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Abstract

The clinical presentation of multiple sclerosis (MS) is variable and can pose a di-
agnostic challenge. A case of unilateral perioral myokymia as the revealing feature
of MS is reported. We present the case of a 43-year-old male, observed in our out-
patient clinic with a two-week history of continuous involuntary wavelike movement
across the left side of his face. Neurological examination revealed left-sided facial
myokymia with perioral involvement and hemifacial spasm. Brain magnetic reso-
nance imaging (MRI) showed multiple white matter hyperintensities on T2/FLAIR,
suggestive of demyelination, involving periventricular, juxta-cortical regions, and the
corpus callosum.

Cerebrospinal fluid (CSF) analysis showed CSF-specific oligoclonal bands. The
diagnosis of relapsing-remitting multiple sclerosis was made according to the Mc-
Donald Criteria from 2017. This case illustrates an unusual presentation of MS and
highlights the importance of awareness of possible MS in young adults with facial
myokymia, more so when continuous and with perioral involvement.

Resumo

A apresentacdo da esclerose multipla (EM) é heterogénea e é um desafio de diag-
nosticar. Reporta-se um caso clinico de mioquimias periorais unilaterais como forma
de apresentacdo de EM. Apresenta-se o caso de um homem, 43 anos, observado
em consulta de neurologia por um quadro com duas semanas de movimentos on-
dulantes, continuos da hemiface esquerda. No exame neurolégico destacava-se a
presenca de mioquimias, continuas, da regido perioral esquerda e hemiespasmo
facial. Ressonancia magnética cranio-encefélica (RM-CE) revelou multiplas leses
hiperintensas na ponderacao T2/FLAIR, da substancia branca, localizadas a regiao
periventricular, justa-cortical e corpo caloso, sugestivas de doencga desmielinizante.

Puncdo lombar com presenca de bandas oligoclonais tipo 2. Pelos critérios de
McDonald (2017), admitiu-se o diagndstico de EM surto-remissdo. O presente caso
ilustra uma apresentacéo rara de EM e realga a importancia de investigacao adicio-
nal em doentes jovens com mioquimias faciais, particularmente continuas e localiza-
das a regido perioral.

Informagées/Informations:
Caso Clinico, publicado em
Sinapse, Volume 22, Ndmero
4, outubro-dezembro 2022.
Versao eletronica em www.
sinapse.pt;

Case Report, published in
Sinapse, Volume 22, Number
4, October-December 2022.
Electronic version in www.
sinapse.pt

© Autor (es) (ou seu (s)
empregador (es)) e Sinapse
2022. Reutilizacao permitida

de acordo com CC BY-NC.
Nenhuma reutilizacdo comercial.
© Author(s) (or their
employer(s)) and Sinapse 2022.
Re-use permitted under CC BY-
NC. No commercial re-use.

Keywords:

Demyelinating Diseases/
diagnostic imaging;

Facial Nerve Diseases/
diagnostic imaging;
Multiple Sclerosis/diagnosis.

Palavras-chave:

Doencas Desmielinizantes/
diagnéstico por imagem;
Doengas do Nervo Facial/
diagnéstico por imagem;
Esclerose Muiltipla/diagnéstico.

*Autor Correspondente /
Corresponding Author:
Marta Magrico

R. da Junqueira 126,
1349-019 Lisboa, Portugal
marta.icn.magrico@gmail.com

Recebido / Received: 2022-10-22

Aceite / Accepted: 2023-01-14
Publicado / Published: 2023-03-09

179


https://orcid.org/0000-0001-7589-772X
https://orcid.org/0000-0002-2066-8716
https://orcid.org/0000-0001-6166-2073
https://doi.org/10.46531/sinapse/CC/220062/2022

180

Sinapse® | Volume 22 | N.°4 | October-December 2022

Introduction

The clinical presentation of multiple sclerosis (MS)
is variable and can pose a diagnostic challenge. Hemi-
facial myokymia and hemifacial spasm have rarely been
reported as the presenting features of MS and may eas-
ily be missed.'”* Here, we report a rare case of a male
with continuous hemifacial myokymia as the presenting
feature of MS.

Case Report

A 43-year-old man with a personal history of ma-
jor depressive disorder under escitalopram 10 mg
for 10 years presented to our outpatient clinic with a
two-week history of involuntary wavelike movement
across the left side of his face. The general examination
was normal, and the neurologic examination revealed
continuous, spontaneous left-sided facial myokymia,
especially around the mouth, and a left-sided hemi-
facial spasm (see supplemental video). Right volun-

Supplemental video. Neurological examination revealed
continuous, spontaneous left-sided facial myokymia, espe-
cially around the mouth, and a left-sided hemifacial spasm.

tary facial movements were preserved. He also had
generalized hyperreflexia and imbalance performing
tandem gait. Laboratory analyses were unremarkable.
Cerebrospinal fluid (CSF) analysis showed CSF-specific
oligoclonal bands. Brain magnetic resonance imaging
(MRI) described multiple white matter hyperintensi-
ties on T2/FLAIR, suggestive of demyelination, involv-
ing periventricular, juxtacortical regions and the corpus
callosum (Fig. 1) Unfortunately, gadolinium was not
administered. The spinal cord MRI was normal. The
diagnosis of relapsing-remitting multiple sclerosis was
made according to the McDonald Criteria from 2017.
The patient was treated with methylprednisolone |
g a day for 3 days and recovered completely after |
month. He also started peginterferon beta-la. A fol-
low-up brain MRI was performed three months after
the initial study and revealed a new lesion in the dor-

Figure 1. Brain MRI: sagittal T2 FLAIR FS images showing
multiple white matter hyperintensities on T2/FLAIR, sugges-
tive of demyelination, involving juxtacortical regions and the
corpus callosum.

Figure 2. Follow-up Brain MRI: sagittal (A) and coronal (B) T2
FLAIR FS images showing a hypersignal in the dorsolateral
aspects of the left pons (yellow arrows).

solateral portion of the left pons (Fig. 2), which was
hyperintense on T2/FLAIR and had no enhancement
after gadolinium administration.

Discussion

We report a rare case of MS manifested by hemifa-
cial myokymia and hemifacial spasm. Facial myokymia
is defined as an involuntary movement disorder of the
musculature supplied by the facial nerve and character-
ized by spontaneous undulating, vermicular movements
that spread throughout the face.® The prevalence of fa-
cial myokymia in MS is uncertain, however in a recently
published article that evaluated 2260 patients with MS,
1.28% had facial myokymia in the course of the disease.*
Although eyelid myokymia is recognized as a common
and usually benign symptom, associated with stress, caf-
feine intake, fatigue, or exercise, strict unilateral continu-
ous myokymia, especially with perioral involvement, as
in our patient, suggests the presence of a structural pon-
tine lesion, warning the need for brain imaging.® Unilat-
eral myokymia may be associated with brainstem lesions,
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namely tumors, cysticercosis, Guillain-Barre syndrome,
or MS. Myokymia may be the presenting feature of
MS,23719 a5 in our case, or may correspond to relapse in
a patient with an established multiple sclerosis diagnosis
undergoing immunomodulatory or immunosuppressive
treatment.'""'2 Also, it is well known that facial myokymia
seems to be related to dorsolateral tegmentum pontine
lesions concerning the ipsilateral post-nuclear portion of
the facial nerve, particularly lateral to its genu.? In our
case, the initial brain MRI failed to identify the pontine
lesion, later described in the follow-up MRI. We hypoth-
esized that different acquisition MRI techniques with
different slices thickness and different sensitivity accrual
could explain the absence of the tiny brainstem lesion on
the first brain MRI scan. Moreover, the “clinic-radiological
paradox” in MS is a well-known entity, that has been de-
scribed as a mismatch between clinical assessment and
visible lesions on MRI."

The clinical outcome of patients with facial myoky-
mia and hemifacial spasm associated with multiple scle-
rosis is uncertain. However, facial myokymia is usually
self-limited and most patients recover in less than 12
months. Also, myokymia seems to respond well to the
relapse treatment with corticosteroids or symptomatic
treatment with gabapentin, carbamazepine, and botuli-
num toxin."'*!> Nevertheless, the hemifacial spasm may
persist for longer periods and require multiple treat-
ments, such as botulinum toxin."'*

In summary, this case illustrates an unusual presenta-
tion of multiple sclerosis and highlights the importance
of awareness of possible multiple sclerosis in young
adults with persistent facial myokymia, especially those

with perioral involvement. B
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