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Case Description
A previously healthy 37-year-old woman presented with paroxys-

mal and stereotyped episodes (5–10/day, lasting about 30 seconds)

of painful muscle contractions causing abnormal involuntary

postures of the left lower limb, rapidly spreading to the homolateral

upper limb, along with forearm extension and hand closure while

awake (video). Her contorted facial expression was probably due to

pain, although facial involvement in the involuntary movements

was difficult to exclude. Examination disclosed absent plantar

FIG. 1. Video-EEG monitoring during one of the paroxysmal spasms showing no epileptiform activity.
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reflexes and lower limb hypopalesthesia. No triggers were identified

and family history was unremarkable. Levetiracetam was ineffective.

What is the most likely
diagnosis?

� Focal motor epileptic seizures

� Paroxysmal kinesigenic dyskinesia (PKD)

� Paroxysmal non-kinesigenic dyskinesia (PNKD)

� Tonic spasms (TS) due to demyelinating disease

Answer
Focal motor seizures with tonic semiology were first considered.

Nevertheless, other epileptic features are usually identified and an

ictal video-EEG monitoring was unremarkable (Fig. 1). PKD and

PNKD consist of unilateral or bilateral dystonia and chorea attacks,

precipitated by movement in PKD, while coffee, alcohol, and

fatigue may trigger PNKD episodes.1 PKD or PNKD would be

unlikely due to their typical presentation in childhood or adoles-

cence, positive family history, and absence of pain.1 This patient’s

presentation is compatible with TS, an uncommon manifestation of

multiple sclerosis (MS), which may constitute a relapse or seldom

FIG. 2. (A-B) Brain MRI (T2) showing a right cerebral peduncle (pyramidal tract) lesion with gadolinium enhancement assumed to cause
the tonic spasms; (C-H) white matter lesions with 2010 McDonald criteria for dissemination in space and time (one enhancing,
asymptomatic lesion, H).
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the presenting symptom.2 TS are painful, stereotyped, occur up to

80 times/day, and last about 30 seconds to 2 minutes.2 They may

be preceded by sensory symptoms and triggered by hyperventila-

tion, movements, or tactile stimulation.2 TS probably result from

ephatic neuronal transmission within a corticospinal tract lesion.2 In

fact, MRI showed a right cerebral peduncle enhancing lesion and

other features compatible with MS (Fig. 2). CSF oligoclonal bands

were detected. A diagnosis of relapsing-remitting MS was estab-

lished. Methylprednisolone was ineffective. TS remitted under car-

bamazepine, as described in the literature.2
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Supporting Information
Videos accompanying this article are available in the supporting

information here.

Video 1. Paroxysmal dystonia episode: Sudden, painful con-

traction with abnormal posturing of the left limbs, lasting about

30 seconds.
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