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* This handout provides an overview of Prader Willi Syndrome.  

Case presentation synopsis was submitted by Anna Troutman of Tammy Lynn Center
 and a parent of a child with Prader Willi Syndrome *

CASE PRESENTATION)
Mollie (name has been changed) is a charming and engaging little girl who is adored by her parents and baby brother.  She recently turned 3 years old and celebrated with extended family and many friends.  Mollie enjoys playing outside, especially in the sand box and wading pool.  She likes to go on long walks with her family and to chase her cat around the house.  Mollie eats a wide variety of foods and, with careful portion control by her parents, is able to enjoy meals and snacks.  Mollie understands much of what is said to her, relying upon her daily routines and predictable schedule.  She consistently uses about 10 words or word approximations and some short phrases.  Sign language and picture symbols are Mollie’s most reliable and efficient means of communication.  Mollie’s favorite activity is arts and crafts projects which she completes with her mom or therapist.  (“Arts and crafts” was one of her first adapted signs.)  Those of us who are involved in her life are very proud of all that she has accomplished in just a few short years and look forward to more progress as she enters preschool in the Fall. 

What is Prader Willi Syndrome?

Prader Willi Syndrome (PWS) is a rare (1 in 15,000) genetic condition that is caused by a deletion of part of chromosome 15. It can occur in both boys and girls.  Characteristics of the syndrome include low muscle tone, cognitive disabilities, language delays, and behavior problems.  Another characteristic is hyperphagia (increased appetite) which may lead to overeating if not provided with strict diet supervision.  Without diet supervision the child with Prader-Willi Syndrome can develop obesity as early as 2 years old. 

What are the Physical Features of PWS?

Physical features of PWS may include: 

· Early feeding problems and poor weight gain in infancy (because their low muscle tone impairs their sucking ability) followed by extreme hunger, overeating, and obsession with food as early as 2 years old.

· Narrow face, almond shaped eyes, high arched palate and small mouth with thin upper lip and down-turned corners.

· Hypogonadism—incomplete sexual development, undescended testicles, small penis, and/or delayed puberty. 

· Short stature.

· Small hands and feet. 

· Fair skin compared to the rest of the family.

· Delayed developmental milestones.
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Are there any medical concerns for people with PWS? 
Yes. Because of their tendency to develop severe obesity, people with PWS also tend to develop diabetes, high blood pressure, and obstructive sleep apnea. Other medical conditions unrelated to obesity include strabismus, scoliosis, osteoporosis, and dental problems. 

Do children with PWS have learning difficulties?

Yes. Children with PWS usually have mild to moderate mental retardation and learning difficulties. It is common for children and adults to have behavior problems, especially around unanticipated change or transition and situations involving food.

What Can We do To Help Children who Have PWS?

While there is no cure for PWS, there is much that can be done to improve the health and independence of these children. 

· Children with PWS need a balanced, low calorie diet with vitamin and calcium supplements, along with plenty of exercise. Families and providers need to restrict access to food by literally putting locks on cabinets and refrigerators to fight these children’s food-seeking behaviors.
· Growth hormone is often given to children with PWS to increase muscle mass and strength, and help kids grow taller. 

· Sex hormone replacement can lead to more normal physical development in puberty. 

· Behavioral management—daily routines, structure, firm rules and limits, and positive rewards work best. Psychotropic medications may help with obsessive-compulsive symptoms and mood swings as a last resort if behavior management programs do not work. 

· Physical and occupational therapy help promote motor development along with growth hormone. 

· Speech and language therapy may help with feeding difficulties and speech delays. 

· Special Education is important to address any mental retardation and/or learning disabilities.
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Prader Willi Syndrome Association     
http://www.pwsausa.org/ 
[image: image1.jpg]



Produced for WATCH (Wake Area Telehealth Collaborative Helping children with special needs)

http://www.TelAbility.org

