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Fig. 1 Spontaneous arm levitation.

The patient spontaneously demonstrated a slow levitation of his right
arm, when he was being questioned or examined. He had a tendency
to elevate his right upper limb and to maintain this attitude.
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Fig. 2 Diffusion-weighted MRI of the brain.
Diffusion-weighted magnetic resonance imaging performed six

weeks after the onset shows high signal lesions predominantly in
the left cerebral cortices and basal ganglia (1.5 T; TR 5,680 msec,
TE 45 msec, b value = 1,000 sec/mm?).
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Fig. 3 "I-IMP SPECT 3D-SSP decrease.
A 3-dimensional stereotactic surface projection (3D-SSP) image z-score map demonstrating asymmetric brain hypoperfusion,

predominantly in the left medial frontal and parietal regions.
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Movie legends

Segment-1,2; He demonstrated uncontrollable flexion and un-
willed elevation of his right upper limb, when performed com-
plex finger movements.

Segment-3; His right arm tended to levitate spontaneously,
when his attention was diverted.
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Abstract

A case of Creutzfeldt-Jakob disease presenting with arm levitation as an initial symptom

Kenji Kamogawa, M.D.", Satoko Ninomiya, M.D.", Shinya Okuda, M.D.", Yushi Matsumoto, M.D.",
Hitomi Tomita, M.D.", Kensho Okamoto, M.D.” and Bungo Okuda, M.D."”

YDepartment of Neurology, Ehime Prefectural Central Hospital

A 74-year-old, right handed man, developed insidiously with levitation and clumsiness of the right upper limb. His
right arm tended to levitate spontaneously, when he was examined. He could put the elevated arm down on command,
while the arm resumed to antigravity posture when his attention was diverted. His right arm also exhibited unwilled
elevation when performing complex finger movements on the right side. He had a feeling of strangeness of the elevated
limh, especially with the eyes closed. In addition to asymmetric limb-kinetic apraxia, combined sensations such as
stereognosis were disturbed on the right side. Brain MRI showed high signal lesions predominantly in the left cerebral
cortices and basal ganglia. SPECT with I-IMP revealed asymmetric hypoperfusion, predominantly in the left medial
frontal and parietal regions. Two months after the onset, levitation of the arm gradually disappeared, with the develop-
ment of rapidly progressive dementia, frontal signs, dystonia and generalized myoclonus. The diagnosis of Creutzfeldt-
Jakob disease (CJD) was made based on the clinical features and cerebrospinal fluid biomarkers. The early manifestation
of the patient mimicked corticobasal degeneration which presents with arm levitation or alien hand syndrome. It is
suggested that CJD can represent involuntary movements with higher brain dysfunction resembling corticobasal
degeneration at the early stage of the illness. Although the underlying mechanism of arm levitation is still unknown,
frontal disinhibition and parietal cortical sensory disturbance may contribute to the development of involuntary arm levi-
tation in our patient.

(Clin Neurol 2014;54:803-808)
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