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INTRODUCTION

Melkersson-Rosenthal Syndrome (MRS) is a granuloma-
tous disease characterized by recurring peripheral facial
paralysis, swelling of the lips and/or face, and a fissured
tongue. The median reported incidence is 0.08%,['"! and
it is most frequently seen in the age range of 20 to 40
years.”) Monosymptomatic or oligosymptomatic varieties
are more often seen than the complete classic triad. The
symptoms may also be observed separately in later life.

Though its etiology is not precisely known, it is thought
that various infections, delayed susceptibility reactions,
stress, and autoimmune and genetic factors may be related
to the etiopathogenesis.'® The diagnosis can be made di-
rectly based on the presence of the full triad of symptoms;
when only lor 2 are observed, a skin biopsy from the facial
edema should be performed and demonstrate granuloma-
tous cholestasis pathologically.”!

Abdussamet Farasoglu,

Melkersson-Rosenthal Syndrome (MRS) is a rare disease characterized by the triad of re-
curring facial paralysis, a fissured tongue, and recurring swelling of the lips and/or face. The
etiology is unknown; it may be caused by hereditary factors or conditions occurring later in
life. Observation of all 3 of the classic manifestations is rare; most often the symptoms are
seen alone or in a pair, and they may appear at any stage of life. This report is the description
of the case of a 51-year-old woman who was diagnosed with MRS based on her history and

Steroids, anti-inflammatory agents, antibiotics, and im-
munosuppressants may be used in treatment; however,
spontaneous recovery also occurs. Reconstructive surgical
procedures can be performed in the event of permanent
deformities due to orofacial edema and facial paralysis.["'%!"]

The aim of this report is to create awareness for all physi-
cians, particularly those in the fields of otolaryngology,
neurology, dermatology, and pediatrics, who may en-
counter patients with MRS in clinical practice.

CASE REPORT

A 5l-year-old female patient presented at the polyclinic
with complaints of her mouth drooping to the left, swelling
in the right half of the face, and an inability to close the
right eyelid. Her history revealed that she had experienced
peripheral facial paralysis 3 times before. A physical exam-
ination indicated that the light reflex on both eyes was +
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| +. Peripheral facial asymmetry was present on the right
side (Fig. la and b) A mild degree of eye involvement was
present. There was weakness in the left half of the face.
No sensory loss was observed. She indicated that the facial
swelling was initially widespread, though it was now local-
ized to the right side. There were fissures in the tongue but
movement was normal (Fig. | c). Otitis and mastoiditis were
not detected. Other system examinations were normal.

The complete blood count, serum biochemistry, anti-
streptolysin O (ASO), and immunoglobulin level results
were within normal limits. A serological evaluation did not
detect any abnormality. C-reactive protein and sedimen-
tation values were slightly high. The results of audiomet-
ric examinations and a posteroanterior chest X-ray were
not remarkable. Diffusion magnetic resonance imaging and
temporal bone computed tomography were performed
but detected no pathology. Electromyography findings
consistent with facial paralysis in the subacute phase were
recorded on the right side, and in the chronic phase on the
left side. Oral steroid treatment was initiated.

DISCUSSION

During the evaluation of the clinical and laboratory find-
ings of our patient, no condition that might cause recur-
rent peripheral facial paralysis, including Bell’s palsy, infec-
tious mononucleosis, syphilis, herpes zoster, otitis media,
multiple sclerosis, diabetes mellitus, leukemia, myasthenia
gravis, Guillain-Barre syndrome, polyarteritis nodosa, or
various tumors was detected.

MRS is an extremely rare disease. There is no evidence
of racial distribution, but it appears to be more frequent
in women.l'*”1 The classic combination of recurring facial
paralysis, a fissured tongue, and recurring swelling of the
lips and/or face is observed in only 8% to 25% of MRS
patients. Periodic episodes of facial swelling are the most
common symptom, seen in 80% to 100% of patients. The

(@ (b)

facial swelling is generally not painful, ipsilateral, and typ-
ically does not have a lasting impact. The upper lip is the
the most common site of facial edema. Less frequently, the
cheek, palate, gingiva, tongue, pharynx, larynx, forehead,
or periorbital regions may be involved. In our patient, this
type of edema was present on the right half of the lower
and upper lips.

As performed in our case, differential diagnosis should in-
clude other conditions that may cause facial edema, includ-
ing hereditary angioedema, hypothyroidism, superior vena
cava syndrome, dental problems, recurrent erysipelas,
Crohn’s disease, sarcoidosis, mayloidosis, chronic use of
angiotensin-converting enzyme inhibitors, lymphangioma,
hemangioma, submucosal neoplasms, eosinophilia, lym-
phoma, chronic herpes labialis, and Uscher syndrome.
Pathological examination of the edematous tissue may
reveal lymphocyte infiltration, non-caseified epithelial cell
granuloma, Langerhans giant cells, mononuclear cells, and
fibrosis around the vessels.I'l Etiological factors of infec-
tion and allergic reaction, as well as autoimmune and ge-
netic factors were considered, and no related conditions
were found in the patient’s family history.[*

Facial paralysis is observed in 47% to 90% of cases. It is
most often unilateral, but bilateral involvement has been
also reported.>7! It may resolve or in some cases it may
become permanent.l"'"'? Fissures may be found in the
central region of the tongue (central chelitis), at the cor-
ners of the mouth (angular chelitis), or in other areas of
the lips. In our case, fissures covered the tongue, but were
most dense in the center.

Though not seen in our case, possible pathologies asso-
ciated with MRS include migraine, trigeminal neuralgia,
otosclerosis, craniopharyngioma, congenital megacolon,
syphilis, Crohn’s disease, ulcerative colitis, and psychosis.!'"]

There is no single treatment for MRS that will be effective
for all patients. A fissured tongue usually does not require

(c)

Figure 1. (a, b) Peripheral facial paralysis on the left side of the patient’s face. (¢) Fissured tongue with edema of the lip and the right

side of the face.
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treatment, but short-term systemic steroid treatment may
be provided to cure episodes of facial nerve paralysis. An-
tibiotics and anti-inflammatory agents may be useful for
facial swelling, but none have been effective in maintain-
ing full control of the disease.l' Reconstructive surgery
may be considered for patients who develop a permanent
deformity; however, surgical interventions should be post-
poned until after an attack has subsided.
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Melkersson—Rosenthal Sendromu: Olgu Sunumu

Melkersson-Rosenthal sendromu tekrarlayan fasiyal paralizi, fissiirlu dil ve tekrarlayan dudak ve/veya yiizde sislik triyadi ile kendini gosteren,
etiyolojisi tam olarak bilinmeyen ve nadir goriilen bir hastaliktir. Kalitsal veya akkiz etkenlerin yol agabilecegi disiiniilmektedir. Klasik tria-
din gériilmesi nadir olup gogunlukla tek ya da iki semptom birlikte gériilmektedir. Bulgular hayatin farkli donemlerinde ayri ayri da ortaya
gikabilmektedir. Bu yazida, 6ykii ve klinik 6zellikleriyle 51 yasinda kadin hastada Melkersson-Rosenthal sendromu tanisi alan olgu sunuldu.

Anahtar Sozciikler: Fasiyal 6dem; fissiirli dil; Melkersson-Rosenthal sendromu; tekrarlayan fasiyal paralizi.
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