiucTa

Tepanust B cranpoHape

JlucriancepHoe HaOMIOICHUE U
JIEYEHHUE C MEPUOANICCKIM
KOHTPOJIEM B CHEIIHATM3UPOBAHHOM

— MeIUATPUIECCKOM OTICICHUH

Tepanus

JA

HET

s¢dexTrBHA
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Hpuiaoxenue B. Undopmauus A4 nanueHra

[IponmoHoBast anuaypus (amuaeMus) — HacIeICTBEHHOE HapyIIeHHe OOMEHa aMUHOKHCIIOT:
METHOHHWHA, TPEOHWHA, BaJIMHA, N30JICHITMHA.

Jletn ¢ momo3penuem Ha [1A TpeOyrOT TiaTenpbHOr0 00cienoBanus U HabmoneHus. CeMbH,
B KOTOPBIX €CTh OOJBHBIE C YCTAHOBJICHHBIM JauarHo3oM [IA, IOMKHBI TPOUTH MEIUKO-
TeHETHUYECKOE KOHCYIbTHPOBAHKE, TAK KAaK PUCK TOBTOPHOTO POKICHHS O0JBHOTO peOCHKA B CEMbE
cocTaBisaeT 25%.

Haubonee omacHbIMHM 711 JKM3HU COCTOSIHHSIMH, BEAYIIUMH TPH OTCYTCTBHH JICUCHUS K
HEOOPATHMBIM TIOCIICICTBUSM BILIOTH JIO JICTAILHOTO MCXO/1a, SIBJISIFOTCS METa0OJIUIECKIE KPU3HI

Kpu3bl 00bI9HO MPOBOMMPYIOTCS TAKMMH HEOJIArOMpPUATHBIME (aKTOpaMU, KaK HapYIICHHUE
JTUETHI, MpeHeOpexKeHe Ha3HAUCHUSIMU Bpaya, BUPYCHbIE U OaKTepHalibHble HH(EKINH, CTPECCOBBIE
CUTYallu, TPAaBMbI U, XUPyPrUUECKHUE BMEIIATENHCTBA, SMOIIMOHATIbHBIC U (PU3NYECKUE HATPY3KHU.

[IpenBecTHUKaMHM KpH3a SBISIOTCS CHWDKCHHE OSMOIIMOHAJIBLHOTO TOHYCA, BSUIIOCTH,
COHJIMBOCTH, OTKa3 peOeHKa OT €lIbl, MOXET OBITh PBOTA, MOJBEM TEMIICPATYPhl, OCOOCHHO IPH
ne0roTe HPEKIIMOHHOTO 3a00JICBaHUSI.

Ilpy mepBBIX CHMOTOMAX MeTA0O0JMYECKOr0 KpH3a HeoOXOAMMO  CPOYHO
roCNUTAJIM3MPOBATH pedeHKa, 10 MpHe31a Bpaya CKOPOi MOMOIIM He3aMedJIuTeJbHO HAYATH
Tepanuio Ha 10MY.

Tepanus na oomy

[Tpu Hanmuuu HeOpUIHLHON TUXOPATKU HUXKE 38,50C U OTCYTCTBHM TaKUX CHMIITOMOB, KaK
pa3IryYHbIe HEBPOJIOTHUYECKUE HAPYIICHUS, PBOTA, OTKA3 OT €JIbl, IOKAa3aHO MPOJOIKEHHE OCHOBHOM
MEeTa0OJMYECKON Tepanmuyl M MaKCUMaJbHOE OTPAHMYEHUE TOCTYIUICHUS HATypaJlbHOTO OelKka C
nuUIeR Ha Cpok 110 12 yacoB, rocnuTanu3aius O0JbHOTO.

[Ipu HamMuMK TeMmepaTypsl BhIIIE 38,50C JAIOT KapOTIOHMKAIOIINE CPEACTBA, B TOM YHCIIE,
ubynpoden B 1o3e 10-15 Mr/kr/cyTku, MakcuMallbHOE Ha3HaYeHUE Ipernapara 10 3-4 pa3 B CYyTKH U
He Oosnee yeM 30 Mr/Kr/cyTku, oOecneyMBarOT AOCTATOYHOE IMOCTYIJICHHE >KUJIKOCTH, MPU 3TOM
UCIIOJIE3YIOT PACTBOP TITFOKO3BI M MAJIBTOJCKCTPUH (TIPH UX OTCYTCTBUU - CIIAJIKHIA KOMITOT, KHCEITh)
B 00beMax, yka3aHHBIX B Tabmuie 12.

[Ipy cTaOUIBbHOM COCTOSHUHM TAIlMeHTa Ha TPOTSHKEHHH BCETO HAOII0AaeMOro mepuoia
MIPOJIOJDKAIOT TJIAHOBYIO META0OIMYECKYI0 TEPANUI0 U MOCTETIEHHO BBOJISIT HATYypaJbHBIN OEI0K 10

pa3pelIeHHO HOpMBI B TeueHue 24-48 yacos.
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C mosiBIIeHUEM TIEPBBIX PU3HAKOB METa0OJIUYECKOTO KpH3a, He JOXKHIAsCh IIPUX0/a Bpaya,
CIIeIyeT YBEIIMYUTH JI03Y IMepopanbHOro (depe3 poT) L- kapautrna 10 200 Mr/mr/cyTku.

Tabnuna 12. OcHOBHBIE TPUHIIMIIBI TEPATUH META0OJIUUYECKOI0 KpU3a Ha I0MY

A. YrieBonasl MasnbToIeKCTpUH

Bospacr (11et) O0beM KuAKocTy (MII) B ICHb 4epe3 poT

0-1 MunumanbHo 150 mi/kr

1-2 120 ma/kr

2-6 1200-1500 mu1 B cyTKH

Crapie 6 HMHTeHCcHBHAS Tepamnus IpoJ0JKAETCS B TOM K€ 00beMe, UTO M B Bo3pacTe 2-6
JIeT, BO3MOYKHA WHIMBUAyaIbHAS afanTamnus 00beMa U 10361

Poantenu nmaumenta c I1A, a B 1anbHeiilieM M caM NalHeHT J0J/KHbI ObITh 00Yy4YeHbI
NpaBUJIaM OPraHM3alUM TePanuu B MEXKIPHUCTYNHbI NepuHox W B MEPUOT YIPO3bl
MeTa00JM4eCcKOro Kpu3a.

Y pebenka npu ceGe Bcerga J0/IKHA HAXOAMTHCA MAMATKA ¢ YKa3aHHEM HeOTJIOMKHBIX

MepONPHUATHH B IEPHOJ HAYMHAIOLIETr0cs MeTa00JIM4ecKOro Kpusa.
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