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ABOUT PKU

Phenylketonuria, commonly referred to 
as PKU, is a rare genetic disorder, 
occurring about once in every 12,000 
births. People with PKU do not produce 
adequate amounts of the enzyme needed 
to metabolize the common amino acid, 
phenylalanine (or ñpheò), which is part of 
the proteins found in most foods.
  The only effective treatment for PKU is a 
diet that limits phenylalanine intake. Since 
phe is found in nearly all foods, the diet is 
quite restrictive but without it, phenylalanine 
accumulates in the blood and becomes 
toxic to the central nervous system. Infants 
with PKU can develop severe mental 
retardation and other physical problems if 
their phe intake is not strictly controlled.  

Today, hospitals test all new babies for 
PKU and treatment is begun immediately 
after diagnosis. To ensure proper nutrition 
with a strict, low-phe diet, a special formula 
or medical food is necessary. PKU 
formulas are expensive but make it 
possible to maintain a diet that is low in 
phenylalanine while providing necessary 
energy, vitamins, and minerals.

In addition to formula, the diet for PKU 
can include limited amounts of some foods, 
speciý cally most fruits and vegetables, 
some cereals, and specially made low-
protein breads, cookies, and pastas. All 
protein concentrated foods such as milk, 
meat, eggs, and cheese must be 
completely eliminated.  

Lifelong treatment is critical for 
individuals with PKU to achieve and 
maintain full intellectual potential and 
physical development.

The PKU Action Group, 

in cooperation with the University 

of Washington PKU/Biochemical 

Genetics Clinic, provides 

education and support to 

individuals and families living with 

phenylketonuria (PKU).

The PKU Action Group is a registered 
Washington State nonproý t corporation and is 
exempt from federal income tax under Section 

501(c)(3) of the Internal Revenue Service code.




