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HHE syndrome? What does it mean?s
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Case

The hemiconvulsion-hemiplegia-epilepsy syndrome (HHE) is a 
partial epilepsy [1], first described by GASTAUT et al. in 1957 [2]. 
This syndrome, which has become rare, occurs in children under 
4 years of age [1, 2]. Its exact etiopathogenesis remains poorly 
defined. Therefore, the authors consider that a viral infection 
can cause vascular disorders which, in turn, lead to ischemic 
lesions explaining the installation of hemiplegia, convulsive 
seizures, and cytotoxic edema. Others explain these lesions by 
the recurrence of convulsive seizures or status epilepticus [3].

Clinically, the patient presents a complex febrile seizure fol-
lowed by a flaccid hemiplegia which is later complicated by 
epilepsy consisting of partial convulsive seizures [2]. In cross-
sectional imaging (CT/MRI), there is a global hemispheric 
asymmetry, marked by a widening of the cortical furrows of the 
cerebral hemisphere (contralateral to the deficient side), a dif-
fuse cortical atrophy, a dilation of the homolateral VL, and an 
atrophy of the contralateral cerebellar hemisphere (Figure 1).

Medical treatment is based on antiepileptics [1] to prevent re-
currence after the first seizure. The prospect of surgical treat-
ment remains the last resort in severe drug-resistant epilep-
sies during HHE syndrome [2]. The prognosis is variable; Cog-
nitive and behavioral disorders with mental retardation have 
been reported as complications of HHE syndrome [2].
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Figure 1: Brain CT of a patient with HHE syndrome, showing cerebral atro-
phy contralateral to the deficient side (blue arrow), with dilation of the ven-
tricular system (orange arrow) and atrophy of the contralateral cerebellar 
hemisphere(green arrow).  
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