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Excessive brain iron accumulation in
spinocerebellar ataxia type 17

A 60-year-old man had a 3-year history of cerebellar ataxia and dementia, without a family history.
T1-weighted MRI showed cerebellar atrophy (figure, A). Susceptibility-weighted images (SWI) revealed
hypointensities of the basal ganglia and mesencephalic and cerebellar nuclei (figure, B, a–c), suggesting neuro-
degeneration with brain iron accumulation.1 Serum copper, iron, ferritin, transferrin, and ceruloplasmin levels
were normal. Genetic testing revealed a CAG/CAA repeat expansion of 1 allele with 44 repeats (normal range
25–42), within the reduced penetrance range (43–48 repeats) in the TATA box binding protein (TBP) gene.2

In patients with cerebellar atrophy with hypointensities of subcortical and cerebellar nuclei in SWI or gradient
echo imaging, diagnostic considerations should include spinocerebellar ataxia 17.
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Figure MRI in spinocerebellar ataxia type 17

(A) T1-weighted MRI shows cerebellar atrophy. (B) Susceptibility-weighted imaging shows hypointensities in (a) dentate
nucleus, (b) red nucleus, and (c) globus pallidus.
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It’s Time to Plan for ICD-10, and the AAN Can Help
All health care providers are required to transition to ICD-10 on October 1, 2015. Claims for serv-
ices performed on or after this date with an ICD-9 code will not be processed and payments will be
delayed. The AAN provides information and resources to help you make this a smooth transition,
and has partnered with Complete Practice Resources to provide you with an affordable online pro-
ject management tool to help walk you through each phase of the necessary preparation to ensure
you’re ready. Learn more at AAN.com/view/ICD10 and start your transition today!

2015 AAN Annual Meeting Registration Now Open!
Registration is now open for the upcoming AAN Annual Meeting, coming to Washington, DC,
April 18–25, 2015. Register early to save with deep discounts to the world’s largest gathering of
neurologists featuring breakthrough scientific research, premier education programming, and
unparalleled networking opportunities.
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