https://doi.org/10.1590/0004-282X20170142

Pontine calcification in late stage cerebellar
multiple system atrophy: a marker of
synucleinopathy neurodegeneration?

Calcificacao da ponte na atrofia de maltiplos sistemas forma cerebelar avancada:um
marcador de neurodegeneracao para as sinucleinopatias?

José Luiz Pedroso’?, Orlando G. Barsottini™?, Marcos Knobel?, Benjamin Wolf Handfas? Antonio J. Rocha?,

Elias Knobel?

A 78-year-old woman presented with progressive
ataxia, dysautonomia (hypotension and urinary incon-
tinence), and pyramidal signs that started 17 years ago.
Brain MRI performed 15 years ago showed pontocerebellar
atrophy and the “hot cross bun” sign (Figure 1). Multiple
system atrophy, cerebellar form (MSA-C) was diagnosed.
A routine brain CT scan performed two years ago dis-
closed pontine calcification (Figure 2).

Multiple system atrophy is a neurodegenerative dis-
order included in the synucleinopathies group'. The cer-
ebellar form, MSA-C, usually causes pontocerebellar atro-
phy and a “hot cross bun” sign in the pons, due to selective
loss of myelinated transverse pontocerebellar fibers and
raphe'?. This prospective observation demonstrates that
pontine calcification may be part of the neurodegenera-
tion process in MSA-C.

Figure 1. MRI performed two years after disease onset. (A) Sagittal T1-weighted shows pontocerebellar atrophy; (B) Axial
T1-weighted depicted the “hot cross bun” sign; (C) Axial gradient-echo showed no evidence of calcification in the pons.
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Figure 2. Brain CT performed 15 years after disease onset. Marked pontine calcification, centered on transverse pontocerebellar
fibers and raphe.
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