LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

BonesHb «kneHoBOro cupona»

KnuHnueckune pekomeHdaumn MuHsapasa Poccuu - B3pocnble, AeTH - pefakums 2024 ., ctatyc «[pumeHsaeTcsa» Ha 04.11.2026 - MKB-10:
E71.0 - Cotos neauaTpos Poccui, AcCoumalmns MeamumMHCKMX reHeTrkos, OBLLIEPOCCUNCKASA OBLLECTBEHHAA OPIAHV3ALIA
TPAHCIMAHTOMOMOB "POCCUNCKOE TPAHCMTAHTONOMMYECKOE OBLLECTBO"

BonesHb «kNeHOBOro cupona» (NenuyHo3) — ayTOCOMHO-PELLECCUBHAS aMMHOaLLMAONaTVS U3-3a AeduumTa
KOMMnekca AernaporeHasbl KETOKUCIOT C Pa3BETBNEHHOM LLEeNbIO, NPY KOTOPOW HaKamnMBaloTCS NENLLH,
M30NENLMH, BanvH 1 UX METaBGONUTLI. PEKOMEHAALMA NOCBSLLEHA PAHHEMY PACMO3HABaHWIO 3a601EBaHNS,
NOATBEPXAEHWIO ANarHo3a, NOXM3HEHHOM AMeToTepanmm 1 HEOTIOXHOMY BEAEHMIO METaBboIMUYECKOro Kpur3a.

naBHOe

+ Knaccuueckast hopma 06bI4HO NPOSIBNSETCS B NEPBYIO HEAEMIO XM3HW OTKA30M OT eibl, PBOTOW, CyA0POrami,
HapyLeHWeM CO3HaHUs, YepeoBaHeM rmMnepToHyca v FMNOTOHUM; BO3MOXHbI KOMa, MapafoKcabHoe AblXxaHue v
oTek Mo3ra. Y feTelt cTaplue rofa HaCToOpPaxvBaloT 3aAepXKa Pa3BUTHS, aTakCusi, MblLLEYHasi ClaboCTb, CyLOpOru
1 aNM30bl AEKOMMEHCALMMN.

Kpu3 MoryT cnpoBoUMpOBaTh MHPEKLLMA, MTMXOPaaKa, FoNnoAaHne, HU3KOKanopumnHasa nnm BbiCoOkobenkosasa aAneTa,
dur3nYeckasn Harpyska, TpaBMa U XMpypruyeckoe BMeLlaTenscTeo. Cnaakum unu KapamernbHbli 3anax Moy
XapaKkTepeH Angd 3abonesaHuns.

[rarHo3 noaTBepPXaatoT NOBbILLEHHbIE KOHLIEHTPAaLMW NenumHa, U3onenumHa 1 BanvHa, XapakTepHble
COOTHOLLUEHNS aMUHOKWUCIIOT B KPOBM M NaTOreHHble BapuaHTbl B reHax BCKDHA, BCKDHB, DBT unun DLD B
rOMO3UIrOTHOM UK KOMNayHA-reTepo3nroTHOM COCTOSHUM.

MpW KNMHXUYECKOM NOAO3PEHUN BUoMaTepuan Ans BUMOXMMUYECKOro nccnefoBaHnsa 6epyT A0 Havana ANeTUYECKNxX
OrpaHWYeHWn, 3aTeM NaLmeHTa NepeBoaaT Ha HU3KOHENKOBOE NUTaHWE C AOCTaTOYHOW KaNopUMHOCTLIO; NeveHne
He OTKNaAbIBatOT [0 NOMYyYEHUsI FTeHETUYECKOro pesynbTaTa.

OcHoBa ANMTENbHOM Tepanumn — orpaHuYeHmre HaTypanbHOro 6enka n cneumanaMpoBaHHbIE aMUHOKUCIOTHBIE
cMecu 6e3 nenumHa, n3onenLmHa 1 BanuHa; NUTaHne JOMKHO 6biTb JOCTAaTOYHO KanopUIAHbLIM, XUAKOCTb —
[AOCTaTOYHOW, KOPMMEHUSt — APOBHbBIMY, 6€3 ANUTENbHbIX NEPEPLIBOB.

MeTabonnyeckum KPU3 — HEOT/TOXXKHOE COCTOAHME: HeobxoaMMbI IKCTPEHHad rocnnTanm3auma, MHTEHCMBHaA
Tepanua, NnpekpaleHne KaTtabonmama, KOppekund aunnosa, rmnornmkeMmnm, rmunoHatTpuneMmnn n rmnepaMmMoHmneMmni,
a Takoke KOHTPONb Yyrpo3bl OTEKa MO3ra.

OunarHocTuka

1. 3anono3puTb BKC npu HeoHaTanbHOM yXYALLEHWN C PBOTOW, OTKa30M OT efibl, BAIOCTbIO UV BO36YXXAEHNEM,
cyaoporamu, HapyLleHeM CO3HaHKA, U3MEHEHWEM MbILLIEYHOr O TOHYCa 1 CNaaK1M 3anaxoM Mouu; y AeTen
CTapLlero Bo3pacTa — Nnpw ann3ohax AekoMneHcaLmm nocne MHpeKLMn, ronoaaHns nnv BbICOKO6eNKoBOW MULLM.
YTOYHUTb CEMENHBIV aHaMHES.

2.TpOBECTN OCMOTP C OLLEHKOM CO3HAHUS, MCUXOMOTOPHOMO M GU3NYECKOrO Pa3BUTUS, 06E3BOXMBAHWS, MbILLEYHOO
TOHYCa, Cy0OpPOr, AbIXaHWS, TYPropa KOXW 1 XapakTEPHOro 3arnaxa MouM Ui KOXM.

3. [put KNMHUYECKMX NMPU3HaKax CPOYHO UCCNeaoBaTb KUCNOTHO-OCHOBHOE COCTOSAHME U ra3bl KPOBW, FTIHOKO3Y,
HaTPWW, NakTaT, aMMUaK M KETOHOBbIE TEMa B MOYE; B KPU3€ BO3MOXHbI KETOALLMO03, TMNoHaTpUeMms,
runornvkemus u runepammoHvemms. YOO s, Yyp C.

4. 1N BUOXMMMYECKOTr O NOATBEPXAEHWS BbINOMHUTL TAHOAEMHYIO MACC-CMNEeKTPOMETPUIO aMUHOKUCNOT U
ALMIIKAPHUTMHOB KPOBUW M OMNPENENUTb OpraHnyeckme KMCnoTbl Moun. OXnOatoTCA NOBbILLEHWE NenLmHa,
N30nenLmnHa, BanmHa 1 aKCKpeLLMmn COoTBETCTBYOWMX keTokucnot. YAO 5, YYP C.

5. MNocne BbIgBNEHNS KITMHUYECKMX 1 BUOXMMMYECKMX Npu3HaKkoB nccrenosats BCKDHA, BCKDHB, DBT v DLD
MeTO[OM MacCOBOIr0 NapanenbsHOro CEKBEHMPOBaHWS; Mpy HEO6X0AMMOCTM HavaTb ¢ BCKDHB MeToa0OM
cekBeHupoBaHus no CeHrepy. YOO 5, YYP C.

6. Mpuy oCTpOM Nepuoae 1 HEBPONOrMYeCKOM CUMNTOMATUKE BbINONHUTL MPT rOI0BHOMO MO3ra Ninbo
HEeMPOCOHOrpapuio AN NoMCKa oTeka MO3ra; Mpu CyAoporax 1 Apyron HEBPOMOrM4YeCcKon CUMNTOMaTHKe
nposecTn 30T, BKNOYasa BUOAEOMOHUTOPUHT. MPT 1 HempocoHorpadus: YOO 4, YYP C; 33r:-yaa s, YYPC.
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INeueHue

« [py nopo3peHun Ha BKC nocne 3abopa MaTepunana Ha BUOXMMUYECKOe NCCNeaoBaHne OrpaHUYnTL 6enok 1
obecneynTb JOCTaTOUHYIO KanopuMHOCTb. B nepBble 6 MecsALeB UCMONb3YIOT MPpyaHOE MOMOKO UM CMECH C HU3KUM
cofepxaHvem 6enka 1,2-1,3 r Ha 100 M1 BOCCTaHOBNEHHOIO MPOAYKTa; AeTAM CTapLue 6 MeCHLIEB UCKITIOYaIOT
BblCOKO6enkoBble npoaykTsl. YOO 5, YYP C.

Mocne NnoATBeEPX/AEHNS AnarHo3a CTPOro OrpaHUYMBaIOT HaTYypPasibHbIN 610K U KOMNEHCUPYIOT ero
cneumanM3MpoBaHHOM CMECHIO aMUHOKUCNOT 6e3 nenunHa, n3onenumHa v BanvHa. B Havane neyeHns 1 B nepuos
MeTaboIMYeCKmX KPU30B B TeYeHne 24~-48 4acoB MCMOSb3YIOT TOMBbKO CheumnanM3MpoBaHHY0 CMeCb aMUHOKMCIOT.

N3onenumH v BanvH 4o6aBRaoT MOHOLO6aBKaMU; OPUEHTMPOBOYHAA 0033 M30NENLMHA U/ UK BannHa COCTaBnaeT
30-95 Mr B CyTKM B iBa Npuema, € nogaepxaHmem nx KoHueHTpauun B ceisopoTke 200-400 mkmons/n. YOO 5, YYP
C.

Mpu THAMUH3aBUCUMOW GOPME TaMUH COYETAIOT C OrPaHUYEHNEM aMUHOKUCNOT C Pa3BeTBNEHHOM LIEMbIO.
HayanbHasa no3a — 50-200 Mr B CyTKM Ha 1 MeCSLL, C OLLeHKOW aMUHOKMUCNOT; OBLUMIM Anana3oH 03 B TekcTe — 10-
1000 Mr B cyTkM. YOO 5, YYPC.

JleBOKapHUTWH Ha3HavatoT NpW OTCYTCTBUM NPOTMBOMOKa3aHUn 06bIYHO No 50 Mr/kr/cyT B 2-3 npuema Ha 3-6
MecsLLEeB; onTuManbHas 4o3a npy BKC okoHuyaTensHo He ycTaHoBneHa. YOO 5, YYP C.

[pu Kpu3e NuTaHne NepeBoadT TOMbKO HA aMUHOKMUCIIOTHYIO CMeCh 6e3 nenumHa, n3onevumHa v BanuHa Ha 24-48
4YacoB, KOPMAT APOBHO Kaxable 2-3 Yaca; NPy PBOTE UM OTKa3e OT bl UCMOMNb3YIOT Ha30racTparnbHbIM 30H4 UK
racTpoCTOMY. MI30nenumH 1 BanuH B kpu3e fnobasnsioT no 80-120 Mr B cyTku B ABa npuema. YOO 5, YYPC.

[ns nofasneHuns kKatabonmama NpUMeHSsIIOT SHTepanbHble PacTBOPbI AEKCTPO3bl UV ManbTOAEKCTPUHA NpU
OTCYTCTBUM PBOTHI. [1pn Kpn3e BHYTpUBEHHO BBOAAT 10% AeKCTPO3Y: HOBOPOXAEHHbLIM U AeTaM o0 3 neT 10-12 mr/
Kr/muH, B 3-10 net 8-10 Mr/kr/muH, ctapue 10 net 5-8 Mr/kr/MuH; nunnaHble 3aMynbCum BO3MOXHbI [0 2 T/Kr/CYT.
yaons, vypC.

Ipu Kpr3e KOPPEKTUPYIOT aLna03 BHYTPUBEHHBIM HATPUSA rMAPOKapOOoHATOM; 4038 B MMOIb PACCUNTLIBAETCS Kak
(-BE) x Macca Tena (kr) x 0,3. Mpv ammmake Bbilie 200 MKMOIb/N Ha3HaYaloT CPeACTBa AN ero BbiBEeAeHS,
Hanpumep 6eH3oat HaTpud 250 Mr/Kr/cyT, MakcumanbHo Ao 500 Mr/Kr/cyT; Ans nauMeHToB C Maccou Tena 6ornee
20 kr — 0o 5,5 r/m2/cyT. [Npu AeKOMMNEHCUPOBaHHOM METaboIMYEeCKOM aLao3e, He NnoanatowemMcs
MeaMKaMEeHTO3HOW Tepanumn, BO3MOXHbI FfeMOAManun3, NepUToHeansHbLIN Ananvs unv remoanadunbTpauma. YOO 5,
YYPC.

Korpa HanpaBuTb M Kak HaénopaTb

« OKCTPEHHO roCnmUTann3npoBaTb NpU Yrpo3e 1im pasBuTrmM METaboNMYeCcKoro Kpnsa, 0CO6eHHO Npu OCTPOM
3HUedanonaTmmn, Cyaoporax, MHOrokpaTHOM pBoTe, HapyLLEHNW CO3HaHWS, MPU3HaKax oTeka Mo3ra,
rMAOrNNKEMUU, FTMNOHATPUEMUN M MeTaboNnyeckoM aumnaose. YOO 4, YYP C.

[MnaHoBaga rocnuUTanu3aumns HyxXxHa, eCnv AMarHOCTUKa UNW NnedyeHne Tpe6y+0T ONUTENbHOrO HabNtOAEHNS U
MOHUTOPWUHIa KﬂMHMKO-ﬂa60paTOprIX nokasartenen NnMéo obcnefoBaHNe HEBO3MOXHO aM6ynaTopHo.

|_|pl/l COXpaHaArLWeMCd KeToaunaoose n rmnepaMmmoHmnemMni nméo OTCyTCTBUMK 6bICTpOl;I NONOXUTENBHON peakummn Ha
MHTEHCUBHYIO TEPanumo paCCMOTPETb I'Iepl/ITOHea}'Ibell;l ananna nnn remMoananmas.

Mpy HNU3KOM 3PHEKTUBHOCTU KOHCEPBATUBHOIO NeYeHUS TPaHCMIaHTaLUMIO MeYEeHN pacCMaTpUBaIOT Mo
XM3HEHHbIM NOKa3aHWAM; OHa MPeaoTBPaLlaeT KaTaCTPoOPUUECKme NoBpPeX4eHNA MO3ra, KOTOpPble MOryT
BO3HWKHYTb BO BpeMsi METAB0NNYECKON MHTOKCUKALIMK, HO HE UCMPAaBAET yXe MeoWMeCs KOrHUTUBHbIE
Hapywenwua. YOO 4, YYPC.

Mocne BbINMCKM NaLMeHT HabntofaeTcs aMbynaTopHO y neamaTpa, HEBPOora u reHeTuka; npu
CUMMTOMATUYECKOW 3MUNENCUM HYXEH HEBPOSION C OMbITOM BELEHUS MALMEHTOB C 3MUMencue, ocTanbHble
CneLmanmncTbl NOAKMOYaTCS N0 NOKA3aHUAM.

YacTblie BOnpochl

Kakue npuaHaku AOMKHbI 3aCTaBUTb 3ano403puTb 601e3Hb «KTEHOBOMO CUPOMa» Y HOBOPOXAEHHOM0?

Ha nepBoi Heene X13Hn Hanbonee xapakTepHbl 0TKa3 OT efbl, PBOTA, BANOCTb UM pe3Koe BO36YXaeHne, Cyaopory,
HapyLleHWe CO3HaHWs, PacCTPOMCTBA AblXaHUs 1 YepeloBaHMe rMnepToHyCa C rMNoTOHWEN. BaXHbI OpUeHTUp —
cnagkui 3anax Moumn Unn Tena.

Kakue aHanusbl noaTeBepXaakT anarHos?
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B kpoBw onpenensoT aMUHOKUCNOTbI M aLMIKapHUTUHBI METOAOM TaHAEMHOW MacC-CreKTPOMETPMK, B MOYE —
opraHuyeckme KMcnoTtbl. OKoHYaTENbHOE MONEKYNAPHO-FeHETUYEeCKOEe MOATBEPXAEHME NPOBOAAT UCCNE0BaHNEM
BCKDHA, BCKDHB, DBT 1 DLD.

MOXHO Nu XaaTb reHeTUYecKoro pe3ynbTaTa nepen Hadanom neyenua?

CHauana cobupatoT buomaTepuan ans boOXMMUYECKOro TECTUPOBaHWSA, 3aTEM NauMeHTa NepeBoadT Ha
HW3KO6EeNKOBOE NUTaHKeE C OCTaTOUYHbIM KONMUYECTBOM Kanopui; MONeKYNApHO-reHeTUYeckue NCCrnefoBaHns MoryT
noTpeboBaTb OKOMO 2-3 HeJenb.

YTo genaTb Npu NogO3peHNN Ha MeTabonnyecknmn Kpuns?

Hy>Ha HeMeaneHHas rocnmMTanmM3aLms U MHTEHCUBHas Tepanus. B cTauvoHape BpeMeHHO UCMOMb3YIoT TOMbKO
CreLmanM3MpoBaHHyo CMech 6e3 neviLmHa, M3onenLmHa v BanvHa, 06ecneyvBatoT 4yacToe KopMeHue,
SHEePreTUYECKYIo NOAAEPXKY AEKCTPO30M U KOPPEKTUPYIOT aLMa03, 3NEeKTPOUTHBIE HAPYLUEHUS U
rMNepaMMOHNEMMIO.

Kak KOHTpPONupyoT COCTOSIHNE pebeHKa Mexay Kpusamu?
AMUHOKMCNOTbI U X METabONMNTLI KOHTPONMPYIOT B CPedHEM OWH pa3 B 3 MecsLa, a Npu MHQEKLMM Un yrpo3e Kpusa

— He pexe oaHoro pasa B 7-10 gHen. JlenumnH noanepxmeatoT Ha yposHe 75-200 MkMonb/ny aeten ao 5 netn 75-300
MKMO/Ib/Ny AieTen cTapLue 5 neT; BanuH 1 ndonenumH — 200-400 mkmMonb/n.

Bbik1MKa caenaHa no TeKCTy pekoMeHAaLIMM 1 He 3aMeHseT ero. MonHbIN oduumanbHbIV TEKCT, KanbKynaTopbl U COKPaLLEHHas BepCHs:
https://lukonaceyeHoBa.pd/cr/385-bolezn-klenovogo-siropa. OpuumanbHbI ICTOYHMK: https://cr.minzdrav.gov.ru/preview-cr/385_3
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