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ABSTRACT: Porokeratosis of Mibelli is an inherited keratinisation diorder commonly seen in Men.
Porokeratosis of Mibelli is common but Porokeratosis of Mibelli with oral mucosal lesions is very
very rare. We report a case of Porokeratosis of Mibelli with oral and penile lesions.

KEYWORDS: Porokeratosis of Mibelli, penile porokeratosis of Mibelli, oral lesions of porokeratosis of
Mibelli.

INTRODUCTION: Porokeratosis, although the term is a misnomer [l (since this disorder of
keratinistation not necessarily involves the sweat pore always), has got 5 clinical subtypes. They are
(i) porokeratosis of Mibelli, (ii) disseminated superficial actinic porokeratosis, (iii) linear
porokeratosis, (iv) porokeratosis palmaris plantaris et disseminata, (v) punctate porokeratosis. Oral
mucous membrane lesion is very rarely seen in the Mibelli's subtype.l?] Porokeratosis of mucous
membrane has been mainly reported from Japan and Italy.[3] To the best of my knowledge, this is the
second case report of Porokeratosis of Mibelli with mucous membrane lesions from India.

CASE REPORT: A 36 year old male patient came with the complaints of dark colored raised lesions
over the face and hands since 6 yrs of age. It was not associated with itching, pain or burning
sensation. He developed similar lesions over his genitalia after 4 yrs. He also developed white raised
lesions over his tongue at the age of 14, which was not associated with any symptoms. No history of
similar illness in his family.

On examination, multiple hyper pigmented well defined more or less annular lesions with
raised borders are seen over the face, left arm, shaft of penis and in the groin. The lesions are
characterised by classical central groove within the raised borders. No scales or ulceration seen. Oral
cavity showed few white plaques suggestive of leukoplakia like lesions. Based on the classical skin
lesions and the oral cavity lesions, a diagnosis of porokeratosis of mibelli with oral lesions was made.

Specific and supportive investigations like skin biopsy and CBC, LFT, RBS and RFT was done
respectively. Skin biopsy showed column of parakeratosis suggestive of Cornoid lamella and focal
loss of granular layer beneath the porokeratotic column. Papillary dermis showed perivascular
lymphocytic infiltrate. The patient was referred to oral pathology for oral biopsy which showed
parakeratotic epithelium. Thus the diagnosis of porokeratosis of mibelli with oral lesions was
confirmed. Then the patient was counselled regarding his condition and started treatment with
topical calcipotriol and oral retinoids but the patient did not come for follow up later.

DISCUSSION: Porokeratosis is an inherited disorder of keratinisation. An autosomal dominant mode
of inheritance with predilection for male sex is well established. Mibelli in 1893, coined the term
porokeratosis® and later on different clinical types were described one by one. Mucous membrane
lesions are very very rare and the mucosa of the mouth, tongue, nose, glans penis and the conjunctiva
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are affected. Previously porokeratosis was thought to be a disorder that involves the eccrine sweat
pore. But the mucous membrane involvement, where there is no sweat gland speaks against it. It is
now thought that the ring like Cornoid lamella, the hallmark of porokeratosis, may be located in the
interadnexal epidermis, acrosyrngium of eccrine sweat duct or within the infundibulum of pilar
apparatus.il

Porokeratosis of Mibelli has been reported earlier, but only one case of porokeratosis of
mibelli with oral lesions were reported earlier by Asok KG.I5 This is the second case of porokeratosis
of mibelli with oral lesions being reported. Moreover our patient also has penile porokeratosis of
mibelli which is also very rare. Only two cases of penile porokeratosis of mibelli have been reported
earlier.l671 This case is presented for its rarity.
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Image 1: SKkin biopsy showing Image 2: Leukoplakia
porokeratotic cornoid lamellae with like oral lesions

focal hypogranulosis beneath it
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Image 3: Classical skin
lesion with a grooved edge
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Image 4: Penile
porokeratosis of Mibelli
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