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Fig. 1 Magnetic resonance imaging on admission.
A. T, weighted image (Axial, 1.5T; TR 5,000 ms; TE 103 ms) revealed bilateral inferior olivary high signal
intensity and hypertrophy (arrow).
B. T, weighted image (Sagittal, 1.5T; TR 567 ms; TE 9 ms) revealed mild cerebellar atrophy.
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Table 1 Clinical and imaging details of our case and previously reported sporadic PAPT.

Author Age of .. . Hyperintensity Hypertrophy
(Reference) onset/sex Clinical features other than PT and ataxia of the 10 of the 10 Other MRI features
Our case 71/M none (+) (+) CA
Kulkarni et al.? 39/M dysarthria, nystagmus, abducel‘{t, oculomotor and facial +) +) CA, pons and bilateral
nerve palsies temporal lobes atrophy
i 40/F dysarthria, hyperactive tendon reflexes NA NA CA
Sperling et al.”
60/F dysarthria, external ophthalmoplegia, ear clicks (+) (+) unknown
diplopia, SEM, skew deviation, gaze-evoked nystagmus,
40M left MLF syndrome =) =) CA
53/M dysarthria, SEM, oscillopsia, vertical nystagmus, depression (+) (+) CA
63M dysarthria, SEM, brad'ykmesm'of foot, pos‘Fural tremor, difficulty +) +) CA
Samuel et al.® with focusing, dementia
58/M dysarthria, SEM, oscillopsia, downbeating nystagmus (+) (+) CA
63/M dysarthria, SEM, exotropia, bilateral MLF syndrome (+) (+) CA
58M dysarthria, SEM, tgrsional nystagmus, disphagia, +) O ' CA
incontinence, deafness Brain stem atrophy
Cilia et al.” 50/M dysarthria, SEM, bradykinesia of the left hand (+) (+) CA
CA
Bassani et al. 53/M Oscillopsia, nystagmus (+) (+) mild hyperintensity
of the SCP
Brinar et al.” Middle-aged/F none (+) (+) CA
66/M dysarthria, SEM, swallowing difficulties (+) (+) none
de Jong et al."”
61/F dysarthria, SEM, swallowing difficulties (+) (+) none

PT=palatal tremor, CA=cerebellar atrophy, IO=inferior olive, NA=not available, SEM=saccadic eye-movement, SCP=superior cerebellar
peduncles

Table 2 Differential diagnosis in which palatal tremor and/or ataxia have been described.

Age of onset Features other than PT and ataxia
- Spinal cord atrophy and IOH
Adult-onset Alexander disease'” ™" 24 ~ 58 pia _CO -a op yfm
Mutations in the GFAP gene
SCA 20" 19 ~ 62 Dentate calcification and IOH
SCA 79 N Re'tinal/ma'cular dege.ner'fltion
Trinucleotide expansion in the ATXN7 gene
Pyramidal and extrapyramidal sign
MSA"® 42 Autonomic dysorder
Pontine atrophy
PSP 61 Neck dystonia, Bradykinesia, Vertical gaze palsy
Brainstem tegmental atrophy
Behcet’s disease'” 48 Follicular eruptions anq oral aphthous ulcers
Elevated lymphocytes in the CSE IOH (+)
Hashimoto’s encephalopathy”” 32 Anti-peroxisomal and anti-thyroglobulin antibody (+)
GADab associated neurological disorders*” 19 Anti-GAD antibody (+)
Celiac disease™ ~** 56 ~ 65 Anti-gliadin antibody (+)
Ocular manifestations
Cerebellar or cerebellar peduncle atrophy and IOH
Superficial siderosis® 41 ~ 80 © arpecun PRy an

Hemosiderin deposition on the surface of the brain related to
vascular malformations (VA or CM) or prior trauma

IOH=inferior olive hypertrophy, MSA=multiple system atrophy, PSP=progressive supranuclear palsy, GADab=anti-
glutamic acid decarboxylase antibody, SCA =spinocerebellar ataxia, VA=venous angioma, CM =cavernous malformation
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A case of progressive ataxia and palatal tremor (PAPT) with ear clicks

Hiroyuki Sumikura, M.D.”, Tatsusada Okuno, M.D., Ph.D.”, Masanori P. Takahashi, M.D., Ph.D.",
Katsuya Araki, M.D.", Kazuo Kitagawa, M.D., Ph.D."” and Hideki Mochizuki, M.D., Ph.D."”

YDepartment of Neurology and Cerebrovascular Diseases, Osaka University Hospital

A 71-year-old man noted clicking sounds in the ear. At the age of 75, he developed progressive unsteadiness of gait
and became unable to walk without assistance at the age of 76. There was no family history of neurologic illness.
Neurological examination revealed truncal ataxia and 1-2 Hz rhythmic palatal tremor, which persisted during sleep.
Consistently, brain magnetic resonance imaging showed mild cerebellar atrophy and increased signal intensity of bilateral

inferior olivary nuclei on T,-weighted image. progressive ataxia and palatal tremor (PAPT) has recently been described
as a rare sporadic neurodegenerative disease and the features of our case consistent with those of PAPT. However, for
correct diagnosis of PAPT, multiple system atrophy, spinocerebellar ataxia, progressive supranuclear palsy or adult-onset
Alexander’s disease should be carefully ruled out.

Key words: palatal tremor, ataxia, PAPT, ear clicks
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