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Overview

PWS is a complicated, 
challenging syndrome 
which can be difficult to 
understand  

 It requires patience, skill, 
caring, and an 
understanding of the 
individual as well as the 
syndrome

 It is an organic 
syndrome caused by a 
small piece of missing 
genetic material

 It is not curable



PWS in New Zealand

 Statistically 1:15-25,000 people have PWS

 A more recent study in UK indicates 1:22,000 giving 
NZ a population of 190

 It affects boys and girls equally, and all races



“Discovered” in 1957

Drs Prader, Willi, and 
Labhart in Switzerland

Not written up in English 
until 1967

PWS Association (NZ) 
formed in 1989

“La Infanta” Spanish 
princess painted in 1800s



What causes the deletion?

 The developing 
embryo did not pick 
up genetic material 
in utero

 It can now be 
diagnosed at birth 
through DNA 
diagnosis

 Random – no one’s 
fault!



Three different diagnoses

 Through DNA 

analysis
1. Deletion (paternal)  

(70%)

2. Uniparental disomy 

(maternal) (20%)

3. Imprinting 

(inherited) (10%)

 Research being 

done to discern 

any differences 



Deletion characteristics:

 Lower IQ, lower functioning

 Often better with jigsaws and 

fine motor skills

 Often less challenging

Maternal Disomy characteristics

Higher functioning

More challenging

Imprinting

More autistic-like characteristics



Deletion, Maternal Disomy, or 

Imprinting 



PW is an organically damaged 

syndrome,  it cannot be cured

 In PWS the 

hypothalamus is 

also damaged

 People who have 

had traumatic 

brain-injury may 

display similar 

characteristics to 

PWS



Function of the Hypothalamus

In the “normal” population, 
the hypothalamus 
regulates:

 Appetite

 Sensitivity to pain

 Temperature

 Day/night cycle

 Emotions

 Memory capability

 Breathing

In the PWS population, the 
hypothalamus is 
damaged.  It causes 
problems with:

 Appetite

 Sensitivity to pain

 Temperature

 Day/night cycle

 Emotions

 Memory capability

 Breathing



Physically, the missing genetic 

material causes:
 Extreme hypotonia; 

low muscle tone, and, 
at birth, a failure to 
thrive; micro-genitalia

 All milestones delayed

 Short stature –
physical and sexual 
immaturity

 Small hands and feet, 
almond shaped eyes, 
downturned mouth

 Weight gain, 
voracious appetite, 
very low vomiting 
reflex

 Behavioural 
challenges…

newborn

6 mths



Growth Hormone Treatment

 Is now a Government 
subsidised treatment 
in NZ, under strict 
entry criteria –
children, not adults

 Will make a physical 
difference

 May not make any 
mental or 
behavioural 
difference



How does PWS present?

The baby is born 

‘floppy’

Lack of genital 

development

Failure to thrive

Low muscle tone

Delayed milestones



Preschoolers

Toddler starts to 
want food

Seldom cries, happy 
around strangers

 If undiagnosed, will 
start to put on 
weight

 Is unsteady on feet

Bruises easily



Primary School

 Will need teacher aide

 Will need clear rules 
around food

 Pattern of eating 
becomes pronounced

 Friendly and outgoing

 Some ‘outbursts’

 Skin picking

 Food seeking



Secondary school

Weight gain can be 

rapid

Food-seeking very 

apparent

Behavioural outbursts

Stealing, shoplifting

 Learning difficulties

 Family stress



Relative learning strengths

Good long term memory 
skills

Receptive language

Good at puzzles

Visual processing (relative 
to auditory processing)

Basic maths skills (esp
with calculator)

Reading skills

Good computer skills 
Social and friendly



Learning weaknesses

Poor short-term memory skills 

(visual-motor & auditory-visual)

Expressive language

Poor fine and gross motor skills

Sequential processing deficit

Difficulty with abstract 

concepts

Mild Intellectual Disability 

category, around the 60-89% 

level or <1st percentile.



Teenager - Adult

 Food-seeking

Weight gain

Behavioural outbursts

Skin-picking

Medication

24 hour supervision

Residential Services

Need emotional 

comfort



…and the good news?

Enjoy company and 

social gatherings

Capable of 

supervised work

Good computer 

skills

Often good fine 

motor skills



PW major characteristics
 Food-seeking and/or stealing

 Challenging behaviours (tantrums, rages)

 Stubbornness, resistance to change

 Argumentative

 Aggressive

 Lying and blame-shifting

 Emotional swings

 Ego-centric

 Compulsive, or  repetitive behaviours

 Attention-seeking behaviours

 Learning difficulties

 Perseveration

 Skin-picking



In the older person

More seriously, can also include mood disorders

 Psychotic illnesses – more common in maternal disomy 

diagnosis (UPD)

 Non-psychotic depressive illness – more common in Deletion 

diagnosis

 Medical intervention required

 The older person can have more severe health problems



The major behavioural 

challenge

 Foodseeking – an 

inability to control the 

appetite because of 

the damaged 

hypothalamus

 Other behaviours will 

often relate back to this

 You and I have a 

choice around food

 People with PWS do not 

have this choice

 The damaged 

hypothalamus does not 

allow a choice



Non-negotiable

 It is our responsibility to 
manage all issues around 
food, and safety

 If we don’t do this, it is 
tantamount to abuse and 
neglect

 Because the person can not 
make the right choices 
around food, it is our job to do 
it for them in a way that 
respects their unique lifestyle



Although food is a major 

concern, there are others:
 Food – access to, how much, theft and “whoppers” told 

in order to get more …“Someone else did it!” 

 Residential staff often experience verbal abuse, 

violence, running away, and non-compliance 

 Often there is police involvement

 Cigarette smoking



Other modules & workshops

 Behaviour, “Understanding Behaviour as 

Communication”

 Diet and Exercise, “How to keep a healthy balance”

 Health & Wellness in PWS, “Keeping Healthy, Keeping 

Well for Life”

 PWS in the Classroom, “Management and Learning 

Techniques”


