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16-Metabolismus aminokyselin specialni
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Obsah

« Odbourdvani jednotlivych aminokyselin (zvl.
aromatické a esencidini).

« Dédi¢né poruchy metabolismu aminokyselin.
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Specialni premeny
postranniho retezce

« Pochody liSicich se mezi skupinami AK
o Uvniff skupin analogické

« Degradace do stupné navazujiciho na jiny
metabolismus
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Alifatické aminokyseliny

« Produkce a-oxokyselin — aktivnich acylU
o Vétvené katabolizovdny netypicky v mimo jatra (mozek, sval ...)
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Aromaticke aminokyseliny

« Phe aTyr
o Hlavni katabolickd
drdha
o Glukoiketoplastické
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Aromaticke aminokyseliny
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PKU

« Phe monooxygenasa
o Fenylketonurie

o Phe se fransaminuje na fenylpyruvat
o Poruchy vyvoje mozku
o Dietabez Phe
o Screening
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Aromaticke aminokyseliny
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Tryptofan

« Tryptofan
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« Akfivni metyl
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Serin a treonin
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Glutamat a souvisejici AK

Proline Arginine

Glutamine Histidine
‘m\ Y / /
+ O
HN
Glutamate a-Ketoglutarate

Arg — HoN-(CH,);-CH(NH,)-COOH — O=CH-(CH,),-CH(NH,)-COOH — Glu
. Ornitin Ornitin-6-aminotfransferasa

® Footer Text 11/5/2018 @ 17



Histidin

« Prima eliminace aminoskupiny
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Glutamat a souvisejici AK
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Glutamat a souvisejici AK
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Vztah metabolismu
aminokyselin k dalsim

e Threommne
Serine o 5,1 0-Methylenetetrabydrofolats
o
ﬁ-:”:# Tyrosine < Phenylalanine
Tryptophan * Alanine Glycine l.-:ulr_'inr_'
Cysieine . Lysine
[ty Tryptophan
; Acetoacetate
Pyruvate /,ﬂ Tyrosine <—— Phenylalanine
ffr Isolencine
Asparagine * Aspariale Acetyl CoA < . I-‘-'“f-'”“—‘
. Lysine
Glucose < Pl LY AL . " Tryplophan
1 osphoenalpyruvate «- — ‘hi Ll Lo
! )
‘I I
: Citric |
Phenylalanine - » Tyrosine g |; i)
Aspartate A g | B
T yese L Arginine
" a-Ketogluarne Glutamate < Chtamine
o | p Histidine
Fumarate ~— Succinyl CoA — Proline
Glucose ':;icr:l;.:.u::.ncl Fey:
3 I:‘[.ratpmm Cilucogpenic
ine
Threonine Ketogemnic

® Footer Text 11/5/2018 @ 22



Prehled toku materialu z bilkovin

tkanové
bilkoviny
lyza syntéza dusikaté
latky
syntéza
dusikatych latek
= i traveni hotovost
bilkaviny potravy aminokyselin
(esenc. AK)
600-700g
+
NH,
odbourdvani
resyntéza
neesenc. AK \
NH;
harid v
sacharidy : .
lipidy C-zbytky \
4 modovina
citratovy
cykilus
a

. - :

r dychaci

fetézec

CO,+ H,0

® Footer Text 11/5/2018 @ 23



