Disability Awareness Begins With You
have a role in t he regulation of appetite. This is
an area of act ive research in a number of la boratories around the w orld, since understanding
this defect may be very help ful not only to those
w ith PWS but to understanding obesit y in otherwise normal people.

While psychotropic medications can help som e
individ uals, the essential strategies for m in im izing difficult behaviors in PWS are careful struct urin g of the person's environment and consistent use of posit ive behavior managem ent and
support s.

Q: What is Prader-Willi syndrome (PWS)?
A: PWS is a complex genetic disorder that typically causes low muscle tone, short stature, incomplete sexual develo pm ent, cognit ive disabil ities, problem behaviors, and a chronic feeling of
hunger that can lead to excessive eating and lifethreatening obesit y.

Q: What causes the appetite and obesity
problems in PWS?
A: People with PWS have a flaw in the hypothalam us part of t heir brain, which normally registers feelings of hunger and satiety. While the
problem is not yet fully understood, it is apparent that people w ith this flaw never feel f ull; they
have a continuous urge to eat that t hey cannot
learn to control. To com pound this problem,
people with PWS need less food than their
peers without the syndrom e because their bodies have less m uscle and tend t o burn fewer
calories.

Q: Is PWS inherited?
A: Most cases of PWS are attributed to a spontaneous genetic error that occurs at or near the tim e
of conception for unknow n reasons. In a very
small percentage of cases (2 percent or less), a
genet ic mutat ion that does not af fect the parent is
passed on to the child, and in these fam ilies more
than one child m ay be aff ected. A PWS-like dis order can also be acquired after birth if the hypothalamus portion of t he brain is damaged through
injury or surgery.

Q: Does the overeating associated with PWS
begin at birth?
A: No. In f act, newborns w ith PWS often cannot
get enough nourishm ent because low muscle
tone impairs their sucking ability. Many require
special feedin g techniques o r tube feeding for
several months after birth, until muscle control
im proves. Sometime in the following years, usually bef ore school age, child ren with PWS develop an int ense interest in f ood and can quickly
gain excess w eight if calories are not restricted.

Q: Does early diagnosis help?
A: While there is no m edic al prevention or cure,
early diagnosis of Prader-Willi syndrome gives
parents tim e to learn about and prepare for the
challenges that lie ahead and to establish family
routines that will support their child's diet and
behavior needs from the start. Knowing the
cause of their child’s develo pm ental delays can
facilitate a family's access to im portant early
intervention services and may help program
staff id entify areas of specific need or risk. Additionally, a diagnosis of PWS opens the doors t o
a netw ork of information and support from professionals and other fam ilies who are dealing
with the syndrome.

Q: How common is PWS?
A: It is estim ated that one in 12,000 to 15,000
people has PWS. Although considered a "rare"
disorder, Prader-Willi syndrome is one of the m ost
common conditions seen in genetics clinics and is
the most common genetic cause of obesity that
has been id entified. P WS is found in people of
both sexes and all races.
Q: How is PWS diagnosed?
A: Suspicion of the diagnosis is first assessed
clinically, then conf ir med by specializ ed genetic
testing on a blood sample . Formal diagnostic criteria for the clin ical recognition of PWS have been
published (Holm et al, 1993), as have laboratory
testing guidelines f or PWS (ASHG, 1996).

Q: Do diet medications work for the appetite
problem in PWS?
A: Unf ortunat ely, no appet ite suppressant has
worked consistently for people w it h PWS. M ost
require an extremely low-calorie diet all their
lives and must have their environment designed
so t hat they have very limit ed access to f ood.
For example, m any f amilies have to lock the
kitchen or the cabinet s and ref rigerator. As
adults, m ost aff ected individuals can control
their weight best in a group home designed specifically for people with PWS, where food access can be restricted without interf ering w it h
the rights of those who don't need such restriction.

Q: What is known about the genetic abnormality?
A: Basically, the occurrence of PWS is due t o lack
of several genes on one of an individ ual’s tw o
chromosom e 15s— the one normally contributed
by the father. In the majority of cases, there is a
deletion—the crit ic al genes are somehow lost
from the chrom osome. In most of the remaining
cases, the entire chromosome from the f at her is
missing and there are instead two chrom osom e
15s from the mot her (uniparent al disomy). The
critical pat ernal genes lacking in people w ith PWS

Q: What kinds of behavior problems do people with PWS have?
A: In addition to their involuntary focus on f ood,
people wit h PWS tend to have obsessive/
compulsive behaviors that are not relat ed t o
food, such as repetitive thoughts and verbalizations, collecting and hoa rding of possessions,
picking at skin irritations, and a strong need for
routine and predictability. Frustration or changes
in plans can easily set off a loss of emot ional
control in someone w ith PWS, ranging from
tears t o temper tantrums to physical aggression.

Prader-Willi Syndrome
by Prader-Willi Syndrome Association
(USA)

Q: What does the future hold for people with
PWS?
A: With help, people w ith PWS can expect t o
accomplish many of the things their "normal"
peers do—complete school, achieve in their
outside areas of interest, be successfully employed, even move away from their family
hom e. They do, how ever, need a significant
amount of support f rom t heir fam ilie s and from
school, work, and residential service providers
to both achieve these goals and avoid obesity
and the serious healt h consequences that accompany it. Even those w ith IQs in the normal
range need lifelong diet supervision and protection f rom food availability.
Although in t he past many people with PWS
died in adolescence or young adult hood, prevention of obesity can enable those w ith the
syndrom e to liv e a normal lif espan. New medications, including psychotropic drugs and synthetic grow th hormone, are already improving
the quality of life for some people w it h PWS.
Ongoing research off ers the hope of new discoveries that w ill enable people affected by this
unusual condit ion t o live more independent
lives.
Q: How can I get more information about
PWS?
A: Contact the Prader-Willi Syndrom e Association (USA) at 1-800-926-4797 or email
pwsausa@aol.com
A strong national organization of fam ilies and
prof essionals , PWSA (USA) of fers a toll-free
helpline, a bimonthly m ember new slet ter and
num erous public at io ns about PWS, a World
Wide Web page (www.pwsausa.org.
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