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Hemifacial Spasm in Childhood

Gabriel M. Ronen, Jeffery R. Donat and Alan Hill

ABSTRACT: A nine-year-old girl presented with right hemifactal spasm (HFS) of 27 months duration. Stimulation of
the right supraorbital nerve produced synkinesis of the ipsilateral facial muscles. Latency and amplitude of the blink
reflex were equal bilaterally. Other investigations including computerized tomography (CT) were negative. Treat-
ment with carbamazepine was not helpful. This is the third reported case of HFS in childhood.

RESUME: Le spasme de ’hémiface dans I’enfance Une fillette de 9 ans consulte pour un spasme de I’hémiface
droite apparu 27 mois auparavant. La stimulation du nerf frontal externe droit produit des syncinésies des muscles
faciaux ipsilatéraux. Le temps de latence et I’amplitude du réflexe de clignement sont égaux des deux cotés. Le reste
de I'investigation, incluant la tomographie assistée par ordinateur s’est révélée négative. Le traitement par la
carbamazépine n’a donné aucun résultat. Ceci constitue le troisi¢me cas rapporté dans la littérature de spasme

hémifacial de I’enfance.
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Hemifacial spasm is characterized by involuntary, irregular
twitching of muscles innervated by the facial nerve.'?? It
occurs almost exclusively in adults; only two cases have been
reported in children.*? The differential diagnosis includes focal
seizures, tics, essential blepharospasm, focal dystonia, tardive
dyskinesia, segmental myoclonus and facial myokymia.

CASE REPORT

The patient was a nine-year-old girl who presented with intermittent,
right HFS of 18 months duration. There was no history of prior facial
nerve palsy or injury. There was no family history of similar problems.
Initially, the twitching involved only the periorbital muscles. Over the
subsequent year, other facial muscles became involved. The spasm
lasted approximately 20 seconds and began with involuntary eyelid
closure and repetitive eyelid twitching followed by facial spasm with
pulling of the mouth (Figure 1). During the spasm, a noise was heard in
the ipsilateral ear. The spasm could be triggered by voluntary facial
movements or by hyperventilation. It could not be suppressed.

The strength of the facial muscles was normal. A pure-tone audiogram,
brainstem auditory evoked potentials, EEG, CT scan, skull x-ray and
tomograms with special views of the internal auditory and facial nerve
canals were normal.

Stimulation of each supraorbital nerve produced a blink reflex with
latency to the onset of the early (R-1) response of 10.0 ms and amplitude
of 0.6 mv. Stimulation of the right supraorbital nerve resulted in synkinesis
of the ipsilateral orbicularis oris muscle (Figure 2a). Stimulation of the
contralateral nerve showed no synkinesis (Figure 2b). Synkinesis was
observed on six successive occasions of stimulation of the right supraor-
bital nerve.

The HFS remained unchanged despite treatment with carbamazepine
in anticonvulsant doses.

DISCUSSION

The clinical features of this patient are consistent with a
diagnosis of HFS.%? Electrical stimulation of the right supraor-
bital nerve produced synkinesis of the ipsilateral orbicularis
oris muscle. Because synkinesis does not occur in focal epilepsy,
tics, essential blepharospasm, orofacial dyskinesia or facial
myokymia,® this electrophysiological study may be used to
support the diagnosis of HFS.

HFS may result from aberrant regeneration of the facial
nerve following injury. In adults, compression of the facial
nerve by overriding vessels in the cerebellopontine angle at the
brainstem is the most common established cause of HFS.”®
Rare causes include tumour, aneurysm and arteriovenous
malformation. The absence of facial nerve palsy or injury and
the normal investigations in our patient make these diagnoses
unlikely.

There have been 2 children with HFS reported in the literature.
One child had a ganglioneuroma of the fourth ventricle which
was diagnosed more than five years following the onset of
symptoms.* This case emphasizes the necessity for close
surveillance. No etiology could be established in the other
patient, and the symptoms disappeared following six weeks of
treatment with carbamazepine.® Our patient did not respond to
three months of treatment with carbamazepine.
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Figure | — Face during an episode of hemifacial spasm. Note eye closure and
pulling of mouth to right.
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Figures 2a and 2b — Responses to supraorbital nerve stimulation. Simulta-
neous recording from orbicularis oculi and orbicularis oris muscles. (a)
with right supraorbital nerve stimulation, the orbicularis oris contracts
simultaneously with the orbicularis oculi (synkinesis); (b) with left supra-
orbital nerve stimulation, no synkinesis. Ry — early response, R, — late
response.
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