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Fig. 1 Brain MRI findings.
(A) T2 weighted axial image and (B) T2 weighted sagittal image (1.5 T; TR 4,000 ms, TE 88 ms).
The images reveal severe atrophy of the cerebellar cortex.
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Fig. 2. SPECT e-ZIS (easy Z-score imaging system).
The image shows poor blood perfusion in the cerebellar cortex.
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Table 1 Posture and gait disturbance scores on the International Cooperative Ataxia Rating Scale (ICARS) before and after IVIg

therapy.

Before IVIg

After IVIg

Walking capacities

Gait speed 2: Markedly reduced

Standing capacities, eyes open

rections

Spread of feet in natural position without | 1: Slightly enlarged (>10 cm)

support, eyes open

7: Walking only with accompanying person

2: Walking without support, but clearly abnormal and
irregular

1: Slightly reduced

4: Standing in natural position without support, | 2: Able to stand with feet together, but no longer able
with considerable sway and considerable cor- | to stand with feet in tandem position

0: Normal (<10 cm)

Body sway with feet together, eyes open | 2: Moderate oscillations (<10 cm at the level of | 2: Moderate oscillations (<10 cm at the level of head)

head)
Body sway with feet together, eyes closed | 4: Immediate falling 2: Moderate oscillations (<10 cm at the level of head)
Quality of sitting position 0: Normal 0: Normal
Total score 20 9

After IVIg therapy, the posture and gait disturbance scores on the International Cooperative Ataxia Rating Scale had improved from 20 to 9.
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Abstract

A case of anti-TPO/gliadin antibody-positive cerebellar atrophy that responded to intravenous
immunoglobulin therapy begun 16 years after onset

Nobuyuki Tanaka, M.D., Hiroaki Otake, M.D., Suguru Ito, M.D,,
Kazuhide Niiyama, M.D. and Kazunori Nanri, M.D.
Department of Neurology, Tokyo Medical University Hachioji Medical Center

We present a case of slowly progressive gait ataxia with a 16-year history in an 87-year-old woman. In 1994
she became aware of a slight unsteadiness while walking and cortical cerebellar atrophy was diagnosed. She had
no familial history of neurological disorders. In 2007, idiopathic thrombocytopenic purpura (ITP) was diagnosed.
The symptoms gradually worsened, and she was admitted in 2010 because she could not walk without support.
MRI voxel-based morphometry (VBM) imaging showed atrophy of the entire cerebellum, and SPECT using eZIS
showed reduced perfusion in the same regions. Her blood was positive for both anti-TPO antibody (42 IU/ml) and
anti-gliadin antibody (20.2 EU). We therefore diagnosed autoimmune cerebellar atrophy. The patient showed a
positive response to intravenous immunoglobulins (IVIg) and regained the ability to walk unassisted. Her posture
and gait disturbance scores on the International Cooperative Ataxia Rating Scale had improved from 20 to 9.
Even 16 years after onset, intravenous immunoglobulins were effective. In cases of prolonged disease, immuno-
therapy can be effective in autoimmune cerebellar atrophy and should not be excluded from the treatment

choices.
(Clin Neurol 2012;52:351-355)
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