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Fig. 1 Diffusion-weighted MRI of the brain. A: The image two months after the onset of the symp-

toms shows no abnormal findings. B: The picture one and half months later reveals abnormally

high signal lesions in the both hemispheric cortical ribbons with their right side predominance as

well as in the right caudate nucleus.
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Fig. 2 Clinical course of this patient
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Fig. 3 Brain SPECT using **I-IMP 2.5 months after the on-
set shows hypoperfusion of the bilateral frontal region,
right parietal, temporal, and occipital regions, and right ba-
sal ganglia. Perfusion abnormality in the left cerebellar
hemisphere is consistent with crossed cerebellar di-
aschisis secondary to right cerebral changes.
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Table 1 Creutzfeldt-Jakob disease patients with alien hand sign
Age/ Clinical Neurological sign at the time of AHS Images at the time of AHS Disease
Case Side course to i duration Ref.
S Cognitive  Frontal Intermanual . . . .
ex AHS imp%l irm\:ent sign conflict Neurological findings Brain MRI SPECT image  (months)
hemiparesis, cortical
1 78F Lt onset (—) n.d. (+) sensory loss, ataxia, n.d. n.d. several 8
pseudoathetosis, myoclonus
2 T4F Lt  onset (=)  (+)  (+) Weakness pyramidalsign, nd. nd. 12 8
ataxia, myoclonus
within 3
3 75F Lt months after (—) n.d. n.d. apraxia n.d. n.d. 5 9
onset
4 70M Lt onset (+) (—) (—) dystonia, ataxia n.d. n.d. 2 10
periventricle
5 74F Lt onset (—-) (+) n.d. ataxia, athetosis (ischemic n.d. 3 11
changes)
apraxia, athetosis, mirror
6 656M Lt onset (+) (+) (+) movement, myoclonus, n.d. n.d. 15 12
astereognosia
7 73M Lt onset (+) n.d. n.d. ataxia, apraxia n.d. n.d. 1 13
3 0F Lt onset (+) nd nd. extrapyramidal sigq, bilateral pa- biliateral par.ietal 6 14
astereognosia, apraxia rietal cortices hypoperfusions
9 sF 1t Jmonths () n.d. nd. dystonia, myoclonus, n.d. nd n 15
after onset ataxia, apraxia
this 1 month _ _ _ . . . right hemisphere
patient 68M Lt after onset (—) (—) (—) limb ataxia, dysarthria normal hypoperfusion 5

AHS: alien hand sign
n.d: not described
Ref: references
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Abstract
Alien hand sign observed at the initial stage of a case of Creutzfeldt-Jakob disease

Meiko Hashimoto, M.D.”, Jun Shimizu, M.D., Ph.D.”, Yuichiro Shirota, M.D.”, Yoshio Momose, M.D., Ph.D.",
Jun Goto, M.D., Ph.D.”, Katsuhiko Takeda, M.D., Ph.D.? and Shoji Tsuji, M.D., Ph.D."
"Department of Neurology, University of Tokyo, Graduate School of Medicine
*Department of Neurology, International University of Health and Welfare Mita Hospital

A 68-year-old man was admitted to our hospital in the mid-October of 2006 because of a one-month history of
peculiar movements of the left hand, which had been preceded by one month by awkward motions in the left leg.
Upon neurological examination, spontaneous involuntary movement of the left hand was found. His left hand with
his index finger stretched moved toward his right side spontaneously. He could not control his left leg freely. Al-
though he showed mild ataxia in his left hand, there was no weakness, no dystonia, and no apraxia. No sensory ab-
normality was detected except for mild deep-sensation impairment in his left foot. The results of magnetic reso-
nance imaging (MRI) including diffusion-weighted imaging (DWI) were normal; however, single-photon emission
computed tomography (SPECT) showed hypoperfusion in the right hemisphere. At the time of admission, al-
though a clinical diagnosis could not be made, we considered that the involuntary movements of his left hand
were consistent with alien hand sign (AHS). Two and a half months after its onset, with the development of rap-
idly progressive dementia and generalized myoclonus, AHS gradually disappeared. Three months after the AHS
onset, MRI with DWI showed restricted diffusion within the cortex involving the cingulated gyrus and bilateral
temporal lobes, which was more prominent on the right than on the left side. Four months after the AHS onset,
14-3-3 protein level of the cerebrospinal fluid was elevated, and EEG recordings showed diffuse slowing of basic
activity with periodic complexes. The patient was clinically diagnosed as having CJD. The patient died of pneumo-
nia four and a half months after the AHS onset. AHS has rarely been reported in patients with CJD. Our case illus-
trates the importance of considering CJD in the differential diagnosis, if the patient showed AHS, even with nor-
mal MRI findings.

(Clin Neurol, 49: 109—114, 2009)

Key words: Creutzfeldt-Jakob disease, alien hand sign, single-photon emission computed tomography, magnetic reso-

nance imaging




