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Abstract Congenital urea cycle disorders are severe inherited
metabolic diseases caused by the enzyme deficiency with
low morbidity and high mortality.Due to different pathogenic
causes and personal conditions,the patients present with
different clinical manifestations.About half of the patients with
urea cycle disorders have hyperammonemia, which results in
acute or chronic brain and liver damage.Individualized diet,
ammonia lowering drugs or liver transplantation should be
considered for the treatment.The main treatment principle of
urea cycle disorders is to lower blood ammonia by reducing
ammonia generation and promoting ammonia excretion.As
the core drugs of urea cycle disorders,nitrogen scavengers
consume the excess ammonia in the body by combining
with glycine or glutacrylamide.The pharmacological action,
pharmacokinetic characteristics and clinical study of nitrogen
scavenger and other ammonia lowering drugs were reviewed
in this paper in order to provide reference for rational clinical
use of nitrogen scavenger.

Keywords nitrogen scavenger;urea cycle disorders;

hyperammonemia; sodium benzoate ; sodium butyrate
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Liver transplantation treatment for urea cycle disord-
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Abstract Urea cycle disorders( UCDs ),a group of genetic
metabolic diseases,are caused by genetic defects in urea
synthesis and related metabolic pathways,which lead to
hyperammonemia and varied clinical manifestations.The
severe cases of UCDs present coma,convulsions and even
death.When the blood ammonia rises sharply,it can cause
irreversible neurological damage.As a cure for this disease,
liver transplantation should be performed as soon as possible
prior to nervous injury.to improve the prognosis.

Keywords urea cycle disorder;liver transplantation;timing
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