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zpusobena nedostatkem cystathionin gamma-lyazy l| II

CYSTATHIONINURIE

* je autozomalne recesivni metabolicka porucha

* projevuje se abnormalnim mnozstvim cystathionin %\m
V moci

® povazovana za benigni, biochemickou anomalii, H I I
ackoliv uz byly zdokumentované pripady, kdy byla | i -
cystathionurie spojena s intelektualnim posSkozenim

(mentalni retardace)
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* Cystathionin gamma-lyaza (CTH) je enzym, |
ktery katalyzuje odbouravani cystathioninu na jL/\/S e o
cystein, alfa-ketobutyrat a amoniak (spodni o . \/T
reakce) Cystathionine
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* https://upload.wikimedia.org/wikipedia/commons/f/f1/Autosomal_reces
sive_- _en.svg

* https://rarediseases.info.nih.gov/diseases/2428/gamma-
cystathionase-deficiency

* http://www.orpha.net/consor/cgi-
bin/OC_Exp.php?Ing=EN&Expert=212

* https://upload.wikimedia.org/wikipedia/commons/a/a0/Cysteine biosy
nthesis.svg
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