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Cnmcok cokpameHui

JHK — ne3oxkcuprOoHYyKIEHHOBAs KUCIOTA
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TepMuHbI U onpeaeIeHUs

I'emoauanu3 — MeTO] BHEMOYEYHOTO OYMILEHUS KPOBU, BO BPEMS KOTOPOTO MPOUCXOAUT
ylajeHue W3 OpraHu3Ma TOKCHYECKHMX [MPOAYKTOB oOOMEHa BEIIeCTB, HOpMaJIU3alus
HAPYIICHUN BOAHOTO U 3JICKTPOJIUTHOTO OATAHCOB, MPU 3TOM OYHIIECHUE KPOBU OCYIIECTBIISICTCS
4yepe3 UCKYCCTBEHHYI0 MEMOpaHy ¢ MPUMEHEHHUEM amnmapara «MCKyCCTBEHHAs TOUKay.

Meraboanyecknii  KpPU3 —  KPUTHYECKOE,  YrpoKaroliee JKU3HU  COCTOSIHUE,
CIIPOBOIIMPOBAHHOE HEOIArONpUSTHBIMU (akTOopamu, OOyCIIaBIMBAIOUIMMHU YCHIIEHHE IPOILIECCOB
KJIETOYHOrO0 Karaboju3Ma C HAKOIJIEHUEM TOKCHYHBIX METAa0OJUTOB U MPOSBIISAIOLIEECS OCTPO
BO3HUKIIEH 2HIIe(aonmaTueit, mprucTyrnaMu PBOTHI, CYIOPOTaMH.

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

6pIOH_II/IHa manueHTa.

1. KpaTkasi ungopmManus mo 3a00J1eBAaHNI0 UJIH COCTOSTHUIO (TpyIie

3a00J1eBAHUIT UJIM COCTOSIHMUIA)

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

MetnnmanoHoBass auujaemMus (auuaypus) — TE€HETUYECKHM TIeTepOTreHHOE HAaceACTBEHHOE
3a00yieBaHWE€ W3 TPYNIBl OPraHUYECKHX AalUAYpHUi, CBA3aHHOE C HapylleHueM oOMeHa
METHUIIMAJIOHOBOW KHMCJIOTHI U KoOosamMuHa (ButamuHa B12) Ha ypoBHe mepexojia METUIMaJIOHUII-
KoA B cykuunmi-KoA, compoBoxjaromieecs HapylleHHEeM MeTa0oau3Ma psija aMHHOKHUCIOT
(30NeNIH, BaJIMH, TPEOHUH, METHOHUH ), )KUPHBIX KUCJIOT C HEYETHBIM YHCIOM aTOMOB YyIJepojia

U XOJIECTepPHHA.

1.2 DTHOJOIrUS U NATOreHe3 3200J1eBAHNS WJIH COCTOAHHUSA (TPpynnbl 3200J1eBAHUNA WU

COCTOSIHM 1)

Kiaccuueckast popma 3aboneBanus o0ycioBiieHa neunmuToM MeTuManoHmI-KoA myrassl ,

Bciencteue myranui B red MUT. I'en kaptupoBan Ha 6p2l. 3aborneBaHue XapaKTepU3yeTcs
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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

noHbIM (mut0) WM 4YacTHYHBIM (Mut-) OTCYTCTBHEM akTuBHOCTH (epmenta. [lanHas dopma
ABJIIETCS PE3UCTEHTHOM K Tepanuu BUTaMMHOM B12.

Onwucanbl Tpu (OPMBI METHIMAIOHOBOHM aIMIypUH, COMPOBOXKAAIONINECS HapylICHUEM
MeTaboan3mMa BUTaMUHa Bip: MeTHiIManoHOBas auuieMus, oOyCIOBJICHHAs HapylIeHHEM OOMeHa
aneno3uHKoOanamuna ColA, Beieacreue myrammii B rene MMAA (4g31.1-q31.2), MmeTuiaManoHoBast
anuaeMusi, o0ycJIOBIIEHHAsl HApYyIIEHuEM 0OMeHa a/ieHO3UHKoOanaMuHa chlB BCleNCTBUE MYyTallHii
B reue MMAB (12q24), xoTtopble SBISIFOTCS YyBCTBHTEIBHBIMU K TEpaluu BHTaMHHOM B12, u
METUJIMAJIOHOBAsl auujeMus, OOyCIOBICHHas MAePHUIMTOM MeTWIMaTOHWI-KOA snumepassl,
Bcienctue mytanuii B rene MCEE (2p13.3), mpu koTopoii koHlleHTpanus ButaMuia B12 B mazme
HAaXOJWTCS B TMpeAeNax HOpMalbHBIX BenuuunH. KpaitHe peako Bcerpedaercss  ¢dopma
METHJIMAJIOHOBOW alWAypUH, CBSA3aHHAS C HEAOCTATOYHOCTHIO peIenTopa TpaHCKoOalaMuHA W
mytanuei rena CD320, xoTopslii kapTupoBad Ha 19p13.2.

MeTniIManoHOBOM aluaypus ¢ TOMOIUCTHHYpHeH. Pasznudaior Tpu ¢dopMbl 3a001eBaHUS:
cblF, obyciosnennas myraiusimu reia LMBRD, ¢opma cblD — ree MMADHC, dopma cblC — ren
MMACHC.

Tun HacienoBaHMsT METWJIMAJIOHOBOM alUIAEMHM HpPU BCEX TI'EHETUYECKUX BapHaHTax —
ayTOCOMHO-PEIIECCUBHBIM.

[TaTorenez 3a0oneBaHMs CBS3aH C HAKOIUIGHHEM IPOU3BOJHBIX METHIMATOHOBOW U
IPOMMOHOBON KHUCIIOT BCIEACTBHE OJOKMPOBaHUS OOMEHAa Ha YPOBHE Iepexoja MEeTHIMAaJOHWII-
KoA B cykunami-KoA. IlpenmecTBeHHUKaMU NPOMMOHATOB B OPraHU3ME CIIY’KAaT aMHUHOKHUCIIOTBI
U30JICHIIMH, BaJHMH, TPEOHMH M MeTHOHMH (50% oOmiero KogudecTBa NPOMMOHATOB), JKUPHBIE
KHACJIOTBl C HEYETHBIM YHUCIOM aTOMOB yriepona u xojectepuH (25%); ocranbHas dYacThb
IPOMUOHATOB oOOpa3yercs B KHUIIEYHUKE B pe3ysibTaTe JEATEIbHOCTU HHJIOTEHHOM (IIopHI.
Hakomnnenne opraHnyeckux KUCIOT (MPOMMOHOBOM, METHIMAJIOHOBOW, METHJZIMMOHHON UM Ap.)
BEAET K THKEIOMY METa0OJMYECKOMY  KETOalUA03y, BTOPUYHOH  TUIEPaMMOHUEMHH,
TUNEPIIMIMHEMUH, TUNOTTUKeMUH. [IOBBIICHHBIM YpOBEHb BKPOBM U BBICOKas IOYEYHAS
AKCKpenusi MNPONUOHWIKAPHUTHHA OOYCJIOBIMBAIOT HCTOIIEHHWE 3amMacoB KapHUTHHA U €ro
BTOpUYHBIA  gepummr. Cxema  MeTaOONMYECKUX  HApyUIeHW#, HaOmoJaroumxcs  Opu

METHJIMAJIOHOBOM alquJICMHU, NpPCACTABIICHA B ITPUIIOKCHUN A3l



1.3 DnuaeMuoJ0orug 3200J1eBaHUA WJIH CcOCTOAHUA (rpynnbl 3a00J1eBaHUl WM

COCTOAHM I
3a0oneBaHne BCTPEYAETCS B PA3IMUHBIX MONYJSIMSIX. YacTtoTra cpeiar HOBOPOXKICHHBIX B
ctpadax EBponbl 1:48 000 - 1:61 000; monoBuHa ciay4yaeB NpeAcTaBiieHa Bio-pe3MCTEHTHBIMU

dbopmamu. B Poccuiickoit Deaepannn ToUHas 4acToTa 3a00JIeBaHUS HE OMpe/IecHa.

1.4 Oco0eHHOCTH KOAHPOBAHMS 3a00JI€BAHUS WJIM_COCTOSIHMSL (Ipynnbl_3a00JieBAHHI WJIH

COCTOAHUI) Mo MeXIVHAPOIHOW CTATHUCTHYECKON KJaccuduranyu 00Jie3Heil U mpoodJaeM,

CBA3aHHBIX CO 310POBbEM

(MKB-10)

E71.1 - Ipyrue Buzbl HapyieHus: oOMeHa aMMHOKUCIIOT € Pa3BETBICHHOM LIETIBIO.

1.5 Kaaccudukanus 3a00/1eBaHUA WIH COCTOSTHUS (TPYNINbI 3200/1€BAHUI WM COCTOSTHUIA)

Boigensitor  Bip-pesuctentnyro  (oxkomo Y2 chmywdaeB) U Bip-3aBucuMyro  hopmbl
METHJIMAJIOHOBOM amuaypuu. Bip-pesucrentHas ¢opma xapakrtepusyercs Oosiee paHHEH
MaHUPECTAMEH U TAKEIBIM IIPUCTYITIO0O0PA3HBIM TCUCHUEM.

Ilo cpokam nosenenus nepsvix npusHakos OOJE3HU Pa3INYalOT HEOHATAIBHYIO,
MJTaJIEHYECKYIO U MTO3THIOI0 (DOPMBI.

1.6 Kiimanyeckast KAapTHHA 3200J€BAHUS UJIH COCTOSTHUSA (IPYNILI 3200J1eBAHUNA MJIHN

COCTOSIHM )

Heonatanenas ¢opma MA maHudectupyer Ha mepBod Hezene XHU3HH, XapaKTepu3yeTcs
OCTPBIM HayalloM, KpH30BbIM TeueHHeM. HaOmromaercst oTka3z oT efpl, pBOTa, 00€3BOKMBAHUE,
norepst Beca, AU Qy3Hast MblllIedHasi TUIOTOHUS, runorepmusi. JloctaTouyHO OBICTPO pa3BUBaeTCA
HapylIeHue co3HaHus (Jietaprus, koma), cyaoporu. [Ipu nabopaTopHOM HCCI€10BaHUU BbISBISETCS
BBIp@KEHHBIH METa0OMMYECKUN aIua03, TUIEPKETOHEMHUs, TMIIepaMMOHMEMUsS. BeposTHOCTb
JeTaTbHOTO MCXOa B IEPUOJT METa0OIMUYECKOT0 KpH3a MpH HeoHaTanbHOU dopme okoio 40%.

[Ipu wmnanenHdeckoi (uMH(paHTUIBHON) (opme 3aboseBaHHe NPOSABISETCS META0OIUYECKUMU
KpU3aMHU, KOTOpbIE IMPOBOLUPYIOTCS HpHUEMOM Oo0bIIOro KosimyectBa OenkoBod mnumu, OPBU,
KAIIEYHBIMH MHQEKIUAMH U JPYrUMH (aKTOpaMH, aKTUBHUPYIOIIMMHU IPOLECCH KaTaboimu3ma.
Pannumu npuszHakamMu  MeTaOOJNMYECKOTO Kpu3a SIBISAIOTCS  BSUIOCTh, COHJIMBOCTh  WJIH
pa3IpaXUTEIBHOCTh, OTKA3 OT €1bl, pBOTA. HeBpomormueckne pacCTpONCTBA NPOTPECCHPYIOT

BIUIOTh A0 COIIOpa WKW KOMBI, KOTOPBIE MOT'YT MHOPHBECTH K JICTAJIBHOMY HCXOOY. TsoxecThb
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COCTOSIHMSI, TJIaBHBIM O0Opa3oM, OMNpeAeNsieTcs] BBIPAXCHHBIM META0OJUYECKHM KETOAIUI030M,
TUIIEPAMMOHHUEMUEH, B PSAJAC CIIy4aeB — FUIIOTIIMKEMUEH.

[lo panHpIM JUTEpaTyphbl, y OOJBIIMHCTBA MalMeHTOB ¢ MA BBISBISETCS 3ajEpiKKa
(U3UYECKOTO PA3BUTHS U TICHXOMOTOPHOTO DPAa3BUTHS, YACTHIMHU MPOSBICHUSMU MA sBisieTcs
SKCTpalupaMuIHas CUMIITOMAaTUKa (Xopes, TpeMop, THKH, Oauiu3M H JIp.), HHCYJIbTOMOIO00HBIC
snu3oanl. Y 50% perelt pa3BUBAETCS CYAOPOXKHBIA CHUHAPOM: TOHUKO-KJIOHUYECKHE CYIOPOTH,
abcancel, wmuoxioHmn. Y 20—30% manmeHToB  HAOmIOZaeTcs — OWIATAIllMOHHAS — VUIM
runeprpoduyeckas KapJIAOMHOIATHS, HAPYIICHUS PUTMA CepAlla — Y/UIMHEeHHbIH uHTepBan QT.
Taxke omucaH OCTpPBIA TMAHKPEATHT, aTpodusi 3pUTEIBHBIX HEPBOB, IPUTEMATO3HBIN JIEPMATHT.
Hetu uacto Oonetor OPBU, kumeunsiMu wuHQEKIHUsIMH. Y TMalMEHTOB CTapIlIero BO3pacTa
pa3BuBaeTcs  MHKpoluedanus, YMCTBEHHass OTCTajJOCTh, CHUMIITOMAaTU4YeCKas  SIMJICTICHS,
pe3UCTeHTHasT K MPOBOJMMON (hapMakoTepamnuu, CIacTUUECKHil TeTpamnapes, SKCTpanupamMuaHbIe

HapymeHus. BO3MOXHO pa3BUTHE BHYTPUYCPEITHBIX KPOBOM3IMsAHUI [1].

2. /ImarHoctuka 3a00J1eBaHUSI WJIN COCTOSIHMA (Trpynmnbl 3a00JIeBaHUIl HMJIH
COCTOSIHUII), MeIUIIUHCKUE TMOKA3aHWsl M NPOTHUBONOKA3AHUSA K NPHUMEHEHHIO

METO0B JHATHOCTHKH

Huaznocmuxa mMemunimanoHosol ayuoypuu OCHO8AHA HA AHANU3E POOOCIO6HOU, OYeHKe
OQHHLIX AHAMHE3A, KIUHUYECKUX NpPOSAGIEHUl, pe3YIbMmamax auaiu3a ypoeHs AMUHOKUCIOM
u30netyuna, 8aluHd, MeMUOHUHA, MPEOHUHA, 2IUYUHA 8 KPOBU, ONpedeNeHUU COOePIHCAHUSL 8 KPOBU
nponuonunkapuumuna (C3) u ceoboonozo xkapnumuna (C0), novyeuynou 3KcKpeyuu Op2aHudecKux
KUciom - 3-2uOpoKCUnpONUOHOBOU, MEMULTUMOHHOU, NPONUOHUL- U MUSTUITUYUHA.

2.1 ’Kano0Obl u aHaMHe3
Ilpu cbope amammesa u Hcanobd peKOMeHOOB8AHO 0OpamMumv GHUMAHUE HA Cledyloujue

AHCaAnOObL U AHAMHECTUYEcKUe COObIMUS.
- OMACOWEHHBIU CeMelHbll aHaMHe3 (Hanudue 8 cemve 00abH020 ¢ MA, cnyyaes sHe3anHou

cmepmu demetl 8 paHHem 803pacme)
- @He3anHoe yXyouieHue cOCMOSHUA HA (hone noaHo20 300poebs uiu OPBH,
- HapyweHus 6CKapMIUBAHU,
- yacmule CpbleUBAHUA/PEOMY;

— YcHemeHrue CO3HAaAHUA,



- ea10Ccmb, C1AOOCMb, COHIUBOCNb,

- cyoopoeu,

- becnokolinoe nogedenue, NiaKkcugoCmb,

- NOBbIUEHHOE NOMOOMOeIeHUE;

- MbIUWEYHYIO 2UNOMOHUIO/MBIULEYHBL 2UNEPMOHYC;

- Henpou360bHble/HACUIbCIBEHHBLE OBUNCEHUSL,
Hauano 3abonesanuss 6 oemckom eos3pacme modcem Oblmb CEA3AHO CO CLEOVIOWUMU

Gaxmopamu.

O ynompebienue OONbULO20 KOIUYeCmB8a DEIK080U NUUU

O OnumenvHoe 20100aHue, HeONnpagoaHHvle O0SPAHUYEHUS 6 Oueme, HU3KAs KALOPUUHOCHb
nUWe6020 payuond,

O UHMEPKYPPEHMHble — PECNUpPAmopHble  UMU  JHCENYOOYHO-KUULEUHble — UHQDEKYUOHHbLE
3abonesanus;

@) QbI/BZ/llteCKaﬂ UiU NCUXOIMOYUOHATbHAA HACPDY3KA.

2.2 ®uzukajbHoe 00CaeT10BAHUE

Ilpu ocmompe HeobX00umMo obpamumes 6HUMAHUE HA Cledyloujue OCHOBHble KIUHUYECKUe
NPOSIGNEHUSL:
HeoOHamanbHulil NEPUOO

- CpbleUuBaHus/peoma, OMKa3 om eobl
- 3adepoicKka PusuvecKo2o pa3eumust
- 3a0epiHcKa MOMOPHO20 PA3GUMUSL)
- 85U10CMb, COHAUBOCTD,
- yememeHnue CO3HAHUA,
- MbliUeYHas SUNOMOHUS/MbIULEYHbIL CUNEPIOHYC;
- nupamuouvle HapyueHus (NOBbLULEHUE CYXONHCUTILHBIX pehieKcos);
- mpemop;
- cyodopoeu,

Ooemu nepevix 1em Hcunu

—  DnuU300uU4ecKuU BO3HUKarwasl peoma



—  3A0epiHcKa NCUXOMOMOPHO20 U NCUXOPEHUe8020 PA3BUMUSL,

—  UBMeHeHue MblueuHo20 monyca (MblueuHast 2UNOMOHUS/ MbIUUEYHBLIL 2UNEPMOHYC);
—  nepuoouxecKkast amakcus, mpemop;,

— cyodopoeu;

—  UHCYILMONOOOOHbIE COCMOSIHUA,

—  Kapouomuonamusi,

—  HapyuweHus pumma cepoya,

— ocmpblil naHKpeamum.

1lo0pobHO dannvie Pu3UKATLHO20 00CIE008AHUS ONUCAHDBL 8 pa30eie «KIUHUYECKAas KapmUHay.

2.3 JIaGopaTopHbIe THATHOCTHYECKHE MCCAe10BAHUS

PexoMeHng0BaHO ManyeHTaM ¢ KIMHUYECKMMM IMpU3HaKaMu MA TpoBeIEeHHE KOJUYECTBEHHOI'O
ONPEACIICHUs YPOBHA AMUHOKHMCIOT B KpoBH (KOMIUIEKCHOE omnpeneneHue KOHUEHTPALUU
AMUHOKHCIIOTBI W aUWIKapHUTUHBI B KpoBH, KOMIIJIEKCHOE oOmpeneraeHue KOHUEHTpaIuu
AMHUHOKHCIIOTHI M allMIKAPHUTHHBI B KPOBH METOJIOM TaHJIEMHOW MacC-CIEKTPOMETPHHU) C b0
MOATBEPKIEHUS AUarHo3a MA OGnOXMMHYECKUMHU MeToJaMu U AuddepeHInanbHON TUarHOCTUKH C

JPYTHMMHU HACJICJCTBCHHBIMU HapylIeHUsIMI oOMeHa Bemiects [1, 4, 7].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTapuu: B niazme Kposu (uiu 8 NAMHAX 6bICYUWEHHOU KPOBU) GbISGIAION KOHYESHMPAYUIO
AMUHOKUCIOM U AYUIKAPHUMUHOB. NpU MEeMUIMAIOHOBOU ayudypuu HAba00aemcs noGvliueHuUe
KOHyeHmpayuu  nponuonurkapuumurna (C3) u  memuimanonunkapuumuna (C4), Huskoe
cooepoicarue c80600Ho020 kapuumuna (C0), nosviwenue coomnowenus C3/C0O u C3/C2. Vpogens
JeUYuHa, u30aelyund, 8aiuHd, MeMmUOHUHA 68 Kposu Y NAYUEHMO8 MONCem HAXOOUMbCsL 8 NPedendx
HOpMbl, YMO He N0360J8em HA OCHOBAHUU AHAIU3A AMUHOKUCIOM NOOMEEepOUmd Ul UCKTIOYUMb
3aboneeanue. Y MHOUX NAYUEHMO8 NOBblULeH YpoGeHb 2auyund. OOHAKO 9Mo He AGIAEmCsl

cneyuguunbIM U HAOI0aemcs npu Opy2Ux HacleOCMEeHHbIX HapyUeHUsX 00MeHa 8elecms.
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° PexoMeHg0BaHO TManMeHTaM ¢  KIMHUYECKUMHM Mpu3Hakamu MA  npoBeneHue
KOJIMYECTBEHHOTO OIpeNeleHusT OpraHnyeckux kuciaor B Moue (KommiekcHoe ormnpeneneHue
COJIEpXKaHUsl OpPraHMYECKUX KUCIOT B Mode, Komiuiekc wuccnenoBaHuid Mjis  JUArHOCTHUKH
OpPTaHWYECKUX AlMIYypUi) C LEIbI0 TOATBEPKICHHS Tuarao3a MA OHOXHMMHYECKUMU METOJaMHU H
muhdepeHIaTBFHON TUarHOCTUKY C IPYTHUMH HACIICACTBCHHBIMU HapYyIICHUSMU OOMEHa BEIICCTB
[1, 8].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbLCTB — 5)
KommenTapuu:  Xapaxkmepuoiv  ona  MA  asiaemcs  nosvlulenue  KOHYeHmMpayuu
NPONUOHUNKAPHUMUHA, MemuIManloHo8ol, NPONUOHOBO, 3-2u0poKCcUnponuoHosoll,
MEMUNTUMOHHOU KUCTIOM.

. PexoMeHna0BaHO TAllMEHTaM C  BBIABJICHHBIMH  OMOXUMHYECKUMHU  HU3MEHEHUSMH,
XapakTepHbIMH i1 MA, 1 NOATBEPKAECHUS AMArHO3a MPOBOAUTH MOJIEKYJISPHO-TE€HETUYECKOE
uccienoanue (mouck myranuit B rerax MUT, MMAA, MAB, MCEE, CD320, LMBRD, MMADHC,
MMACHC) (Komruiekc wuccieqoBaHuN ISl JHArHOCTUKHA OPraHWYeCKHUX aluAypuil) C IeJIbio

noaTBep K IeHUs quarno3a MA [1, 4].

YpoBeHb YoenuTEeILHOCTH peKoMeH1aluii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 3)

. PexoMeHnn0BaHO TarueHTaM C KIWHAYECKMMH Mpu3HakamMu MA wuccrienoBanue oO0IIero
(KTMHUYECKOTO) aHalu3a KPOBU  Pa3BEPHYTOTO C  LEJIbI0  BBISBICHHUS  HEHTPONCHHH,

TPOMOOITUTOTIEHUH, TTAHIIUTOTIEHUH, aHemMuu [1].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB - 5)

KommenTapum: npogooumcs npu nepsuunoll OuazHoCmuke U 6 OUHAMUYECKOM HaAON00eHuUU,

0COOEHHO Y NAYUeHmos ¢ HapyueHHOU NOYeYyHOU PYHKYUel.

o PexoMeH10BaHO MalMEHTaM C KJIMHUYECKHMMM NpuU3HakaMd MA ~ mpu HOJO3peHHH Ha
pa3BUTHE MeTabOJIMYEeCKOTro KpH3a NpoBecTH oueHKy ypoBHs pH kposu (MccnenoBanue ypoBHS
BOJI0poAHBIX HOHOB (pH) kpoBH, MccnenoBanue ypoBHs Oy(epHBIX BEIIECTB B KPOBH), KETOHOBBIX
ten (OOHapyKeHHE KETOHOBBIX Ted B Mode, OOHapykeHHEe KETOHOBBIX TelI B MOYE IKCIpecc-
METOJIOM) C IIeJIbI0 CBOEBPEMEHHOM KOppeKuun Tepanuu [1, 4].

YpoBeHb yoenuTeJIbHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 3)
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KomMmenTapuu: 1abopamopHvivmu npeosecmHukamu pasgumus Memadoiuyecko2o Kpusa Aesaomcs
MeHOeHYUs: K MemaboIudyeckomy ayuoosy ¢ 0epuyumom OCHOBAHUL, YMEHbUeHUEe COOEePIHCAHUS
€80000H020 KAPHUMUHA, NOGbIUEHUE YPOBHSA NPONUOHUIKAPHUMUHA 8 KPOBU, NOYEeUHOU IKCKpeyul

Op2caAHUYEeCKUX KUucjioni.

o PexomeH10BaHO TAMEHTaM C KIMHUYECKUMH NMpU3HakaMu MA W 1pu MOJ03pEHUH Ha
MeTabOIMUECKUI alu03 UCCIe0BaHNEe YPOBHSI aMMHaKa, Jiaktara B kpoBu (VcciienoBanue ypoBHS
MOJIOYHOM KHUCJIOTHI B KPOBH), UCCJIEIOBAHUE YPOBHS MOUYEBHUHBI , HCCIIEIOBAHUE YPOBHS TIIFOKO3bI

KPOBH C II€IbI0 TUATHOCTUKH U CBOEBPEMEHHOW KOppeKiuu Tepanuu [1].
YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB - 5)

2.4 UHcTpYMEHTAJIbHBIE JHATHOCTHUYECKHE HCCIeI0BAHHS

o PexoMeH10BaHO TAlMEHTaM C KIMHHUYECKUMH TPU3HAKAMH MA mnpoBeneHue
KOMIBIOTEpHOU ToMorpaduu rojoBaHoro mosra (KommerorepHas Tomorpadus rojI0BHOTO MO3ra)
W/WIM  MarHUTHO-PE30HAHCHOW Tomorpadum rojmoBHoro Mo3ra (MarHutHO-pe3oHaHCHas
TOMOTpadust TOJIOBHOTO MO3T4,) C IENBI0 OLIEHKU COCTOSHUS TOJIOBHOTO MO3Ta, Au(epeHInaIbHOMl
JMVMAarHOCTUKK C JPYTMMH  HACIICJCTBEHHBIMH 3a00JICBAHUSMH W  BBISBICHUS HM3MEHEHHH
xapakTepHbIx st MA [4, 10].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
Kommenrtapuu: [lpu nposedenuu KT/MPT 2onosnoco mosea y nayuenmog ¢ MA ewisagnsaom
KOPKOB0O-NOOKOPKOBYI0 ampo@uio, pacuiuperue Hceny0ouko8 Mo32d, 3a0epHCKY MUETUHUZAYUU,
nos8blUleHUe UHMEHCUBHOCTIU CUSHANA 8 obracmu bazanbHulx 2anenues. Crnedyem ommemums, 4mo
OanHble HApYUleHUs He SAGIAIMCA  BbICOKOCNEYUDUUHBIMU U MO2YM  HAOI00amsvcs npu
MUMOXOHOPUATILHBIX DONIE3HAX, NPONUOHOBOU AYUOYPUU, OPYeUX 3A001e6AHUSIX.

IIpogedenue napkosza npoeooumcs no NOKA3AHUSM.

PexomenoBano mnposeneHue snektpokapaunorpaduu (OKI'), sxoxapamorpadpuu (OxoKI) Bcem
naiueHTaM ¢ mnoao3peHueM Ha [IAs NUAarHOCTUKHM KapAUOMUOMATHM W HApYIICHUW pHUTMa
cepaua. [4, 10],

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommenTapuu: npu neobxooumocmu, npu Hawuyuu NOKA3AHUL 0Nl UCCLE008AHUSA -
Xonmepoeckoco MOHUMOPUPOBAHUS CEPOEYHO20 PUMMA, U/UIU CYMOUYHO20 MOHUMOPUPOBAHUSL
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apmepuanbHo2o0 0asleHus (CO2NIACHO COOMBEMCMBYIOWUM KIUHUYECKUM DPEeKOMEHOayusm Mno
HApYWeHUaM pumma cepoya u/uiu apmepuairbHoU cunepmeH3uiL).

° PekomeHI0BaHO mMalnMeHTaM C KIMHAYECKUMHU TMpu3HakaMu MA  mpoBeneHue
yIabTpa3BykoBoro uccienosanusi (Y3UW) opraHoB OpromHoON mosioctd U mouek (YIbTpa3zByKOBOE
UCCIICIOBAaHHE OPTaHOB OPIOIIHOM MOJIOCTH (KOMIUIEKCHOE), YIIbTPa3BYKOBOE HCCIICIOBAHUE TIOYECK)
C LIEJIbIO TUArHOCTUKY MAaHKpeaTHTa U mopaxkenus modek [4, 10, 12, 13]

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

o PexoMeHI0BaH TalMEHTaM C KIMHUYECKUMH Tpu3Hakamu MA  ocMOTp Bpaua-
odTameMoiora (0(TaTbMOCKOIUS, BHU30OMETPHUS, PEPPAKTOMETPHSI, TEPUMETPHsI KOMITBIOTEpHAs,
0(pTaTbMOTOHOMETPHS, UCCIICIOBAHUE [BETOOIIYIIICHHUS, ICKTPOPHU3HOIOTUICCKOE UCCIICIOBAHUE
(perucTpariss  3pUTEIBHBIX  BBI3BAHHBIX  IOTCHI[MAJOB  KOPbI ~ TOJIOBHOTO  MO3ra),
buomukpodororpadusi TIa3HOTO JHA C HCIOIB30BAHHEM (YHIYC-KaMepbl, BHOMUKpPOCKOMHS
ra3Horo nHa, ONTHYECKOe UCCIICOBAHNE TOJIOBKU 3PUTEIIHBHOTO HEPBA U CJIOS HEPBHBIX BOJIOKOH C
MOMOIIII0 KOMITBIOTEPHOTO aHaIM3aTopa | Jp.) MO TOKa3aHUsM, NPH HAJIMYUH IOJO03PCHUN Ha
nopakenue oprana 3penus [1, 8, 10].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KoMmmenTapuu: unmepsanvi mesncoy uzumamu QOAHCHbl ONPEOesIMbCsl UHOUBUOYATILHO C YUemom
so3pacma, maxcecmu 3a001e8anHus, CMAOUIbHOCU 0OMEHA 8eujecms U coON00eHUs

Oouemomepanuu.

. PexomengoBaHo manMeHTaM ¢ KJIMHHYECKMMHU Ipu3sHakaMu MA  mpoBeneHue
snekTpodHnedanorpadun (MpH TUATHOCTHKE W Jajee IMPH CYIOPOKHOM CHHAPOME) C IEbIO
CBOEBPEMEHHOM JIMAarHOCTHKH U KOHTPOJISI JICYCHHUS CYyIOPOKHOTO cHHpoMma [1].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapuu: maxoice nposooumcst 21ekmposuyedhanocpadus ¢ U0eoMOHUMOPUHSOM.
. PexomeHna0BaHO manyMeHTaM ¢ KJIMHUYECKMMHU Ipu3HakaMu MA U nono3peHueM Ha
CHIDKCHHUE CIIyXa/TIPH CHMKEHUH CllyXa HUCCIEIOBaHMse ciyxa (IpOBEICHHE OTOaKyCTHYECKOM
smuccun (TonanpHas ayauometpus, PeueBas ayauomerpusi, Mrposas ayaumomerpusi, Perucrpanus
BBI3BAHHBIX aKyCTUYECKHUX OTBETOB MO3ra Ha MOCTOSHHbIE MoJylupoBaHHble TOHBI (ASSR TecT))
(IpM OTCYTCTBHHM SKCCYAAaTHBHOTO OTHTA) C IIEIbI0 CBOSBPEMEHHOW AuarHoctuku [1Baumgartner,
M.R., Horster, F., Dionisi-Vici, C. et al. Proposed guidelines for the diagnosis and management of
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methylmalonic and propionic acidemia. Orphanet J Rare Dis 9, 130 (2014).
https://doi.org/10.1186/s13023-014-0130-8].

YpoBeHb yoenuTelbHOCTH pekoMenanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
KOMMeHTapI/II/I: uccne008anus I’lpOGOO}ZI’I’IC}Z 6 3A6UCUMOCTU OM KIUHUYECKOU cumyayuu.

2.5 Uuple fTHArHOCTHYECKHE MCCAe10BAHUS
2.5.1 KoHcyabTanuy M HA0JI0leHHUE CIIeNAJTHCTOB

PexoMenayercsi uis HaONIONEHUS TMAIICHTOB C YCTAHOBJICHHBIM JIMarHO30M MA TpHMEHSTH
MYJIbTUANCIUILTAHAPHBIA MMOAXO0 B BHUIY TOTO, YTO 3a00JIEBAaHUE XaPAKTEPU3YETCS MOPAKCHHEM
MHOTHUX OPraHOB M CHCTEM, TpeOyeT KOMIUIEKCHON Tepamuu, 49TO JUKTYeT HEOO0XOIUMOCTh
COBMECTHOI'O BEJICHUS MallEHTa CIEIHUAINCTaMK pa3HbIX mpodueii [4, 10].

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

KomMmeHTapum: nokasamsl nepguuiHvle u NOGMOPHbLE KOHCYIbMAYUlU 6payd-2eHemuKd, 8paia-
ogpmanvmonoeza, 8pava-Hespoo2d, 6paia-cypo0i02a-omopuUHOIAPUHL0I02d, 8PAYA-
2acmposHmepon0ea, 8paia-3HOOKPUHOL02d, 8PAYA-KAPOUOTI02d, 8PAYA-0emCKO20 Kapouoioad,
epaua-Hegpono2a, 8pava-neouampa/8pava-mepanesma/spaia oouer npakmukuy (cemetinozo
epaua), a makaice 8payeti Opyeux cneyuaibHocmeti nayuenmam ¢ MA, umerowum napyuweHnus

@dyHKYUIl coomeemcmayouwux OpearHos U CUCHeM.

° PexoMeHayeTcsi KOHCYNbTAIlUs Bpaya-IMeTONOra WM Bpada-TeéHeTHKa BceM JeTsM ¢ MA
JUIs Ha3HAUYeHUsl TaTOTEeHETHYECKOH JueToTepanuu W Jajee HpU HEeoOXOIUMOCTH C LEINbIo
Koppekiun auerorepanuu [4, 10]

YpoBeHb yoenuTeILHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 5)
KomMmenTapum: unmepseanvt mexcoy eusumamu O0NHCHbL ONPEOensimbCsl UHOUBUOYANLHO C YYEmoM
803pacma, msaxjcecmu 3a0071e6aHUsA, CMAOUTLHOCIU 00MEeHA 8eujecms 1 cOOII00eHUs

ouemomepanuu.

° Pexomenayercsi KOHCYJIbTAIlMM TICPBHYHAS W TOBTOPHBIC Bpadva-TiCHXWATpa TIpH
MOJIO3PEHHUH WJIM HAJTMYUU TICUXUYECKUX PACCTPOMCTB (TMICUX03bI, OUTIONSIPHOE PACCTPOMCTBO U JIp.)
C IIeJIbI0 CBOEBPEMEHHOM JIMarHOCTUKHU U JICUCHUS BBIABJICHHOM naTosioruu [4, 10, 13].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
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KomMmeHnTapuu: nossnenue  ncuxuyeckux  paccmpoucme — CeA3vlearom ¢ MOKCUYHBIMU
Memaboaumamu, Koppekyus ouemomepanuu cRocoocmeyem paspeueHur0 CUMNMoOMO8 HapyuleHus
ACUXUKU.

Humepsanvt medxncoy eusumamu OO0HCHbI ONPeOensimvbCs UHOUBUOYAILHO C V4emoM 803pacma

msdicecmu 3a001e8anus, CMaOUIbHOCMU 0OMEHA 8ewecms U coOI00eHUs OUemomepanuu.

° Pexomenayercsi KOHCyNbTalldd TEPBUYHAS ¥ TIOBTOPHBIE Bpava-peabUIMTONIOra,
MEIUIUHCKOTO TICHXOJIOra U JIoromena-aedeKkToiora JUisd IUIAHUPOBAHUS —WHIAWBUAYAIbHOU
pPeadMIINTAIIMOHHON MPOTPaMMBbI TICHXOJIOTO-TIEIarOTMYECKON MOAJIEPKKHU ManueHTaM ¢ MA u ux
cembsm [4, 10, 16].

YpoBeHb yoenutenabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapuu: Paspabomka unOusudyaibHou npocpammol 0eqhekmoiocuteckoll peadbuiumayuu,
Paspabomxa  unoueuoyanvnoti npoepammul  noconeduueckou  peabunumayuu. llayuenmam
HEe0OX00uMO  mecmuposanue  no  YMBEPHCOCHHbIM  MemoouKam Ol OnpeoeneHus:
UHmMeNIeKmyanbHo2o pazeumus. llcuxonozuueckas nomowjp nayueHmam modxcem nompedosams
KYPC 3aHAMULL — 8 3a8UCUMOCMU OM UHOUBUOVATILHBIX 0COOEHHOCMEN NAYUEHMA U CEMbU.

Venyeu noconeoa:

Meouxo-noconedouueckoe ucciedosanue npu oucghazuu

Meouxo-noconeduueckoe ucciedosanue npu agazuu

Meouko-nozoneduueckoe ucciredosanue npu ouzapmpuu

Meouko-nozoneduueckas npoyedypa npu oucghazuu

Meouxo-noconedouueckas npoyedypa npu agazuu

Meouko-noconeduueckas npoyedypa npu ouzapmpuu

Meouxo-nozoneouueckas moHanbHO-pUMMUYECKAs NPOYeoypa

Meouxo-nozoneouueckas npoyedypa ¢ UCNONb308AHUEM UHMEPAKMUBHBIX UHDOPMAYUOHHBIX

mexuoao2ull

2.5.2 luddepeHnmaibHasg JTHATHOCTHKA
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o PexomengoBano mpoBoauTh U dEpPEHINATBEHYIO AHATHOCTUKY C THIOKCHYECKUMU
MOPOKEHUSIMH HEPBHOM CHCTEMBI, BHYTPHYTPOOHBIMH WHQEKIUSMH, ITOCTBAKIIMHAIBHBIMU
OCJIOXKHCHUSIMHU, CaxapHbIM JHa0eToM (MPH BBISABICHHM THIIEPTIMKEMHHN), HACICICTBECHHBIMU
HApYIICHUSMH OOMEHA BEIIECTB, B YACTHOCTH C JPYTHMMH (OpMaMH OPTaHMYECKUX aIlUIypuid U ¢
nedekTaMu IMKIa CHHTE3a MOYEBUHBI, C MHUTOXOHIPUATHHBIMU 3a00JCBAaHUSAMH, HAPYIICHHSIMHU
[IIMKO3UJIMPOBAHUS, TIIMKOreHo3aMu u jp. [4, 10].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbLCTB — 5)

3. HequHe, BRJIKOYagd MEIUKAMEHTO3HYI0 M HEMECAHUKAMCHTO3ZHYIO TeEpalluu,
AUETOTEPAIIHNIO, 066360HI/IB3HI/IC, MCAUIMHCKHUEC ITOKA3AHUA U IIPOTHBOIIOKA3aHUA

K IPUMEHCHNIO METOA0B JICYUCHUA

Cmpamezus neveHuss nayueHmos 3aKniouaemcs 6 CHUNCEHUU 00pA308aHUsl MOKCUYECKUX
Memaboaumos, NpeoynpexlcoOeHul pazeumus Kemoayuoosd, UnepamMMOHUeMUl, MOKCUYECKO20
NOpadiceHusi MKAHel 20J108HO20 MO32d U GHYMPEHHUX Op2aHO08 ¢ o0OecneyeHuem npoyeccos
anabonusmMa, HOpMAaibHO20 POCMa U HympumusHozo cmamyca oemei. OCHOSHbBIMU KOMNOHEHMAMU
KOMNJIEKCHO20 Jle4eHUs. NAYUEeHMO8 CLyxHcam Maniobenkosds ouema u CneyuanusuposaHtvle
NPOOYKMbl Oe3 Namo2eHemu4ecKu 3HAUUMbIX AMUHOKUCIOM, NPenapamvl 1e60KAPHUMUHA, OUOMUHA
(6 cnyuasx, xo2c0a noOmeep’HcOaemcs 4YyscmeumenrbHocms K ouomuny). Tepanuio Oononusom
HasHayenuem 2IUYUHA, NPOMUBOMUKPOOHBIX Npenapamos Oisi CUCIEMHO20 UCNONb308AHUSL,
sumamunog (epynnel B) (muamun** nupudoxcun™**, yuanoxodbaramun®* u opyeue gopmol
sumamuna B12 0ns eHympumbliieunoeo u nepopanbhoco ésedenust). 1o nokazanusim HazHayarom
APOMUBOINUIENMUTeCKUe NPenapamvl, CUMRIMOMAMUYECKYI0 Mepanuro.

3.1 KoncepBaTuBHOE JIeUEeHHE

3.1.1 luemomepanus

° PexomMeH10BaHO TAIIMEHTaM C KIMHUYECKUMH MPOSBICHUSMHU, XapaKTepHbIMH At MA,
OTPAaHWYUTH TMOCTYIUICHHE Oenka (B TOM 4YHCIE [0 TMOJY4YeHUsS Ja00OpaTOPHBIX pPe3yIbTaToB,
HOTBEPIKAIOIINX 3a00JICBAHUE) C LENbIO MPEIOTBPAIICHUS Pa3BUTHsI META0OINYECKOro Kpu3a [4,
10].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEILCTB — 5)
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KomMmeHTapum: nockonbky pazeumue MemaboauuecKko2o  Kpuzda — Modicem — Npusecmu K
HeoOpamuMbIM UBMEHEHUSM CO CMOPOHbl HEPBHOU cucmemsl, npu nooospenuu Ha MA credyem
cobpamv Ouomamepuan 0as NPogedeHuUs: OUOXUMUYECKO20 MeCMUPOBAHUs U 3amemM nepesecmu
nayueHma Ha NumaHue ¢ HU3KUM cooepicanuem 6enxa. [{ns Oemell nep8oco NOxY200Usl HCUZHU
2PYOHOe BCKAPMAUBAHUE UTU BCKAPMAUBAHUE OeMCKUMU MONOYHBIMU CMECAMU C  HUKUM
cooepacanuem oenka (1,2 -1,3 2/100 mn 6occmanosnienno2o npooykma). Jna oemeu cmapuie 6
Mecayed - UCKIIOUEeHUe BblCOKODENKOBbIX NPOOYKmMos (MsAco, meopoe, pblba) u3 payuowa.
buoxumuyeckue mecmui nposoosmcs 6 meuenue 3-7 Owell, a MonekyiapHo-eenemuyecKue
uccnedosanusi mocym nompebogamo oxono 2-3 nedenv. Ilosmomy Heobxooumo, umobvl 6 3mom

nepuoo pebeHoK Haxoo0ulics Ha HU3KOOEIK0BoU dueme.

° PexomMeHI0BaHO BCcEeM IMalMEHTaM TIOCIE TIOATBEpXKACHHUS auarHo’a MA  crporoe
orpaHMuYeHUE OCJIKa HATYPaJIbHBIX IHUIICBBIX MPOJAYKTOB C IENBIO0 CBEIACHHUS K HEOOXOIUMOMY
MUHUMYMY MOCTYIUICHHE B OPraHM3M aMHUHOKHCIIOT METHOHHHA, TPEOHUHA, BAJIIMHA, W30JICHIIMHA.
[4, 10, 16].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
KommenTapumu:

Ilocne noomeepoicoenuss OuazHo3a Makmuka Ouemomepanuy OCHO8AHA HA C1eOVIOWUX NPUHYUNAX:
o ocpaHudenue NOCMYNieHUs U30JelUyUuHd, 6alUHA, MPEOHUHA U MEemUOHUHA ¢ nuuel 00
MUHUMAanbHOU — nompebrHocmu,  Jna  Oemeil  nepeoco  NOAYeOOUs.  JCUSHU — O2pAHUYeHue
PACNPOCMPAHAEMC HA MAMEPUHCKOe MOJOKO UMU OemcKue MOJIOYHble UIU coesble CMecU, Ol
demeltl 6MOPO20 NOY200UsL HCUSHU — 3aNpem HA 86e0eHUe 8 KaYecmee NPUKOPMA 8blCOKODENIK08bIX
NPOOYKMOo8 (MAca, pblObl, meopo2a, AulY, MOJIOUHBIX NPOOYKMO8, 60006bIX U M.0.), 0Jisl NAYUEHMO8
cmapuie 00H020 200d — CMpo2ue 02PAHUYeHUs 8 UCNONb308AHUU BbICOKODENKOBbIX NPOOYKMO8

o obecnevenue Gu3UOI02UHLECKOU NOMPEOHOCMU 8 OPYeUX AMUHOKUCIOMAX U HEeO0OX0OUMbBIX

HYmMpueHmax 0isi NPeoynpeicoOenuss Ux HeOOCMAamo4HOCMU U NOOOEPHCAHUS AHAOOIUIMA,

o ocparudernue nompe@zeHuﬂ HCUPHBIX KUCIIOmM C HeYEemHbIM YUCIIOM ANnioOMOo6 yazepoc)a u
xojecmepuna,
o UCKJIlouerHue ZOJIOOCZHM}E, npedynpeofcdeHue akmusayuu npoyeccoe Kama60ﬂu3/wa;
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00wl 6eNoK 1euedHO20 PAYUOHA PACCUUMBIBAETC UCX00S U3 B03DACMHBIX NOMpeOHOCmell
pebenka (Ilpunoscenue A3.2), a marxoce ¢ yuemom mMOAEPAHMHOCU NAYUEHMA K OelKy 6
3asucumocmu om opmul u msdxcecmu mevenus 3abonesanus [4]:
o K6oma 0enka HAMYpaibHblX NPOOYKMO8 HA3HAYAemCs C  Y4emoM MUHUMATbHOL
nOMpeOHOCMU 8 NAMO2EHEeMUYECKU 3HAYUMBIX AMUHOKUCIOMAX — MeMmUOHUHe, MpPeoHUuHe, 8aluHe,
usoneuyune (Ilpunosxcenue A3.3);
o C yenvio Komnencayuu oepuyuma 6eaxka Ucnoab3yomcs CReyuaIu3upo8antvle nPpooyKmul Ha

O0CHOBE AMUHOKUCIOM Oe3 MemMUOHUHA, MPeoHUHA, eanuna, usonetyuna (Ilpunoscenue A3.3).

Cnedyem noiv306amvcs OOHUMU CHPABOYHBIMU MAMEPUANAMU NO XUMUYECKOMY COCMABY
NPOOYKMO8 (8 PA3HbIX CHPABOUHUKAX OAHHbIE MO2YN OMAUYAMbCS) C Yeablo NpPeoomepaueHus
owubOoK 8 pacuemax

o B Ipunosicenuu A3.5 npedcmasnen cymounwiii Habop npooyKkmos 0jisi 0emetl 0OUKOILHOO

eo3pacma c MeMUIMAaioHO80U auu()eMueﬁ.

L] PeKOMeHI[OBaHa BCEM IIallTUCHTaAM O6$I33.TCJ'H)Ha$I KOMIICHCAIIA I[e(l)I/IIII/ITa 66.]11(3. 3a CYHECT
CIICHUAIM3UPOBAHHBIX cMeceii Ha OCHOBE AMHWHOKHUCIIOT, COOTBETCTBYIOIIMNX BO3PaCTHBIM
HOTpe6HOCT${M B OCHOBHBIX IIMIICBBIX BEIICCTBAX W SHCPIruH, HO HE COACPIKAIINX MCETUOHHH,
TPCOHUH, BaJIMH, H30HeﬁHHH C OCJIBIO MOAACPKaHUA aACKBATHOI'O HYTPUTHBHOT'O CTATycCa. [4, 10,
16].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

° PexoMeHI0BaHO BCEM MAIMEHTaM OOECIeUeHHE JOCTATOYHOW IYHEPreTUYECKON IEHHOCTH
palnroHa B OCHOBHOM 3a CYET YIJICBOJOB C IICNBIO IOJIEPXKAHHUS TPOIECCOB aHAOOIU3Ma H
npe0TBPAICHHS Pa3BUTHS IpoIieccoB katabonmsma [4, 10, 19].

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

° PexomeH/10BaHO BCceM MaleHTaM OTpaHHYEHHE KBOTHI )KUPOB 110 50-60% OT BO3pacTHBIX
CYTOYHBIX TOTpeOHOCTEW BO M30€KaHHE HAKOIUICHHS METHIMAJIOHOBOW KHCIOTHI - MPOIYyKTa [3-
OKHCJICHUSI JKMPHBIX KUCIOT C HEYSTHBIM YUCIOM aTOMOB yrieposa. [4, 10, 16].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
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KOMMeHTapI/Il/I: 6 Kavecmee uCmovyruKka sicupa npe()noqmumeﬂbﬂee ucnovbzoeambv pacmumeilbHble
macia, codepofcau;ue NOJIUHEHACBIWERHbLE IHCUPHbLE KUCTIOMDbl (pancoeoe, JIbHAHOE,

01UBK0B0E, NOOCOIHEYHOe U Op.)

° PexomeH10BaHO 00CCIICYCHHE BCEX MAIMEHTOB JIOCTATOYHBIM KOJMYECTBOM KUIAKOCTU C
CITBI0 TPOGHUIAKTUKN HAPYIIEHHs BOIHO-3JIEKTPOIMTHOrO Oananca [4, 10, 16].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

o PexoMeH10BaHO BceM MalMeHTaM JpOOHBIM mHpueM Uiy 0e3 AJIUTENbHBIX HOYHBIX
HIepepPBHIBOB BO N30C)KaHKE TOJI0AaHusI, 0COOCHHO JIETSAM IPyIHOTr0O U paHHero Bo3pacta [4, 10, 16].
YpoBeHb yoenuTeqabHoCTH pexkoMeHaanuii C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMeHnTapuu: nepepwig mexcoy KopmieHUAMU, 8KII0YAS HOUHbLE, He Donee 3 uacos

3.1.2 Meouxkamenmosnoe neuenue.

° [Ipu ycTaHOBIEHUM [AMArHO3a METHJIMAJIOHOBOM alMIypuu PEKOMEHIOBAHO IPOBECTU
npoOHoe JieyeHre BUTaMuHOM Biy 1t onpenenenust popmsel 3a0oneBanus - Bio-pesuctentnas wim
Bis-3aBucumas [Fowler B, Leonard JV, Baumgartner MR: Causes of and diagnostic approach to
methylmalonic acidurias. J Inherit Metab Dis 2008, 31:350-360; Horster F, Garbade SF, Zwickler
T, Aydin HI, Bodamer OA, Burlina AB, Das AM, De Klerk JB, Dionisi-Vici C, Geb S, Gokcay G,
Guffon N, Maier EM, Morava E, Walter JH, Schwahn B, Wijburg FA, Lindner M, Griinewald S,
Baumgartner MR, Kolker S: Prediction of outcome in isolated methylmalonic acidurias: combined
use of clinical and biochemical parameters. J Inherit Metab Dis 2009, 32:630-639; Matthias R
Baumgartner, Friederike Horster, Carlo Dionisi-Vici, Goknur Haliloglu, Daniela Karall et al.
Proposed guidelines for the diagnosis and management of methylmalonic and propionic academia
Baumgartner et al.  Orphanet Journal of Rare Diseases 2014,  9:130.
http://www.ojrd.com/content/9/1/130]

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB — 2)
KommenTapuii: ¢ smou yenvto nasnauarom kopomxuti Kypc (8-10 omuei) eumamuna Bip 6 0osze 1
me/cym noo KoHmponem YpO8HsA NPONUOHUIKAPHUMUHA 6 KPOBU U IKCKpeyuu MemuiMAaioH080U
kucnomol.  Crudcenue dsmux noxkazameneu Ha 50% u 6onee om UCXOOHLIX  YpOBHel

ceudemenvcmeyem o Biy-3asucumoui opme bonesnu. /lemam ¢ ycmanosnrennou Biy-3asucumoti
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POopMOLL MEMULMATOHOBOU AYUOEMUY HAZHAYAIOM OTUMENbHOE leyeHue sumamunom By 6 cpeoneil
0oze -5 me/cym. (6 omoenvHvix cyuasx 0o 15 me/cym.).

bonee agghexmusno npumenenue axkmuenvlx Gopm  umamuHa — 2UOPOKCUKOOANAMUH,
MeMunKoOaiamut, aoeHosunkooanamur (kobamamud). Kax npasuno, nayuenmam O0OnoaHumenbHo
HA3HAYaAOmM OUuemuyecKoe Je4eHue ¢ yMEPeHHbIM 02PaHudeHuem Oeika HamypaibHblX NPoOyKmos
(Hanpumep, 0o 1,2 eo/ke maccvl). B mabnuye 7 npuseden npumep OUHAMUKU IKCKPEYUU
MEMUIMAIoH080U Kuciomsl y 001bHO20 ¢ Biy-3a6ucumoii u 6Oonvnoco ¢ Biy-pesucmenmuotl

Gopmamu MMA nocne 6/m 6sedenus 1 me yuanoxobanamuna @ mevenue 8 onell

Ta6nuna 1 - JluHamuka 3KCKpelMy METUIMATIOHOBOM KUCJIOTBI C MOYOW y MAallMEHTOB C Pa3HbIMU

dbopmamu 3a00I€BaHUS

CopepxaHue METHIMAIOHOBON KUCIIOTHI B
MoyYe
Popmbl 60s1e3HU (MMOJIB/MOIIb KPEaTHHUHA) Hopwma
o neuenus Uepes 8 nueit
PUMEHECHUS
B12
B1,-3aBucuMas 2020 480 <2
Bio-pe3ucrentHas 3200 3180 <2
° PexomMeHI0BaHO BCEM TAlMEHTaM MPOBEJACHUE NPOOHOrO JICUCHHS] OWOTHHOM IS

BBISIBIICHHSI YYBCTBUTEIBHOCTH K 3TOMY KO(aKTOpy NpU YCTaHOBJICHHOM JuarHode MA cC Ielbio
OTpe/IeTICHNsT YyBCTBUTEILHOCTH K TpenapaTy W OmpejesieHus MoKa3aHuii K HasHaueHuto [4, 10,
16].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJILCTB — 2)
KomMeHTapuu: 6 nepuod npobHozo neuenus 6 meyeHue 08yX Heoelb HA3HAYAM KYPC OUOMUHA 8
003¢ 1-2 me/cym nood KOHmMponem YpOGHS NPONUOHUIKAPHUMUHA 6 KpOoeU U IKCKpeyuu 3-
CUOPOKCUMEMUTIMATIOHOB0U, — MeMULIUMOHHOU  Kuciom. — CHudceHue  smux — noxasameiell
ceudemenvcmeyem o uyscmeumenbHocmu K - ouomuny. B makom ciyuae npoodondicarom

KoghaxmopHyro mepanuto, 003a OUOMuUHa 0ObIYHO cocmaeisiem 5 me/cym.
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° PexomeHa0BaHO BceM MalME€HTaM Ha3HAaYeHUE OOJBIIMX 103 H#JIEBOKAPHUTHUHA C ILIEIBIO
MOBBIIICHHS] BBIBEJACHHUS TOKCUYHON METHMJIMAIIOHOBON KHUCIIOTHl M JIMKBUAAIMHA KapHHUTUHOBOM
HEJI0CTaTOYHOCTH KapHutuHa [4, 10, 16].

YpoBeHb yoenuTelbHOCTH pekoMenanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJILCTB — 2)
KommenTapuu: demu paunneco eospacma nonyuarom #neeokapnumun uz pacyema 100-150 me/ke
maccvl mena 6 cymku 3a 2-3 npuema, oemu oOonee cmaputeco eo3pacma - 60-80 me/xe/cym.

Cymounas 003a ne oondxcna npesviuiams 3 2. Tepanusi npogooumcs NpaKxmu4ecKu HenpepbleHo.

[ PexomengoBano BceM mnamueHTaMm ¢ MA Ha3HaueHHWe aHTHOAKTEPHAILHON Tepamuu ¢
1eJIbI0 KOPPEKIIMK OOMEHA BEIECTB MyTeM HOpMaU3alliK KUIlleuHo MukpoouoTsl [4, 10, 16, 18].
YpoBeHb yoenuTeqabHocTH pekoMeHaanuii C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapuu: yuumseigas, umo okono 25% nponuonamos o6pasyromcs noo  GiusHuem
HCU3HEOeSAMENbHOCMU KUWEYHOU MUKPOOUOMbL, OONOJIHUMENbHLIM CHOCOOOM KOppeKyuu 0OMeHa
A6NSIeMCsl AHMUOAKMEPUANbHAs mepanus ¢ Yelvlo NoO0asleHUs aKmMuGHOCMU NAMO2EHHbIX U
VCIIOBHO NAMO2EHHbIX MUKpoopeanusmos. Hasuwauarom kypcwel memponudazona™™ 6 oose 10-15

me/xe/cym 6 meuenue 10-14 onetl, uepes 3-4 nedenu Kypc npu Heobxo0umMocmu noO8Mopson.

° PexoMenaoBaHo BceM manueHTaM ¢ MA npuUMEHEHHE TJIMLMHA, KOTOPbIM, MOZ0O0HO
#I1eBOKapHUTHHY, 00J1a/1aeT CIOCOOHOCTHIO KOHBIOTUPOBATh TPOU3BOIHBIE OPTraHUYECKUX KHCIIOT, C
IeJIbIO CBS3BIBAHUS METa0OJIMTOB METHIIMATIOHOBOM KCI0THI [4, 10, 16].

YpoBens yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH /10KA3aTeJIbCTB — 5)
Kommenrapum: cymounas ooza enuyuna cocmagnsem 300-600 me/cym 6 meuenue OnumenbHO20
epemenu (4-6 mec.), makdce HAZHAYAIOM U3ONEUYUH U BANUH NPU UX HUSKUX KOHYEHMPAYUsAX 6

KpO8U.

° PexomenaoBanbl manueHTaM ¢ MA 10 MOKa3aHWUsIM IPOTHBOSIHICTITHYECKUE TTPEapaThl U
npemnapaTrsl Tpynmbl «Jlpyrue MCUXOCTUMYISTOPHI M HOOTPOIIHBIE Mpenaparbl» B BO3PACTHHIX
JIO3UPOBKAX C IENBbI0 KYMUPOBAHUSA M MPEIOTBPALICHUS CYIOPOXHOTO CHHJIPOMA, U BUTAMUHBI U
BUTAMHHOMHHEPAJIbHBIE KOMIUIEKCHl  (KoJekanmbiudepon™™, mmaHokoOamamMuuH™*, donumenas
KHCIIOTa**, IIMHK, CEJICH W JIPYTUe) B BO3PACTHBIX JO3UPOBKAX C IEIBI0 KOPPEKITUH HYTPUTHBHOTO

craryca[4, 10, 16, 18].
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YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbLCTB — D)
KommenTapuu: y nayuenmog c¢ cumnmomamuyeckou snuiencuei uiu usmeneHusmu Ha I
HOOMPONHble Npenapamvl HA3HAYAIOM € OCMOPOICHOCMbIO 60 U30exHcaHue nposoKayuu
INUNENMULECKUX NPUCTIYNOS.

3.1.3 JleyeHue NalMEHTOB B MEPHOI META00JIHYECKOr0 KpH3a

Ilpu yepose unu 6 ciyuae pazeumusi MemaboOIUYecKo20 Kpusa jederHue 00IHCHO HAYUHAMbCS
He3aMeONIUmenbHo.

JleueOnvie Mmeponpusmus HANpaeieHvl HA NpeKpawjeHue 00paz08aHus U HAKONIeHUs
MOKCUYHBIX OP2AHUYECKUX COCOUHEHUL U 8bleedeHue UX Uz opeanusma. Taxmuka nevenus oemeli 8
nepuoo Kpu3a 6Ko4aem KoOppekyuio Ouemomepanuu, bleeoenue HaKaniu8arouwuxcs OpeaHuiecKux
KUCTIOM, KOPPEeKyuto Memadoauieckoeo ayuoosd, UnepammoHuemMuu U 600HO-IAeKMPOIUNMHBIX

HapymeHuL?, IHEpceMUUECKYIO noddep:)fcxy U CHUJICEHUSA UHMEHCUBHOCMU npoyeccos Kamabonusma.

[1, 2, 4].

° PexomengoBaHa S>KCTpeHHAs TOCMUTANIM3AIMS MalMeHToB ¢ MA mpu yrpose wiu B ciiydae
pa3BUTHUSL META0OJIMYECKOTO KpH3a C LEJIbI0 HE3aMEJIMTEIbHOTO NPOBEIACHUS HHTECHCHUBHOU
Teparuy 1 Ipe0TBPAICHHUS )KU3HEYTPOKAIOIINX ocnokHenui [4, 10, 16].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapuu: ¢paxmopul, cnocodmsie cnpogoyuposams memadoiuyeckui Kpu3z:
O npuem nuwjegvlx 0OeIK08 U HCUPO8 8 Koluuecmee, Npegulularouiem moiepaHmHocms
opeanusma OoIbHO20 pebeHKa;
O HedoedaHue, HU3KASL KATOPUUHOCTNb PAYUOHA,
O UHMEPKYppeHmHble pPeCnUpamopHvle Ul  HCeNYOOUHO-KUUEYHble UHDEeKYUOHHble
3abonesanus;
O BaKyuHayus;
O @usuuecKkas unu NCUXOIMOYUOHANbHASL HASPY3KA,

O XupypeudecKue emeutamelbCned.

o PexomengoBaHo nanueHTa ¢ MeTaboOIMYECKUM KpU30M Ha poHe MA nepeBecTy Ha MUTaHUE
UCKITIOYUTEIIEHO CMEChI0 aMHHOKHCIIOT 0€3 W30JIeWIIMHA, METHOHWHA, TPEOHWHA M BaJMHA, HO HE
Oosee ueM Ha 24-72 yaca ¢ 1eTbI0 CHIDKCHHS 00pa30BaHuUs TOKCUYHBIX MeTabosuToB [4, 10, 16].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB — 5)
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KomMmeHTapum: npu Hanuuuu cpvleuganuil, peomvl, OMKA3A OmM eObl — KOpMIEHUe uepes
HA302ACMPAIbHBLI 30HO Ulu 2acmpocmomy (yemanoeka cacmpocmomot) [1]. Cobriooams pexcum
OPOOHBIX U YACBIX KOPMIEHUN C NPOMENCYMKAMU MeHCOY KopMaeHusmu 2-3 uaca, 803MONCHO
HenpepuvlHoe  KaneibHoe 6CKAPMIUBAHUue uepe3 uH@ysomam uiu obecneueHue HOYHOU
UNEPATUMEHMAYUU C UCNOTb30BAHUEM CREYUATbHOU NOMNbL 011 NOCMOAHHO20 86€0eHUs NUMAHUS,

0eKcmpo3vl**, 21I0KO30NONUMEPHBIX PACMEOPO8 (MALbMOOEKCMPUHA) U OPY2UX PACTIEOPOS.

° PexomengoBano uepe3 24-72 wyaca mocie OTMEHBI HaTypalbHOTo Oenka (B TepHOf
METa0OJMUECKOr0 Kpu3a) manueHTaM ¢ MA TMOCTEeNneHHO BBOAWTH MPOAYKTHI, COJACPIKaIIHe
HATypaJbHbIH OEJIOK IeIbI0 MPEIOTBPAICHHS HYTPUTUBHON HeaocTatouHocTH [2, 4, 10, 16].

YpoBeHb yoenuTeqabHocTH pekoMeHaanuii C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

) KomMmeHTapuu: 6enxu 6600amcs u3 pacuema % HeoOX00umMo2o cymounoz2o obvema — 8
nepeviti OeHv, ¥ - na 2-3-ui O0envb, v - 3-4-11 Oenwv, Oanee 8 noaHom obwveme. Hcmounurxom
Hamypaiobhoeo Oeaka OJisi Oemell NepevbiX WeCmu MeCsayes HCUSHU SIGISAemcsi MAMEPUHCKOoe
MOJIOKO/OemcKas MONOYHASL CMeCb, OJisl  Oemell  6Mmopo2o NOAYeOOUsl JICUSHU — MAKdice
HU3K00ENIKOBble NPOOYKMbl NPUKOpMA, OJIs1 Oemell cmapue 2004 - HU3K0OEIKoBvle HamypaibHbule
npooykmol  (Kpynvl, 060wy, GpyKkmel, pacmumenvbHble MACIA) U CHEYUATUSUPOBAHHbIE
HU3K0OeNKO8ble NPOOYKMbL HA OCHO8E Kpaxmanos;, B nepuod evixoda uz memaboiuueckoco Kpusa
nayuenmos ¢ MA nuwa co waoaweii KyiunapHoi oopabomrkou. Ilocrnedyrowee ygenuuenue Komol
HamypaibHo2o benka 8 payuore npogooums no mepe CmaduIu3ayuy MemabdoIudeckux HapyuleHu,

6 coomeemcmeuu ¢ HympumueHblM Cnmantycom nayuenma u eco 08uU2amMenbHOU AKMUBHOCMBIO. [1]

° PexoMeH10BaHO TalMEHTaM B META0OIMYECKOM KpHU3€ CHU3UTh MOTpedsieHHe 0OLIero
NUILEBOro Oejka B palMOHE NalMeHTOB ¢ MA, HO He HMXe 0e30MacHOro YpOBHs, IpPU 3TOM
o0ecnevynTh BHICOKOKAIOpUHOE nUTaHue (Tabnuua 1) ¢ 1enpio CHUKeHUs: 00pa30BaHMsI TOKCUYHBIX
metabomutos [4, 10, 16].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommenTapum: suepeoyenHocmb nuwy U 6600UMOU  JHCUOKOCMU — NOBLIWAIOM  3a  CUem
ucnonvzosanus 5-10% Oexcmposvl™™*, 2n0K030N0IUMEPHBIX PACMBOPO8 (MANLIMOOEKCMPUH) 6
00NoHeHUe K CMeCU Ha OCHO8e AMUHOKUCIOM, pacyem npou3go0umcs ucxoos u3z karopuunocmu I 2

yenegoooe = 4 xkan, 1 e manemodexcmpuna npupasnueaemcsa k 1 e yene6o006. Boszmodwcno
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napenmepanvhoe 8gedeHue y2ne60006 (3-10% oexcmposzvi™*), a makace aunuoos oo 1 2/ke/cymiu,
Tabnuua 2 - be3onacHvlii ypogenb nompebieHuss 6eika u nompeOHOCMb 6 dHepeuu )y oemell

PA3IUUHO020 803pACMA C MEMUIMATIOHOBOU ayudemuell 8 nepuoo mMemaboruyeckoeo kpusa™*

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

Bospacm
Obwutil 6enok e/ke/cym 1,8-1,31 1,3-1,2 1,1-1,0 |1,01-0,99 | 1,14-0,99
OHepeust 150-120 110-80 80-70 60-40 60-50
Kxan/ke/cymxu
Kuoxkocmo 120 100 1200- 1500- om 2000
(6 m.u. 8ooa, ma/ke/cym | ma/xe/cym 1500 2000 ma/cym
2NII0K030C0J1e6ble, ma/cym ma/cym
2NIIOKO30NONUMEPHbIe
pacmeopwt)

*- aoanmuposano uz Matthias R Baumgartner et al. 2014 [10].
° PexomMeHI0BaHO TIallMCHTaM C MeTaOONIMYecKUM Kpu3oMm Ha (oHe MA TpHUMEHATH

2NIOKO30NOUMEPHBIX pacmeopos (MATbTOACKCTPUH), a TAK)Ke HU3KOOCIKOBbIE MPOIYKThI HA OCHOBE
KpaxmaJja IS MoIIepKaHusl COOTBETCTBYIOIIEH SHEPreTHUECKOM IEHHOCTH patrona [2, 4, 10, 16].

YpoBeHb yoenuteabHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

° PexomengoBaHna B nepuo/i BbIX0/1a U3 METa0OJIMYECKOT0 Kpu3a NnanueHToB ¢ MA nuima co
majsamed KyiauHapHoit oOpabotkoit. [locnenyromee yBenndeHHe KBOTHI HaTypajbHOro Oenka B
palyoHe IMPOBOAUTH MO Mepe CTaduwiIM3aluu MEeTa0OJMYECKUX HapyIIeHUH, B COOTBETCTBHH C

HYTPUTHBHBIM CTATYCOM peOSHKA U €ro JIBUTaTeIbHON aKTUBHOCTBIO (Tabmuia 1) [1].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

° PexoMeH10BaHO YBEIWYCHHE 103l #IEBOKAPHUTHHA W OMOTHHA (B Cilydae JOKa3aHHOM
YYBCTBUTEJIBLHOCTU K TEparuy OMOTHHOM) MalMeHTaM B MeTaboJIM4eckoM Kpuse Ha ¢poHe MA mns
noBbIeHus 3 dexkTuBHOCTH Tepanuu [2, 4, 10, 16].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommenTapuu: #resoxaprumun nasnauarom oontocno He menee 100 me/xe maccvl mena u oanee
ocmasnsaiom noooepxcusarowyio 003y 100 me/xe/cymxu. s nosviwenus s¢hgexmusnocmu

npe()noqmumeﬂbHo 6HYMPUBEHHOE UIU BHYMPUMbIUIEYHOE 66eoenie npenapama ¢ Yeiavio
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HO00EPAHCAHUS COOEPHCAHUA CBODOOHO20 KAPHUMUHA 6 KPOBU Gbllle HOPMANbHLIX 3HAYEHUI.
Ilokazamenv c60600H020 KAPHUMUHA NOOOEPHCUBAIOM HA BbLICOKOM YPOBHE, Npesbiularouem
epanuybl HOpmbl. Omo obecneuusaem OeMOKCUKAYUOHHYIO (DYHKYUIO KAPHUMUHA, YVIyYuiaem
CBA3bI6AHUE U  B6blGEOCHUE U3 OP2AHUBMA MOKCUYHBIX NPONUOHOBLIX Npous3eooHvlx. Ilpu
UCNONIL30BAHUU BbICOKUX 003 B03MOJCHO pazeumue 3¢phexkmos 6 uoe mouHomyvl U HenpusamHo2o

3anaxa (moua, ovixanue, nom). YxazauHnvie s61eHuss NPOX0OSM NOC/e CHUICEHUSL O03bl.

° PexoMeHn0BaHa KOppeKIHs MeTabOJMYECKOTO auuo3a y MauueHToB ¢ MA myrem
NPOBE/ICHUS] BHYTPUBEHHO!N MH(pY3nOHHOU Tepanuu [2, 4, 10, 16].

YpoBeHb yoenuTeqabHoCTH pexkoMeHaanuii C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapumu:

Buympueennoe 66edenue pacmeopa oexcmpo3svl u3z pacuema. HOB0OPOHCOeHHble 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 2TIIOKO03bl HUdIce 2,5 MMONb/I 8 KPOBU HeOOXOOUMO 6HYMPUBEHHOE CMPYUHOe 868e0eHUe
10%-25% oexcmposzwvl** u3z pacuema 2-3 mi/ke, oanee nepexoosm HA 6HYMPUBEHHOE KANelbHOe
ssedenue 10% dexcmposzwvl™* co ckopocmovio 7 - 9 me/ke/Mun 00 HOpMATU3AYUU YPOBHSL 2TIIOKO3bL 8
Kposu.) Hasnauenue 0excmposvl™* ne moabKko 60CHONHAEN MKAHEBOU IHepeemuyecKuil oeuyum,
HO U NOOAGsem TUNOIU3 U CHUNCAEm NPOOYKYUIO MOKCUUHBIX 0ePUBAMOE HCUPHBIX KUCTION.

Heomnooicnyro enympugennyro mepanuto ciedyem HAQ4uHAms KaKk MONCHO pauviie npu bonee
MANCENIX COCMOAHUAX, C BbICOKOU MeMNnepamypou, NOBMOPAIUWENCs PEOMOU ULU MANCETbIM
2acmpoIHmMepUMoM.

Pacmeopwr ons enympusennvix ungyszuu, coodepacawue 10% oexcmposy™** (umu 6onee)
cedyem uUcnoib308ams 0axce Npu HOPMAIbHOM YPOSHe 2l0K03bl 6 Kpoesu. Ilayuenmol notHocmuvio
3a8UcaAm om 2n0K03bl OISl COUX IHepeemU4ecKux NnompeoHocmell U ee 3anac moxcem OblCmMpo
ucmowamocs. Eciu y nayuenma pazeusaemcs 3HauumenvHas cunepeiukemus (Hanpumep, yposeHsb
2NoK03bl 8 Kpogu Oonvuie 250 me/0n) c enoxozypuel u uUMeromcs NpusHaKu Memabonudeckoll
O0eKomMnencayuu, mo ciedyem paccmompems 803MONCHOCMb HAYANA UHGY3UU UHCYIUHA (UHCYIUH
Pacmeopumblil (4eno8eueckuli eeHHO-UHMNCeHepHblll) **) emecmo cHudiceHus ckopocmu uH@y3ul,
dexcmposwvl**,  cnocobcmeys  anabonuueckomy cocmosnuio. Hauanvnas o0oza ona  unghysuu
uncynuna cocmasasiem 0,01 ME/ke/mun. Yposenv uncynuna credyem mumpogams, yYmooObl

RO00ePACUBAMb YPOBEHD 2I0K03bL 8 Kposu medicoy 100 u 150 me/on.
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Crnedyem ommemumo, ymo un@y3us Oonee KOHYEHMPUPOBAHHO2O0 PACmMBopa 0eKcmpo3svl**
(15-25%) npu 6onee nuskol ckopocmu uH@y3uu nOCPeOCmeom YEeHMPAIbHO2O Kamemepda MONCem
nompe608amuvCcs npu HedoCmamouHou cepoeynou @yuxkyuu. Kpome moeo, credyem cobaodamo
OCMOPOACHOCb NpU NPEKPAUjeHUU SHYMPUBEHHOU UHQDY3UU - HE0OXOOUMO MEONEeHHO CHUINCAMND

CKopocCnib, ymoowl uzbeHcamsv coCmosaHUA peaxmueHoﬁ cUNo2jiuKemuu.

° PexoMeHI0BaHO 0711  yCmpaHeHus — 2UNO2UOpamayuy  8HYmMpueeHHoe  88e0eHue
COANAHCUPOBAHHBIX  DNIeKMPOAUmMHbLX  pacmeopos Hampus xnopuoa 0,9% (@uszuonocuueckoeo
pacmeopa )**, ucnonwv3ys credyrowuill paciem 8 3asucumocmu om maccwol pedvenxa: 100 ma/xe/cym
(macca <10 xe.); 1000 mn + 50 mn/xke na nocrnedyrowuii kunoepamm nocie 10 ke (macca 10-20 ke);
1500 mn + 20 mn/ke na nocredyrowui kurocpamm nocie 20 ke (macca >20 xe) [2, 4, 10, 16].
Oonako HeobX00uMo umemsv 8 8UOY, 4MO 2IAGHLIM MEPONPUsMUEeM 6 KOMNIEeKCe UHMEHCUBHOU
mepanuu s18151emcsi 86e0enue pacmeopos 0eKCmpo3vl U WeLOUHbLX PACMBOPOS.

YpoBeHb yoenuTeabHoCTH pekoMeHaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

° PexoMeHI0BaHO C TIETBIO yCTPAaHEHHs DHEPreTHYeCKOro Ae(uIuTa M CHUKEHUS YPOBHS
aMMHaKa B KPOBHU IMAaIlMEHTaM C METa0OJMYEeCKUM Kpu3oM Ha (oHe MA BHYTpHBEHHOE BBEICHHE
10-20% pactBOpa nexcTpo3bl** u3 pacuera 20 MII/KI C MHCYIMHOM™* (MHCYJIUH PAacTBOPUMBIH
(uenmoBevecKuil reHHO-UHXKEeHepHbIN) ) [2, 4, 10, 16].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

. PexomeH10BaHO Ha3HaUYeHHE aprHHMHA WM IUTPY/UIMHA Majata M\WIM HaTpus OeH3o0aTa
npu ypoBHE aMMuaka B KpoBu Bbime 200 MxMonb/n nanueHtaMm ¢ MA mnpu  pa3BuUTHH
Metabonmueckoro kpusa [16, 21, 23].

YpoBeHb yoequTeabHOCTH 10Ka3aTesIbeTB C (YPOBEHD I0CTOBEPHOCTH PEKOMEHIANH — 2).
KommenTapuu: nonomHutensHoe HasHaderue 250-300 me/ke apeununa unu 350 me/ke yumpyinuna
manama cmumyaupyem pabomy yuxia mouesunsl. Harpus 6enzoat ot 250 mr\kr \B cytku. [1pu
NOBbIULEHUL YPOBHS AMMOHUSL 8 Kposu gbiuie 200 MKMOIb/1 HA3HAYEeHUe DeH30ama Hampust u3
pacyema 250me/xe/cym (makcumanvro 0o 500me/ke/cym, eciu macca mena npesviuiaem 20xe 00

5,52/m%/cym) w/unu apeununa/yumpyniuna uz pacvema 250me/ke/cym.
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° PexoMeH10BaHO TareHTaM B MeTabOIMYeCKOM Kpuie Ha ¢oHe MA B ciiydyae TsDKEJIOH

HUHTOKCUKALIUU OJIs1 JIy‘-IH.IGfI SJIMMHUHAIMN HAKAIUIMBAOMIUXCA HNPOIHMOHATOB HCIIOJIB30BATh MCTO

(GopcUpPOBaHHOTO JWype3a C JOMOJTHHUTEIbHBIM BBEACHHEM JKUJIKOCTH U Ha3HAYCHHEM

bypocemuna** B noze 1-3 mr/kr 1-2 pasza B cyTku (Cc mHTEpBajIoM He MeHee 6-8 yacos) [2, 4, 10,

16].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
Kommenrapuii: ne ciedyem naznauamv nemiegvle OUypemuku npu yposHe lakmama eviuie 3

MMOL/T (HEOOX0OUMO YMOUHUMD, C KAKOU Yeabl0 U JUM. UCTIOYHUKLL).

° PexomengoBaHo manueHTaM B MeTa0oIMYecKOM Kpu3ze Ha (GoHe MA KOHTpPOIMPOBATH
conepkanue nakrata (MccnegoBanue ypoBHS MOJOYHOM KUCIOTHI B KPOBH), aMMHAaKa U TIIFOKO3BI B
KpPOBH, KHCJIOTHO-OCHOBHOIO cocTossHUsI KpoBH (MccimenoBanue ypoBHsI Oy(epHBIX BEILIECTB B
KkpoBu, MccnenoBanne ypoBHs BOAOPOAHBIX HOHOB (pH) KpoBH), HE MO3/1HEE 2-X YacOB OT Hayaja
npoBe/IeHUs MH(DY3MOHHOW TepaIuy ¢ 1eIbI0 KOHTpOoJIs JieueHus [2, 4, 10, 16].

YpoBeHb yoenuTeabHocTH pexkoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KoMMeHTapuu: odonycmumo noodepiicusams YposeHb  210K03bl  ebiuie 3,3 MMOAb/1 Y
HOBOPONCOEHHBIX U 5,5 MMONL/1 — Y Oemell U 83POCHbIX, YPOBEHb AMMUAKA He 00HCEH NPesblluamb
200 mrmonwv/x.

PexomMenyercsi Ipo/JICHHOE BHYTPUBEHHOE BBeeHUE nHCyanHa B qo3upoBke 0,05 EJ{\kr\uac mpu
rmukemud Beimie 14 MM\t Ha (GoHe POBOAMMON WH(Y3MOHHON TEepanuu C IETbI0 MOAIepKaHHS

AZICKBATHOI'O YPOBHSA I''TFOKO3bI KPOBH.

° PexoMeH0BaHAa TAllMEHTaM B METa0OIMYECKOM Kpu3e Ha ¢GoHe MA OMONTHUTEIbHAS
MEIMKAMEHTO3HasE KOPPEKIUsl MpH YPOBHE aMMHaka B KpoBH Bbimie 200 MKMOJB/JI C HENBIO
BBIBEICHHSI H30BITOYHOTO KOJIMYECTBA TaHHOTO MeTaboswuTa [2, 4, 10, 16, 21, 23].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
Kommenrapumn. [Ilpu ypoene ammuaxa 6 kpoeu eviuse 200 MKMONb/T 0Nl CMUMYAAYUU €20
8blI8EOCHUSA Yepe3 YUK MOYEBUHbl NOKA3aHO ésedeHue apeununa (250-300 me/ke) uru yumpyriuna
(350 wme/ke). Hazumauarom oauesyio xucromy** 0,1 me/xe/cym, nupuookcun™** 5 me/cym.
Ocywecmensiom 00a3amenvHbili KOHMPOIb YPOGHS HAMPUs U KAIusi 8 Kposu He pexce lpaza 6 2

yaca.
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Coenacno  MexcOyYHApOOHbLIM — PEKOMEHOAUUAM N0 JeYeHUI0  CUNePaAMMOHUEMUU  NOKA3AHO
BHYMPUBEHHOE B86edeHUe NPenapamos, CeA3blearowux amMmuax, 0OHAKO 8 Hacmosujee 6pems Ha
meppumopuu Poccutickou @edepayuu oanHvle 1ekapcmeenHble cpeocmea He 3apecucmpupo8anbi.
benzoam mampus 0na nepopanvhoco 86edenus 3apecucmpuposan, HO NO OpPYeUM NOKA3AHUSM.
Ilosmomy ece npenapamei, ceazvisaroujue ammuax, aeiawomes npenapamamu off-label u mpebdyrom
oopmaenusi BpauedHOU KOMUCCUU U CO2NACUSL POOUMENel/3AKOHHbIX npedcmasumenei U
nayuenma c¢ 15 nem. Ilpuem OaHHbIX Npenapamos npu UNEPAMMOHUEMUU HeOOXO0UM NO
HCUSHEHHBIM NOKA3AHUSM.

3.2. X¥Mpyprudeckoe JeyeHue

° PexomengoBano mnamnuieHTaM ¢ MA m0pH OPOrpEeIUEHTHOM TEYEHHH MaTOJIOTHYECKOTrO
mpoiiecca B TIEYEHH PACCMOTPETh BO3MOMKHOCTH TPAHCIUIAHTAIIMU TE€YEHU IO >KU3HEHHBIM
nokazanusm [4, 10, 16, 24].

YpoBeHb yoenuTeabHoCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 0KA3aTEIbCTB — 5)

KOMMEHTapI/II/I: npoeodumc;l CO2NIACHO pekomeHOauuﬂM no mpancnianmayuu neverHu

° PexomennoBano mamuentTaM ¢ MA BO BpeMs TOATOTOBKH K  XHUPYPIHUECKUM
BMEIIATENILCTBAM, IPOBEICHUS aHECTE3MOJIOTUYECKUX TOCOOMI W B ciydasx, Korga TpeOyercs
YIUIMHUTB TIEPHOJ TOJIOIAaHUS UCIONIb30BaTh BHYTPUBEHHOE BBEIEHUE PACTBOPOB JEKCTPO3BI™* U
AJIEKTPOJIUTOB PACTBOPHI, BIMSIONIME HAa BOJHO-3JIEKTPOIUTHBINA OanaHc (Kalus XJIOpua + HaTpus
areTat + HaTpHs XJOPUI**) C HEeNbIo MPEeIOTBPAICHHs pa3BUTHS MeTaboInIeckoro kpusa [2, 4, 10,
16].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
Kommenrapum: unghysuonnas mepanus 6 ciyyasx, mpeoyiowux yoiuHeHue nepuooa 20100aHUs,
PAacmeopsvl 0eKcmpo3vl™™* 1 pacmeopsl, érusowue Ha 600HO-3JIeKMPOIUMHbIL OANAHC, 8B00SIMCS U3
pacuema 8-10 me/xe/mun 0na demeil nepeo2o 200a HCuzHu, 6-7 me/ke/mMun — 0 demel om 200d 00
10 nem, 5-6 me/ke/mun — ons demeit cmapuie 10 nem.

o PexoMeH10BaHA YCTaHOBKAa TacTPOCTOMBI HIIM HA30TacTPaJbHOTO 30HNIA TAlHUEHTaM C
MeTa0OIMUECKUM KPU30M Ha ¢poHe MA NpH HaJMUuU PBOTHI M CPHITUBAHMS MIIM OTKa3e OT IMpHeMa
IUILIH C LENbI0 KOPMJICHHUS CMEChI0O aMUHOKUCIIOT 0€3 N30JeinHa, MEeTHOHNHA, TPEOHWHA U BaJMHA
[1].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)
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3.3 UHoe JeuyeHune

° PexomengoBano manueHTaM ¢ MA paccMOTPETh BOMPOC O HEOOXOIUMOCTU IMPOBEICHUS
MIEPUTOHEAIBHOTO JIMAN3a WIA TeMOUAIN3a MPU OTCYTCTBUU OBICTPON TOJIOKUTEITHHON PEaKIINH
Ha WHTCHCHUBHYIO TEPAIMI0, COXPAHSIOIIEMCS KETOalUJ03¢ M TUICPAMMOHHUEMHH € LEJBIO
KOPPEKIMH JaHHBIX cocTosHuii [4, 10, 16, 24].

YpoBeHb yoenuTebHOCTH pekoMenanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5)
KoMMeHTapuu: nepumoneanvuuvlii Ouaiu3 uiu 2emoouaiu3 nposoosimcs ¢ yeivio Ooiee

ahhexmueno2o 6vl8edeHUss MOKCUUHBIX MEMAOOIUNO8.

4. MeaunuHckas peaﬁnnnTaunﬂ, MEANINHCKHE NNOoKa3aHus u
IMPOTHBOIIOKA3aHUA K IPUMECHCHHIO METO/10B peaﬁn.ﬂnTaunn

. PexomenoBaHo mamueHTaM ¢ MA mpoBeleHHE PEaOWIUTAIMOHHBIX MEpPOIPUSTHI,
HAIIPABJIICHHBIX Ha COLUAJBHYK aJaNTaluio, MOAJACPKAHUE U pPa3BUTUE KOTHUTUBHBIX U
UHTEIUICKTYa bHbIX QyHKImi [1, 10].

YpoBeHnb yoenurenbHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB — 5)

° PexomengoBano manuentaMm ¢ MA npoBeeHHE MICUXO0JIOTHYECKON MOANEPKKH U 00ydeHus
poauTeNnel mpaBHIIaM OPTaHU3AIMHM MOMOIIM M JUETOTEpalud B MEXKIPUCTYIHBIA TMEPHOT U B
IeproJT yrpo3sl MeTabosrueckoro kpusa [4, 10, 16].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

5. IllpodpunakTuka U AUCNIAHCEPHOE HAOIIOIeHNEe, MeIUIIUHCKHE MIOKA3AHUSA U

MNPOTHBONIOKaA3aHUA K IPUMECHCHUIO METO10B HpO(l)I/IJIaKTI/IKI/I

5.1 Ilpodpunaakruka

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

. Pexomen10BaHa KOHCYIbTAIUS Bpaya-TeHETHKA CEMbSIM MOCJIE YCTAHOBIEHUS TUarHO3a
nanueHTam ¢ MA ¢ 1esbio pa3bsCHEHUI TeHETUYECKOT0 pUCKa, OOCYKICHHS BO3MOKHOCTEN
npeHaTaJbHON M MPEUMILTaHTAIIMOHHOM quarHoctuku [1, 10]

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTeIbCTB —5).
KomMmeHnTapumu: yuumsisas aymocomuo-peyeccuguviii mun Haciedosanusi MA, 0ns kasicootl

bepemennocmu  puck pooicoeHuss pebenka ¢ MA cocmaensem 25%. C yenvio nposedeHus
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NPEHAMANbHOU U  NPEUMNIAHMAYUOHHOU OUACHOCTUKU CYNPYICECKOU nape npeosapumenbHO
HeobX00uMo npoumu 00credosanue Ha cemeposucomuoe Hocumenbcmeo mymayuii ¢ cenax MUT,
MMAA, MAB, MCEE, CD320, LMBRD, MMADHC, MMACHC o6pamusuwuce 6
CneyuanusuposanHvle OuasHOCmuyeckue nabopamopuu u meouyuHckue yenmpwl. llpenamanvuasn
OUACHOCTUKA NPOBOOUMCST MONEKYISAPHO-2eHeMUYecKumu memooamu, nymem ucciedosanus /[HK,
8blOCNICHHOU U3 OUONMAMA 60PCUH XOPUOHA U/UMU  KIeMOK AMHUOMUYECKOU JHCUOKOCU U/Uu

NJIOOHOU KPOBU.

. PexoMeH10BaHO C [enNbl0 NPOQWIAKTUKA  PAa3BUTHA  METAOONMYECKUX  KpPU30B
nH(GOPMUPOBAHUE pOJAUTENEH (WM 3aKOHHBIX MpeJIcTaBUTeNel) manueHTa ¢ MA o Xapakrtepe
3a00J1eBaHUs, IPOBOLUPYIOLIUX (AKTOPAX U MPEIBECTHUKAX KPU3a, BOSMOXKHBIX €r0 MOCIEICTBUIX
[1, 10].

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

J PexomengoBano mnarpieHTaM ¢ MA TIpOBOAWUTH TPOPUIAKTHYCCKYIO BaKIMHAIMIO B
COOTBETCTBUU C HAIIMOHAJIBHBIM KaJeHAapeM MPOPUIAKTHUECKUX TPUBUBOK, BKITFOYAs BaKI[MTHAIIMIO
MPOTUB TPUINA W POTABUPYCHOW WH(GEKIHH ¢ COOJIOJCHHEM BO3PACTHBIX OTPAHUYCHHMA
UMMYHOOHMOJIOTHYECKHIX IPEnapaToB Ha (JOHE CTPOrOro BBHIMOTHEHHS JHETUYCCKUX M JICUCOHBIX
Ha3HaYeHW ¢ uenblo (opmupoBaHus >QPEKTUBHOTO WMMYHHOTO OTBeTa OT HWHGEKIHUHA W
npeI0TBpAICHUS pa3BUTHs MeTaboarmueckux kpu3os [1, 10].

YpoBeHnb yoenureqabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KommenTapum: esaxkyunayuio yenecoobpasHo npogooums nood KOHMPOJLeM CHeyuaiucmos,
uUMernuux onvim pabomsl ¢ NAYUeHMamu ¢ MemadoIudecKUMy 601e3HAMU.

B nocmsaxyunaneHom nepuooe ciedyem NpucmaibHO HAOI00amsb 3a NPUBUMBIMU C NOGMOPHLIM
usMepeHuem memnepamypvl mead, 4mo HeoOXo0uMo Ol He3AMeONUMEeNbHO20 HA3HAYeHUs

arcapononudicaouelt mepanuu npu ouazsHocmuposanuu auxopaoku >38,0°C, (napayemamon™* unu,

ubynpogen**).

5.2 lucnancepHoe HAOJI0ACHH
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o PexoMengoBaHo B Ipolecce KOMIUIEKCHOTO JIEYEHHMs] NAuUMEeHTOB ¢ MA OCyIIECTBIATh
KOHTpOJIb TOKa3aTeiedl oOuiero (KIMHUYEeCKOr0) aHalu3a KpPOBU pa3BepHYTOro, oomiero Oenka,
HccnenoBanne ypoBHs anbOyMHUHA B KPOBH, MPeaTbOyYMHUH, TIIOKO3BI, CHBIBOPOTOYHOTO JKeie3a,
JaKTaTa (MOJIOYHOM KHCJIOThI), KOJIMYECTBEHHOI'O ONPENEIICHUS YPOBHS aMUHOKHUCIIOT (IVIMLUH,
JeHINH, W30JIeHIIUH, BalWH, TpeoHUH) B KpoBH (KommiekcHoe ompezesieHne KOHLIEHTPALUU Ha
AMUHOKHUCIJIOTBl U AalWJIKAPHUTHHBL B KpoBH, KoMIUIeKCHOE ompeselieHne KOHICHTpAluu Ha
AMUHOKHUCIIOTBl Y AalWIKAPHUTUHBI B KPOBH METOJOM TaHJAEMHOH MAacC-CIIEKTPOMETPHUH),
CBOOOMAHOTO KApHUTHHA W TPONUOHHUIKAPHUTHHA. KOHTpONIHMpOBaTh MapamMeTpbl KHCIOTHO-
OCHOBHOTO coctosinusg kpoBu (MccnemoBanue ypoBHS BoaopoAHblXx HOHOB (pH) kpoBw,
Hccnenosanune ypoBHsS Oydepubix BemiectB B kpoBH). [1, 10]YpoBennb yOenuTebHOCTH
pexomennanmii C (ypoBeHb IOCTOBEPHOCTH I0KA3aTEJIbCTB — 5)

KomMmeHTapum: obwuil (KiuHuueckuti) aHaius Kposu pasgepHymoiti KOHmMpoaupyemcs He pedice |
pasa 6 200.

Yposuu memuonuna, mpeonuna, eanuma, uzoneuyuHa 8 Kposu 8 pe3yibmame JleueHus: 00NHCHbl
ObIMb NPUOTUdICEHBL K pehepeHCHbIM 803PACMHbIM 3HaueHusm (mabauya 2). OcobenHo 8axicHo
obecneuusams HOPMAbHLIU CbIBOPOMOUHBIU YPOBEHb AMUHOKUCION C PA3BEMBIEHHOU VelepOOHOl
yenvto. Tax, Hedocmamounoe nompebieHue Oeika u Ooeuyum u3onetyuHa AGIAIOMC NPULUHOL
PA38UMUSL MANCEN020 AKPOOEPMAMUMA U CAYHCAM OCHOBAHUEM Ol OONOJHUMENbHO20 88e0eHUs 8
payuon numanus L-uzonetuyuna ¢ 0oze 50-100 me/cym 6 3asucumocmu om cmeneHu oeduyuma.
Cooeporcanue enuyuna 6 Kpogu mModxcem Ovlmb YMEPEHHO NOGLIULEHHBIM.

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

KpOBU J€TEN

YpoBeHb B M1a3Me KPOBH
AMUHOKHCIIOTA
MKMOJIB/TI mr/100 Mt
H3onennun 25-105 03-14
MeTHOHNH 18 — 45 0,3-0,7
TpeoHnun 45 — 250 05-3,0
Banun 65 — 250 0,8-29
° PexomeHna0BaHO B TIpoIlecCe KOMIUJIEKCHOTO Jie4eHHUs ¢ MA MpOBOIUTH OIpenecHHe

MOYEYHOW JKCKPENHH 3-THAPOKCUMETHIMAJIOHOBOH, METHIDIMMOHHON KkucinoT (KomruiekcHoe
ONpENIeIEHNEe COJCpKAHMA OPraHMYeCKUX KHUCIOT B MOYE) C LENbI0 CBOEBPEMEHHOIO

NPEOTBPALCHHS Pa3BUTHS MeTaboarueckoro kpusa. [1, 10].
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YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbLCTB — D)
Kommentapum: Kpamnocms npogedenus aHanu308 3a8Ucum om coCmosanus nayueHma.
Konuuecmsennoe onpedenenue ypoeus amuHOKUCIOm (AUYUH, JeUyuH+U30IeUYUH, BANUH,
mpeonun) 6 «kpoeu (Komnnexcnoe onpedenenue ronyemmpayuu HA —AMUHOKUCIOMbL U
ayunkapHumunel 8 Kpoeu, Komniexcnoe onpedenenue KOHyeHmpayuu HA AMUHOKUCIOMbL U
AYUIKAPHUMUHBL 8 KPOBU MemoOOM MAHOEMHOU Macc-CNeKmpomMempuu) — npu CcmabulbHOM
cocmoanuu - kaxcovie 3-6 mec.

B nepuoo umngexyuonnvix 3abonesanuti, MemadOIUUECKO2O0 Kpu3a onpeoeieHue  ypoGHs
aMuHoKuciom 6 Kposu u Kapuumuros (Komniexcnoe onpedenenue KoHyenmpayuu Ha
AMUHOKUCIOMbL U  AYUIKAPHUMUHbLL 8 Kposu, KomniexcHoe onpedeneHue Kowyewmpayuu Ha
AMUHOKUCIOMbL U  AYUIKAPHUMUHBL 68 KPOBU MemoOOM MAHOEMHOU MAcCc-CReKmpoMempuu)
ocywecmensiom ne pexce 1 pasa ¢ 7-10 oneu, KII[C (Hccnedosanue ypoeHs 6000pOOHLIX UOHOS
(pH) xposu, Hccneoosanue yposns OyhepHulx sewyecms 8 Kposu) - excedOHe8Ho 00 cmabuiuzayuu
noxkasameiet.

° PexoMeHa0BaHO ompeneneHUE YPOBHS OOIIETO KaJIbIMs, MOHU3UPOBAHHOTO KaJbIUS
Heoprannueckoro ¢ocdopa B KpoBH, 0OIIETO MAarHUs B CBIBOPOTKE KPOBH, aKTUBHOCTH IIEIOYHOM
doctarazel, Hccnenoanue ypoBHs 25-OH Burammna J| B kpoBu, HccnenoBanue ypoBHS
NapaTUPEOUTHOIO TOPMOHA B KPOBH — C IIEJIbIO OLEHKM MeTabosiu3Ma KallblUsl U KOHTPOJIA
ocreonennu [1, 10].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommeHTapum: ucciredosanus npoeoosmcs exnce200Ho

o PexomengoBano Ormpenenenue ypoBHsS BuTamuHa Bl12 (umanoko0OanamMuH) B KpPOBH,
Hccnenoanue ypoBHs (onneBoi kucinotsl, VccnenoBanue ypoBHs (eppuUTHHA B KPOBU C IIEJIBIO
OLICHKH HYTPUTHBHOTO cTaTyca — exeroano [1, 10].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJIbLCTB — 5)

° PexomengoBano OrnpeneneHre aKTUBHOCTH JIMIA3bl B CHIBOPOTKE KpoBH, OmnpeneneHue
AKTUBHOCTH IMaHKpEaTM4eCKOM aMHJIa3bl B KPOBU — He pexe 1 paza B 6 Mec C LIEIbI0 KOHTPOJIS
(GYHKIMH TOKETYI0YHOM Kele3bl U CBOCBPEMEHHOTO BhIsiBIIeHHs ankpeatuta [1, 10].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJIbLCTB — 5)

° PexomengoBano mnamuentaMm ¢ MA  wuccienoBaHMe YpOBHS KpeaTMHMHA B KpOBH,

HCCJ’I@}IOB&HI/IG YPOBHA MOYCBHHBI B KPOBH, I/ICCHeHOBaHI/Ie YPOBHA MOYEBOM KHCIOTHI B KpOBH,
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Uccnenoanue ypoBHsa uucratiHa C B KpoBH, HcciemoBaHue ypoBHS KalbIiMsi B MOYE,
Hccnenoanne ypoBHs dochopa B moue, Onpenencaue Oenka B Mmoue, OnpenencHue atpr0yMruHa B
Moue, OnpezeneHne KomyecTa 0eaKa B CyTOUHOM MOYe C LIEIbI0 OLICHKH MMOYEYHON (PyHKINH — HEe
pexxe 1 pa3a B rof, HaunMHas ¢ 6-JIETHETO BO3pacTa WIHM paHee — MPH HapyIIEHUH (YHKIHUU TTOYEK.
HccnenoBanue GhyHKIMM HEPPOHOB 110 KIMPEHCY KpeaTuHUHA (TTpoba Pedepra) — mpu OTKIOHEHHSIX
OT HOPMBI BBIIIEYKa3aHHBIX mapameTpos [1, 10].

YpoBeHnb yoenutenabsHocTu pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KoMMeHTapuu: kiupenc kpeamununa (ckopocmsv — K1yOOuKo8oU — (uivmpayuu) ciedyem
paccuumuléams no popmyne (pacuemnas no gpopmyne llleapya, npu nosviuenHoi macce meia — no

Gopmyne Koxpogpma-I'onoa) — (yveayeu omcymemsyrom 6 Homenxknamype meOuyunckux yciuya)

° PexomenaoBaHo Ui ONEHKH J(P(GEKTUBHOCTH JUTUTEIBHOTO JICUCHUS HCIOJB30BaTh
pedepeHCHBIE TIOKA3aTeNH COJIEP)KAHUsSI MATOTCHETUYCCKH 3HAYUMBIX aMHUHOKHUCIOT B KPOBH M
[aTOJIOTMYECKMX MeTaboIuTOB B Moue [2, 4, 10, 16].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 2)

° PexoMeH10BaHO OCYIIECTBIISITH KOHTPOJIb HYTPUTHBHOTO CTaTyca ¢ KOPPEKIMEH MUTaHUS B
3aBUCHMOCTH OT COCTOSIHHSI MAIIMEHTa M €ro TOJCPAHTHOCTH K Oenky [2, 4, 10, 16].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KomMeHnTapuu: koumpons Gakmuuecko2o numaHus (XUMUYECKO20 COCMaAsa payuoHa) O
npeoynpexicoeHus passumusi 0eQuUyUmHuLX COCMOSHUL NPOo80Oam Y Oemel 8 PeaHUMAYUOHHOM
nepuooe — exceOHe8Ho, y 0emeli nep8oco 200a HcusHu - He pedce 1 pasa 6 7-10 Owneu, y nayuenmos

cmapute 1 2o0a — 1 paz 6 1-3 mecaya.

° PexomeH10BaHO CBOEBPEMEHHO KOPPEKTUPOBATH MUCHYHKIUIO >KETYIOYHO-KUIIEYHOTO
TpakTa y manueHta ¢ MA, cOmpOBOXKIAIOUIYIOCS PBOTOM, 3alMOpOM C IEJIbI0 MPEIOTBPALICHUS

paszButus MeTaboiuyeckoro kpusa [1, 10].
YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

Kommenrapum: demu ¢ MA uacmo nonadarom 6 omoenenue namoao2uu 0emeti pamHe2o 603pacmad,
unghexyuonnoe omoenenue Ui peaHumMayuio 8 COCMOoAHUU MemadoIUYecKo2o Kpusd, pa3eUueuLeocs

Ha (hoHe MemabonUuecKko20 ayudo3a u cUno2nuKeMul.
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IIpooondscumenvrocms 2ochumanuzayuu 3a8UCUmM Om CKOpocmu eepuduxkayuu OuacHosd,
KOppeKyuu memadoruyeckux HapyuwleHuti nymem HnpoeeoeHust UHMEeHCUSHOU mepanuu U Ha4aid
namozeHemu4eckou Ouemomepanuu, a maxdice om CpoKo8 NOAENEeHUS NOJTOHCUMENbHOU OUHAMUKU
CO CMOpOHbI YEHMPALLHOU HEPEHOU CUcCmembvl U OpyeUxX OpeaHo8, CKOPOCMU BOCCHAHOBIEeHUs.
nokasamejetl 2110K03bl KPOBU U KUCTIOMHO-UENI0YHO20 COCMOSIHUSA, OMEem HA JedeHue Ommeddencs

6 meuenue 5-7 Oneul. [Ipebvieanue 6 cmayuonape 6 cpeonem cocmasisiem 21 Oenw.

. PexomennoBano mporenenue aekrpokapauorpadhun (IKI'), sxokapauorpadun (OxoKI')
BCEM MarueHTaMm ¢ MA  eXeroaHo, Ipu HEOOXOAUMOCTH YaIle JUIsl JMATHOCTUKH KapIUOMHOTIATHH
U HapyIICHWH pUTMA CEepJlla U MPOBEICHUS JICYCHUS] COTJIACHO COOTBETCTBYIONIMM KIMHUYECKUM
pekoMenaauam [4, 10],

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5)
KommenTapuu: npu neobxooumocmu, npu Hawuyuu NOKA3AHUL OISl UCCLEO08AHUS -
Xonmepoeckoeo MOHUMOPUPOBAHUS CEPOEUHO20 PUMMA, U/UMU CYMOYHO20 MOHUMOPUPOBAHUS
apmepuanbHo2o0 0asieHus (CO2IACHO COOMBEMCMBYIOWUM KIUHUYECKUM PEeKOMEHOayusm Nno

HapyuweHuaM pumma cepoya u/uiu apmepuaibHol 2unepmeH3uiL)

° PexomengoBano namuenraMm ¢ MA mpoBeneHue ynbTpa3BykoBoro uccienoBanust (Y3U)
OpraHoB OpIOIIHOM MONOCTH U MoueK (YIIbTPa3ByKOBOE UCCIIE0OBaHUE OPraHOB OPIOIIHOM MOJIOCTH
(KOMIUTIEKCHOE), YIIbTpa3ByYKOBOE MCCIIEJOBAHNE MTOYEK) MO MMOKA3aHUSAM, B TOM YHCIEe IpU 00X B
KHMBOTE, B CBSI3U C BO3MOXKHOCTBIO Pa3BUTHS MAHKPEATUTOB U MopakeHus mouek [4, 10, 12, 13]
YpoBenn yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH /10KA3aTeJbCTB — 5)

KommenTapum: kpamnocms npogedenus onpeoensiemcs uHOUSUOYaiIbHO

PexomengoBano namventaM ¢ = MA ocMoTp Bpauya-orampmosiora IpHU HAIWYUH MOJT03PEHUM
Ha NOpakeHHE OpraHa 3peHHs], B TOM YHCIie, BO3MOKHOTO Pa3BUTHS aTpOpUU 3pUTEIHLHOTO HepBa
exeroaHo mnocie 6 et [4, 10].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

o PexoMenaoBaHo HalOmofeHWe mnamueHTa ¢ MA T1ocie BBIIMCKM W3 CTaloHapa B
aMOyJIaTOPHO-TIOMUKIMHUYECKUX  YCIOBUSIX  BpaduoM-TeInaTpoM/BpayoM-TepareBTOM/BpauomM
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oOmeld MpakTHKWA (CEMEWHBIM BpadyoM), BpPavyOM-HEBPOJIOTOM, BpPavyOM-IHETOJIOTOM, C IIENbIO
CBOEBPEMEHHOM KOPPEKIMK Tepauu rnpu Heooxoaumoctu [1, 10].

YpoBeHb yoenuTelbHOCTH pekoMenanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 2)

° Pexomenayercsi KOHCY/IbTAlMS Bpada-TeHETHKA ACTIM ¢ MA C 1[enpl0 Ha3HA4YCHHS U
KOPPEKIIMK JIUETOTEPAIINH, OCYIICCTBICHUS KOHTPOJSA 3a e€ COOJIOJCHUEM; CEMbSIM, HUMCIOIIHM
poactBeHHUKOB ¢ ITA, muis mranupoBanus aeroposxacuus [6, 10].

YpoBeHb yoenuTelbHOCTH pekoMenanuii C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5)
KomMeHTapuu: unmepsanvt mexcoy euzumamu 00JICHbL ONPeOesimbCs UHOUBUOYANbHO C YYemom
gospacma, msdcecmu  3a001e8anHus, CcMadOUILHOCMU ~ 0OMeHa  eewjecmsé U COOMOOeHUs.

ouemomepanuu.

o PexomenaoBaH MyIbTUANCHUILTHHAPHBIN MOIX0/] K HAOIIOJCHHUIO U JICYCHUIO TAIIIEHTOB C
MA cnenuanuctaMu pasHbeIX Mpoduiei (BpauoM-TieAUaTpOM, BpavyoOM-TEpPANlEeBTOM, CEMEUHBIM
BpauoM, BpauOM-T€HETUKOM, BpadyOM-HEBPOJIOTOM, BPauOM-IUETOIOTOM, BPauOM-TPaBMAaTOIOTOM-
OpTOIIEIOM, BpPavuOM-3HIOKPHUHOIOTOM/BpadOM-AETCKIUM SHI0KPUHOJIOTOM, BpavuoM-
KapAHOJIOrOM/BpadyoOM-AETCKUM  KapJAHUOJIOTOM, BpadyoM-O(TalbMOJIOIOM, BPauoOM-CYpPJI0JIOTOM-
OTOPUHOJIAPUHTOJIOTOM,  BPadOM-CTOMATOJIOTOM/BPAaYOM-JIETCKIM  CTOMAaTOJOrOM,  BpadyoM-
racTPOIHTEPOIIOTOM, BpavyOM-aJIJIEPT OJIOT OM-UMMYHOJIOTOM, BPauOM-T€MaTOJIOTOM/BPaduoM-
JNETCKUM  TEeMaToJIOTOM,  BpPauOM-TICUXHATPOM,  BpPadyOM-peaOUIUTOIOTOM,  MEAUIIMHCKUM
TICUXOJIOTOM, JIOTOINEJOM-Ae(PEKTOIOTOM U APYTUMH) C IIeNIbI0 00eCTieueHrs KOMITJIEKCHOW Tepanuu
U CBOCBPEMEHHOI € Koppekimu npu HeooxoaumoctH [1, 10].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJILCTB — 2)
KomMeHTapuu: nayuenmol ¢ cumMnmomamudeckol 3nuiencuell Hyscoaomces 6 Habarooenuu epaia-
He8po02a C ONbIMOM pabomsl ¢ NAYUEHMAMU C INUNENCUell, a MaKxice 8pava-kapouoaioza (epada-
0emcKo20 Kapouonoea), epaia-2acmpodHmepono2d, 6paia-oghmanbmMonoca 6 cesAsU C BblCOKUM
DUCKOM  pazeumusi KapOUOMUONAMUY, HAPYUWIEHULl pumma cepoyd, OCmpo20 NauKpeamumad,
ampoguu  3pumenvHuix Hepsos. Heobxooum roumpone I3, OKI, DOxoKI, xonmeposckoe
monumopuposanue IKI, Y3U enympennux opeanos (1-2 paza 6 200 no noxazanusm,).

Edstceco0no nayuenmvl 00adcHbl BPOXOOUMb VeayOieHHy0 OUCNAHCEePU3AYUI0, 20e MakKice

ocywecmensiiomest Heobxooumvle peadbunumayuonnvle meponpusmust (Ipunoscenuu A3.5).
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Pooumenu oonorcnvl 66imv 06yueHbl NpasUIAM Op2aHU3AYUY MEPANUU 8 MENCNPUCTYNHbIU
nepuoo u 6 nepuod yzpo3vl Memabonruyeckozo Kpusza. Y pebenka npu cebe 6ce20a O00NHCHA
HAXOOUMbCA NAMAMKA C VKA3AHUEM HeOMIONCHbIX MePONpUAmull 6 Nepuod HAYUHAIOWe20Cs
Memaboiuuecko2o Kpusa

6. Opranmauuﬂ OKa3aHud Me):[I/I]_lI/IHCKOﬁ IMoMoOIIun
[TokazaHus IS TIAHOBOM TOCIIMTATN3AIMN B MEIUIIMHCKYIO OPTaHU3AITHIO:

1. mpoBelneHue IUArHOCTHKU W JICUEHHUS, TPEOYIOUIMEe MPOIOHKUTEIBHOIO (JHEBHOE WU
KpPYIJIOCYTOYHOE MpeObIBAaHUE) MEIULUHCKOrO HAONIOJEHUS U MOHUTOPUHIA KIMHUKO-
1ab0paTOPHBIX MOKa3aTeNeH;

2. HEOOXOJMMOCTh TMPOBEICHUS PAJNIMYHBIX BHUJIOB OKCIEPTH3 WU OOCIICJIOBaHHUS B
MEAMIIMHCKOW OpraHu3allMi IPU HEBO3MOXXHOCTU TPOBEJACHHS HMX B aMOyIaTOPHBIX
ycIoBuUsX (B TOM uucie oQopMIICHHE 3aKII0UYeHUs (elepallbHOTO KOHCHUIMYMa/BpaueOHOU
KOMUCCHH).

[TokazaHus I SKCTPSHHOMN TOCTIMTAIU3AIMN B MEIUIIMHCKYIO OPTaHU3AITUIO:

1. octpeie yrpokaromue A KU3HU U Pa3BUTHS OCJIOXKHEHHH COCTOSHHUA, TpeOyroliue
HEOTJIOKHOTO JICUEHUS, B TOM YHUCIIE MHTCHCHBHON TEpamuu, a TaKKe KPYIJIOCYTOUYHOTO
MEMIIMHCKOTO HAOJIOICHUS U TIPOBEACHHUS CIICIIUATBHBIX BHIOB OOCIICIOBAHMSI U JICUCHUS.

[Toka3zaHus K BBITUCKE MAIIMEHTA U3 MEIUITTHCKOW OpraHu3aIliu:

1. oTcyTcTBHE YIrpO3bI NI KM3HU TAIMEHTa W YrPO3bl Pa3BUTHS OCIOXKHEHHH, TPEOYIOIIHX
HEOTJIOKHOTO JICYSHHUS TIPH 3aBEPILICHUE TUArHOCTUYECKUX MEPOIIPHUSATHIA.

2. crabwiu3anusi  COCTOSHHS M OCHOBHBIX  KIIMHUKO-JIa0OpAaTOPHBIX  TMOKazaTenei
MATOJIOTHYECKOTO0  TpoIlecca, OTCYTCTBHE  HEOOXOJUMOCTH B TPOJIODKUTEIHHOM
METUIIMHCKOM HAOJI0/IEHUU (JJHEBHOE WJIM KPYTJIOCYTOYHOE NMPEOhIBAaHUE);

3. BBIOJIHEH IIJIaH OOCIEOBaHHUS W JIEYCHHUS TMAlMeHTa, JaHbl pPEeKOMEHJAIUH IO
JabHENIIeMy HaOIIOIEHUIO U JICYCHHIO.

4. HEeoOXOAMMOCTH MEePEeBO/Ia MAMEHTA B APYroe MEAUIIMHCKOS YIPEKICHNUES HITH YIPESKICHUE
COLIMAJILHOTO 0OecTIeyeHUsl.

6.2 [IpuHIMNOBLI OPraHM3aANN MeIUIMHCKON MOMOINM nanmuesram ¢ MA

Ilocmanosxa ouaenoza MA cmaeum mHo20 60npocoe neped poOCMBEHHUKAMU NAYUEHMA U
nepeo cneyuanucmamu, pabomarowumu ¢ maxkumu nayuenmamu. MHozouucnenHvlie npooiemol,

B03HUKAIOWUE NPU OOHAPYI’CEHUU U pas3sumuu 3a0onesanus, mpebdyrom cpamomHou Op2aHu3ayuu
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npoyecca OKa3aHusi MeOUYUHCKOU NOMOWU NPU YYACMUU MYTbMUOUCYUNTUHAPHOU KOMAHObL

CReyuanucmos u cooI00eHUsl OCHOBHLIX NPUHYUNOG U HOOX0008 K ee OKA3AHUIO.

Hannvie npunyunvl 00mdiCHbL COONI00AMbCA HA MOOOM dmane OKA3aHUs MeOUYUHCKOU

NOMOWU, KaK 8 MOMEHM NOCMAHO8KU OUAHO3A, MAK U HA 11000M dmane HabII00eHUs NayueHma.

1) IMaumeHT ¥ ero MpeACTaBUTEIH JOJDKHBI MOJTydYaTh IOJIHYI WH(OpMaIHio 0 3a00JeBaHNH, €ro
TE€YECHHH, [TATOTEHE3E, IPOTHO3aX, OCJI0KHEHUAX U METO1aX BO3MOKHOU TEPAIIHH.

2) JlmarHo3 MA mnoxpa3ymeBaeT BO3MOXHOCTh OKa3aHHUS MEPBHYHOM, CHEIUATU3MPOBAHHON U
NAJTMATUBHOW MOMOIIM HA BCEX ATarax 3a00JeBaHUs.

3) Ilpu mocranoBke auarHo3a MA, ceMbsi JOJKHA ObITh HAlpaBlCHA K CICLHATUCTY, HMEIOIIEMY
OIBIT paboThl ¢ mamueHTamMu ¢ MA, obiajaroniero CoBpeMeHHOM MHGpopManueil o TeYeHUU
3a00JIeBaHNs U BO3MOXKHOCTH YYacTHSl B KIMHUYECKHX HCIBITAHUAX (HOBBIX JICKAPCTBEHHBIX
MperapaToB W/WIM TEXHUYECKUX YCTPOWUCTB). Takke Ba)KHBIM SBISETCS HWHGOPMUPOBAHHE
ceMell O CYILIECTBYIOIIMX OOINECTBEHHbIX OpraHU3alMsIX, paboTalIUX € 3TOH rpymnmnoi
MALMEHTOB.

4) K HaOMOJICHUIO 32 MAalMeHTOM ¢ MA J0o/bkHA OBITh TIPUBIICYCHA MYJIbTHUIMCHHUILTMHAPHAS
KOMaHJa CICLHMAIMCTOB B COCTaBE: Bpaya-iequaTpa, Bpadya-TEepaneBTa, CEMEWHOIO Bpaua,
Bpaya-reHeTHKa, Bpadya-HEBPOJIOra, Bpaya-IMeTosIora, Bpadya-TpaBMaTOJIOra-oprolena, Bpaya-
9HJIOKPHUHOJIOTa/Bpaya-eTCKOro SHJOKPHUHOJIOTA, Bpaya-KapA1osora/Bpaya-1eTcKoro
KapAuoJora, Bpauya-o(TalbMoJIOra, Bpayva-CypA0J0ra-0TOPUHOJIIAPUHT0JIOTA, Bpayda-
CTOMATOJIOra/Bpaya-IeTCKOro  CTOMAroJIora, Bpada-racTpPOdHTEPOJIOra, Bpada-ajuleprojora-
MMMYHOJIOTa, Bpaua-reMaroyiora/ppaya-J1eTCKoro TIemMarojiora, Bpaua-liCUXHaTpa, Bpaya-
peabwinToNOra, MEAMLMHCKOrO IICHXoJora, Jjoromnena-aedekronora u apyrux. Jpyrue
CHEIHAMCThI JOJHKHBI IPUBJIEKATHCS IO MEPE BOSHUKHOBEHUS CIIEU(UIECKUX MTPOOIIEM.

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

ouaznosa, uHGopmuposanue cembu O 3a00N1€6aHUU, COCMABIEHUE NIAHA MHO2ONPOPUILHOO0

Habno0eHus, HaOI00eHue 3a NayueHmoM, OYeHKa OUHAMUKU U CmeneHb Npocpeccupo8aHsl

3a001e8anUsl NPU PeCYIAPHLIX OCMOMPAX, HA3HAYEHUe NOOOepAHCUBalOwell mepanuu.
7. JonosHuTebHAst MHPopManus (B TOM 4Yucje (PAKTOPbI, BJUAIOIINE HA UCXO0/
3a200J/1IeBAHUA WIH COCTOSTHUSA)

be3 maroreHeTHYecKoro JI€YSCHUS B nepuon MeTa00INYECKOrO Kpu3a 1OJAaBJIAIOIICC

00IBIIMHCTBO JieTei morudaet. [Ipu cBoeBpeMEHHOM KOPPEKIUH U TPOPHIAKTUKE META0OTNUECKUX
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KpU30B, COOJIOAEHMM U  CTPOrOM  KOHTPOJE  TMAaTOreHETUYECKOW  JUeToTepanuu U
CUMIITOMATUYECKOTO JICUCHHUS TPOTHO3 JIJIS )KU3HU OJIarONPUSTHBIN.

[IporHo3 cocTosiHUs M YPOBHSI MCUXHWYECKOTO PAa3BUTHUS MAllMEHTa 3aBUCUT OT TSHKECTU
3200JIeBaHUS, HATMYUS MHCYJIBTOMOMIOOHBIX COCTOSIHUM, BOBIICUCHHS B IMATOJIOTHMUECKUN TPOIECC
BHYTPEHHUX OpraHoB (MOYKH, cepille, MOKeIyJouHas >Keie3a), a TakkKe CPOKOB Haudaja
CHEIMAIM3UPOBAHHON Tepanuu M KadecTBa JIEYEHHS, CIOCOOHOTO MpeaynpeauTh MPUCTYIIbI

METa00JIMUECKOU NEKOMIIEHCAL[UU.

KpnTeme KAa4eCTBA OKA3aHUA MeIUIMHCKOHN IOMOIIM JETIM C

METWIMAJIOHOBOM aluaypuei

Ta6auna 1 - Oprann3anmoHHO-TEXHUYECKHE YCIOBUS OKa3aHUS MEAUIIMHCKONW MTOMOIIIH.

CrieMajiu3upoBaHHas, B TOM YHCJIC BBICOKOTCXHOJIOTUYHAad,

Bua MeauIMHCKOI MOMOIIH
MEIUIIMHCKAs IIOMOIIb

Bo3pacrHast rpynna JleT!

YcnoBus okazaHusA METHIUHCKONH | CTAlMOHAPHO, B JTHEBHOM CTallMOHAPE
IOMOILIH

@opma oKka3aHUsl MeTUIUHCKOM
TTOMOIIH

IJ1aHoBas

Tabnuma 2 - Kputepun kauecTBa OLIEHKH METUITUHCKONU MTOMOIIH

Ne| Kpurepun kavecrBa Ouenka BbINOJHEHUS

1. | BeimonHeHo onpeeneHne ypoBHs aMUHOKHUCTIOT U aa/ner
OpraHUYECKUX KHUCIOT B CBIBOPOTKE KPOBU
(nponnonmnkapautrHa (C3), cBOOOIHOTO KapHUTHHA
(CO) (UccnenoBanue ypoBHs cBOOOAHOTO L-KapHUTHHA
METOJIOM TaHJIEMHON MacC-CIIEKTPOMETPHH B KPOBH),
TJIMIHA B KPOBU; KOJMYECTBEHHOTO OTNPEEICHHS 3-
TUJIPOKCUMETUIMATIOHOBOM, METUJIZTMMOHHOM, 3-
TUAPOKCH-N-BajepuaHoBor KUCIOT B Moue (Kommiekc
WCCIEA0OBAHUH I TUArHOCTUKU OPraHUYEeCKUX
aIUaypuii)) U MATOIOTUYECKUX METa0OJIUTOB B MOUE
(KomriekcHoe onpeneneHue coaepKanms
OpraHUYECKUX KUCTOT B Moue, KomruiekcHoe
ompe/ielIeHue KOHIIEHTPAIINH Ha aMUHOKHCIIOTHI 1
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allMJIKapHUTUHBI B KpoBU, KoMIuiekcHOe onpenenenne

KOHIIEHTPALUU Ha aMUHOKHUCIIOTHI M allMJIKAPHUTUHBI B
KpPOBH METOIOM TaH/JIEMHOI Macc-CIEKTPOMETPUH) IPU
YCTaHOBJIEHMM JMarHo3a u jajee He pexe 1 pas3 B roa

2. | MoekynsspHO-TeHeTUYECKUI aHaIN3 na/uer
3. | Koncynpranus Bpaya- reHeTuka na/aer
4. | KoncynbTanus Bpaya-racTpo3HTEpoJIora na/mer
5. | Ha3nauena aueroTepanus Ipu yCTaHOBJICHHOM na/uer
nuar”ose 1A, nanee koHTposib He pexe 1 paza B roj
6. | HaznaueHo nevyenue #1eBOKapHUTUHOM TP HAJTMUUU na/uer
MEIUIUHCKUX MOKa3aHUNU U OTCYTCTBUU
MIPOTUBONOKAa3aHUN
7. | Haznauen metpoHuga3zon™* aa/Her
8. | BrinonHeHbl MeponpusATUS IO KOPPEKLIUU Aa/mer

JIMETOTEepaNyy U IPOBEJICHUIO HHTCHCUBHOM Teparnuu
pHU META0OJIMYECKOM KpPH3€e
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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 ¥ OMOTEXHOI0ruu"

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 AJgekcanapoBuy- 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

3acinyru 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 BuaguMupoBHa- K.M.H., OI'AY "HayuHbli  METUIIMHCKHI
MCCIEeI0BATENbCKUI LIEHTP 3740poBbs aerei" MunzgpaBa Poccun M3 PO, unen Accoumanuu
MEIULUHCKUX I€HETUKOB.

Bamaxkmanze Haro /Izkym0epoBHa- 1.M.H., Ja0uLEeHT Kadeapsl hakynbreTckoi neguatpuun [1D
OI'bOY BO PHUMY umenu H.U. ITuporosa, HCTUTYT neanaTpuu U OXpaHbl 310pOBbs J1eTe
Kb PAH, unen Coro3a neauarpoB Poccun.

Bumnésa Esena AjsiekcaHIpOBHA, [.M.H., 3aMecTuTeNb pykoBoaurens HUU nenmatpun n
oxpanbl 310poBbsi Aered [IKb PAH MunoOpHayku mo HaydHOll pabote, AOLEHT Kadeapbl
¢dakynbTeTckoi nemuatpuu neauarpudeckoro ¢akyinprera 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” MunsgpaBa Poccun, unen Accouumanuu

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 Haranbsa BayecsiaBoBHa, K.M.H., BeAylui Hay4yHslii corpyaauk HUW nenunarpun
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 obmena @I'BHY "Menuko-reHeTHYeCKUH HAaydyHBIH IIEHTP HM. aKaJeMHuKa
H.I1.boukoBa", unen Poccuiickoro o0miecTBa MEIUIUHCKUX T€HETHKOB, WJIEH €BPOIEHCKOro
oOImiecTBa 1Mo U3y4eHUIO HACJIEICTBEHHBIX Oose3Hel oomena BemecTB (SSIEM).

Kperop Buaagumu BiaaguMupoBHY — Bpay- pPeaHUMATONIOr OTACIICHHWS pEaHHMAlMu 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 OI'AY "HanuoHanbHBIM MEAMIIMHCKUANA HCCIEAOBATEIIbCKUN
LEHTp 3/10poBbs JieTel" Munzapasa Poccuu, unen Accoruanuy MEIUIIMHCKUX TeHETHKOB.
KyueB Cepreii HWBanoBuu - ui.-kopp PAMH, a.m.H., nupexkrop PI'BHY "Menuko-

n

FeHEeTUYEeCKUd HayuyHblil neHTp uMm. akaaemuka H.IL.boukoBa ", Ilpe3maeHt Acconumanuu

MEIUIIMHCKUX reHeTUKOB (AMI).

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

yHusepcure™» 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 nenuarpos 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 Accounam/m MCAUIIMHCKHUX 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 Kupuiun BukropoBu4 — 11.6.H., HauanbHUK LleHTpa ¢pyHaaMeHTalIbHBIX
rccineoBanuit B neauatpuu GI'AY "HanuoHalbHBIM MEAUIIMHCKUNA UCCIIEI0BATEILCKUN LIEHTP
310poBbs AeTel" Mun3npasa Poccnn, uneH Acconuanuy MEIULMHCKAX T€HETHKOB.
CenumssinoBa JI.P. k.M.H., Benymuii HayuHblii corpynnuk HUW neauarpum u oxpansl
3nopoBbst fnererd LIKb PAH MunucrepcTBa Hayku U BbICIIEro oopazoBanus Poccuiickoii
®deneparun, JoUEHT Kadeapsl neauatpun u aetckoit pesmaronorud @IAOY «llepssiit MIMY
uM. U.M. CeuenoBa» Mun3znpasa Poccun (CeueHOBCKUI YHUBEPCUTET), TOLEHT Kadeapsl
¢dakynpreTckoi nenuarpun neauarpudeckoro daxynprera ®I'bOY BO «PHUMY um. H.U.

[Tuporosa» Munsapasa Poccuu, wien Coro3a neauarpos Poccun

CmupnoBa O.51. — Bpau-reHeTHK, CTapIIMi Hay4HbIM COTPYIHUK OTAEA CTaHJAPTU3ALMH U
M3Yy4EeHUs OCHOB JloKa3aTenbHOW Menuunasl HUM nenmatpumn u oxpansl 310poBbs aerent LIKD
PAH

CrpokoBa Tarbsina BuktopoBHa, 1.M.H., npodeccop PAH, 3aBeayromias otneneHuem
MeUaTPUUECKON racTpOdIHTEPOIIOruH, renaronoruu u aueronoruu Kinnanku ®I'BYH "OUILL

HUATAHUA 1 OMOTEXHOJIOTHH"

Tenaes Pycram ®apuaoBuy —1.M.H. 3aBEAYIOLIMN peaHUMalMeldl W MHTECUBHON Tepanuu
OI'AY "HamumoHnanbHbli MEAWUMHCKAA MCCIEAOBATEIbCKUA IEHTP 3J0pOBbS  JeTen"

Munsnpasa Poccun
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ABTOPbI NOATBEPXKAAIOT OTCYTCTBME GUHAHCOBOW NMOALEPIKKN/KOHPNNKTA MHTEPECOB, KOTOPbI HE0BXOAMMO
0bHapoaoBaTh.
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IIpunoxenue A2. MeronoJi0rust pa3spadoTKi KJIMHNYECKHUX PEKOMEH A i

Hacrosimme  pexomeHpanuu  mpeAHa3HAYeHbl I8 MNPUMEHEHUS  MEIUIMHCKUMHU
OpraHM3alUsIMU U YUPESKICHUSAMHU (pelepalbHbIX, TEPPUTOPUATBHBIX U MYHULIUIAIBHBIX OPraHOB
yIpaBiIeHUS 37PaBOOXPAHEHHEM, CHCTEM O0O0s3aTeIbHOIO M J10OPOBOJIBHOTO MEIUIIMHCKOTO
CTpPaxoOBaHUsl, JPYTUMU MEAUIIMHCKUMH OPTraHU3alUsIMU Pa3IUYHBIX OPTaHU3alMOHHO-TIPABOBBIX
¢dopM AeSITeNT HOCTH, HAPABICHHON HA OKa3aHUE METUITMHCKOHN TTOMOIIIH.

Hacrosmue pexkoMeHJanuu yCTaHABIMBAIOT BHJbI, O0bEM M MHIMKATOPHI KadecTBa
MEAMIIMHCKOW MTOMOIIH MallieHTaM Py METUIMAJIOHOBOM aluieMun

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.

beimu  wcnonb30BaHbl  MHTEPHET-JAHHBIC, TMPEACTABICHHBIE HAa MEXKIYHAPOAHBIX |
HAI[MOHAJILHBIX CalTax OOIINEeCTB peIKuX OoJie3HEeH M OOIIeCTBEHHBIX opranm3anuii. [ryOnHa
MOKCKA COCTaBIIsIa S5 JIeT.

OneHka ypoBHSI YOEIUTEIbHOCTH PEKOMEHIAIMI U YPOBHS JOCTOBEPHOCTH JOKA3aTEJIbCTB
MPUMEHEHUS MEIUIIMHCKUX TEXHOJIOTHI TPOBOAMIIACH B COOTBETCTBUM C YHUDUIIMPOBAHHOU

IIKAJION, TIPUBEICHHON B Tabmmax 1-3.

HeneBast aynuTOPHUA JAHHBIX KIMHUYECKHUX PEKOMEHIALMIA:
° Bpauu-neauatpsl,
° 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;

[ ] Bpaun-HCBPOJIOTH;
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BpaYU-TICUXUATPBI

Bpa4YM-KapAHOJIOTH/IETCKUE KapAHOJIOTH
Bpadn-CTOMATOJIOTH/BPAaYH-IETCKAE CTOMATOJIOTH
BpayM-aHECTE3UOJIOTU-PEAHUMATOJIOT U
BpaYM-HEOHATOJIOTH;

Bpadyr-HEPPOJIOTH

BpadM- YpOJOTH/BPaUn-AETCKUE YPOIOTH-aHAPOIOTH
BpayM JIabOpaTOPHOM I€HETHKH;

MEIUIMHCKUE IICUXO0JIOTH,

e EKTOJIOTH;

CTyZIeHThI MeAuIuHCKIX BY30B;

oOyuaroruecs: B OpAMHATYPE;

06yqa101unec;1 B aCIIUPAHTYpPC.

Tabnmuna 1.1lIkana onenku ypoBHEW nocToBepHOCTH AokazarensctB (Y/J) mist meromos

JUAarHOCTUKHU (I[I/IaFHOCTI/I‘IeCKI/IX BMGHIaTeJ'II)CTB)

Y PacmmugpoBka

1 Cucremarudeckrue 0030pbl UCCIEOBAHUN C KOHTPOJIEM pedEepeHCHBIM METOJOM HWIIU
CHUCTEMaTHYeCKH 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKHX HCCICAOBAHUHA C
NpUMEHEHHEM MeTa-aHajn3a

2 OTnenbHBIE HCCIENOBAHUS C KOHTPOJEM pePepeHCHBIM METOJIOM WM OTACIbHBIE
pPaHIOMHU3UPOBAHHbIE KIMHUYECKUE HCCIEAOBAaHUS U CHCTEMAaTHYeCKHe 0030phbl
UCCIIeIOBaHMM J11000r0 JM3aiiHa, 3a UCKIIOYEHHEM PaHIOMU3UPOBAHHBIX KIMHUYECKUX
UCCIIEIOBaHMM, C TPUMEHEHUEM MeTa-aHalln3a

3 HccnenoBanust 06€3 MOCIENOBATEIBHOTO KOHTPOJIS pedepeHCHBIM METOJIOM HIIU
UCCIICIOBAaHUS C pEePEepeHCHBIM METOJIOM, HE SBJSIOIIMMCS HE3aBHUCHMBIM  OT
UCCIIEIYEMOTO METOJIa MM HEPaHIOMU3WPOBAHHBIE CPABHUTEIBHBIC WCCIIEIOBAHHS, B
TOM YHCJI€ KOTOPTHBIC UCCIICIOBAHUS

4 HecpaBHuTenbHbIe HCCIeI0BaHUS, ONTUCAHNE KIMHUYECKOTO Ccaydast

5 Nmeercs numib 000CHOBaHME MEXaHU3Ma JICHCTBUS WIM MHEHUE SKCIIEPTOB

Tabmuma 2.1lIkana omenku ypoBHEH mocToBepHOCTH AokazarenbctB (Y/J) mist meromos

npoUIAKTUKY, JIEYeHUS U peaduinuTaiuu (MpoPHIaKTUYECKUX, JeUeOHbIX, PeaOMIUTAllOHHBIX

BMEIIIATENILCTB)
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Y PacmmgpoBka

1 Cucremarnueckuii 0630p PKU ¢ npumeneHnem meTta-aHanmn3a

2 | Ortnenbabie PKU um cucrematwdeckue 0030pBI WCCIEIOBAaHHNA JHOOOTO Ju3aifHa, 3a
uckmouenneM PKU, ¢ npumenenuem mera-aHainsa

3 HepaH,HOMI/I3I/Ip0BaHHBIe CPaBHUTCIIBHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAaHNA

4 HGCpaBHI/ITeJIBHbIe HCCJIICAOBaHUs, OMMMCAHUC KIIMHUYCCKOro Ciiy4das HJIM CCPUHU CIIydacB,
HCCICOOBAHUA ((CJ'Iy‘IﬁfI-KOHTpOJIB»

5 | NUmeercs numbs 00OCHOBaHHWE MEXaHHW3Ma JCUCTBUS BMENIATENHCTBA (JIOKIMHUYECKHE
WCCJIETOBAHMs) UM MHEHHE HKCIIEPTOB

Tabmuma 3.11kana oneHku ypoBHeW yOemautenbHocTH pexomeHmanui(YYP) mist metomos
npoMIAKTUKH, AUATHOCTHKH, JICUEHUS U peadmimuTanud (MpopHIaKTHIECKUX, TUAarHOCTUYECKUX,

Je4eOHBIX, peaOMITUTAIIMIOHHBIX BMEIIATECIIBCTR)

YVP PacimmgpoBka

A CunpHast pekoMeHJalus (Bce paccMmarpuBaeMmble KpuTepuud 3(P(HEKTUBHOCTH
(ucxonpl) ABIAIOTCS BAXKHBIMM, BCE UCCIIEJOBaHUS MMEIOT BBICOKOE WJIU
YIOBJIETBOPUTEIBHOE  METOJOJIOTMYECKOE  KAayeCcTBO, WX  BBIBOABI IO
MHTEPECYIOIINM UCXO0J1aM SIBJISIFOTCS] COITIACOBAHHBIMU )

B VYcnoBHas pekoMmeHaalus (He BCe paccMaTpuBaeMble Kputepuu 3(h(eKTHBHOCTH
(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 41 «O0 yTBepKIEHMU TMOpsAJKAa Ha3HAUEHHs JIEKAPCTBEHHBIX Npenapartos, (opm
peLenTypHbIX OJaHKOB Ha JIEKAPCTBEHHBIE Mpenaparhl, NopsaaKka opopMIeHHUs YKa3aHHBIX OJIAaHKOB,
UX y4eTa U XpaHCHUsD)

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 MerunmanoHoBas anuIypust

o MeruiaMmanoHoBas aluIeMUAI

o Hapymenust oOMeHa aMHHOKHUCIIOT C Pa3BETBICHHON LIETIhIO (METHUIMAIIOHOBAS AllUIEMUS )

Hpuaoxkenne A3.1. Cxema  MeTa00JM4YeCKHX  NPOLECCOB  NpPH

METHJIMAJIOHOBOM AaluIeMUH
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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

Mertabonuueckue OJOKH BBIIEICHB TodyObIM IBeTOM (1-TIpomMoHOBas, 2-METHIMAaJIOHOBAS

anuaAeMHust), TaTOJI0OrM4eCKre MEeTabOIUThI BBIJICJIEHBI IBOMHONW PaMKO.

Ipuiaoxkenue A3.2. Hopmbl (pu3HO0JIOTMYECKOH MOTPEOHOCTM 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

* - 0714 Oemetl ¢ MEMUIMANOHOB0U ayudypuell cmapuie 200a nompebieHue 6eaKa no CPABHEHUIO C
YKasanubimu 6 maoauye ymenvuiaemes na 10-25% 6 3agucumocmu om gpopmel 3a001e6aHUA, MANCECU

COCMOAHUA U HYyMPUMUEHO20 cmamyca pe6eHKa.

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

Y NAaIMECHTOB C METHJIMAJIOHOBOM ammeMneii B 3AaBUCHMOCTH OT BO3pacTa
Tadauuna 1 - OpueHTUpOBOYHASI MOTPEOHOCTH B METHOHWHE, TPEOHHHE, BAJIMHE, U30JCHIIMHE Y

00JBHBIX METUIIMAJIOHOBOM alluAypHUel 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
JI0 8 JIET ¢ MPOMUOHOBOM
aruaeMuen 1iIm
METHJIMAJIOHOBOM
anunemuei "XMTVI
Makcameiin" ("XMTVI
Maxamaid'")****

25

<0,5

51

309

crapuie 1 roga

XMTVI Maxamum
Crniennanu3upoBaHHbIN
MPOAYKT JETCKOIO
IUETUYECKOTO JIEUEOHOT O
MMUTaHMS JJIs IeTeH
cTapuie 8 JIET C peaKoi
HACJIeICTBEHHOM
SH3UMOIIATHEH,
IIPONIMOHOBOM
auaeMueH UiIn
METHIMAIOHOBOM
ammuaemueit, "XMTVI
Maxkcamym" ("XMTVI
Maxamum")****

39

<0,5

34

297

crapue 1 romga

«Hytpuren 14

-tre,- met, —val,- ile»
Crieninanu3upoBaHHBIH
MPOAYKT CYXOM s
IUETUYECKOTO JIEUEOHOTO
MUTaHUA JIETeW NEPBOTO
roja >Ku3HH, OOJIBHBIX

14

23

50,5

471

ot 0 1o 1 roxa
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MIPONMOHOBOU U
METHIMAJIOHOBOM
aruaemueit, "Hyrpuren
14 -ile, -met, -thr, -

Val Nikkik

«Hytpuren 20

-tre,- met, —val,- ile»
Crnenuanu3upoBaHHbIN
MIPOAYKT CyXOH IJIs
JTUETHYECKOTO JIe4eOHOTO
MUTAHUsA IETEW cTaplie
OJIHOTO ro/1a, O0JIbHBIX
MPOITMOHOBOM U
METHJIMAJIOHOBOM
anuaemueit, "Hyrpuren
20 -ile, -met, -thr, -

Val Nikkkk

20

18

50,4

444

crapure 1 roga

«Hytpuren 40

-tre,- met, —val,- ile»
Crnenuanu3upoBaHHbIN
MPOAYKT CYXOH JJIs
JUETHYECKOTO JICYCOHOTO
MUTAHUA IETEH cTapiie
OJIHOTO T0J1a, OOJIbHBIX
MPONMOHOBOU U
METHIMAIOHOBOM
anuaemueit, "Hyrpuren
40 -ile, -met, -thr, -

Val Nikkkk

40

13

31,6

403

crapue 1 romga

«Hytpuren 70

-tre,- met, —val,- ile»
Cnennanu3upoBaHHbIN
MPOAYKT CYXOM s
IUETUYECKOrO JIEUEOHOTO
MUTAHUSA JIETEH cTapiie
OJIHOTO T0J1a, OOJIbHBIX
MPONUOHOBOMU U
METHIMAaIOHOBOM
anunemuel, "Hyrpuren
70 -ile, -met, -thr, -

Val Nikkkk

70

4,5

298

crapue 1 roga

Milupa OU 2-prima
Cnennanu3upoBaHHbBIN
MPOAYKT JUETUYECKOTO
JIEYeOHOTO MUTAHUS IS
nereit crapue 1 roaa,

60

53

261

or | no 8 et
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CTpaaloIINX
OpraHN4eCcKon
aluuIeMHUeEN -
MIPONMOHOBOM WU
METHJIMAJIOHOBOM
arunemuei, "Milupa OS
2 Prima"****

Milupa OU 2-secunda 70 0 1,6 286 oT 9 510 14 ner
Criennanu3upoBaHHbIN
MPOAYKT JUETUYECKOTO
JIEYEOHOTO ITUTAHUS JUIS
JieTel crapiie 8 JeT U
MOAPOCTKOB,
CTpaJarommx
OpraHu4eCcKon
anMaeMuen -
MPONMOHOBOW WJIN
METHIMAJIOHOBOM
armnemueid, "Milupa OS
2 Secunda"****

Milupa OU 3-advanta 70 0 1,8 287 ctapwe 15 net
Cnenuanu3upoBaHHbIN
MPOAYKT JUETUUECKOTO
JIe4eOHOIr0 MUTAaHUS IS
nerei crapuie 15 et u
B3POCIIBIX, CTPAJAAOIINX
OpraHNu4eCcKou
aluaeMuen -
MPONMOHOBOW WJTH
METHIMAIOHOBOM
aruaemueit, "Milupa OS
3 Advanta"****

IIpuioxkenue A3.4. [lpuMepsl pacyeToB NUTAHNS JAJIS NANMEHTOB IPY HHUIMAIIUHT
JAHETOTEPAINH.

1) Tlpumep pacuera nutanus s peberka 1 mecsuna *.
Macca Tena 4 kr. [lomygaeT rpyiHoe MOJIOKO ( FUTH IETCKYIO MOJIOYHYIO CMECh) + CMeCh aMHHOKHUCIIOT 0e3
METHOHHHA, TPEOHWHA, BAIMHA U U30JICHIINHA.

1. O6miee komuuecTBO O€Nka B CyTKH — 2,5T/KT Macchl Tena, Bcero B cyTku 10 T Oenka
2.  JlomycTuMoe MUHMMAaJIbHOE KOJMYECTBO METHOHHMHA -30 MI/KI Macchl Teja,BCEro
120 mr B cytku. [IpumepHoe Koau4ecTBO METHOHUHA B 1 T Oesika rpyJHOr0 MOJIOKa OKOJIO
25-30 mr ( 6epem 30 Mr), KoIHUECTBO O€JKa 3a CUET TPYIHOTO MOJIOKA/MOJIOUHOM cMecH -
4r.
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3. KomunyectBo rpynHoro monoka/monounoit cmecu (100 mut comepxut 1.2 r 6enka)
npumepHo 330 Mi B CyTKH
4. benok cnenualin3upoBaHHOM cMecH -6 T
5.  KomunuectBo cnenmanm3upoBanHoit cmecu Hyrpuren 14** B 100 r cyxoii cmecu 14 T
0eNIKOBOr0 3KBUBAJIEHTA) — 42,91 ( MOXKHO OKPYIJIUTH 10 49 T)
6. KonnyecTBo rpy1HOT0 MOJIOKa/ MOJIOYHOM CMECH U CYyTOYHOE KOJIIMYECTBO
CHEeMATM3UPOBAHHON CMECH JeTNM Ha 7 mpueMoB ( ipu HeoOxoamoctu Ha 8). Ilpu 7mu
Pa30BOM KOPMIIEHHUH 32 OJTHO KOPMJIEHHE PEOEHOK AOKEH MOIyduTh 46 ( MOXKHO
OKpYJIHTH A0 50 MJT) TPYTHOTO MOJIOKA/MOJIOUHOU cMecH + 7 T CHelHaIu3upOBaHHOM
Mecu + 50 mu1 Bozsl ( Ha 4,5 cnenuaau3upoBaHHON cMecH — 30 MIT BOJIBI).
O6bem cyrounoro kopmiieHust 700 ma (o 100 mut 7 pa3)
e *Pacyer sBNsETCS OPUECHTHUPOBOUYHBIM, [TOCIIC HA3HAUECHUS JIeUeOHOro MUTaHUs TpedyeTcs
KoHTpoJb TMC, Ba’KHO ClI€UTh, YTOOBI MATOIC€HETHUECKU COAEPIKaHUE 3HAUYMMBIX
AMUHOKHCJIOT HaXOJIMJIOCh B pe(pepeHCHBIX Mpeenax.
e **ecnu ucnonblyercs cmech AHamuke MMA/ITA |, yautsiBath, uto 100 r cyxoit cmecu
conepkut 13,1 r Genka, COOTBETCTBEHHO KOJIMYECTBO CMECH B CYTKHU OYAeT paBHATHCS 54,5-

55T.

2) Tlpumep pacuera nmutanusi peOCHKY 3-x JieT, macca tena 15 kr.

Pacuer MMPOBOAUTCA B COOTBETCTBUH C IPHUBCACHHBIMHA BBILIC IPUHIUIIAMHA, OAHAKO, MOXHO HMCII0JIb30BATh
6oJiee yIpoIIEeHHbIH BapUaHT [l BEIYMCIIEHUS KoJruecTBa oOuiero 6enka: He MeHee 50 %
CYTOYHOTO IOTppeOIeHns OenKa — 3a CUeT CIeaTu3upOBaHHON cMecH, ocTtaibHbie 50% - 3a cuer

HATYpaJIbHbIX U CIICHUAJIBHBIX HHU3KOOEIKOBBIX IMPOAYKTOB.

Hpuioxkenue A3.S. [IpuMepHbIid CyTOYHBIN HA00P NPOAYKTOB, €r0 XUMHYECKH I

COCTaB U JHEPreTuYeCKasd HCHHOCTb AJIA JaeTel JOMKOJIbHOI0 Bo3pacrTta ¢

METHJIMAJIOHOBOM aluaeMuen

Konuyectso, XHUMHUYECKHM COCTaB, T SHepreTHueCcKas
IIponyxTsl r (M)
OCNKU | JKUPBI | YTJIEBOJIBI HEHHOCTB, KKal
X710 HU3KOOEIKOBBII 140 1,06 3,5 84,2 378
X1e000yI0YHbIC 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 nuzko6enkoBast 25 0,2 0,5 216 90
Cyxoit 6€30€TKOBBII HAITUTOK 24 5,0 17,2 114
Macno cIuBOYHOE 20 0,1 16,5 0,16 149
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Macao TomIeHoe 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
Csekna 60/48 0,72 0,05 4,32 20,2
Kabauku 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
JIyx peryatsbrii 5/4 0,05 - 0,32 1,45
Kiroxsa 10 0,05 - 0,38 2,6
Coxku 100 0,5 - 11,7 47
DpYKTHI CBEIKUE 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

IIpuioxkenue A3.6. MeradomuecKuii KOHTPOJIb, MOHUTOPUHT THETHYECKOIO

JICHCHUSI, HYTPUTUBHOI'0O CTATyCa U BOBMO’KHBIX OTAAJCHHBIX 0CJI0KHEHUH

3a00J1eBaHUA*

Hccnenosanue Yacrora
AMMMaK, ra3bl KPOBH, JIAKTaT B xaxapIii BUSUT
AMUHOKHUCIIOTHI IJIa3Mbl KPOBU 1 pa3 B 3-6 mec
(mocne 3-44 rononanus)
Oprannyeckue KUCIOTBI B MOUE 1 pa3 B 3-6 mec
CBob6onnsiit kapuutud (TMC) 1 pa3 B 6-12 mec
KoHTposb queTs! (MuieBoi JHEBHUK) B ka1l BU3UT
AHTponomeTpus B kaxnablil BUSUT
Knuanyeckuit ocMoTp B kax b1l BU3UT
Anb0ymMuH, Tpeanb0yMUH KPOBU 1 pa3 B 6 Mecsi1ieB
CocrosHue KocTHOM TKaHM (Kanblul, pocdop, | 1 pas B rox,
[I1®, maramii, napatropmoH, 25-OH BuTamMMH | NIpU NOPAKEHUU MOYEK YaLIE

59




D B nnazme kpoBu

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

1 paz Broxg

OcMoTp HEBpoIaToyiora

Kaxxnplii BU3UT

Omnpenenenue rIIOMEPYISIpHOW U TYOysIpHOM
GyHKIMU 1OoYeK (KpeaTHMHHWH, MOYCBUHA,
AIIEKTPONIUTHL, ITUcTaTuH C, MOYeBasi KHCJIOTa,
3JICKTPOJIUTHI ¥ OETIOK MOYH)

1 pa3 B 6-12 mecsueB, HauuHasg ¢ 6 JIeT, WK
paHbllle IPU HAIMYUU TMPU3HAKOB MOPAKEHUS
MOYEK

HaHeraTI/I‘{eCKaH aMujiasa, Jijdiasa

1 pa3 B 6 mec

Kapauonorunueckoe odcienoBanme
(OKT', DXO-KI)

B MoMeHT muarHocTUky 3a001€BaHus,
nanee 1 pa3 B rog nocie 6 jget

KoruuTtusnsie ynkmun (1Q)

Jl1s1 onpeieieHHOTo BO3pacTa

Odranpmonorudeckoe 00CIeI0OBaHNE

1 pa3 B rog nocine 6 ner

O0I', MPT, cypronoruyeckue TeCThl

I1o nmokazanusm

CTOMAaTOJIOTHYECKAS ITOMOIIb

He pexe 1 pa3a B rox

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

[TaniueHT ¢ MOIO3pEHUEM HAa METHIMAIOHOBYIO
auIEMHIO

I

Junarnocruka

I

[uarnos
IToaTBepxnen?

Koncynbranus HET
MpOopUILHOTO
CcHeluaIiucTa

Tepanust B cranpoHape

JlucriancepHoe HaOMIOICHUE U
JIEYEHHUE C MEPUOANICCKIM
KOHTPOJIEM B CHEIIHATM3UPOBAHHOM

— MeIUATPUIECCKOM OTICICHUH

JA Tepanus HET

s¢dexTrBHA
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Hpuiaoxenue B. Undopmauus A4 nanueHra

MetwimanonoBass anuaypust  (anuaeMusi) — HAcIEACTBEHHOE HapylleHue oOMeHa
AMUHOKHCJIOT: METUOHMHA, TPEOHUHA, BaJIMHA, U30JIeHIINHA.

Jletu ¢ nogo3penueM Ha MA TpeOyroT TiiaTesbHOro obcnenoBanus u HadmoaeHus. CeMbH,
B KOTOPBIX €CTh OOJBHBIE C YCTAHOBJICHHBIM JauarHo3oM [IA, IOMKHBI TPOUTH MEIUKO-
TeHETHUYECKOE KOHCYIbTHPOBAHHE, TAK KaK PUCK MMOBTOPHOTO POXKICHUS OOIBHOTO PEOCHKA B CEMbE
cocraisieT 25%.

Haubonee omacHbIMU ISl KU3HU COCTOSHUSIMHU, BEIYIIUMHU IMPU OTCYTCTBUU JICYCHHS K
HEOOPATHMBIM TIOCIICICTBUSM BILIOTH JIO JICTAILHOTO MCXO/1a, SIBJISIFOTCS METa0OJIUIECKIE KPU3HI

Kpu3bl 00BI9HO MPOBOMHUPYIOTCS TAKUMHU HEOIArOonpHUsITHEIMU (aKTOpaMH, KaK HapyIIeHUE
JUETHI, MpeHeOpeKeHe Ha3HAUYCHUSIMU Bpaya, BUPYCHbBIE U OaKTepHalibHble HH(EKINH, CTPECCOBBIC
CUTYallu, TPAaBMbI U, XUPyPrUUECKHUE BMEIIATENHCTBA, SMOIIMOHATIbHBIC U (PU3NYECKUE HATPY3KHU.

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

I[Ipy nmepBBIX CHMOTOMAX MeTA00JIHYECKOT0 KpH3a HeOo0XOAMMO CPOYHO
roCUTAJIM3MPOBATH pedeHKa, 10 NMpHe31a Bpaya CKOPOil MOMOIIM He3aMedJuTeJbHO HAYATH
Tepanuio Ha 10MY.

Tepanus na oomy

[Tpu Hanmuuu HeOpUIHLHON TUXOPATKU HUXKE 38,5°C 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 38,5°C naror YKAPOTIOHIDKAIOIIUE CPEJICTBA, B TOM YHUCIIE,
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 nosiBneHUEM NEPBBIX MPU3HAKOB META00IMUECKOT0 KpH3a, HE T0KUIAsACh MPUXO0/a Bpaya,
CIIeIyeT YBEIIMYUTH JI03Y IMepopanbHOro (depe3 poT) L- kapautrna 10 200 Mr/mr/cyTku.

Tabnuna 12. OcHOBHBIE TPUHIIMIIBI TEPATUH META0OJIUUYECKOI0 KpU3a Ha I0MY

VrieBoabl MasnbToIeKCTpUH

Bospacr (11et) O0beM KuAKocTH (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

Poanrtenu nanuenta ¢ MA, a B JajbHellllIeM U caM NALMEHT J0JLKHbI ObITh 00y4YeHbI
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 HAYMHAIOLIET0cs MeTa00JIM4ecKoro Kpusa.

64




65



66



67



68



