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Case Presentation
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Abstract

Background: Porokeratosis, a well recognized disorder of keratinization, is known to have several clinical variants. This
report describes a rare variant characterized by verrucous plagues.

Methods: An adult male presented with a slowly progressive verrucous plague on the gluteal region that was resistant to
conventional therapy. Careful inspection revealed a keratotic ridge at the plaque border leading to the diagnosis.

Results: Histopathology showed the presence of multiple cornoid lamellae confirming the diagnosis of porokeratosis
ptychotropica.

Conclusions: Porokeratosis ptychotropica is a rare variant of porokeratosis with fewer than 25 cases described in the
literature. This report is to highlight the importance of considering this particular entity in the diagnosis of genitogluteal
plagues, especially those not responding to conventional modalities.

Introduction

Porokeratosis is a disorder of keratinization, characterized clinically by hyperkeratotic papules or plagues with a thread-like
elevated border and histologically by a cornoid lamella. Six clinical variants are commonly recognized: classic porokeratosis
of Mibelli, disseminated superficial porokeratosis, disseminated superficial actinic porokeratosis, porokeratosis palmaris et
plantaris disseminata, linear porokeratosis, and punctate porokeratosis [1]. We report a rare variant confined to the perianal
area.

Case synopsis

A 37-year-old Indian man presented with a dark colored, mildly itchy plaque involving both buttocks for the past 25 years. It
started as a pea-sized raised papule on the anal cleft and slowly progressed over the next 15-20 years. He had no history of
tuberculosis or other infectious or systemic diseases. Family history was non-contributory. The plague had been surgically
excised 13 years previously but recurred at the same site. Previous therapy with topical potent corticosteroids, systemic
antifungals, as well as antitubercular therapy (for 7 days) was ineffective.

On examination, a well-defined “butterfly” shaped greyish black, verrucous plaque, measuring 15x10 cm, was present
bilaterally on the buttocks and on the anal cleft with sparing of the anal margin (Figure 1). There was central clearing and



crusting on some areas of the plaque. On close inspection, a keratotic peripheral ridge was seen throughout most of the lesion.
The remaining cutaneous and systemic examination was unremarkable.

Figure 1. ‘Butterfly shaped’ verrucous plaque over buttocks with crusting at a few places

Routine blood investigations and chest X-ray were normal. Mantoux test revealed 12x12 mm induration at 48 hours. The
differential diagnoses included hyperkeratotic lupus vulgaris, chromoblastomycosis, tuberculosis verrucosa cultis,
porokeratosis, and squamous cell carcinoma.

A punch biopsy from the margin sent for histopathological examination showed epidermal hyperkeratosis with multiple foci
of parakeratosis suggestive of cornoid lamellae, a diminished granular layer, as well as irregularly arranged underlying
keratinocytes with intercellular edema and a few dyskeratotic cells. The dermis showed a patchy lymphobhistiocytic infiltrate
(Figure 2a, Figure 2b).




Figure 2a. Histopathological examination showing multiple cornoid lamellae (H&E x100)

Figure 2b. Higher magnification showing a column of parakeratosis, diminished granular layer and underlying dyskeratotic keratinocytes
(H&E x400)

On PAS staining, there were no amyloid deposits. On the basis of clinical and histopathological findings, a diagnosis of
porokeratosis ptychotropica was established.

The patient was treated with oral isotretinoin, 30 mg daily, and topical 5-fluorouracil 1% cream applied every other day. He
showed improvement in itching and resolution of crusts as well as slight flattening of the lesion within 4 weeks (Figure 3).
However the patient was then lost to follow up.

Figure 3. Slight flattening with resolution of crusts after 4-week therapy with oral isotretinoin and topical 5-fluorouracil

Conclusion

We report a case of the rare porokeratosis variant, porokeratosis ptychotropica, in an Indian man with the aim of increasing
awareness of this distinct porokeratosis subtype. Less than 25 cases have been reported to date, leading to a high probability of
misdiagnosis.

In 1995, Lucker, Happle, and Steijlen[2] described the first case of porokeratosis ptychotropica using the Greek words ptyche
(fold) and trope (a turning) to depict the flexural distribution of this condition. Subsequently terms like “perianal inflammatory
verrucous porokeratosis [3]”, and “verrucous porokeratosis [4]” have also been used to describe this condition. Usually known
to occur alone, this variant can also occur with other forms of porokeratosis [5].

The clinical clues aiding in the diagnosis include the tendency to form a butterfly shaped scaly plaque on the buttocks
surrounding the anus. The growth is often slow, occurring over the course of 5-10 years [4]. Pruritus is often present, unlike in
porokeratosis of Mibelli [6].

On H&E staining, multiple layers of concentric cornoid lamellae are present, which is unigue to this variant of porokeratosis
and probably contributes to its verrucoid appearance [4]. Dermal amyloid deposits, though not present in our case, have also
been reported in some cases [7,8].



A timely recognition of this condition is important because counselling and follow up are required owing to the small potential
risk of malignant transformation [4]. This variant of porokeratosis has also been observed to be non-responsive to conventional
modalities of treatment, including topical steroids, retinoids, tacrolimus, PUVA, imiquimod, and vitamin A [3,7,9]. Some
improvement has been reported with topical 5-fluorouracil, CO, laser, and dermabrasion, but recurrence has been noted after
CO, laser treatment [9]. However, the treatment response in our case could not be definitely ascertained because the patient
was lost to follow up after showing an initial improvement at 4 weeks.

We suggest that in the future this entity may be added to the classification of porokeratosis and should be considered in the
differential diagnosis of non-venereal gluteal plaques.
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