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Fig. Symmetric MRI lesions in the acute stage
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Initial brain MRI at the onset of status
epilepticus is often unremarkable, but a few
days later MRI shows symmetric increased
DWI or T2/FLAIR signals in the
hippocampus, amygdala, insula, claustrum,
thalamus, perisylvian operculum, and basal
ganglia (A-C) . These newly appearing
lesions are likely associated with persistent
seizure activity that was highly refractory
to conventional antiepileptic treatments.

Brain MRIs were obtained on day 20 of the
onset of status epilepticus (A, Patient 3) ,
day 3 (B, Patient 6) , and day 74 (C,
Patient 9) . Panel A: DWI: B and C:
FLAIR images.
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Tab. Distinctive clinical features of C-NORSE and C-NORSE score 2"

including well-characterized neuronal antibodies.
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Reasonable exclusion of alternative causes

Etiology is more likely cryptogenic when patients have 5 or more of the first 6 clinical features without
etiology readily identified ; however, the diagnosis can be made after exclusion of alternative causes

NORSE highly resistant to conventional AEDs treatments

Previously healthy individual before the onset of SE

Presence of prodromal high fever of unknown origin

Absence of prodromal psycho-behavioral or memory alterations

Absence of sustained orofacial-limb dyskinesias under unresponsive state
Symmetric DWI or T2/FLAIR hyperintensities

Absence of well-characterized neuronal antibodies in both serum and CSF

C-NORSE score is the sum of the first 6 clinical features listed above (range, 0-6), but the first 2 features

are mandatory.

AEDs : antiepileptic drugs ; C-NORSE: cryptogenic new-onset refractory status epilepticus ; SE: status

epilepticus
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