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1. Introduction

Lingual myoclonus is an uncommon disorder, usually described in
association with palatal myoclonus or other movement disorders in-
volving oculofacial, diaphragmatic or shoulder muscles. Isolated lingual
myoclonus, either episodic or continuous, is rare, with only a handful of
cases reported in the literature [1,2]. Etiologies are diverse, ranging
from secondary lesions of the brainstem region to focal cortical seizures
[1,2]. We present a case of epileptic lingual myoclonus in the context of
HIV infection. Written informed consent was obtained from the patient
prior to video recording and publication.

2. Clinical case

A forty-one year old man with acute onset of speech difficulties
attended the emergency room after 48 hours of persistent, un-
controllable tongue movement. He denied fever, presence of other
neurological symptoms or medication use. Physical examination
showed brief, continuous nonrhythmic isolated lingual movements,
without associated palatal tremor or myoclonus (video segment 1). The
remainder of the examination was normal.

Supplementary video related to this article can be found at https://
doi.org/10.1016/j.parkreldis.2018.10.020.

Brain MRI with gadolinium was unremarkable. Initial investigations
showed white blood cell count of 4870/mm?®, mild increase of liver
enzymes (SGOT 58 Ul/]l, SGPT 106 Ul/l), erythrocyte sedimentation
rate 7 mm/h, and CK 64 Ul/l. Rheumatological (ANCA, FAN) and
toxicological tests (cocaine, cannabis, benzodiazepines and barbitu-
rates) were negative as well as VDRL testing. Lumbar puncture showed
an opening pressure of 13 cmH20, and CSF biochemistry results were:
10 cells/puL (90% MNN), sugar 58 mg/dl (blood sugar 98 mg/dl), and
35.5 mg/dl protein level. PCR for: HSV types I and II, VZV, EBV and
CMV in CSF were normal, as were microbiological CSF cultures (bac-
teria, fungi and mycobacteria). HIV (ELISA) test was performed in order
to exclude secondary infectious diseases, as well as myoclonus related
to HIV. The test yielded a positive result. Three days after lingual
myoclonus started, the patient showed minor, involuntary and inter-
mittent left facial involuntary movements followed by a secondarily
generalized focal seizure. Treatment with 1000 mg of Levetiracetam
was started, with complete myoclonus resolution and no seizure

https://doi.org/10.1016/j.parkreldis.2018.10.020

recurrence. Both EEG and brain 3T MRI were normal.

After the HIV diagnosis, the patient was started on antiretroviral
drugs (HAART). His anticonvulsant treatment was discontinued after a
2-year seizure-free period. To date, he remains neurologically normal,
seizure and myoclonus-free. (video segment 2).

3. Discussion

The patient showed an arrhythmic, sharp (fast), lingual movement
clinically interpreted as myoclonus of the tongue, not involving the
palate. Symptoms were focal and continuous. The rapid onset, followed
by sustained facial myoclonus and secondary generalization supports
our belief that the lingual myoclonus was of epileptic origin. Although
no EEG correlation was found, the fact that both episodes were sepa-
rated by more than 24 hours (focal continuous seizure and focal seizure
with secondary generalization), led us to identify the case as epilepsy
under the ILAEs guidelines [3].

In addition to secondary forms, lingual myoclonus of epileptic
origin has been previously described (Table 1), mainly associated with
cortical frontal gliomas or cavernomas [1,2]. As in the present case,
none of the previously reported cases demonstrated specific alterations
in the EEG. In this case, however, secondary generalization and ex-
cellent response to anticonvulsant drugs strongly support an epileptic
origin.

The association between myoclonus and HIV infection has already
been addressed in previous reports [4]. Generalized and segmental
myoclonus, specially spinal myoclonus were reported in HIV-patients
[4]. Several mechanisms have been proposed for this association.
Myoclonus has been suggested to be of subcortical origin in patients
with HIV-associated dementia, whereas it has been proposed as a
consequence of inflammatory CD4/CD8 dysregulation in patients with
opsoclonus-myoclonus-ataxia syndrome; in which either seroconver-
sion or immune reconstitution on HAART, results in brainstem-cere-
bellar circuit alteration. On the other hand, neurophysiological analysis
of a single patient with HIV and myoclonic epilepsy suggested a cortical
mechanism responsible for generating repetitive paroxysmal activity
[5].

To the best of our knowledge, there are no prior reports of isolated
lingual myoclonus in HIV, especially in uncomplicated infections. Even
though main opportunistic infections were ruled out, we could not
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determine whether this epileptic symptoms were consequence of direct
viral action or not. Nevertheless, our case seems to stress the im-
portance of considering and excluding an epileptic origin in such cases,
in spite of scarce or unremarkable clinical and laboratory findings.
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