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THE EFFECT OF VARIOUS FACTORS ON CLINICAL COURSE
AND PRESENTATION OF PHENYLKETONURIA IN PATIENTS
ADMITTED TO SHAHID AKBARABADI HOSPITAL

S.Z. Mazhari, Ph.D.*

ABSTRACT

Phenylketonuria (PKU) is a hereditary metabolic disorder which is
caused by complete or near complete deficiency of phenylalanin
hydroxylase or other cofactors of the phenylalanin metabolic cycle. '

In this paper the data are collected from 312 patients who were referred
to Shahid Akbarabadi Hospital .

These patients were the result of 215 marriages which were familial in
192 instances.

Most of these families referred to several specialists for diagnosis of the
disease and from this point of view their socio-economic status had no
effect.

On the contrary, successful diet therapy and follow up had close relation
with socio-economic conditions.

The high cost of special diet and medical care and emotional tension
secondary to this disease in these children and their families are the major
causes of the failure to control the disease.

Divorce and addiction are the result of emotional tension in such
families. Prohfbfﬁﬁg familial marriage in those families with positive history is
necessary for control and prevention of the disease. '
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2) Phenylalanin hydroxylase
3) Matrimony of Relatives
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