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It has been an honor for us to receive a comment on our article “Fatal Status Epilepticus
in Dravet Syndrome” [1] from Charlotte Dravet, the epileptologist who described this
syndrome. We thank Prof. Dravet, and we agree with her comments.

We are aware that acute encephalopathy after febrile epileptic status might have a
variable outcome; there are indeed some patients who overcome this condition without
sequelae, or with significant neurological consequences, and patients who unfortunately
die. We pointed out these aspects in our article.

There were two goals of our report: the first was trying to identify the factors that
might predict the different outcomes in case of febrile Status Epilepticus (SE) and acute
encephalopathy after febrile epileptic status in Dravet Syndrome (DS). The second goal
was to alert epileptologists and families to the importance of specific recommendations for
the treatment of prolonged seizures, cluster of seizures, and SE in DS.

We identified very generic risk factors, and the cases reported by Prof. Dravet confirm
how difficult it is to predict the outcome of acute encephalopathy after febrile epileptic sta-
tus; two sisters with the same SCN1A genetic variant experienced an acute encephalopathy
after febrile epileptic status: one died and the other survived.

We must therefore conclude that the risk of severe acute encephalopathy after febrile
epileptic status actually exists for all patients with DS, and at all ages.

We endorse the proposal of Prof. Dravet to produce specific recommendations on how
to treat prolonged or clustered seizures, as well as fever in DS patients, in order to reduce
the incidence of acute encephalopathy after febrile epileptic status.
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