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Hyperpigmented plaque with raised border at right angle of mouth involving oral mucosa
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A 17-year-old female presented with an asymptomatic circular plaque on the right angle of mouth which was progressively increasing in size over a span of eighteen months. On examination a circular plaque with a diameter of about 2.5 cm with a raised hyperkeratotic border and atrophic center involving the right angle of mouth and extending into the lip and mucosa was seen (Figure 1). There were no lesions elsewhere in body and family history was non-contributory. A biopsy was taken from the advancing edge of the lesion over the lip and was sent for histopathology where it was stained with hematoxylin-eosin (H & E) [Figure 2].
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Figure 1 Clinical photograph showing hyperpigmented plaque with raised border at right angle of mouth.
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Figure 2 Histopathology showed a moderately dense superficial perivascular patchy lichenoid lymphocytic infiltrate with focal interface vacuolar change. In two small foci the epidermis showed an invagination of the floor which lacked granular layer while the walls showed hypergranulosis. Rising from the center of this invagination was a column of dyskeratotic and parakeratosis cells.

Diagnosis

Porokeratosis
Histopathology showed a moderately dense superficial perivascular patchy lichenoid lymphocytic infiltrate with focal interface vacuolar change. In two small foci the epidermis showed an invagination of the floor which lacked granular layer while the walls showed hypergranulosis. Rising from the center of this invagination was a column of dyskeratotic and parakeratotic cells (cornoid lamella).

Discussion

A diagnosis of porokeratosis was made based on the clinical features and histology. Porokeratosis is a specific disorder of keratinization. This disorder was first described by Mibelli in 1893.1 Five clinical subtypes are recognized. Porokeratosis of Mibelli (PM), disseminated superficial actinic porokeratosis, porokeratosis palmaris, plantaris et disseminata (PPPD), linear porokeratosis, punctate porokeratosis. Mucous membrane lesion is a very rare occurrence in porokeratosis and of the five subtypes mucous membrane lesion is seen only in PM and PPPD subtypes. It is presumed to have an autosomal dominant mode of inheritance; numerous non familial cases have been reported. No family history could be elicited in this particular case. Sporadic cases are probably the results of somatic mutation.2 Mucous membranes are only rarely affected in porokeratosis. PM and PPPD are the two subtypes where mucosal lesions are found. Mucous membranes of mouth, nose, glans penis and conjunctiva may be affected. Mucous membrane lesions are mostly reported from Japan and Italy.3 

Previously porokeratosis was thought to be a disorder that involved the eccrine sweat pore. It was seen that the mucous membrane involvement may be there where there is no sweat gland. It is now thought that the ring-like cornoid lamella, the hallmark of porokeratosis, may be located in the interadnexal epidermis, acrosyringium of eccrine sweat duct or within the infundibulum of pilar apparatus.4 Histopathologic patterns are similar in all forms of porokeratosis with the characteristic changes evident at the raised and advancing edge of the lesion. The stratum corneum is hyperkeratotic with a thin column of poorly staining parakeratotic cells, the coronoid lamella, running through the surrounding normal staining cells. Underlying the coronoid lamella, the granular layer is either absent or markedly reduced but is of normal thickness in other areas of the lesion.5
Usually the lesions are asymptomatic. If the lesion is problematic or cosmetically unacceptable it may be treated with potent topical steroids, keratolytics, topical retinoids, topical 5-flurouracil, imiquimod cream 5%, carbon dioxide laser or ablative techniques. Oral retinoids have shown to give a favourable result. There is association with malignancy so disease surveillance and biopsy of suspicious lesions is important.5
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