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Introduction

PMS and epilepsy: Literature 
about the association.

Prevalence fever related and non-
fever related seizures 20-30%

Life time risk up to 70%. (review 
2016)



Fundamental 
Questions

What is the prevalence of epilepsy 
in PMS, and is there a specific kind 
of epilepsy?

What is the mechanism underlying 
epilepsy in PMS?

What is the treatment for epilepsy 
in PMS?



Literature 
summary 1.

Prevalence of epilepsy  14% -70%, increase with 
age 11% under 5 and 60% > 18 yrs

Type of epilepsy atypical absences, tonic, atonic, 
tonic clonic and myoclonic

No specific EEG findings. Overnight EEG increase 
detection epileptiform activity (18 > 75%)

MRI imaging did not explain the type of seizure

Seizures or EEG abnormalities are not associated
with regression



Literature 
summary 2.

Mechanism underlying epilepsy is 
unkown

Reduced function of inhibitory 
neurons

Suggestions for polygenic or 
multifactorial model to explain the 
epilepsy.



Literature 
summary 3.

Treatment of 
epilepsy

No drug has shown 
to be most efficient



Conclusions

2. All types of seizures, both febrile and non-febrile, can occur in individuals with PMS. The most frequent occurring type is
atypical absence seizure. Other seizure types cover tonic, atonic, tonic-clonic and myoclonic semiology.

3. EEG abnormalities can be present in individuals with PMS with and without seizures. The EEG findings are non specific; the
most common pattern most commonly seen is a slow background pattern.

4. A deletion of SHANK3 increases the risk for all type of seizures, irrespective the size of the deletion

5. Larger deletion sizes were associated with a history of abnormal EEG

6. EEG abnormalities and seizures are not associated with an increased risk for regression

7. The response to anticonvulsant treatment in individuals with PMS is not different from individuals without PMS

8. Brain imaging, preferably MRI, is indicated in every individual with PMS who shows neurological signs and symptoms,
including seizures

1. Overall prevalence of seizures in PMS is 20-30%, life-time prevalence of up to 70%.
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Recommendations

1. In everyone with PMS, irrespective of age, caregivers should be alert for seizures and epilepsy

2. In everyone with PMS in whom seizures are suspected but EEG studies are non-conclusive, overnight
prolonged EEG studies should be considered

3. Brain imaging, preferably MRI, is advised in every individual with PMS who has epileptic seizures, and indicated
when new neurological signs and symptoms, including seizures, occur

4. A pediatric neurologist or neurologist should be involved in the therapy for epilepsy

5. Anticonvulsant treatment of epilepsy in individuals with PMS should be provided according to local guidelines (see
also ILAE guidelines on https://www.ilae.org/).
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