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• Febrile-infection related epilepsy 
syndrome (FIRES) is a rare epilepsy 
syndrome in which a previously healthy 
individual develops refractory status 
epilepticus with a preceding febrile 
illness starting 24 hours to 2 weeks 
before seizure onset. 

• Of patients who survive the acute 
phase, nearly all have ongoing drug-
resistant epilepsy without return to prior 
baseline function.

• Etiology is often unknown, though some 
cases may be due to an abnormal 
immune response. 

• Anakinra, an IL-1 receptor antagonist, is 
an emerging treatment that has been 
shown to reduce seizures in the acute 
phase.

• There is limited data on long-term 
neurocognitive outcomes in FIRES 
patients.

• No prior studies describe long-term 
cognitive outcomes in FIRES patients 
treated with anakinra. 

• Recommend standardized long-term 
serial neuropsychological assessments 
for all FIRES patients.

• Multidisciplinary teams including 
neurologists, rehabilitation, 
neuropsychology, and mental health 
providers can support maximal 
neurocognitive recovery.

• Neuropsychological testing suggests 
global decline in functioning.

• Youngest patients at FIRES onset had 
2nd and 3rd largest declines in IQ, 
consistent with studies showing poorer 
cognitive outcomes associated with 
younger age at onset.

• One patient had improvement in IQ 
over time, suggesting that recovery of 
neurocognitive function can occur.

• Cognitive impairments may have 
multifactorial causes, including seizure 
location (temporal and frontal lobes), 
use of multiple high-dose antiseizure 
medications in the acute and chronic 
phase of FIRES, and underlying 
etiology when identified.  

• Multicenter retrospective case series of 
6 pediatric FIRES patients treated with 
anakinra who had neuropsychological 
testing ≥1 year after refractory status 
epilepticus onset.

• Neuropsychological testing completed 
as part of routine clinical care across 3 
academic medical centers. 

• No patients returned to baseline after onset of FIRES, with PCPC scores ranging from moderate to severe disability.
• Patient 5 demonstrated average IQ scores; all others demonstrated low average to extremely low IQs.
• Patients demonstrated a diffuse pattern of deficits across domains at last follow-up.
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