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Table 1 Clinical, immunological and radiological findings, and treatments in ataxic patients

with autoimmune mechanisms.

ERREHEE 528115 (2012 :11)

associated

HE (NAE-positive) GAD Gliadin Yo
n (%) n (%) n (%) n (%)
Total number 8 14 147- 18
Number of women (%) 6 (75) 13 (93) (50) 18 (100)
Mean age (years old) 57 55 53 54
Insidious onset 5/8 (63) 13/14 (93) n.d. 0 (0)
Clinical features
Cerebellar sign
Nystagmus 0/8 (0) 12/14 (86) (80-) 15/15 (100)
Dysarthria 5/8 (62) 8/14 (57) n.d. 15/15 (100)
Limb ataxia 4/8 (50) 12/14 (86) (90-) 15/15 (100)
Truncal ataxia 8/8 (100) 14/14 (100) (100-) 15/15 (100)
Other symptoms 5/8 (62) 4/14 (29) (60-) (60-)
Elevated protein in CSF 0/8 (0) n.d. n.d. 5/13 (38)
Cerebeller atrophy on MRI 2/8 (25)* 8/14 (57) (60-) n.d.
Slow waves on EEG 3/7 (43) n.d. n.d. n.d.
Hypoperfusion in cerebellum on SPECT 2/5 (40) n.d. n.d. n.d.
Immunotherapy effective 8/8 (100) n.d. some cases n.d.

HE, Hashimoto's encephalopathy; NAE, anti-NHz-terminal of o-enolase autoantibodies; GAD, anti-glutamic acid decar-
boxylase antibodies; Gliadin, anti-gliadin antibodies; Yo, anti-Yo antibodies; n, number of patients; n.d., not determined;

EEG, electroencephalogram; SPECT, single photon emission computed tomography; *Brain MRI showed mild atro-

phy of the cerebellum. (Modified from Matsunaga et al. Eur Neurol in press)
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Abstract
Ataxic form of Hashimoto’s encephalopathy

Makoto Yoneda, M.D.
Department of Neurology, University of Fukui Hospital

Hashimoto’s encephalopathy (HE) presents with a variety of neurologic and neuropsychiatric features. Six-
teen percentages of HE patients show cerebellar ataxia as a main neurological feature. The clinical features, treat-
ments, laboratory features, brain images, and serum anti-NH,-terminal of a-enolase autoantibodies (anti-NAE Abs),
which is a useful diagnostic marker of HE, were investigated in 8 patients. They presented with pure cerebellar
ataxia and fulfilled the diagnostic criteria for HE based on the presence of anti-thyroid antibodies and responsive-
ness to immunotherapy, and were compared with clinical features in other autoimmune cerebellar ataxia associ-
ated with anti-GAD, anti-gliadin or anti-Yo. All autoimmune cerebellar ataxic patients presented with truncal
ataxia, while nystagmus was absent in HE patients. Most of ataxic form of HE patients had insidious onset mim-
icking spinocerebellar degeneration, but brain magnetic resonance imaging showed no or mild atrophy of the
cerebellum in all patients. Ataxic form of HE patients demonstrated an absence of nystagmus and tended to show
a better response to immunotherapy. When a pure cerebellar ataxic patient who presents with truncal ataxia
without nystagmus and cerebellar atrophy on brain MRI, HE should be considered as a differential diagnosis and
anti-NAE Abs should be examined for the screening of this disease.

(Clin Neurol 2012;52:1369-1371)
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