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ABSTRACT

Melkersson-Rosenthal Syndrome (MRS) is a rare disorder and consists of a triad of recurrent orofacial edema, recurrent facial palsy and fissured
tongue. All aspects of the classical triad may not be observed at the same time, as they may appear at different times. The most common symptom is
orofacial edema. The etiology and mechanisms of the syndrome have not been fully elucidated. We report a case of 25-year-old male, with history
of recurrent left facial palsy. Clinical examinations at presentation revealed classical triad of MRS.
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INTRODUCTION

Melkersson Rosenthal Syndrome (MRS) consists of the clinical triad
of recurring facial nerve palsy, swelling of lips and fissured tongue. (1)
Usually all the components of the triad are not seen together. Oligo-
symptomatic or mono-symptomatic form is the most common forms
seen in day to day practice. Orofacial edema, involving lower lip or
both lips, is the most common finding. (2) A fissured tongue is seen in
20-40% of those affected and may be present since birth. Facial palsy
occurs in about 30- 35% of those affected.(2,3) Females are affected
more than males.(2) Recurrent episodes may lead to worsening and
persistent swelling, which may become permanent.(3) Melkersson
Rosenthal Syndrome is inherited in autosomal dominant fashion, but a
consistent genetic cause has not been found. It is possible that more Figure 2
than one gene is responsible for MRS, and/or that environmental =
"triggers" may contribute to causing the syndrome in some genetically
predisposed individuals.(2) Etiolopathogenesis of Melkersson
Rosenthal Syndrome is unclear, various factors act as triggers such as
infections, genetic predisposition, immune deficiency, food
intolerance and stress.(4) In this case report we report a patient who
presented with classical triad of Melkersson Rosenthal Syndrome,
which itselfis a very rare finding in clinical neurology.

CASE REPORT

25 years-old male patient, with no systemic diseases, presented fourth
episode of left facial palsy. Patient's history revealed that he had
suffered three episodes facial paralysis on the left side of his face over
the past 2years which recovered completely. During examination, left
LMN facial palsy (Figure 1a and 1b) was observed along with swelling
of the lower lip was also observed. The patient reported that the
swelling in the upper lip had been observed in the past (Figure 2). Oral Figure 3a Figure 3b
examination revealed that the patient had fissured tongue (Figure 3a

and 3b). Patient was evaluated with CT temporal bone and MRI brain DISCUSSION

with MRI of salivary gland, both of which had revealed no evidence of Melkersson Rosenthal syndrome is a rare neurological disorder
temporal bone or mastoid destruction or salivary gland tumour. Serum characterized by recurrent, long lasting swelling of the face,
ACE levels were normal (38 nmol/ml/min). The patient was managed particularly one or both lips (granulomatous cheilitis), facial muscle

weakness (palsy) and a fissured tongue. Classical triad of MRS can
only be observed in 8% to 18% of the patients, which makes it difficult
to diagnose this condition. (5,6) Melkersson Rosenthal syndrome is
thought to be caused by genetic factors in some cases because families
have been described in which multiple members are affected. (7)
Melkersson Rosenthal syndrome is sometimes a symptom of another
condition such as Crohn's disease or sarcoidosis.

with steroids, antihistaminics and other supportive care.

The most common finding of Melkersson Rosenthal syndrome is
painless and non-pitting orofacial edema which is most frequently
seen on lips.(5) Melkersson Rosenthal syndrome resembles
angioedema at times, but it can be differentiated with the lack of
response to antihistaminic drugs, tendency to last longer and by
causing fibrosis in the involved tissues.(8) The second characteristic
finding of Melkersson Rosenthal syndrome is facial paralysis which
Figurela Figure 1b can be observed in 30% to 35% of the patients (9). Paralysis can be
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transient, or can become permanent in time. It can be unilateral as well
as bilateral. The paralysis has been attributed to either to the edema on
the nerve passing through the facial canal or the infiltration of the nerve
(10, 11). The third and least specific finding of Melkersson Rosenthal
syndrome is the fissured tongue. Since fissured tongue is a frequent
finding among masses, it is of lesser importance in the diagnosis (12).
Melkersson Rosenthal syndrome is diagnosed by physical findings and
history, hence is a clinical diagnosis. A biopsy of the lips may be
necessary to confirm the diagnosis in some cases to rule out
granulomatous chelitis. Specialized laboratory studies and procedures
may be recommended to rule out Crohn's disease and sarcoidosis.

Most of the manifestations resolve spontaneously at times. Despite
controlling the manifestations with medications, it can recur in the
future. (13) Edema in the orofacial area can be cured with the systemic
use of steroids or intra-lesional corticosteroid administration. (14,15)
Sometimes surgical intervention might be required for decompression
of facial nerve. Role of immunosuppressive agents and adalimumab
needs to be evaluated further in the management of this disease. (16)

CONCLUSION

Melkersson Rosenthal syndrome is a very rare disease and is
diagnosed clinically based on its triad of orofacial edema, recurrent
facial palsy and fissured tongue. Although all the three components
might not be evident at the same time and hence can be misdiagnosed.
Melkersson Rosenthal syndrome is an important cause of recurrent
facial palsy and must be considered while evaluating patients with
recurrent facial palsy with negative evaluation of local anatomical and
central causes.
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