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Objectives: Familial hemiplegic migraine (FHM) is a rare subtype of hereditary migraine with aura
characterized by hemiplegia. There are only few reports on neuroimaging findings during migraine
attack in genetically determined FHM.

Case results: A 14-year old male was admitted to our hospital presenting sudden headache, vomiting,
left-sided hemiplegia and sensory disturbance (Patient 1). MRI performed 3 hours after onset revealed
normal DWI, FLAIR image, but MRA showed diffuse narrowing of the right middle cerebral artery.
CBF SPECT performed 4 hours after onset showed apparent hypoperfusion within the right cerebral
hemisphere and left cerebellar as crossed cerebellar diaschisis. Clinical symptoms disappeared within
1 day and follow up MRI and CBF SPECT after recovery did not show any of these abnormal
findings. His mother (Patient 2) turned out to have had been admitted at 39 years of age, presenting
headache, vomiting, aphasia, left-sided hemiplegia and sensory disturbance. Only MRI performed few
hours after onset was obtained. DWI, FLAIR and MRA showed no abnormal findings.

Both patient 1 and 2 were diagnosed with p.R763H mutation in the ATP/A2 gene causing FHM2.
Conclusion: In FHM2, CBF SPECT showed transient perfusion reduction of affected hemisphere in

early stage of migraine attack, while MRI and MRA showed only subtle changes.
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