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Fig. 1 Apraxia of eyelid opening with impaired voluntary but preserved involuntary eyelid

movements.

A: The patient opened his eyes about 4-5 mm when we ordered him to open his eyes.
B: The patient opened his eyes about 9-10 mm when we surprised him suddenly.

Fig. 2 Brain magnetic resonance imaging (MRI).
A, B: Axial Fluid-attenuated inversion recovery (FLAIR) (15T, TR = 6,000 ms, TE = 110 ms) images
reveal severe cerebral atrophy and leukoaraiosis in the bilateral frontal lobes and anterior part of the

bilateral temporal lobes.
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Fig. 3 Brain ®™Tc¢ ECD SPECT.
A, B: Axial ¥mT¢ ECD SPECT images show hypoperfusion in the bilateral frontal lobes, anterior part

of the bilateral temporal lobes, and anterior part of the parahippocampal gyrus.
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Table 1 Clinical characteristics of ALS-D/FTLD-MND patients with apraxia of eyelid opening.

Reference Onset . Clinical Dementia & .

(published year) age/Sex First symptom symptom Frontal sign Other symptom Brain MRI & SPECT
Abe K (1995), 64/F Dysarthria B=U>Ls* + AEO ** Frontotemporal lobe
Terakawa H (1996) Right arm weakness Euphoria atrophy & hypoperfusion ( + )

68/F AEO B>U>L + Forced laughing Frontotemporal lobe
Dysarthria atrophy & hypoperfusion ( + )
Dysphagia
Left arm weakness
Nagasawa M (2000) | 72/F AEO B>U=L Not described - Frontotemporal lobe
Dysarthria atrophy ( + ), Hypoperfusion
. is not described
Dysphagia
This case 76/M AEO B>U=L + Progressive non- Frontotemporal lobe
fluent aphasia atrophy & hypoperfusion ( + )
Forced laughing
Dysarthria
Dysphagia

% B: Bulbar; U: Upper extremity; L: Lower extremity. 3% AEO: Apraxia of eyelid opening.
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Abstract
A case of amyotrophic lateral sclerosis/frontotemporal lobar degeneration with apraxia of eyelid opening

Ryuji Yajima, M.D."”, Kensaku Kasuga, M.D.", Tomoe Sato, M.D.",
Takeshi Ikeuchi, M.D.” and Masatoyo Nishizawa, M.D."
"Department of Neurology, Brain Research Institute, Niigata University
*Department of Molecular Biology, Brain Research Institute, Niigata University

We report the case of a 76-year-old man with apraxia of eyelid opening (AEO) and amyotrophic lateral sclero-
sis with dementia (ALS-D)/frontotemporal lobar degeneration with motor neuron disease (FTLD-MND). The in-
itial symptom was AEO. Neurological examination revealed mainly bulbar symptoms with a neurogenic pattern
on needle electromyograms of the tongue muscles and the biceps muscles. Furthermore, he developed severe de-
mentia with frontal lobe dysfunction and progressive non-fluent aphasia. Brain magnetic resonance imaging re-
vealed severe cerebral atrophy and leukoaraiosis in the bilateral frontal lobes and the anterior part of the bilateral
temporal lobes; brain *"Tc ethyl cysteinate dimer single photon emission computed tomography (ECD SPECT)
showed hypoperfusion in the same areas.

The patient showed improvement in stereotyped behavior and AEO after treatment with 50 mg/day of flu-
voxamine maleate (the initial dose was 25 mg/day). Because serotonin receptors are markedly reduced in the
frontal and temporal cortexes of patients with FTLD, we considered that dysfunction of the serotonergic system
in the frontotemporal lobe caused AEO.

Considering the findings of this case along with those of previous reports, we propose that there is a rela-
tively homogeneous development of ALS-D/FTLD-MND with AEO.

(Clin Neurol 2010;50:645-650)
Key words: amyotrophic lateral sclerosis, frontotemporal lobar degeneration, apraxia of eyelid opening, progressive non-

fluent aphasia, selective-serotonin reuptake inhibitor




