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Melkersson-Rosenthal Sendromu: Olgu Sunumu
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ABSTRACT

Melkersson-Rosenthal Syndrome (MRS) is a rare 
disorder consisting of a triad of persistent or recurrent 
orofacial edema, relapsing facial paralysis and fissured 
tongue. It is rarely possible to observe all aspects of the 
classical triad at the same time, since these symptoms may 
appear in different times of life cycle. The most common 
symptom is orofacial edema. Although etiology of MRS 
is unclear, various factors such as infections, genetic 
predisposition, immune deficiency, food intolerance and 
stress have been held responsible. MRS is diagnosed based 
on clinical features. This case report describes a 39 years 
old male patient with recurrent swelling of the upper lip. 
Clinical examinations showed classical triad of MRS. The 
diagnosis and treatment procedures were presented with 
special emphasis to the clinical features of this rare condition.
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ÖZ

Melkersson-Rosenthal Sendromu (MRS), tekrarlayan 
periferik fasiyal paralizi, tekrarlayan ya da kalıcı fasiyal 
ödem ve fissürlü dil triadı ile karakterize nadir görülen 
bir hastalıktır. Etyolojisi tam olarak bilinmemekle birlikte, 
enfeksiyonlar, genetik yatkınlık, immün yetmezlik, besin 
intoleransı ve stres faktörleri gibi faktörlerin etkili 
olabileceği düşünülmektedir. Klasik triad her zaman 
birlikte bulunmayabilir, bulgular farklı zamanlarda tek 
tek de ortaya çıkabilir. En sık görülen bulgu orofasiyal 
ödemdir. MRS tanısı klinik bulgularla konulur. Bu olgu 
bildirisinde, üst dudağında tekrarlayan, şişlik ile şikayeti 
ile kliniğimize başvuran, MRS’nin klasik tiradına sahip 39 
yaşındaki erkek hastanın klinik bulguları ile birlikte teşhis 
ve tedavisi sunulmuştur.
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Introduction

Melkersson Syndrome was first described in 1928 as 
peripheral facial paralysis and swelling of lips. In 1931, 
Rosenthal completed the triad by adding the presence 
of fissural tongue. The classical form of the Melkersson 
Rosenthal Syndrome (MRS) consists of the clinical triad 
of recurring facial nerve paralysis, swelling of one or 
both lips and fissural tongue (1). Cases displaying the 
entire triad are very rare. The mono-symptomatic or 
oligo-symptomatic form is more common. Presence of 
granulomatous cheilitis in the biopsy together with one 
or two of these clinical findings could be sufficient for 
MRS diagnosis (2). 

The characteristic histopathological features of MRS 
include granulomas with epithelioid cells, Langerhans 
type giant cells with multiple nuclei, perivascular 
mononuclear infiltration, non-caseating granulomas, 
lymphedema and fibrosis (3). It can be difficult to 
detect these features; however, their absence should 
not exclude the MRS diagnosis (4, 5). Since MRS is 
a clinical syndrome, histopathologic findings are not 
required for diagnosis. While biopsy helps the diagnosis, 
it is also helpful in the differential diagnosis of Crohn 
disease and sarcoidosis (6). Diagnosis is mostly based 
on clinical findings (1, 7). In this case report, a patient 
with MRS who had applied with complaints related to 
recurring swelling of the upper lip is presented.

Case Report

39 years-old male patient who had no systemic 
diseases and regular drug use applied to the Oral 
Diagnosis Clinic, Faculty of Dentistry, Gazi University, 
with painless and recurring swelling of the right side 
of his upper lip. Patient’s history revealed that he had 
suffered facial paralysis on the left side of his face many 
years ago. During extra-oral examination, swelling of the 
right side of the upper lip, cheilitis and asymmetry were 
observed. The patient has reported that the swelling in 
the upper lip had repeated with certain intervals (Figure 
1). During intraoral examination it was observed that 
the patient had fissural tongue (Figure 2).

Ultrasound image was taken to exclude any possible 
pathology in the right side of the upper lip of the patient 
(Figure 3). Patient was consulted with the Dermatology 
Department, Faculty of Medicine, Gazi University 
and he was diagnosed with Melkersson Rosthenthal 
Syndrome based on the clinical and radiological findings. 
Oral corticosteroid therapy was administered to the 
patient for 26 days in total, with doses of 80 g in the 

first five days, 60 g in the following seven days, 40 g for 
the second seven days and 20 g in the last seven days. 
Swelling of the lip was disappeared after the steroid 
therapy (Figure 4).

Figure 1. (a) Swelling and asymmetry in the right side of 
the upper lip of the patient, (b) Cheilitis in the right side 
of the upper lip.

Figure 2. Patient’s fissural tongue.

Figure 3. Upper lip ultrasonography of the patient, gray 
scale: thickness thought to be consistent with the edema-
inflammation of the nasolabial subcutaneous soft tissue on 
the right side, and the increase of blood supply together with 
the increase in the echogenicity observed in the Doppler 
study.
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Figure 4. Image of the patient after steroid therapy of 26 days.

Discussion

MRS is a rare disease characterized with a clinical 
triad consisting of permanent or recurring orofacial 
edema, recurring facial paralysis and fissural tongue. 
Diagnosis and treatment of this disease is difficult 
(8) since its etiology is not clear. Some authors 
suggest a genetic tendency (with autosomal dominant 
inheritance). In addition, allergic reactions against 
cobalt or some food stuff including monosodium 
glutamate, lymphogranulomatosis, paradental 
infections, tonsillitis, adenoid hypertrophy, viral 
infections including herpes simplex, and other bacterial 
or viral infections have been considered as causative 
factors. However, there is still no evidence showing that 
this disease has whether infective, allergic or hereditary 
origin (9). Classical triad of MRS can only be observed 
in 8% to 18% of the patients, which makes it difficult 
to diagnose this condition (10, 11). All clinical findings 
can be seen all at once or at different times. Presence 
of at least one of the findings of idiopathic facial 
paralysis or fissural tongue together with permanent 
or recurring orofacial edema is sufficient for MRS 
diagnosis (10, 12-14). Even though our patient has 
suffered facial paralysis years ago, all the elements 
of the characteristic triad were observed.

The most frequent finding of MRS is acute, diffuse, 
painless and non-pitting orofacial edema which is most 
frequently seen on lips (10, 11, 15, 16). The upper lip 
is involved more frequently. Edema has a tendency for 
recurrence and usually disappears within few hours to 
few weeks (3, 17). MRS resembles angioedema, 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 (18). Fissures 
can be observed in the central area (central cheilitis), 
corners of the mouth (angular cheilitis) or other areas 
of the involved lip (19). In our patient, cheilitis was 

seen on the right side of the upper lip together with 
swelling. The second characteristic finding of MRS is 
facial paralysis which can be observed in 30% to 35% 
of the patients (20). Paralysis can be transient, or can 
become permanent in time. It can be unilateral as well 
as bilateral or partial. The paralysis has been related 
either to the pressure of the edema on the nerve passing 
through the facial canal within the temporal bone or 
the granulomatous infiltration of the nerve (19, 21). 
The facial paralysis related to MRS may appear after 
months or years before or after the orofacial edema 
(17). According to patient’s history, he had experienced 
facial paralysis years ago which was healed completely. 
The third finding of MRS is the fissural tongue. Since 
fissural tongue is a widespread abnormality in the 
society, it is of lesser importance in the MRS diagnosis 
(22). Fissural tongue was also observed in our patient. 
Other findings of MRS can be listed as trigeminal 
neuralgia, ocular palsy, paresthesia, dysfunction of 
the lacrimal and saliva glands, migraine, keratitis, 
increases of secretions and psychological episodes 
(19, 23). Although the disease can be controlled with 
treatment, it can recur in the future (24). Edema in 
the orofacial area can be cured or recede with the 
systemic use of steroids or intra-lesional corticosteroid 
administration (25, 26). It has been reported that in 
most patients idiopathic facial paralysis can heal 
spontaneously within the first three weeks (27).

Conclusion

Diagnosis of MRS is difficult as it is a rare disease. 
Its most frequent finding is the edema in the orofacial 
area. Dentists should keep the MRS in mind for the 
patients who have recurrent or permanent swelling in 
lips, and they should refer them to relevant departments 
for consultation.
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