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Abstract
Multiple system atrophy with predominant cerebellar ataxia (MSA-c) is rare neurodegenerative characterized by asymmetrical cerebellar ataxia, autonomic 
dysfunction, predominating in urogenital, respiratory and cardiovascular domains. The present case refers to a 36-year-old woman with progressive gait instability, 
postural hypotension and urinary incontinency. Brain MRI showed cerebellar and pons atrophy and the “hot cross bun” sign providing a clue to its possible etiology. 
Laboratorial and cerebrospinal fluid examination were normal. Symptomatic treatment was instituted with partial improvement of the symptoms. Attention to this 
clinical-radiologic correlation may help physicians make correct diagnoses and appropriate treatment.
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Introduction
Multiple system atrophy with predominant cerebellar ataxia 

(MSA-c) is rare sporadic neurodegenerative disease that affects equally 
both gender and middle aged patients. This disease is characterized 
by motor and nonmotor symptoms; The motor findings include 
asymmetrical cerebellar ataxia, pyramidal dysfunction, focal dystonia, 
dysphonia, dysarthria and dysphagia. The nonmotor findings include 
autonomic dysfunction, predominating in urogenital, respiratory and 
cardiovascular domains. Frontal-lobe attention deficiency, emotional 
incontinence and behavioral changes can occur and may be also related 
to chronic pain [1,2]. Here, we present a case of MSA-c with Magnetic 
Resonance Imaging (MRI) findings.

Methods
The report of this case was submitted and approved by the ethics 

committee of Universidade Metropolitana de Santos.

Case presentation
The present case refers to a 36-year-old caucasian woman with a 

2-year history of progressive gait instability and slurred speech. She 
also had postural hypotension, sleep behavior disorder and urinary 
incontinency. Neurological examination revealed axial ataxia, 
nystagmus and orthostatic hypotension. There was no head trauma 
and her medical history was unremarkable. Sagittal T1* and Axial 
FLAIR weighted brain MRI showed cerebellar and pons atrophy and 
the “hot cross bun” sign (white arrows) providing a clue to its possible 
etiology (Figure 1). Laboratorial and cerebrospinal fluid examination 
were normal. Symptomatic treatment was instituted with partial 
improvement of the symptoms. 

Discussion
The most frequent imaging findings in MSA-c are cerebellar and 

pons atrophy, with compensatory enlargement of the IV ventricle 
and cerebellum-pontine cisterns. The cruciform hypersignal in T2-
ECHO and FLAIR weighted MRI, it may be associated to wallerian 
degeneration and gliosis of cerebellar transverse fibers (horizontal 
axis) and raphe neurons of the pons (vertical axis), preserving the 
tegmentum and the cortico-spinal tracts. This radiological signal it is 
also known as “hot cross bun” and it’s related due to the similarity to 

Figure 1. A- Sagittal T1* weighted brain MRI showing cerebellar and pontine atrophy. 
B- Axial FLAIR* exhibit the “hot cross bun” sign in the pons and cerebellar atrophy (white 
arrows). C- Hot cross bun served during Holy Week. 
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a popular bread served during Holy Week in United Kingdom. The 
radiological differential diagnosis are spinocerebellar ataxias (SCA), 
the X-fragile mutation (FXTAS) and inflammatory vasculitis affecting 
the brainstem. 

Conclusion
This case report alerts to the possibility of MSA-c in the differential 

diagnosis of patients with progressive cerebellar ataxia, pyramidal and 
autonomic dysfunction. Attention to this clinical-radiologic correlation 
may help physicians make correct diagnoses and appropriate treatment.
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