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BEHAVIOURAL PRESENTATIO /



DEeNAVIOUIC

the person you know. There \

between others with PWS as everyone is unique
their own way. These are more general behaviouradl
and cognitive presentations of PWS that help guide
the best supportive environment.




Chedd, N.,Levine K., & Wharton, R.H. (2006). Educational considerations for
Management of Prader-Willi Syndrome (3@ ed., pp.302-316)

with Prader-Willi Syndromig.




COGNITIVE CHALLENGES

Short term auditory memory

Fine motor skills (pulling a zipper, tying shoes, holding

a pencil, efc. )

Expressive language (teliing us their thoughts,

feelings using words, gestures, writing, etc. )

Abstract Thlﬂklﬂg (’rime, considering someone else’s

point of view, “don’ts” jokes, teasing, etc.)

ifory p rOCGSSing (learning through verball
they may take longer to respond

Chedd, N.,Levine K., & Wharton, R.H. (2006). Educational considerations for children with Prader-Willi Syndrome. In M.G. Builer, P.D K. Lee & B.Y. Whitman (Eds),
Management of Prader-Willi Syndrome (3@ ed., pp.302-316)



THINKING
PATTERNS

"Success doesn't
come from what
you do
occasionally. It

comes from

what you do
consistently"

MAEILC FORLLO
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Extreme

control Consistency




NoO
Chance

There should be no hope of accessing something different
from what was planned or answered(this could be food,
answers, information) and no chance or opportunity of
accessing other than what was planned which results in no

disappointment related to false expectations by the person
with PWS.




ay to apply this principle is through

e physical

ENVIRONMENTAL SUPPORTS
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With the principle of No Hope No Chance No Disappointment
iIn mind, have all food locked to prevent any chance or hope
of accessing if.

This may require limited access to certain areas of the person'’s
home, like the kitchen, pantry, and garage. If there is any

chance of accessing food the person will only focus on
=ssing that food and creating unnecessary anxiety.

debit cards, cash, online
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center ©
other aspects of holida

@ @

For example, birthdays can focus on non- edible gifts, fun activities, reac
cards (with no food stimuli) given to them, etc. For Christmas, focus more on
decorating the tree, walking around the neighbourhood to look atf the
different decorations, similarly with Halloween, focus on costumes, decorating
pumpkins if tolerated, etc.



do ' - o .

SUPERVISION



medical offices, e

Supervision helps create a secure environment for the
person, reducing anxiety by removing the hope or chance
of accessing extra food or items., or different expectations,
thereby preventing potential disappointment.
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anficipation or anxiety.
For example, for medical visits you would wo
what the best enfrance to use would be, where there are mir
stimuli. If possible, visit the place to do the scan.

\_M —

Environments such as buffets. restaurants, and grocery stores are
typically not advisable, as they can be overwhelmingly anxiety-
provoking. It would be unfair to place someone with PWS in a setting
that elicits such high levels of siress.



SUPPORT STRATEGIES /



CONSISTENCY

EHw—

)

Consistency and routine leads to
predictability which is key to reducing the
anxiety a person with PWS experiences.
When they know what to expect they
feel less anxious.

> ished by the
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»To help keep the person motivated it is
best to structure the schedule using the
first....then procedure.

> preferred oc’rivi’ri_es ’rhg’r the
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IMPORTAN

» Keeps the person busy, thereby
reducing opportunities for
perseveration

» Provides predictability

» Provides opportunities for learning
new skills



»To address the difficulty with auditory
processing the use of a visual schedule is
recommended. This example uses
pictures with labels. Dependent on the
person’s reading ability the schedule can

e just pictures or text.

»The visual activity schedule has many
teaching functions, such as learning to
=ad, follow a sequence of activities, and

VISUAL ACTIVITY
SCHEDULE



TRANS|T|ONS » Visual Timers & Prompts

» Visual Cues



> Transitional prompts are v
prompt at 5 minutes and then at 2 minutes to
them know that the end of the activity is
approaching. Use of visual fimers and cues need
to supplement the verbal prompt
5-minute and 2-minute prompfs.

> This “Time timer” clock is helpful with the abstract
concept of fime, as it shows time decreasing in @
concrete way.




Repetitive questioning or perseveration is another common
characteristic of PWS, which we learned can result form
heightened anxiety. Repeatedly responding to the same

is not helpful and tends to increase their anxiety.

> 2, no disappointment”

RESPONSE TO REPETITIVE
QUESTIONING



Person Asks the
Question A Second
Time

Person Repeats the Person Continues to
Question Repeat the Question

Minimize Distractions Neutrally remind them that you Do not respond to the question

Let the person know that this will answered that question. Focus on activity or task at
be the last fime you will answer hand

the question Do they remember the answer?2

Then we are done talking about
if.

2 QUESTION RULE



not providing atte
behaviour can decrease the inten:
frequency. Skin picking is common in
people with PWS, approximately 81% of
adults with PWS. (Management of Prader
Willi Syndrome, 3@ Edition, 2006). This
behaviour tends fo increase in times of
increased anxiety, so again providing
predictability help alleviate the additional
anxiety.

e

SKIN PICKING



Excessive acquisitions and use of items is
common in PWS and likely due to the lack
ofT|_m L(J:|ISG control and never feeling
satiated.

External measures such as limited access
helps with the lack of control.

For example, limit access to toiletries by
keeping them out of sight and only
able when needed.

2 dle amounts of

EXCESSIVE
ACQUISITIONS & U2



POSITIVE
REINFORCEMENT

"I'm behaving well. Are you sure you wouldn't
like to positively reinforce it?”



Depending on
the person really enjoys as a reward.
Others enjoy puzzles, watching music videos, or going to
the movies.

You can use token systems whereby the person earn
points for socially appropriate behaviours like following
instructions, staying calm and focused, using their
calming tools when feeling angry or anxious. When they
achieve a specific number of points, they earn the
reward they chose.

These rewards may change and that’'s good, but we
have noticed that they tend to stick to what they know.

@, O



RESOURCES

Prader-Willi e

SYNDROME ASSOCIATION | USA
SAVING AND TRANSFORMING LIVES

FITTSRURGH
PARTHILSHIF
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