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Dear editor:
Lieto et al. [1] wrote a very interesting review article enti-

tled “Degenerative and acquired sporadic adult onset ataxia.”
The authors summarized, in practical diagnostic approach, the
main sporadic adult-onset ataxias including degenerative non-
hereditary, hereditary, and acquired ataxias. [1] This is a very
thorough review on the subject; however, we believe that there
are some points that deserve further discussion.

In the group of non-hereditary degenerative ataxias, impor-
tant issues could be discussed. First, in the multiple system
atrophy type C, besides the classical cerebellar dysfunction,
associated with dysautonomia and also pyramidal signs and
parkinsonian and dystonic features, the presence of REM-
sleep behavior disorder (RBD) is a very common predictive
sign. [2] The RBD is strongly associated with neurodegener-
ative diseases, particularly synucleinopathies such as multiple
system atrophy (MSA). [2] Thus, the quantification of REM
sleep can be an important tool in the differential diagnosis
among non-hereditary degenerative ataxias. Our group, in
2015, evaluated RBD in 50 adult patients with diagnosis of
sporadic adult-onset ataxia. These patients were diagnosed
with multiple system atrophy in 48% of cases and 52% re-
ceived a diagnosis of idiopathic late-onset cerebellar ataxia
(ILOCA) or sporadic adult-onset ataxia (SAOA). [3] RBD
was diagnosed in 46% of the patients. However, among

patients with MSA, RBD was found in 8.3% versus 11.5
among those with ILOCA. [3] Second, Patients with progres-
sive supranuclear palsy (PSP) are sometimes misdiagnosed as
MSA because of the presence of cerebellar ataxia. There have
been reported pathologically confirmed PSP patients with pre-
dominant cerebellar ataxia (PSP-C) as their initial and princi-
pal symptom. [4] Lastly, the late-onset cerebellar atrophy of
Marie-Foix-Alajouanine, a controversial entity also known as
“cortical cerebellar atrophy of Marie-Foix-Alajouanine” that
presents some interesting clinical features such as chorea and
cognitive dysfunction, is a sub-group of ILOCA patients with
very late onset (IVLOCA). [5, 6] In a Brazilian case series of
26 adult patients with ILOCA, eight of them had IVLOCA
(mean age of onset was 75.5 years old). [6] Mild cognitive
impairment and visual loss, due tomacular degeneration, were
observed in 50% of cases and chorea was found in three pa-
tients. [6]

In the group of acquired or secondary ataxias Lieto et al.,
[1] discussed some non-paraneoplastic autoimmune diseases,
particularly coeliac disease or gluten ataxia. This entity repre-
sents a very interesting and controversial disease.
Hadjivassiliou et al. [7] published in 1998 clinical, radiologi-
cal, neurophysiological, and neuropathological characteristics
of gluten ataxias in 28 patients. In 2017, the same research
group studied the causes of progressive cerebellar ataxia, with
a prospective evaluation of 1500 patients, assessed over
20 years. [8] These authors demonstrated that immune-
mediated ataxias are common, and the commonest cause of
sporadic ataxia was gluten ataxia (25%). [8] However, in the
recently years, several other authors studied this intriguing
association in sporadic and hereditary cerebellar ataxias, in-
cluding spinocerebellar ataxias (SCAs), such as SCA type 2.
[9, 10] In Cuban patients with SCA type 2, genetically proven
antigliadin antibodies were positive in 23.4% of the ataxia
patients. [9] Other interesting issue is that in our institution,
with evaluation of more than 1500 patients in the last 30 years,
celiac disease or gluten ataxia was not found yet (Teive et al.,
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unpublished data). Then, it would be very important and nec-
essary to know the real frequency of this entity in other coun-
tries and continents.

This important review article by Lieto et al. [1] demonstrat-
ed how difficult it is to approach an adult patient with ataxia
without a family history, as the differential diagnosis of spo-
radic ataxias is complex, and as even in tertiary centers spe-
cialized in the treatment of ataxias there are many doubts and
discussions about the definitions of certain ataxias.
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