Genetics and People 39

arly, accurate diagnosis and reatment can S
' Vs ' i . y _ - : _ . ]{;
~omplications of the disorder. Family education ap
vent the appearance of the disorder in futyre

S prevent further
d counseling may pre-
family members. '

pKU is an inherited condition that_ if untreated, results in me e
tion and disturbances of behavior, Infants with ntal retardg-

sormal at birth. Within a few months on 1 nor

toms of the disorder begin to appear. Symptoms inc
srowth rate and abnormal development, such as the inability to walk

1 * or
tailk.

The name of the disorder: phenylketonuria, refers to chemicals known

as phenylketones, which appear in the urine of the atfected individuals. T

a normal person, enzymes convert phenylalanine. one of the o
acids present in many foods, to the amino acid tyrosine. Howeve
uals homozygous for PKU lack the gene that codes for the e

convert phenylalanine. In their place are recessive alleles that do not code
for the enzyme. Thus, in individuals with PKU, phenylalanine cannot be
converted to tyrosine. The phenylalanine in the diet is instead broken
down to phenylketones and other derivatives that end up in the urine. Still
other derivatives accumulate in the body, where they are toxic (poisonous)
to the nervous system and result in mental retardation.
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Fig. 22-2.  Individuals with PKU lack genes that code for Lhe
synthesis of an enzyme needed to convert phe-

nylalanine to tyrosine.
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