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Prader-Willi Syndrome

          Prader-Willi Syndrome is a rare birth defect. About 1 in 14,000 babies 

          are born with Prader-Willi Syndrome. Characteristics of Prader-Willi 

          Syndrome include decreased muscle tone, developmental delays, 

          insatiable appetite, incomplete sexual development, short adult 

          stature, small hands and feet, and severe behavior problems. 

          Infants with Prader-Willi Syndrome are usually of normal size. They 

          have weak muscle tone and poor reflexes. Because they are unable to 

          suck well, they often have to be fed through a tube, or fed with 

          special nipples. They tend to be lethargic, and have a weak cry. 

          As babies age, developmental delays are common. Sitting may occur when 

          babies are about a year old. Walking is usually accomplished at the 

          age of two. Language development is often delayed, and articulation 

          poor.

          Compulsive eating usually begins between the ages of two to four, 

          occasionally beginning as late as six. People with Prader-Willi have 

          an insatiable desire for food. Sneaking food and stealing food are 

          common. If allowed to eat as much as they want, most people with 

          Prader-Willi Syndrome become considerably overweight. A dysfunction in 

          the part of the brain called the hypothalamus keeps them from knowing 

          when they have had enough to eat, and keeps them craving food.

          Behavior problems usually appear during preschool years, following the 

          onset of compulsive eating. Behavior problems range from stubbornness 

          to temper tantrums. Behavior problems tend to increase with age. 

          Adults may have violent temper outbursts. They may be argumentative 

          and stubborn. They are often rigid, with repetitive thoughts and 

          behaviors.

          The IQ’s of people with Prader-Willi Syndrome are estimated to range 

          from 40 to 105. Those with normal IQ’s often have learning 

          disabilities and need special help in school.

          Puberty may be early or late, but is usually incomplete. There are no 

          documented cases of fertility in either sex.

          People with Prader-Willi Syndrome often have a high pain threshold and 

          a thermostat that does not function correctly. This means that they 

          can become overly cold or hot without realizing it. Severe infections 

          may not be treated, because they remain unnoticed. About 2/3 people 

          with Prader-Willi Syndrome lack a vomiting reflex.

          Life expectancy is normal if obesity is controlled. Most deaths are 

          due to obesity and complications caused by it.

          Causes of Prader-Willi Syndrome

          Prader-Willi is caused by the lack of normally active DNA from the 

          father on the long arm of chromosome 15. This absence may occur in 

          four different ways. 

            There is a deletion or unbalanced translocation on the father’s 

            chromosome 15 

            contribution. (This is the case for 70% of people with Prader-Willi 

            Syndrome.)

            Both Chromosome 15’s may be from the mother, and none from the 

            father. (This is the 

            case for 25% of people with Prader-Willi Syndrome.)

            There is a mutation on the Chromosome 15 contributed by the father. 

            (This is the case 

            for 1% to 4% of affected people.)

            There is breakage in the chromosome, altering gene expression. (This 

            is the case for only 1% of people with Prader-Willi Syndrome.) 

          Chromosome analysis identifies only a portion of cases. Methylation 

          analysis detects almost all cases of Prader-Willi Syndrome. It usually 

          costs about half as much as chromosome analysis, but it is not 

          available everywhere. Tests called by the acronyms of FISH and PCR 

          (polymerase chain reaction) will identify about 99% of cases when they 

          are both given.

          The only cause of Prader-Willi Syndrome documented as recurring in 

          families is Case 3 described above, in which there has been mutation 

          of the imprinting control element on the Chromosome 15 contributed by 

          the father. The cause for this mutation is unknown. The risk of 

          recurrence is estimated to be 50%, because a healthy parent may carry 

          this mutation.

          Although recurrence has not been documented for the other causes of 

          Prader-Willi Syndrome, risk of recurrence is estimated to be 1%.

          What Can I Expect?

          If obesity is to be avoided, people with Prader-Willi Syndrome must be 

          kept on strict diets from early childhood. People with Prader-Willi 

          Syndrome usually have slow metabolisms as well as insatiable 

          appetites, so they need less food than normal. (Adults may need only 

          1,000-1,200 calories per day.) Exercise is helpful. 

          Appetite suppressants are not effective with people who have 

          Prader-Willi Syndrome. People with Prader-Willi Syndrome must receive 

          round-the-clock monitoring if they are to be kept from obesity. Food 

          must be kept inaccessible to them, except as allocated on their diets. 

          They are unable to resist the temptation to eat any food they can find.

          Many people with Prader-Willi Syndrome are at great risk of death in 

          their teens or twenties because of complications caused by extreme 

          obesity. In contrast, when people with Prader-Willi receive round the 

          clock food supervision, they can expect to live normal life-spans. 

          People with Prader-Willi cannot choose to monitor their own diets. 

          They are unable to resist food. To refuse to monitor their food is to 

          condemn them to extreme obesity and its consequences. Several people 

          with Prader-Willi Syndrome were taken off restrictive diets because 

          the decision was made that as adults, they had the "right" to eat 

          whatever they wished. Most gained over 100 pounds in six months, 

          resulting in medical complications. After several died, the others 

          were again placed on more restrictive food diets. *

          Growth hormones have been shown to help increase stature and lean body 

          weight while reducing fat in children with Prader-Willi Syndrome. 

          Adults may also benefit from growth hormone therapy. Side affects and 

          risks should be considered.

          Children with Prader-Willi Syndrome often need speech therapy, 

          occupational therapy, and special education. Early diagnosis is 

          helpful for receiving early intervention services. Children need 

          adaptive physical exercise in school. Running and jumping may cause 

          joint injuries. (Bone fractures are also common.) Walking and swimming 

          are beneficial. 

          Behavior problems are sometimes helped through fluexitine serotonin 

          uptake inhibitors. Medications are only recommended for short-term 

          use, however. Functional analysis can identify and adjust 

          environmental factors contributing to behavior problems. 

          Family stress is usually significant because of behavior problems and 

          constant food monitoring. This stress results in increased divorce 

          rates, and emotional problems among siblings. Healthy family structure 

          should be made a priority.

          *(Adults with Prader-Willi Syndrome and Decisions Regarding Least 

          Restrictive Environment and the Right to Eat. Policy Statement 

          approved by the Prader-Willi Syndrome Association (USA) Board of 

          Directors January, 1998. http://www.pwsausa.org/postion/ps002.htm, 

          10/15/98.)

Resources

          PWSA Missouri Association

          Paula Kollarik, President

          410 Taylor Avenue

          Crystal City, MO 63019-1623

          (314) 931-0920

          Prader-Willi Syndrome Association (USA)

          2510 South Brentwood Blvd., Suite 220

          St. Louis, MO 63144

          (800) 926-4797

          (314) 962-7644

          FAX: (314) 962-7869

          Prader-Willi Syndrome Association (USA)

          5700 Midnight Pass Road, Suite 6

          Sarasota, Florida 34242

          (800) 926-4797

          PWS International Forum

          40 Holly Lane

          Roslyn Heights, NY 11577

          (800) 358-0682

          Prader-Willi Syndrome Association (USA)

          http://www.pwsausa.org

          The Prader-Willi Connection

          http://ww.pwsyndrome.com

          Prader-Willi Foundation on the Internet

          http://www.prader-willi.inter.net

          Center for Innovations in Special Education

          Parkade Center, Suite 152

          601 Business Loop 70 West

          University of Missouri – Columbia

          Columbia, MO 65211-8020

          (800) 976-2473 (MO only)

          (573) 884-7275

          TDD: (800) 735-2966

          FAX: (573-884-6300

          Missouri Department of Elementary and Secondary Education: Division of 

          Special Education (DESE)

          PO Box 480

          Jefferson City, Missouri 65102-0480

          (573) 751-0185
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