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page 4 of 8 Carbamyl Phosphate Synthetase Deficiency

B. High protein foods to be avoided or used only in
prescribed amounts:

(1 oz meat, 1 egg, or 8 oz milk each contain 7-10 grams
protein)

C. Foods with NO protein which provide extra energy

You may have questions regarding the amounts of protein
in each food, and the following books may be good
references for you to have. Your nutritionist should be
able to tell you how they can be purchased.

Low Protein Food List
   for PKU
by Virginia Schuett
Dietary Specialties, Inc
PO 227, Rochester, NY
1-800-544-0099

Your nutritionist can introduce you to a wide variety
of special low protein foods which can offer more food
choices and add variety. Because your child will be
limiting certain foods, the food pattern may not always
have enough vitamins and minerals to meet your child's
growing needs. A general multivitamin and mineral
supplement that contains calcium and iron is essential.

Length of Treatment and
Medical Visits

Carbamyl phosphate synthetase deficiency does not
go away. Treatment must continue throughout life to
maintain health.

Because your child has a lifelong condition that can

harm growth and development, your child should be
followed closely by your health provider and nutritionist.
Medical visits offer many advantages for children with
carbamyl phosphate synthetase deficiency such as
developmental, physical, and neurological assessments.

The medical team will want to learn how your child
is getting along with parents, siblings, and friends, and
work with you to solve problems. Their goal is to help
your child develop the skills needed to take responsibility
for managing his or her own condition. The staff knows
this will be no easy task, and wants to provide as much
support as they can to you and your family. Most
importantly, these visits offer you an opportunity to ask
questions and get answers.

At a medical visit, you and your
child can expect any of the following:

Organizing Your
Information
You may want to buy a 3-ring notebook binder with tab
dividers to record information, questions, and food
patterns. Here you can collect treatment plans, growth
and medication records, questions, articles, food lists,
recipes, and other information that may be useful to you.

gum drops
hard candy
Kool-aid
jams and jellies
sugar

popsicles
sodas
margarine
oils
low protein pastas and breads

Bowes & Church's Food
   Values of Portions
   Commonly Used, 17th ed.
by Jean AT Pennington
JB Lippincott

meats
all forms of milk
nuts, seeds, and their products
poultry
cheeses
fish
yogurt

peanut butter
eggs
dairy products
dried peas and beans
ice cream

Discussion of medical
history since last
appointment

Physical exam

Record of height,
weight, and head size

Food records

Developmental exam

Blood draw

To determine if treatment is working,
and to see if changes are needed;
To talk about concerns at home, at
school, with friends and/or with
caregivers

To look at neurological status and
other measures of physical well-being

To monitor child's growth and
treatment

To look at food choices, assess the
amounts of fats and proteins eaten,
and adjust as needed

To assess child's learning and
development

To measure levels of amino acids
and other compounds in the blood

WHAT TO EXPECT: HOW IT WILL HELP:
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