9KCTPEHHbIN NMPOTOKOJ A1l NMAUMEHTOB C
rMYTAPOBOU ALUMAOYPUEN TUI 1

Mms namuenra:
Benymas 6onbHMIA:

Howmep ucropuu 00Jie3Hu :

HOMEPA TEJE®OHOB

JIEUAIIMU BPAY:

MUETOJIOT:

FnyTapoBasi aumaypus tun 1
(nebnunt rnytTapun-KoA pgervgporeHasbl)

OTO ayTOCOMHO-peLieccuBHOE 3abosieBaHne, 00yCNOBEHHOE MyTaLMSIMU B FreHe, KOQUPYIOLLEM
depmeHT rnytapun-KoA gervgporeHasy (GCDH).

HedbnumnTt gaHHoro hepmeHTa o3Ha4yaeT NaTonornto B MeTabomame HEKOTOPbIX aMUHOKMCIOT,
NM3VHa, MMapPoNN3nHa N TpUnTodaHa, n NPUBOLAUT K HAKOMIEHUIO FyTapOBOW KUCNOThI 1 APYrX
TOKCUWYHbIX MeTabonuToB. Jlto60i MeTabonnyecknii CTpecc, AeKOMIMEHcaUms opraHn3ma MoXKeT
NPUBE3TU K «3dHLedanMTonogo6HOMY» KpU3y, yrHETEHNIO CO3HaHNSA OO conopa n Kombl. Kak
npasnao 3TO NPUBOAUT K HEOOPaTUMbIM HEBPOJIOrMYECKUM HapyLUEHUSIM U NOTepsii paHee
nprno6peTeHHbIX HaBbIKOB. OOHaKO arpecCrMBHOE N paHee NieYeHe MOXXET NPeaoTBPaTUTb
HEBPOJIOrMYECKME OCNOXHEHNS.

Hetn B BO3pacTe 0o 6 NeT NMEOT OYEHb BbICOKNM puUCK oeKomMmneHcaunnm B Bnge OCTporo
SHHed)aﬂOI'IaTI/I‘-IeCKOFO Kpunsa, n0O3TOMY X nieveHne OoJsI>KHO ObITb OCOBEHHO OCTOPO>XHbIM.
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®AKTOPbI MPOBOLVPYLUUE METABOJIMMECKUIA CTPECC, AEKOMMEHCALMIO
OPIrAHU3MA (KATABOJIN3M BEJIKOB):

- Jltob6on Bupyc, NHekums, BaKunMHaUms KOTOpble NPUBOLAT K TaKMM CMMMTOMaM Kak BblCOKas
Temneparypa, pBoTa, guapes. Bmecte, unm no otaenbHOCTU.

- ['onogaHve nnn HegocTaTtovyHoe ynoTpebneHns Kanopui

+ NIHTeHcKBHbIE (hr3nyeckmne Harpy3km, UCTOLLLEHMS OpraHM3ma

- OnepaTtnBHOe BMeLLATENIbCTBO

« YpesmepHoe ynotpebneHune 6enka

JNNEMEHMUE:

- Hwuskobenkosas gneta Cc OrpaHN4YeHNsM NN3nHa, crierka BbICOKOKanopumnHas

- CneumnanbHas )opMyna CMeCb aMUHAKUCNOT 6e3 IN3NHA 1 C HU3KUM COOEeP XKaHNEM
TpunTodaHa

- L-kKapHUTWH

- [pepoTBpalleHne geKomneHcaumm

KAK NMPEAOTBPATUTb AEKOMIMEHCALIUIO:

+ N3beratb HapyLIeHNA oneThbl
« M36eratb ronogaHus (5 4acoB B cTabuiibHOM COCTOSIHUM 1 2 Yaca npu BUpyce, MHeKLmn)
« Mpwn ntobo MUHUMAaNLHONM Yrpo3e AEKOMMNEHCALUN OpraHn3Ma He3aMenINTeNbHO

akTBMposaTh AKCTPEHHbIVA MPOTOKOJ1 AOMA

3KCTPEHHbIN NMPOTOKON AOMA (ecnvt TemnepaTypbl <38,5°C, HET PBOTbI, HET AMapen 1
COb6NIOAA0TCA BCE HMXKE NEepeYnCcieHHble PEKOMEHOALNN)

1. WeknounTb, nnm ymeHbwinTb Ha 50% ynoTpebneHune nuanHa (HaTypasnbHoro 6enka) Ha
MUHUMYM 24 yaca n Mmakcnmym 48 yacos. [locne, BBOAUTb NOCTENEHHO.

2. YBenununtb noctynneHue kanopui (Ha 10% 6onblue Yem B CTabUIBHOM COCTOSIHAN) C

NOMOLLbIO crieumnanbHblix 6e36enkoBbix obaBok (Maltodextrin, Fantomalt, Energevit...) n

crneumanbHon HN3KOOENKOBOW eapl.

MNonTb Kaxkable 2-3 yaca, OHEM U HOYbIO.

4. [popomkaTte NnTb hopmyny cmecb amnHakmucnoT (Anamix GA1, HytpureH, Glutaridon...) B

paHee NponMCaHHOM KOTIMYECTBE.

YaBouTb o3y L-kapHutnHa (200Mr/Kr/cyTkun, pasgennTb Ha 4 [o3bl, Kaxable 6 4acos)

CesazaTbCs € nevalim Bpayom

7. TporpeccrBHOEe BO3BpaLLEHME K 0ObIYHON OneTe B nocnenyowme 3-40Hs

o

oo

B CNNYYAE HEYJAYU B COBIFOOEHUN BCEX PEKOMEHOALIUIA
AOMA Ui NPUCYTCTBUUN PBOTbI, ANAPEN, TEMMNEPATYPbI
BbILUE 38,5°C, EXATb B 5OJIbHULLY!!!
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OEVNCTBUSA B BOJIbHULIE:

1. B HesamennTenbHoM nopsiake HavyaTb BCE HUXKEYKa3aHHble pekoMeHaauum, gaxe npu
HopManbHOM OBLLIEM COCTOSIHUN pebeHKa.

2. [Noutn BCem naumeHTam TpebyeTcs rocnutanmsaums, ons HabnoaeHus n BHyTPUBEHHOTO
BBeOEHUS FoKO3bl.

3. Obecneuntb Heobxoaumoe Konmn4yecTBo kKanopui (Ha 10-20% 60osblue YeM B cTabubHOM
COCTOSIHMM) C MOMOLLIbIO KanenbHWLbl HaYaTb BHYTPMBEHHOE BBeaeHne pacteopa 10%
FNFOKO3bI

TNMpume4vanmne: He nepexoqnTe Ha UCKITIOYNTE/ILHO OPasibHbIV VI SHTEPasbHbIV PEXUM. Ero MoxHO
MCMO/Ib30BaTh MO3XE, M €C/IN COCTOSIHUE NauymeHTa rno3BOosIsSiET. TONIbKO B OTAE/bHbIX C/ly4asix v rnojg
HabsirogeHvem crneymaamcTa rno MeTabosm4ecknm 3abosieBaHNSIM MOXXHO 3aMEHUTEL BHYTPUBEHHOE JIEYEHUNE
SHTEpPAasIbHbIM.

BO3PACT FNIOKO3A FNIIOKO3A OBbEM
(rp/kr/geHb) (Mr/kr/mMnH) (mn/kr/peHb)
0-1ner 12-15 rp/kr/peHb 8-10 (Mr/kr/mMunH) 120-145 mn/kr/peHb
1-3net 10-12 rp/kr/peHb 7-8 (Mr/Kr/MuH) 96-120 mn/kr/geHb
4 - 6 net 8-10 rp/kr/peHb 6-7 (Mr/Kr/mMuH) 84-96 mn/Kr/neHb
7-12 net 6-8 rp/kr/geHb 5-6 (Mr/Kr/MuH) 72-84 mn/kr/geHb
13 - 18 net 4-6 rp/kr/neHb 4-5 (Mr/kr/MuH) 60-72 mn/Kr/geHb
>18 2-4 rp/kr/peHb 3-4 (Mr/kr/MunH) 60 mn/Kr/peHb

Mpw rmnepravkemumn (>200Mr/gn) BBECTU BHYTPUBEHHO NHCYNVH, HE CHUXKATb SO3Y MHOKO3bl.
KoHTponuposatb K (kanun). BoccTaHOBUTb BOOHO-3M1EKTPONUTHbLIN (BOOHO-COMEBON) 6anaHc.
Ha 500mn pactBopa 10% rntoko3bl gobasuts NaCl 1M: 25mn, KCI 1M: 10ml

4. KaK MOXHO paHblle BO306HOBUTL NprueM (hopMyJsibl CMeCK aMUHOKNCAOT 6e3 copoep>kaHuns

nmn3nHa (Anamix, Hytpuren, Glutaridon...) 0,5-1 rp /kr/pgeHb.
Mpn HEO6XOANMOCTNYCTaHOBUTbL Ha30oracTpasbHbi 30HA 1 BBOOUTbL CMECb Yeped 30HA.

5. L-KapHUTUH BHyTpMBeHHO 100Mr/Kr/cyTkn nnmn opanbHo 200Mr/Kr/cyTkn (pa3pennTtb Ha 4
003bl Kaxable 6 yacos) (MakcumanbHas fosa 6rp/geHb)
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10.

11.

12.

HezamepnnutenbHo noHmxaTb Temnepartypy Tena ot 38,0°C >kapOonoHMKatoLwyMin
cpencTeamu: napaueramon, nbynpodeH, MeETammn3on.

VickntounTb ynoTpebneHne nusnHa (HatypanbHoro 6enka) Ha MUHUMYM 24 yaca 1 MakCUMyM
48 yacos. [lanee, BBOOUTb NOCTEMNEHHO B TeYEHUN 3X-4X OHEN.

N36eratb BAJIbINPOEBYIO KNCJ1IOTY

B cny4yae TpyaHOCTM yCTaHOBKW KaTeTepa 4151 BHYyTPUBEHHOIO JIEYEHNS , HE CYLLEeCTBYET
NPOTUBOMOKAa3aHWIn AN NCNONb30BaHMsS cefaln KETaMMHOM, MOA3010M,
amnasenamMmom nam ntobbiM Apyrum NeKapcTBOM.

Heobxogumble aHann3bl Npu NOCTYNAEHUN:

remorpamma, riMKemuns, ra3oMeTpusi, koarynorpamma, KpeatnHhochoknHasa, aHNOHHbIN
paspsbiB, naktat, AnAT, Mo4ya 1 SNEKTPONUTLI... N OPYrne aHanusbl MO HA3HAYEHWUIO
nevyaulero spava.

Mpwn pekomMmneHcauun MOryT BO3pacTu nokasaTtenu KkpeatnHgpochoknHaaa, nakrat n AnAT,
HO Yallle BCero nokasaresin OCTatoTCsl B HOPME.

MAPEHTEPAJTIbHOE MNMNTAHWME: Ecnn 3aBegomMo HabnogaeTcs YTo He 6yaoeT BO3MOXXHOCTU
Ha4aTb SHTepasibHOE NTaHne B TeveHne 3x-5m gHen, nocne 24-48 yacos HavaTb
napeHTepanbHoe nuTaHus. NepBoHayanbHO BBOAUTL HE3aMEHVMbIE aMUHOKIKCTOThI 0,5 r/kr/
cyTkn. [Jo6aBnTb NUNuabl PyKOBOACTBYSCb KIMHUYECKON KapTUHON.

Bbinncka ¢ 60nbHULLI BO3MOXXHA TOJTbKO npn 3aMeTHOM Yyny4dlleHNN COCTOAHNA nNauneHTa,
npn ycaoBnn BOCCTaHOBJ1IEHNA PeKOMeHO0BaHHOIo B NPOTOKOJ1E NNTAaHNA N eCln J'IG‘-I8.LL|,VII7I
Bpay-neamnartp n poontenn NnoJIHOCTbLIO yBEPEHHbI B CTabUIbHOM COCTOSIHUN pe6eHKa.

PoauTenn 0onHbl 6biTb XOPOLLO 03HAKOMJIEHbI C PEKOMEHOALUMSMN B OMALLHUX YCNOBUAX U
6bITb FOTOBbI BEPHYTLCS B 60NBbHULLY €CNN COCTOSIHUS pebeHKa He ynydllaeTcs.
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