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Grandparenting our children with PWS

By Peggy Knopf

The day we became grand-
parents for the first time, my
husband Dan and I were thrilled.
We went to the hospital to meet
our grandson, who was to be the
beginning of one of the most
wonderful parts of our lives.

The exhausted parents were
happy and the baby was healthy
and fine. Our family has grown
since then. Our children now all
have families. Our daughter and
her husband have two beautiful
daughters; our oldest son and his
wife, after the tragedy of losing
their daughter at birth to trisomy
13, now have a sweet, active
little boy. Our other son and his
wife are the parents of six boys,
two of whom have Prader-Willi
syndrome.

The day our grandson David was
born, my husband met me at my car with
a tight, grim look on his face. Our son
had called to let us know we had a new
grandson, but something was wrong.

An icy fear gripped my heart. We live
in Addison, New York, 350 miles away
and couldn’t be there immediately. We
made plans and left as soon as we could to
be with my son and his family.

Therawful uncertainly stayed with us
during the next week while tests were
done. When we met our grandson for the
first time, he was 2 days old. He was
absolutely beautiful, but because he had
such poor muscle tone, he had trouble

Peggy and Don Knopfwith two of their very special grand-
children, David Knopf, age 6 and Ben Knopf, age 18 months.

sucking and had to have his milk tubed
into his tummy.

Our hearts went out to our son and
daughter-in-law, who should have been
rejoicing at his birth, but instead only
looked worried and sad.

David was transported to Yale New
Haven Hospital in New Haven, Connecti-
cut after his birth for the best care
possible. Eleven days later, we finally had
a name for what was wrong: Prader-Willi
syndrome. We had never heard of Prader-
Willi syndrome before, but have learned
much about it since then.

That was 6 years ago. One evening
last year, our son called to tell us we
would be grandparents again. But this

baby was already born. He had
a diagnosis of Prader-Willi
syndrome like David, and was
in foster care needing an
adoptive family.

Upon hearing this, most
people might think, how can
they? where do they find the
time? or more often, are they
crazy? But we were thrilled!
Our children already had five
boys and then Ben came home
to complete the team. We have
all gotten to know and love
this handsome little guy.

When David was born,
we questioned our capabilitie
of coping, but we learned as
much as we could about PWS
and knew that we would do
everything we could to make
life easier for him. The love, trust and
sweetness that is part of the personalities
of children with PWS is special and felt
by everyone who meets them, even
complete strangers.

While David and Ben are both
learning at their own pace, whatever they
accomplish in spite of their limitations is
worthy of high praise, because for them it
takes so much more effort, and that makes
us as grandparents prouder and tougher to
face the challenges of the future.

When David was a baby, I prayed for
a long time for a miracle to happen to
change him to “normal,” or for God to
take away his disability so he could have

Grandparents continued on page 14
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Sincerest thanks

to

The Gerald and Dorothy Friedman
New York Foundation for
Medical Research

for its generous grant. \We were able to reprint our
Management of Prader-Willi Syndrome ~ 2nd Edition,
create and print additional brochures
and are printing a book in Spanish.

PWSA (USA) Board of Directors

Chair - Ken Smith, Pittsburgh, Pa. Robert Hartnett, Springfield, II.
Dorothy Cooper, Alpharetta, Ga. Michael Larson, Appleton, Wis.
Steve Diaz, Oakton, Va. Carolyn Loker, Plainwell, Mich.
Daniel Driscoll, M.D., Gainesville, Fla. Steve Lundh, Seattle, Wa.
James Gardner, White Bear Lake, Minn. Pamela Tobler, Orem, Ut.
Pauline Haller, Naples, Fla. Mary Ziccardi, Cleveland, Oh.

Scientific Advisory Board

Chair - Merlin G. Butler, M.D., Ph.D., Children’s Mercy Hospital, Kansas City
Chair Emeritus - Vanja Holm, M.D., University of Washington

Suzanne B. Cassidy, M.D., U.C.I. Medical Center, Orange, California
Elisabeth M. Dykens, Ph.D., University of California, Los Angeles

Jeanne Hanchett, M.D., The Children’s Institute, Pittsburgh

David Ledbetter, Ph.D., University of Chicago

Phillip D.K. Lee, M.D., Children’s Hospital of Orange County, California
Robert Nicholls, D. Phil., University of Pennsylvania

Barbara Y. Whitman, Ph.D., St. Louis University

William B. Zipf, M.D., Ohio State University

Clinical Advisory Board

Co-Chairs - Daniel J. Driscoll, Ph.D,.M.D., Univ. of Florida Health Science Center, Gainesville
Robert H. Wharton, M.D., Spaulding Rehabilitation Hospital, Boston

Moris Angulo, M.D., Winthrop University Hospital, Mineola, N.Y.

Ivy Boyle, M.D., Bellefaire JCB, Cleveland, Ohio

James Boyle, M.D., St. Vincent's Charity Hospital, Cleveland, Ohio

Judy Brice, M.D. The Children’s Institute, Pittsburgh, Pa.

Aaron Carrel, M.D., University of Wisconsin Hospital, Madison

Elisabeth M. Dykens, Ph.D., University of California, Los Angeles

Louise Greenswag., R.N., Ph.D., lowa Child Health Speciality Clinics, University of lowa

Brian Hainline, M.D., Ph.D., Riley Children’s Hosptial, Indiana University School of Medicine

Jeanne Hanchett, M.D., The Children’s Institute, Pittsburgh

Karen Levine, Ph.D., Spaulding Rehabilitation Hospital, Boston

Jim Loker, M.D., Bronson Methodist Hospital, Kalamazoo, Mich.

Helen McCune, M.S., R.D., Shands Hospital Food & Nutrition Service, Gainesville, Fla.

Suzanne Cassidy, M.D., U.C.I. Medical Center, Orange, Cal., liaison from Scientific Adv. Bd.

Ex Officio Members:

Ken Smith, Chair, PWSA Board of Directors, The Children’s Institute, Pittsburgh, Pa.
Barb Dorn, R.N., President, PWSA (USA), Verona, Wis.

Janalee Heinemann, M.S.W., Executive Director, PWSA (USA), Sarasota, Fla.

2 The Gathered View March-April 2001



Executive Director’s View

Many parents have called and written
in support of the parents of the three-year-
old child in New Mexico, Anamaria
Martinez-Regino, who was taken into
state custody due to her life-threatening
obesity. As most of you who are members
are aware, I was called as an expert
witness, but was under a gag order, so
could not tell the details of the
court case.

Many of you will be relieved
to hear that Anamaria is now out
of state custody and her parents
have their full rights back. I have
been in contact with her parents,
Adela and Miguel, who report
she is doing well.

Because so many media
stories have been inaccurate, I
would like to clarify some of the
details as reported by Adela:

* Weight — Anamaria went into
foster care at 112 pounds and
came back to the parents weigh-
ing somewhere between 102 and
105 pounds. She lost approximately 10
pounds in the two months she was in care
and now weighs about 98 pounds.

® Diagnosis — The family’s main concern
is that the medical community had not
been aggressive in pursuing a diagnosis.

According to Adela, the attitude has
been, “It isn’t that important to get a
diagnosis because whatever it is, she will
have to stay on this strict diet regime in
order to survive.”

That is probably true about the diet,
but as I wrote her new physician, “I feel it
is important to pursue a diagnosis to
assure the family gets the appropriate
social service support they need. It will
also help ensure that the educational
system, friends and extended family
members are attentive to her needs and
enhance general understanding within her

community.”

Since a DNA methylation test has not
been done on Anamaria for Prader-Willi
syndrome, that is one basic test that
should be considered to definitively rule
the syndrome in or out. I also sent a list of
the many PSW-like syndromes. Fortu-
nately, her new physician called and is

Anamaria with her parents Miguel and Adela

very interested in pursuing a diagnosis
and an understanding of care issues.

® Understanding — Adela’s story of the
lack of understanding by the community
and the media is not a new one. As I
stated in the September—October edition
of The Gathered View, “This is not the
story about one child, but about the
judgments we feel are made on our ability
to parent that face all parents of children
with PWS and PWS-like disorders.”

Monitoring nutrition

The good news is that everyone now is
taking Anamaria’s need to be on a strict
diet more seriously. The bad news is that
everyone is scrutinizing every bite that
goes into Anamarie’s mouth. Adela even
got a “report” that she was observed out
in public feeding Anamarie an ice cream

Update on the Anamaria story

By Janalee Heinemann

cone. The reality is that at the time of the
alleged incident, their attorney was with
them and verifies that this was absolutely
not true.

The ethical, legal and emotional
issues continue to churn in the minds of
Anamaria’s mother and father, Adela and
Miguel, as they try to piece their
lives back together. These “shades of
gray” that I mentioned in that fall
article haunt every family dealing
with PWS or like syndromes — and
every professional working with
them: How much do you have to
deprive your child with PWS from a
basic essence of life — food — in
order to save his or her life? Why is
it that some PWS and PWS-like
families can keep their children’s
weight under control and some
can’t? Can you love your child to
death? What is the emotional price
the child and the entire family must
pay to maintain weight? What is the
financial price the state or federal
government must pay? Who has the right
to make these decisions?”

Although this is a new world of hope
and progress with Prader-Willi syndrome,
we cannot ignore the hundreds of calls we
get yearly that reflect the trauma many of
our families must still deal with —
especially those who get a late diagnosis.

This month I received a call concern-
ing a 9-year-old who was suspended from
school for stealing a piece of pecan pie,
and another where an 11-year-old was
suspended for taking a piece of pizza.

We are having children with PWS of
elementary school age not only suspended
this year, but also arrested for assault if
they hit teachers or aides. Our children
are being included more into the main-
stream of society — but at what price?

Anamaria continued on page 12
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Calling All Conference Attendees

It’s the 4th PWS International Conference

PWSA of Minnesota, Inc. invites everyone to attend this
year’s Prader-Willi Syndrome International Scientific Work-
shop and Conference in St. Paul, to be held June 27 to July 1 at
the Radisson Riverfront Hotel.

The event is also the 24th National Prader-Willi Syndrome
Association (USA) Conference.

“At our International
Conference we have the possibiity
to talk more abour our growing SE
family of IPWSO, ready to face w
the new millennium with its
challenges, and hear more
scientific information to achieve a
better future to improve life of all
families involved the world over,”

Don’t forget to register

Deadline for registration is May 10. Due to the high volume
ofinterest and complexity of organization of this conference,
registration forms must be complete and received by this date to

avoid late fees of $75 per person.
Absolute deadline for YAAP registration is June 1 ~ no excep-

tions will be made.

Book your hotel rooms early

When registering for the hotel, be sure to clarify it is the

Radisson Riverfront Hotel, located at Kellogg and Wabasha St., St.

Paul, Min. and tell them that you are attending this conference to
get the $97 per night room rate. We expect hotel rooms to sell out
quickly; if necessary, you will be referred to our back-up hotel.
Phone: (800) 333-3333 or (651) 292-1900.

To download registration forms and information from the
Internet, go to: www.ipwso.org or www.pwsausa.org

For a hard copy of registration forms or if you have conference
questions, call: 888-316-9869. For questions on registration after
you register, call: 866-PWSAUSA — which is — 866-797-2872.

#l

June 27-July 1, 2001

Giorgio Fornasier, president of the International Prader-Willi
Syndrome Organization wrote recently.

Special meetings include:
Scientific presentations June 27-29
Professional caregivers and providers June 28
International country delegate/state
chapter presidents June 28
General Conference for parents and
professionals June 29-July 1

For more information, consult
our Internet web sites:
WWW.pwsausa.org or
www.ipwso.org; call (651) 762-7966

Mary Lynn Larson and friend

How to make conference grant requests

The following are criteria for obtaining a conference grant:
* The financial and emotional needs of your family should be
detailed in a letter to PWSA (USA). Please state whether you
have ever received a grant before.
* Because this is a combination national/international
conference, we are making an exclusion this year regarding the
requirement that all grant recipients must become members of
PWSA (USA). International recipients will NOT be required to
become members, but USA recipients will still be expected to do
SO.
* Due to the limited amount of financial resources, international
flight expense, with the exclusion of Canada, will not be

considered. International grant requests for hotel and
registration costs will be considered.
¢ Grants within the USA may possibly exclude flight fare to
enable us to assist more families.
* Submission Deadline is April 23. You will receive a response
from PWSA (USA) by May 11.

Grant requests should be mailed or faxed to:
Prader-Willi Syndrome Association
5700 Midnight Pass Rd.
Sarasota, FL 34242
Attention: Grant Committee
or Fax to (941) 312-0142

Grants continued on page 5
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We’re Expanding IPWSQO’s World

South America’s first PWS and IPWSO meeting was held in Asuncion,Paraguay,
last October. Here are reports from some of the participants.

Why Paraguay? Several
times I have told the story:
Our IPWSO President Griogio
Fornasier is an opera singer
who often goes to South
America and performs the
music of the Italian baroque
composer Zipoli, who lived in
South America more than 200
years ago. Giorgio along with
his artistic work has spread
the voice of PWS and IPWSO
and has many PWS contacts in
South America.

We were met with such a warm hospitality that we shall
never forget. We met many families and professionals from the
countries in South America and the atmosphere at the
conference was wonderful. Everybody was interested in sharing
experiences and to help wherever possible. South America is a
big continent, and it was impressive that so many families had
travelled such long distances to get to the meeting in Asuncion.

Thank you to all....and only one thing more: looking
forward to meeting you all again.

Susanne Blichfeldt, Denmark

Grants - continued from page 4

Other options for funding assistance

Each state’s Developmental Disability (DD) Council
provides federally funded grants for disability-related purposes.
The grant may need to go through a sponsoring nonprofit
organization, such as your local chapter of PWSA, The Arc,
Parent-to-Parent, or other disability-related organization. Each
state will be different, but the money is there (our tax dollars!)
for us to use.

The purpose of your request should be expressed in terms of
your DD Council’s stated goals, such as “education and
training,” “family support,” “community participation,” “self-
advocacy and empowerment,” “caregiver training” for the
parents, or “respite care” for the child with PWS. To locate your
state’s DD Council, call NICHCY at 1-800-695-0285 or go to
their Web site: nichcy.org

Your local PWSA chapter may offer grants for this purpose;
give them a call.

A direct request for help to airlines, motels, and other trip-
related companies has won some creative families donations and
discounts to help with their expenses.

Mary K. Ziccardi, Conference Committee Chair

Louise Greenswag and Giorgio Fornasier

I want herewith to thank IPWSO and
all other friends who made this
conference possible. It started as a dream
to have a conference that other families
from our area could share and take part
in.

Until one year ago we were the only
national association in South America,
with 64 famlies that shared
experiences.... We now have friends in
Chile, Uruguay, Venezuela, Paraguay and
Brazil with PWS in their famlies.

All this is very important in countries
like ours where people are worried about
hunger in this third world and cannot
think that someone that eats too much can have problems.

But due to the (conference), all newspapers, medical articles
and even the radio talked abut the syndrome and how to detect
it. This is very important for us.

Parents felt cared for, we do not feel alone anymore. Thank
you all.

Elli Korth, Argentina (Mother of Mariela (18 years PW),
Sofia, 15, Juan, 12 and wife of Alex

We will treasure the recollections of the warm welcome
given to us by everyone. All who participated in the program
seemed eager to acquire additional understanding that might
help them make informed decisions. Our visit certainly attests to
the expanding presence of IPWSO. We are truly becoming a
global community.

Several of IPWSO’s South American parents and
professionals will be attending the International Conference
June 27 to July 1 in St. Paul, Minnesota. I join with members of
PWSA(USA) in welcoming them to our country to to IPWSO’s
international family.

Louise R. Greenswag, U.S.A.

With the help of Pharmacia and our friends in South
America, we organized a very successful first Latino American
conference about PWS in Asuncion, Paraguay.

We cannot ignore that more than three quarters of the world
know nothing about PWS, and families keep struggling, feeling
alone and lonely, not knowing what’s going on! If our aims and
objectives are those written in our statutes and brochure, we
must look at PWS as one world, without any classification or
given numbers just to estabish cultural and social differences.

The Paraguay experience taught us a lot as we met
wonderful people to whom we brought important information
and sharing and got a much bigger and richer return we will
never forget.

Giorgio Fornasier, Italy, IPWSO president

March-April 2001

The Gathered View 5



Resources

Clip and Use the PWS Medical Alert Form

By Janalee Heinemann, Executive Director

As Executive Director of the national
Prader-Willi Syndrome Association
(USA), I am concerned about the medical
complications and sudden deaths that can
occur due to a lack of knowledge of the
syndrome.

Prader-Willi syndrome (PWS)
presents some unique medical characteris-

tics, of which we want the emergency
room staff to be aware.

Call our office at 800-926-4797 for a
Medical Alert brochure and other medical
alert articles that contain detailed,
pertinent information. The Medical Alert
brochure should be in the front of every
chart of a child/person with PWS admit-
ted to the hospital.

We appreciate your cooperation in
educating all staff treating patients with
PWS.

I have written a guide on shown on
page 7 that addresses the most life-
threatening aspects of the syndrome. We
suggest that you use this sheet to alert
medical personnel who may treat some-
one with PWS.

The Family Trust:

A Resource for Individuals With Disabilities and Their Families

By Timothy Pawol

This is the first of a two-part series on
planning considerations for individuals
with disabilities and their families.

Who will oversee the
wellbeing of my disabled family
member when I’'m gone? How do
I provide future financial support
without jeopardizing my family
member’s eligibility for public
benefits? These are the questions
faced by families with disabled
loved ones, and The Family Trust
has answers.

The Family Trust, a member of
the ARC Allegheny family of
corporations, offers both estate
planning and a professionally managed
trust program for families with mentally
and physically disabled individuals.

Here are the key factors to consider
when developing sound financial plans
for the disabled.

Financial

*  What supports will be available from
the government?

e What supports will be available for
the family to supplement government
services?

* How much funding is necessary to
continue this supplemental support in the
future?

Decision Making
e s assistance with decision making

necessary or desirable?
®  Which of these options for decision
making assistance is most suitable —

representative payee, power of attorney,
advance medical directives, executor,
trustee or guardian?

Asset Allocation
e How will funds for my family member
be held and distributed?

Without expert counsel, many families
leave money in their wills to a third party,
often a sibling, with the unwritten
promise to use the funds for disabled
family members.

Unfortunately, death, divorce or
bankruptcy make this a risky option.
Also, direct transfer of assets to disabled
individuals renders them ineligible for
most government benefits until assets are
spent down to $2,000.

The Family Trust offers guidance on
three types of trusts that prevent ineligi-

bility for government funds (a special
needs trust and payback and pooled
trusts).

The Trust also provides expertise
on financial planning and decision
making models, as well as a free
Personal Planning Guide to record
information for the future care of
disabled loved ones.

The Family Trust is a non-profit
organization which was incorporated
in 1998 by a group of parents who are
members of ARC Allegheny.

The Trust was originally designed
to offer pooled trust services to legally
shelter assets, prevent spend-down and
maintain eligibility. The mission was
expanded to assist individuals with
disabilities and their families to make
and implement plans for the future.

Currently, the Trust has 44 funded
accounts totaling approximately $3.7
million. These funds will be used to
supplement the governmental supports
the individuals with disabilities will
receive throughout their lives. The
Family Trust is available for any
person with a disability throughout the
Commonwealth of Pennsylvania and is
willing to assist families or organiza-
tions in other areas to establish their
own trusts. The Family Trust may be
reached at 412-995-5000 ext. 405 or
434 or at 711 Bingham St. Pittsburgh,
PA 15203 or via e-mail at
www.arcallegheny.org.
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INFANT-SPECIFIC ISSUES:

Although avoiding life-threatening obesity is one of the
major issues of an older child/adult with PWS, failure to
thrive is the major problem of the infant with PWS. The
weak muscle tone makes sucking difficult. (PWSA (USA)
has a detailed booklet on infant feeding available.)

If an infant has respiratory problems, he/she should be
closely monitored because the weak muscle tone makes
clearing secretions more difficult. An infant on an NG tube
may also have more difficulty due to reflux and aspiration.

ALL AGES WITH PWS:

Due to a lack of typical pain signals to the brain, poor
body temperature regulations and lack of vomiting, a person
with PWS can have serious medical problems which remain
undetected. (This is caused by the hypothalamic dysfunction
in the brain.) The following should be carefully noted:

Temperature - An individual with PWS may not register a
fever even when seriously ill and may run dramatically
below-normal temperatures at times. Even slight tempera-
ture elevations should be considered a warning sign.

Pain - Individuals with the syndrome frequently demonstrate
decreased pain sensitivity. Therefore known injuries must be
carefully assessed for more serious problems, and signs of
unreported pain should be observed. In the absence of a
verbal complaint of pain, other symptoms of specific
injuries should be evaluated. Reports of undetected, severe
gallbladder disease and infections are common.

Vomiting - Individuals with PWS do not commonly exhibit
a vomiting reflex. All identified and reported episodes
should be thoroughly investigated. If a person with PWS
suddenly reports pain, is vomiting and has abdominal
distention or bloating, it may be a sign of a life-threatening
gastric inflammation or necrosis, and emergency surgery
may be needed. (See the Medical Alert brochure for more
details.) It also may be a warning that the person has
ingested a large amount of food. In either case, death can
occur in hours. These abdominal conditions are more
prevalent in a teen or adult with PWS.

Bone fractures - Due to the high pain threshold, it is not
unusual for a person with the syndrome to have an undetec-
ted broken bone. Following a fall or other injury, a person
with PWS should be closely monitored for a change in
walking or arm movement. Observe for deformities, swell-
ing or bruising.

Anesthesia - A person with the syndrome may respond
excessively to anesthesia. Anesthesia should be carefully
monitored. Pulmonary hypertension is also a concern with
the child or adult who is severely overweight.

THE CHILD/ADULT WITH PWS:

Obesity-related problems: High blood pressure, diabetes,
congestive heart failure and pulmonary compromise are the
most common problems for the older child/adult with the
syndrome who are significantly overweight. This weight
gain is because of their constant sense of hunger and
potential for gaining weight on very few calories.

Food foraging - If left unsupervised, an individual with
PWS can consume life-threatening amounts of food. A
dramatic weight increase within a day—especially if
coupled with reports of stomach distress or vomiting—may
be a sign that the person is in an immediate crisis situation.
Stomach rupturing is possible. Diarrhea, significant fluid
retention or discharge are all reasons for concern.

Obstructive sleep apnea - Excessive weight in addition to
the weak muscle tone of PWS creates both potential and
probability of serious respiratory problems. Sleep apnea is a
common disorder in this situation. It is associated with
decreased oxygen saturation, an irregular breathing pattern,
snoring, and short periods of not breathing when sleeping.

Skin lesions - Because of chronic skin picking behaviors,
another characteristic of the syndrome, a person with the
syndrome should be carefully monitored for open, raw sores
and infection. If there are open sores, staff should be alert
for signs of acute infection including warmth at the site of
the sore, redness, streaking, bleeding or pus.

Janalee Heinemann, MSW, Executive Director

Prader-Willi Syndrome Association (USA)
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The Younqg Child

New Book Focuses on
Young Child with PWS

One of our parents from Alabama,
Cheryl Couch, has written the first
extensive book from a parent of a young
child’s perspective. It is titled My Rag
Doll: A Mother’s Journal of Raising and
Loving a Child with PWS ~ Birth to Age
Six.

Cheryl draws her readers into the
emotional roller coaster world of Prader-
Willi syndrome. Written from a Christian
perspective, Cheryl shares her heart as
she experiences the depths of despair and

the height of joyous pleasure in her angel,

Elana.
Using her journal, she gives us a
picture of her struggle to assimilate the

more than a medical statistic. Her story
flowed so easily, I found it hard to put
down.

She expresses poignantly the pain all
parents go through when they first get
this devastating diagnosis. Cheryl also
shares with us how education gave her
strength, faith gave her hope and Elana
gave her a new perspective of how sorrow
and joy go hand in hand.”

We now have this 229-page book for
sale through PWSA (USA) for a cost of
$15.95 plus shipping. The only note of
caution is that it may be difficult for very
new parents to read due to her stories
about food control issues as Elana ages.

A Mother’s Journal
of Raising and
Loving a Child with
Prader-Willi
Syndrome

- Birth to Age Six -

rational information being spoken by the
physicians into a picture where Elana is

L
Cheryl Couch

Janalee Heinemann

Another New Parent’s Story

By Elizabeth Greskovics

Aside from all the difficulties that parents go
through when learning that their child has
Prader Willi syndrome, one of the tougher
periods was our daughter’s sudden, unexpected
choking bouts.

Approximately two months after we brought
GiGi home from the hospital, she began to choke.
This would happen when she was feeding, or
more often, 2-3 hours after.

After a few good scares, we took GiGi to the
hospital for a swallow study and 24-hour pH
study to test for reflux.

The studies showed poor swallowing but
were otherwise inconclusive. GiGi had many
doctors, who all had their different spin on what
should be done. As parents, it was difficult to sort
through the different tests and information to
determine what was best for our daughter.

One educational resource that proved
invaluable to use was the “Nutritional Care for
Infants and Toddlers” handbook. We were better
informed and able to work with GiGi’s doctors to
make the best decisions for her. We are thankful
to Janalee for making us aware of this handbook
and for sending it to us.

We believe GiGi’s choking was due to her
prematurity (2 months) and poor swallow (a

Andrew and Elizabeth Greskovics of Manhattan Beach, Calif. with GiGi.

result of her poor muscle tone). Now that she is 8 months and stronger, she
has outgrown the choking. We would urge parents to seek and utilize the
informative booklets that PWSA (USA) offers. This knowledge enabled us to
make informed choices concerning our daughter’s health care.

The Gathered View March-April 2001



President’s Message

It is hard to believe, but over the next
few months I will be winding down as
president of PWSA (USA). It has been a
memorable three years, and I will never
forget all the great people I have gotten to
meet and know. It has truly been a great
experience. Many have asked why I am
not seeking another term. I have a son
turning 16 years old — Tony, who has
PWS. I have a lot on my plate with him
these days and a lot more in the days
ahead. I am very devoted to PWSA and to
helping all who have PWS, so I will never
be very far away.

Mary Lynn Larson is also ending her
term as vice-president. I can’t say
enough about Mary Lynn. She has been
my right hand person. I couldn’t have
done it without her. We have made a lot of
changes — good ones, I believe. I want to
thank her for all her hard work and her
willingness to help whenever I needed
her.

New Officers with New Priorities

Because of the many changes, I felt it
was important to take a close look at the
job descriptions for both the president and
the vice president.

During the January board meeting,
two new job descriptions were presented
and voted into practice. In addition, the
board appointed three new “officers-elect”
for the positions of president and co-vice
president.

Until they take office at the 2001
conference, Lota Mitchell will serve as
president-elect, and Carolyn Loker and
Regina Hartnett as co-vice presidents-
elect. We are all beginning the process of
transitioning into new roles.

Lota Mitchell is not new to the
leadership team of PWSA (USA). She is a
past board member as well as a past board
chairperson. She has been very active as
chairperson and co-chairperson of the
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PWSA (USA) Publications Committee.

Carolyn Loker is a current board
member as well as president of the
Michigan Chapter. She will be taking on
the primary role of chapter communica-
tion and support. She and Lota will work
together in making sure chapter needs
and issues remain a priority.

Regina Hartnett is new to a PWSA
(USA) leadership role. Her husband Bob
is currently a board member. Her primary
responsibility will be awareness. She will
serve as chairperson for the Awareness
Day committee and also will work with
Lota at increasing our efforts in making
awareness an important area.

I am very excited about the new
leadership team and I want you to join me
in welcoming them.

Highlights from the PWSA (USA)
Board Meeting - January 2001

It only rains in Sarasota when the
PWSA (USA) board members come to
town. Even though the warm weather is
always a motivating factor in bringing
us to Sarasota in January, we don’t find
much time to enjoy it because of the many
hours we spend in meetings. Here are
some highlights from those meetings:

® The board accepted a bid for 2002
conference from the PW Utah Associa-
tion. The people from Utah are busy
making plans for our first condensed
PWSA (USA) conference.

* Plans continue to be finalized for the
2001 PWS World Conference in St. Paul
in June of this year. Jim and Joan Gardner
have been doing an outstanding job.

® The board agreed that PWSA (USA)
will host the 2003 conference in
Orlando, Florida. Our site selection
committee is working on negotiations.

* PWSA (USA) conference committee
and the executive director are developing
a job description for a future conference
planner. The goal is to work toward
funding this position.

* Plans are under way to begin a strategic
planning process for PWSA (USA). A
team of members will be gathering
information and ideas over the next
months. A retreat is anticipated for the
fall of 2001.

* The 2001 budget was approved.

® The board, after review, is moving
forward with the formation of the
Prader-Willi Family Foundation, part of
our planned giving program. More
information will become available later.

® The board approved a temporary
position for a half-time crisis counselor in
the national office. (See the executive
director’s report regarding this position.)
® Several policies and procedures for our
board manual were revised. This manual
is now available on disc for all board
members and is posted on our board
website. Two hard copies will be at all
meetings.

* PWSA (USA) is in the process of
becoming registered as a nonprofit
organization in all states that require this.
As of January 20th, we had been approved
in 24 states; 16 are pending.

® Our insurance company informed us
that they are not able to “umbrella”
chapters under our liability insurance. We
are investigating other insurance compa-
nies who can possibly provide this
coverage.

® Jim Kane, a parent and former board
member, has offered to investigate

the concept of developing a clearinghouse
of research for PWS and related topics.
(See the executive director’s report.)

Dorn continued on page 14
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Characterizing and Managing Behavior
in Prader-Willi Syndrome

By Kevin Jackson, Ph.D., CBA
ARC of Alachua County

This is the last of a three-part series
of articles based on my training as a
behavior analyst and my 13 years of
working with children and adults with
PWS in family settings, schools and as
director of behavioral services for a large
residential treatment program specializ-
ing in PWS. The concepts discussed have
been very effective in addressing the
behavior of those with Prader-Willi
syndrome.

Part III. Improving Behavior

3. Reinforce Appropriate Behavior

The positive reinforcement approach
to getting your child to behave in ways
that are pleasing to you is often a more
effective alternative to conventional
parenting practices.

Positive reinforcement is also less
likely to produce emotional outbursts,
resistance or retaliation. Rather than
trying to make your child behave, you can
arrange things so your child will want to
do the same things that you want him or
her to do.

The benefits of positive reinforcement
are seen in many areas. Politicians have
learned to use positive reinforcement to
get citizens to voluntarily give money to
the state. State lottery programs generate
financial revenues by arranging positive
reinforcement in the form of winning
tickets. Lotteries are an effective alterna-
tive to simply raising taxes, which is
coercive in nature (“give us more money
or else!”) and is likely to anger citizens
and generate retaliatory voting or political
resistance. Similarly, as a parent you can
learn to use positive reinforcement to
generate substantial revenues of good
behavior from your child without the
emotional by- products of more coercive
parenting techniques.

All children with Prader-Willi
Syndrome regularly engage in completely
appropriate behaviors that are worth
reinforcing. In fact, even individuals with
the most volatile behavioral characteris-
tics go through periods of time when their
behavior may be characterized as “good as

gold.” As a parent, your goal should be to

increase the frequency and duration of this
good behavior, and positive reinforcement
is an essential mechanism for doing so.

The most basic and often easiest way
to reinforce good behavior is to initiate a
positive interaction immediately after the
behavior occurs.

This strategy is sometimes called the
“praise and ignore” technique. This
technique involves praising appropriate
behavior while ignoring minor inappropri-
ate behavior. In applying this technique,
the expression, “catch ’em being good,”
can be a useful prompt or reminder to pay
attention to, and reinforce, appropriate
behavior (i.e., being good).

For example, when you notice your
child is independently cleaning up after
him or herself, you should initiate a
positive interaction, “Wow! I am so glad to
see you cleaning up like that, I am very
proud of you.”

This simple response will have a
greater impact in increasing the overall
probability of your child independently
cleaning up than any amount of scolding,
lecturing or threatening that might
otherwise occur for an incident in which
your child fails to clean up. Notice when
your child is behaving appropriately or
engaged in some particular behavior you
would like to see more of, and immediately
initiate a positive interaction. Catch ’em
being good whenever you can. The positive
results may amaze you.

Another useful positive reinforcement
involves access to reinforcing activities
or items. These can be activities that are
logically related to the behavior being
reinforced or artificially related.

For example, shopping may be a form
of positive reinforcement for a child with
PWS. If this same child has been playing
outdoors prior to a shopping trip and needs
to wash or change before going, the oppor-
tunity to go shopping can be used as a

logical reinforcing consequence of washing.
This is a logical consequence because in our

culture people are expected to clean up
before going out in public.

Making the shopping trip dependent
on the behavior of cleaning up is consis-
tent with this social norm. If the child is
prompted to wash and refuses, review the
rule relating washing to being able to go
shopping and patiently wait for the child
to comply. If your child is not used to this
strategy, you may have a longer wait the
first or second time you try this. However,
if you stick with it, and if shopping is a
positive reinforcer, compliance will
increase.

Your child will become more gener-
ally compliant as you regularly practice
making reinforcing activities dependent
on completion of appropriate and respon-
sible behavior, while remaining calm
when noncompliance occurs.

Activities can also be artificially set
up as reinforcers for particular behaviors
you would like to strengthen. For ex-
ample, if daily showering is a behavior
that needs to be strengthened and your
child spends a lot of time watching TV,
that access can be made dependent on
showering first. There is no logical
relationship between showering and
watching television; it is an artificial
relationship you can set up to increase the
probability that your child will bathe
regularly.

Access to particular toys or other
activities your child prefers can often be
used to reinforce appropriate behavior.

Finally, special drinks (e.g., diet
sodas) or other low-cal edibles can be
used as reinforcers for particularly
important behavior you may wish to
strengthen.

Positive reinforcement can be a very
effective way to address problem behav-
iors. Instead of treating problem behaviors
as an opportunity for coercion or punish-
ment, treat problem beha