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oreign accent syndrome (FAS) is a speech disorder that leads listeners to perceive

the patient as having a foreign accent. The cardinal feature of FAS is prosody

change, with variation in accent, intonation, and rhythm. Less frequently,

phonetic changes with normal prosody may be detected. The composite features of
patients with FAS are not characteristic of dysarthria or aphasia and partially resemble patients
who have speech apraxia. Patients with FAS are often unfamiliar with the foreign language and
often seem unaware of the disturbance, even though their ability to discriminate foreign accents
is spared.

FAS is uncommon and seems to be ubiquitous and independent from linguistic
differences, having been found across American, European, and Asiatic languages.' After the
first description by Pierre-Marie in 1907, no more than 60 patients with FAS have been
described, usually related to stroke or head trauma.’ FAS often emerges during the recovery
process from more severe speech disorders (mutism, aphemia, apraxia of speech, dysarthria) or
nonfluent aphasias, but it may also occur as an isolated disorder without concomitant lan-
guage impairment. Furthermore, FAS has been occasionally described in multiple sclerosis
(MS),? primary progressive aphasia,® and as a developmental motor speech disorder.* Con-
cerning the site of lesion, the role of left prerolandic regions has been emphasized, but not all
reported cases show evidence of cerebral damage, suggesting the possibility of a psychogenic
nature for some patients’; in fact, the phenomenon has also been observed in psychiatric
patients.

We present a patient who developed FAS after orthotopic liver transplantation (OLT) fol-
lowed by cyclosporine-induced acute encephalopathy. Speech disorders, such as mutism and
speech apraxia, are occasionally seen in liver transplant patients due to immunosuppressive tox-
icity,” but we are not aware of FAS previously observed in these patients.
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Practical
Implications

Our observation confirms the
critical role of the left prerolandic
region in causing foreign accent
syndrome (FAS) and supports the
idea that FAS can be considered
a syndrome due to heterogeneous
etiologies.
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[ Figure Brain MRI ]

(A) 2003, (B) 2012. Red arrows point to the T2 fluid-attenuated inversion recovery hyperintense lesion sustaining
foreign accent syndrome.

Case history

In 2003, a 59-year-old right-handed Italian man developed cyclosporine-induced mutism
1 week after OLT. Cerebral MRI showed multiple hyperintensities on T2 fluid-attenuated in-
version recovery sequences in subcortical, periventricular, and semioval centers’ white matter,
in particular a circumscribed lesion in the left prerolandic white matter (figure, A). Two
weeks after the onset of symptoms and after shifting immunosuppression to tacrolimus,
the patient partially regained speech with residual dysprosody and speech apraxia, which
improved with logotherapy.

On a recent clinical examination (March 2012), the patient was cognitively and neurolog-
ically normal apart from the speech disorder. He showed dysprosody, anomalous phonetic fea-
tures, and speech sound errors. In particular, his prosody was characterized by a foreign accent
with German intonation, despite the fact that Italian was his native language (see the video at
Neurology.org/cp). He seemed aware of but surprised by his “new” accent. The patient is able
to speak English but not German and he does not have any particular connection with
German people or culture. There was no evidence of aphasia: his speech was fluent without
semantic or phonemic errors or difficulty with word finding, comprehension, or naming.
Writing and reading were normal. Cerebral MRI in May 2012 showed the reduction of the
previously found white matter abnormalities, with unchanged left prerolandic hyperintensity

(figure, B).

DISCUSSION

We report a case of FAS secondary to posttransplant cyclosporine encephalopathy. This patient
is presumed to have developed FAS as a sequela of cyclosporine neurotoxicity, presenting acutely
with mutism a few days after liver transplantation and developing a prosody alteration charac-
terized by a German intonation still present 9 years after OLT.

In previously reported lesional cases of FAS due to vascular, traumatic, or demyelinating
damage, the role of left prerolandic regions has been emphasized; cases with left midbrain, right
hemisphere, and cerebellar damage have also been reported. It is reasonable to argue that a sin-
gle cortical area is not solely responsible for causing FAS, which seems related to a dysfunction
of a complex motor speech network involving multiple areas rather than to a muscular cause
due to a lesion affecting the motor movement of the mouth and/or face.

In our case, MRI demonstrated that the disorder was likely produced by a cyclosporine-
induced demyelinating lesion affecting left frontal subcortical white matter, similar to those
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seen in FAS patients with MS. Our observation confirms the critical role of the left prerolandic

region in causing FAS, damaging the frontal cerebral pathways mediating motor speech plan-
ning and prosody timing, and supports the idea that FAS can be considered a syndrome due to
heterogeneous etiologies.
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What’s New in Clinical Practice?

Neurology® Clinical Practice now has podcasts available for download. The
podcasts are introduced by Editor John R. Corboy, MD, FAAN, who highlights
papers from the current issue. The interview that follows features authors discussing
papers in more depth and bringing clinical implications to the fore.
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