Annals of Medicine and Surgery 82 (2022) 104716

Contents lists available at ScienceDirect

ANNALS OF
MEDICINE
SURGERY

Annals of Medicine and Surgery

ELSEVIER

journal homepage: www.elsevier.com/locate/amsu
Case Report R
Facial spasms revealing a Parry-Romberg syndrome: A case report

Ahmadou Bamba Mbodji , Momar Seck, Ngor Side Diagne, Ibrahima Faye,
Serigne Saliou Mbacke, Moustapha Ndiaye

Fann University Hospital, Dakar, Senegal

ARTICLE INFO ABSTRACT

Keywords:

Facial muscles spasms
Hemifacial atrophy
Parry-Romberg syndrome
Botulinum toxin

Introduction and importance: Parry-Romberg syndrome (PRS) is a rare clinical entity characterized by progressive
atrophy of the hemifacial region, occasionally associated with systemic manifestations. The presence of facial
muscles spasms is exceptional.

Case presentation: We report the case of a young woman who presented with progressive atrophy of the right
hemiface associated with vitiligo and facial muscles spasms. The diagnosis of Parry Romberg syndrome was
retained. Electromyogram showed an intermittent motor unit potential. Cerebral MRI showed atrophy of the
muscle and subcutaneous fat of the right hemiface. She received corticosteroid in combination with botulinum
toxin injection, which stopped the spasms.

Clinical discussion: It is a rare condition with a poorly understood etiology, which is responsible for the delay in
diagnosis often noted. The association of this syndrome with neurological signs is exceptional and rarely
described in the literature. Injection of botulinum toxin associated with corticosteroids can stop the spasms but
only surgery can reduce the facial deformities.

Conclusion: Parry-Romberg syndrome is a rare disease, more frequent in women. It poses a real diagnostic

problem and its treatment is poorly codified.

1. Introduction

The work has been reported in line with the SCARE criteria [1].

Parry-Romberg syndrome (PRS) is a rare disease whose etiopathog-
eny is poorly understood, manifested by progressive hemifacial atrophy,
and sometimes is associated with neurological, cutaneous, ophthalmo-
logical, and maxillofacial signs [2,3]. It is not often described in
sub-Saharan Africa [4]. We report a case of Parry Romberg syndrome
associated with facial muscles spasms and oculomotor impairment.

2. Presentation of case

A 24-year-old woman, with a maternal history of vitiligo, presented
at his nineteen years, with a persistent chin furrow. Eight months later,
intermittent contractions in temporal and masseter muscles appeared
during mastication, progressively worsening over several years. A facial
deformity appeared secondly, with a frontal saber-shape appearance
and atrophy of the right hemiface (Fig. 1). Referred to neurology, after
several consultations in oto-rhino-laryngology, ophthalmology, and
stomatology, a clinical examination in July 2021 found hemifacial
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amyotrophy, frontal and brow capillary depilation, enophthalmia,
lagophthalmia, and the right abducens (6th cranial nerve) nerve palsy.
We also noted intermittent contractions on the right temporal and
masseter muscles and vitiligo lesions on the neck, the left scapula, the
left axillary region, and the left forearm (Fig. 2). Cerebral MRI showed
atrophy of the muscle and subcutaneous fat of the right hemiface on the
T1 axial and T2 coronal slices (Fig. 4) but the immunological workup
(antinuclear and anti-ECT antibodies) was negative. On the first elec-
tromyogram: neurography, detection, and blink reflex were normal. A
second electromyogram with surface electrode showed spontaneous,
intermittent motor unit potentials (Fig. 3). The diagnosis was Parry-
Romberg syndrome at stage 3 of the Guerrerosantos classification. The
patient received corticosteroids 1 mg/kg/day in combination with bot-
ulinum toxin injections which stopped the spasms but there was
persistent atrophy of the hemiface.

3. Discussion

This is a 24-year-old female patient with a family history of vitiligo
who presented progressive atrophy of the hemiface associated with
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Fig. 2. Vitiligo lesion on patient’s right.

vitiligo lesions in his nineteen years. For this, the diagnosis of Parry
Romberg disease was retained. This condition is a clinical phenomenon
initially described in 1825 by Dr. Parry [2] and then in 1846 by Dr.
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Romberg who detailed it as a syndrome [3]. The real incidence and
epidemiological characteristics are difficult to demonstrate because of
the rarity of this syndrome and the absence of standardized diagnostic
criteria [5]. These different factors explain the delay in diagnosis
observed in patients suffering from this syndrome. This diagnostic delay
was found in our patient who had several consultations over 6 years
without a diagnosis. This is a ubiquitous pathology, of etiology not well
known with several physiopathological hypotheses evoked. The main
ones are genetic and autoimmune. Indeed, some authors thought that
Parry Romberg disease is a genetic disease because of family cases re-
ported in the literature, but no study has been able to confirm this. The
autoimmune theory seems the most convincing as it is based on the
presence of autoimmune abnormalities such as vitiligo, rheumatoid
arthritis, myopathy, or the presence of antinuclear antibodies [6]. Our
patient presented with haemicoporeal vitiligo lesions as described in the
literature even though she was tested negative for antinuclear anti-
bodies. The disease affects more women. It usually appears in the first
two decades of life, as evidenced by the case we describe, in which the
clinical manifestations started at nineteen years. It is generally unilat-
eral, affecting one hemiface, and atrophy stabilizes after 5 and 10 years
[7]. Depending on the severity, 4 types have been described by Guer-
rerosantos et al. [8]. Our patient has been classified type 3 due to soft
tissue thinning and severe atrophy. The presence of neurological signs
such as masseter and temporal muscle spasms and right abducens nerve
damage is the main feature of our case. These signs are rarely reported in
the literature. In a serie of 129 patients with PRS and neurological
involvement, Vix et al. reported only 8 cases of muscle spasm (with 4
cases of masseter muscle spasm and 3 cases of facial muscle spam) and
14 cases of oculomotor paralysis [9]. These muscle spasms were re-
flected by motor unit potentials on the ENMG in our patient. The signs
associated with Parry-Romberg syndrome are stomatological or ocular
[10-12]. In our patient, the ophthalmological signs are lagophtalmy,
enophthalmy, and right eyebrow depilation. These manifestations are
found in only 10-35% of cases and can occur before, during, or after
facial atrophy. Management involves corticosteroid therapy and im-
munosuppressants. Local treatment with botulinum toxin injections may
be used before surgery [6,7] however, non-invasive treatments have
been used in the management of these muscle spasms. Indeed Baduni
et al. reported a case of facial muscle spasms in a PRS successfully
treated by ultrasound and transcutaneous electric nerve stimulation
(TENS) [13]. In contrast to our patient who received corticosteroid
therapy in combination with botulinum toxin injections. The evolution
was favourable with disappearance of the spasms but there was a
persistence of facial atrophy.

4. Conclusion

Parry-Romberg syndrome is a rare disease, more frequent in women.
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Fig. 3. Showed spontaneous, intermittent motor unit potentials.
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Fig. 4. Cerebral MRI showed atrophy of the muscle and subcutaneous fat of the right.

It poses a real diagnostic problem and its treatment is poorly codified.
Management requires multidisciplinary collaboration, ranging from
medical treatment to slow disease progression to surgery to reduce
malformations.
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