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Abstract 

 Dravet syndrome (DS) is a developmental and epileptic encephalopathy, associated 

with significant neurodevelopmental comorbidity. The aims of this population-based 

study were to describe the epidemiology, genetics, mortality, seizure burden, and 

treatments in Swedish children with DS (Paper I), to describe seizure-provoking 

factors and strategies to avoid seizures (Paper II), cognitive function and adaptive 

behaviour (Paper III), and behaviour, sleep- problems and quality of life (Paper IV).  

  We identified 55 children born 2000–2018. A semi-structured interview regarding 

seizure burden, treatments, seizure-provoking factors, and strategies to avoid seizures 

was used (Papers I and II). The Vineland Adaptive Behaviour scales and Wechsler or 

Griffiths scales were used to assess adaptive behaviour and intellectual function (Paper 

III). In paper IV we used the Developmental Behaviour Checklist, the Insomnia 

Severity Index, and a global question regarding the child´s quality of life.  

  Of 53 children, 51 (96%) had a variant in the SCN1A-gene. Seven (13%) had died. 

When comparing `younger´ children (born 2010-2018) with `older´ (born 2000-2009), 

median age at diagnosis was lower, the use of contra-indicated sodium channel 

inhibitors was lower, and the cumulative incidence was higher in `younger´ children. 

Status epilepticus was seen in 90%, tonic seizures in 60%, focal to bilateral tonic 

clonic seizures in 98% and myoclonic seizures in 83%. (Paper I). Seizure precipitants 

and strategies to prevent seizures were reported in all children. Most common were 

febrile and afebrile infections (100%, 93%). Most avoided were warm weather (83%) 

and physical activity (64%) (Paper II). Intellectual Disability was seen in 86% of the 

children and 93% had difficulties with adaptive behaviour (Paper III). Problems with 

behaviour were seen in 72%, `moderate’ or ‘severe’ insomnia in 43% and `poor´ or 

`very poor´ quality of life in 17% of children (Paper IV).  

  This is one of the first population-based studies that describes psychosocial aspects 

of DS. We confirm the high mortality and high seizure burden. Results suggest 

increased knowledge of DS in Sweden, leading to earlier diagnosis and improved 

treatment. The high number of seizure provoking factors and measures taken to avoid 

seizures, the high proportion of ID, behavioural and sleep problems can significantly 

affect the child and the whole family. 
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