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Senses and sensory domains
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Sensory processing is

the neurological process of collaboration and interpretation 

of sensory stimuli.

When sensory input is not leading to appropriate responses, 

it’s called:

Sensory dysfunction or sensory processing disorder
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Unusual sensory responses are a criterium of autism spectrum disorder (DSM-5):

hyper- or hyporeactivity to sensory input or sensory seeking behaviour

• Hyperreactivity: a strong reaction to sensory stimuli

• Hyporeactivity: delayed/absent response

• Sensory seeking : fascination with certain sensory stimuli

Sensory processing
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Sensory functioning in PMS

More hypo-reactivity symptoms in visual and particularly auditory domain and a sensitivity to 

touch, compared to people with ASS/TD.

 
Tavassoli et al. Sensory Reactivity phenotype in Phelan–McDermid Syndrome Is Distinct from Idiopathic ASD. Genes 2021
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Domains
Domain Medical problems Sensory processing features

Propriosepsis

& vestibulair

Ring chromosome 22; possibility of a tumor 

causing dizziness /balance problems 

Sometimes stimulus seeking: 

lying on the floor or moving on the knees 

Hearing Mostly normal.

Ring chromosome 22; possibility of a tumor 

causing hearing loss

Delayed response to verbal and auditory cues

Sometimes difficulties to distinguish words from 

background noises 

Vision Vision disturbances

(refraction, strabismus) in 22% -29%

Delayed or absent responses to the sight

Smell /taste None known Sometimes stimulus seeking: 

licking objects, smelling things or people
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Tactile domain
Medical /sensory problems

Heat regulation Overheating or turning red easily 

Decreased perspiration:

*22q13.3 deletion in 37% 

*SHANK3 variants in 8% 

Tactile sensibility Hypersensivity to touch in 46%

Experience of pain Reduced pain response:

*22q13.3 deletion in 65%

*SHANK3 variants in 79%

increase with age from 69% at 5 years to 89% in adults
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What is the mechanism behind it? 

SHANK3 protein plays a role in the nerve cells of the pain nerves

Underlying mechanism remains unclear
8
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To assess the sensory profile:

Assessing should be done by a trained person 

(f.e. occupational or physical therapist, psychologist or behavioural scientist).

Validated instruments : 

• The Short Sensory Profile (SSP), shortened form of:

• Dunn’s Sensory Profile 2 caregiver questionnaire 

• The SAND (Sensory Assessment for Neurodevelopmental Disorders) 

• Adolescent/Adult Sensory Profile (AASP) 

After assessing the sensory profile, appropriate advise can be given                                



Examples
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To assess pain, use validated instruments
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Recommendations
1. Every person with PMS needs to be screened for hearing and visual disturbances at 

the time of diagnosis and subsequently put under surveillance according to national 
guidelines.

2. Sensory integration functioning should be checked in every person with PMS using a 

validated screening instruments.

3. In case of behavioural changes in someone with PMS, evaluation of possible causes 

should include a search for pain or a sensory dysfunction. The use of a validated 

non-verbal pain scale is recommended.

4. Caregivers and health care providers should be aware that individuals with PMS 

have an increased chance for reduced responsiveness to sensory stimuli such as 

pain, sudden sounds and heat.

Screen vision and hearing

Assess sensory functioning

Altered behaviour: assess pain and/or sensory functoning

Be aware of a reduced response to pain, heat regulation or sudden sounds
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Thank you for your attention !
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