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Abstract 

Melkersson-Rosenthal syndrome is described as a syndrome which associates three cardinal signs: peripheral facial 
paralysis, facial oedema, and fissured tongue. These signs are rarely all present. A range of other symptoms are 
associated with its, making the diagnosis difficult. 

We report a case of a twenty-five-year-old women presented recurrent facial paresis and clinical dry syndrome since 
several years. The facial paresis was secondarily accompanied by headache. After a complete dermatological 
examination, a Melkersson-Rosenthal syndrome has been suspected. Several treatments have been tried, reducing the 
symptoms, without making them disappear. 

The Melkersson-Rosenthal syndrome is well known, but the characteristic triad is rarely present in its entirety. This 
syndrome is accompanied by a multitude of other symptoms of neurovegetative origin for the most part, and sometimes 
with autoimmune disorders, which can induce diagnostic delay and/or misdiagnosis. 
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Introduction 

Melkersson-Rosenthal syndrome is well described by its characteristic 

triad associating uni or bilateral peripheral facial paralysis, a facial 

oedema and fissured dorsal tongue [1-5] but the association of these three 

signs is present in only a minority of cases (8 to 45%) [1,2,4,5]. 

The association with a lot of other various symptom are frequent ; notably, 

hemicrania is sometimes noticed and can lead to a wrong diagnosis 

[1,2,4,6]. 

The first symptoms generally appear in adolescence or young adulthood. 

Histological can be helpful and can sometimes put in evidence epitheloid 

granuloma without necrosis. However, its criterion is not pathognomonic 

and not always present. 

The cause of this syndrome remain unclear ; but the presence of 

granuloma at the histological examination may suggest an infectious, 

allergic or genetic origin [5,7]. Also, some familiars cases do exist [8]. 

Due to its uncertain etiology, treatment remain difficult, and no real 

guidelines exist. Therapeutic are based on empirical strategies tried in the 

literature and adapted to treatment response. 

We report a case of a patient in whom the Melkersson-Rosenthal 

syndrome was done in association with headache and dry syndrome. 

Case presentation: 

Miss M, twenty-five years old, was being followed since 2020 for a dry 

syndrome which was objective by different tests, such as sugar test, 

salivary flow test and Schirmer test and suspicion of recurrent 

parotidomegaly (with abnormality grade 2 OMERAVT in the 

submandibular glands), seemed to be transient [9]. 

Accessory salivary gland biopsy and parotid gland biopsy didn’t find any 

formal histological argument in favor of Sjogren disease syndrome (i.e., 

no granuloma or no lymphocytoma infiltration were objective; three foci 

were found but with a focus score <1) [10]. 

The search for specific antibodies in the blood came back negative. 

Oedema of the left side of her face were associated every week, for three 

days. 

A consultation with dermatologists has been requested due to the 

apparition of a left face oedema and an eyelid ptosis that suddenly 

appeared, occurring during an homolateral headache that had been lasting 
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for seven days.  Cerebral scanner was performed in front of this 

unhabitual headache and ptosis but remained normal. 

Clinical examination shows a left face unilateral impasto, especially of 

the left cheek (figure 1), an eyelid ptosis and a hemifacial paresis. She 

also presented a scrotal and geographical tongue (figure 2). 

Clinically, the Melkersson-Rosenthal syndrome diagnosis was evoked. A 

cheek deep biopsy was performed coupled with tongue biopsy during a 

new crisis. The cheek biopsy shows moderate and diffuse mononuclear 

inflammatory infiltration, predominantly perivascular, without vasculitis 

or granuloma. The tong biopsy showed a very thickened epithelium, of 

accentuated relief, papillomatous, irregular, with sometimes a 

parakeratotic layer. 

However, the biopsy’s nonspecific aspect was compatible with the 

diagnosis of Melkersson-Rosenthal syndrome. 

Treatment with Doxycycline 200mg/day permitted a decrease of the 

headache and oedema frequency [11]. With this treatment, the 

symptomatology occurred only once during the next 3 months. 

Then, in view of more frequent recurrence of episode, a treatment by 

Clofazimine was tried [4], and then was relayed by PLAQUENIL because 

of the poor efficacity of Clofazimine [12]. 

  

Figure 1: left face oedema and an homolateral eyelid ptosis. 

        

Figure 2: scrotal and geographical tongue. 

Discussion: 

The Melkersson-Rosenthal syndrome is a rare neuro-muco-cutaneous 

syndrome, affecting more frequently young adults and women [13], 
which is characterized by recurrent facial swelling, recurrent facial 
paralysis, and fissured tongue. It can be accompanied by other symptoms 
or illness such as dental (periodontal disease [1]), digestive (abdominal 
pain, Crohn’s disease [5]), ophthalmic (uveitis, keratitis, blepharitis [4]) 
or sensitive disorders (neurovegetative disorder, trigeminal neuralgia, 
paresthesia [2], dysgeusia [14]), and headache [1,2,4]. Geographical tong 
seems to be frequently associated with the Melkersson-Rosenthal 
syndrome [2], as it was present in this case. 

In this observation, the presence of headache resulted in a diagnosis delay. 

This associated symptom is poorly described in the literature and may 

take part in “minor symptom” of Melkersson-Rosenthal syndrome which 

can help to do the right diagnosis. Furthermore, here only a paresis was 

notice and not a complete facial palsy, as it is sometime described too 

[15,16]. 

The physiopathology of this syndrome is poorly understood; genetic, 

infectious and allergic factors seem to influence the pathology [4,7]. 

Associations with auto immune disorder such as lupus or scleroderma 

were described [1,17], as well as neurovegetative disorder [4,11] that can 

explain dry syndrome presented by our patient. However, the diagnosis 

of Sjogren was not confirmed and the follow up would be interesting. 

Moreover, these varied manifestations lead to a multiplication of medical 

interveners (ENT, dermatologist, neurologist, rheumatologist, dentist) 

hence the need for a transversal knowledge of the numerous possible 

symptoms of this pathology. 
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Histological analysis can guide the diagnosis when it shows small 

epithelioid granulomas, but it is not a formal criterion. A continuum has 

been described with a non-specific appearance on histology at the 

beginning of the disease, then the appearance of granuloma and finally 

fibrosis when the disease has been present for several years [1]. 

Initially was observed a good improvement by corticoid treatment at the 

begin of the manifestation, notably for parotidomelgaly’s episode. 

Treatment by DOXYCYCLINE allowed a clear regression of the attacks. 

Therefore, CLOFAMIZINE, which showed some efficacity in the 

treatment of Melkersson-Rosenthal syndrome [18], was introduced, even 

if there is no consensus standard of care for Melkersson-Rosenthal 

syndrome [13,19]. Other authors purpose immunosuppressive therapeutic 

and sometimes surgery is needed for facial palsy and/or lip swelling [13]. 

Finally, some purpose IgIV therapeutic for recurrent case [14] according 

to a possible link with immune dysregulation. 

Conclusion: 

We report on twenty-five-year-old women who presented with recurrent 

facial paresis and clinical dry syndrome. The facial paresis was 

secondarily accompanied by headache. After a complete dermatological 

examination, a Melkersson-Rosenthal syndrome was suspected, and 

several treatments tried that reduced the symptoms but the symptoms did 

not completely disappear. 

We conclude that the Melkersson-Rosenthal syndrome is well known but 

the characteristic triad is rarely present in its entirety, and some other 

symptom can be associated with it. 

Consent: The patient is aware of this article and has given us informed 

consent. 

Conflicts of interest: none. 
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