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Letters to Editor
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syndrome with bilateral facialsyndrome with bilateral facialsyndrome with bilateral facialsyndrome with bilateral facialsyndrome with bilateral facial

palsypalsypalsypalsypalsy

Sir,

Melkersson-Rosenthal syndrome (MRS) is a rare disease

characterized by the classical triad of recurrent swelling

of the lips and/or face, fissured tongue (lingua plicata)

and relapsing peripheral facial nerve paralysis.1

However, many patients do not manifest all signs of

the triad. Melkersson in 1928 first described labial

edema in association with recurrent facial palsy.

Rosenthal in 1930 emphasized the role of genetic

factors and added scrotal tongue to the syndrome.

Monosymptomatic or oligosymptomatic forms in which

only one or any two features of the triad are present

are common.

The most frequent monosymptomatic form is

granulomatous cheilitis (GC),2 described by Meischer

in 1945, which is defined as painless chronic isolated

enlargement of one or both lips due to granulomatous

inflammation with a recurrent to gradually persistent

course. Histopathologic examination reveals focal

noncaseating epithelioid cell granulomas with

lymphocytes and plasma cells. The lymph nodes may

also show granulomatous inflammation. The origin of

GC/MRS is obscure and the treatment is notoriously

difficult. Among the numerous postulated theories are

genetic factors, chronic infectious odontogenic foci,

autoimmune mechanisms, allergic reactions and local

disturbances of the autonomic nervous system.1

Traditional therapies include systemic or intralesional

steroids,3 metronidazole,4 clofazimine,5 minocycline

and surgical methods. Other treatment options include

thalidomide, sulfasalazine, erythromycin, azathioprine

and cyclosporine.

A 46-year-old female school teacher presented to the

dermatology department of Medical College Hospital,

Calicut with complaints of recurrent episodes of

asymptomatic swelling of the upper lip of three years’

duration. The swelling used to subside with treatment,

but there was no complete remission. She did not have

any systemic complaints. On examination the patient

had a diffuse swelling of her upper lip with a firm

rubbery consistency (Figure 1).

With a provisional diagnosis of granulomatous cheilitis,

we investigated the patient. Her blood biochemistry,

urinalysis and chest X-ray were normal. Biopsy from

the lesion showed non-caseating epithelioid cell

granulomas (Figure 2). The patient was started on oral

metronidazole (400 mg) twice daily. Her lip swelling

partially subsided with treatment.

About six months later, she suddenly developed

difficulty in closing her left eye and deviation of the

angle of mouth to the right. On examination she was

found to have left sided lower motor neuron (LMN)

facial palsy (Figure 3). Her tongue appeared slightly

larger than normal and showed superficial grooves on

the anterior aspect. With these two new findings, the

patient exhibited the complete triad of Melkersson-

Rosenthal syndrome.

The facial palsy was managed with systemic steroids

and physiotherapy. Oral clofazimine (100 mg) thrice

daily along with intralesional triamcinolone acetonide

(10 mg/ml) every three weeks were also started for the

lip swelling. The facial palsy improved significantly and

the lip swelling also subsided almost completely. Six

months later, she again presented with relapse of right

LMN facial palsy and was managed with systemic

steroids and physiotherapy.

Clinically MRS may manifest as the classic triad, in an

incomplete form, or with sequential appearance of the

clinical findings. The onset of the disease is usually in

middle age with no gender predominance. In a large

series orofacial involvement was the predominant

feature; it occurred in all 36 patients and was the

presenting sign in 15 (42%).2 The neurological features
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may precede the attacks of edema by months or years

or may develop later and while initially intermittent,

may occasionally become permanent.1 Recurrent edema

can be periorbital or vulval (vulvitis granulomatosa). In

our patient, the labial edema responded partially to

metronidazole and significantly to clofazimine and

intralesional steroids,3 but treatment did not prevent

the occurrence of facial palsy. This case report

highlights the interesting evolution of granulomatous

cheilitis to full fledged MRS with bilateral facial palsy.

The presence of the complete triad in a single patient

is rare, being reported in only 10-20% of cases, and

bilateral facial palsy in MRS is even rarer.6
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Sir,

Leprosy causes disabilities through damage to

peripheral nerves. Disabilities and deformities

frequently persist even after successful treatment. The
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Figure 1: Bilateral upper labial edema

Figure 3: Labial edema subsiding, left facial palsy.

Figure 2: Histopathology - High power view-epithelioid cell
granuloma with giant cells and plasma cells (400x, H/E).


