Acta Dermatovenerol APA

Acta Dermatovenerologica
Alpina, Pannonica et Adriatica

2017;26:113-114
doi: 10.15570/actaapa.2017.32

Hyperkeratotic porokeratosis ptychotropica with satellite lesions: a
rare presentation of an unusual variant of porokeratosis
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Abstract
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Since its description in 1995, porokeratosis ptychotropica (PP) has remained a less-recognized variant of porokeratosis (PK). The
term porokeratosis ptychotropica was coined in reference to its characteristic of affecting body folds. It mimics many other derma-
tological diseases and is therefore often misdiagnosed. We report a patient with multiple hyperkeratotic, warty lesions across the
buttocks that mimicked cutaneous tuberculosis (CTB), but histological examination confirmed the correct diagnosis of PP.
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Introduction

Porokeratosis (PK) is an uncommon disorder of epidermal kerati-
nization characterized by the appearance of one or more atrophic
patches surrounded by a unique ridge-like border, histologically
termed a cornoid lamella (1). Porokeratosis ptychotropica (PP) is
a lesser-known variant of PK characterized by verrucous plaques
that are often pruritic and commonly involve the gluteal cleft with
or without the extremities (2).

Case report

A 4o0-year-old otherwise healthy Indian housewife presented with
grayish warty lesions across both buttocks that had persisted for
1 year. A year earlier, she had developed an asymptomatic small
elevated skin-colored lesion on the left buttock that had increased
in size and spread centrifugally with mild flattening of the center,
attaining its present size, and similar lesions of varying sizes also
developed in the vicinity of and across the right buttock. There
was no history of trauma, insect bite, or any drug intake prior to
the onset of the initial lesion (Fig. 1). The patient noted itching
and discomfort in the affected region. Her medical history and
family history were insignificant. She had previously been treated
with topical steroids, retinoids, and electrocauterization at vari-
ous other centers, with a minimal response. All relevant labora-
tory investigations were normal.

Examination revealed two well-demarcated, brownish, annu-
lar, verrucous plaques: one measuring 6 x 7 cm with raised bor-
ders and a depressed center across the left buttock, and one meas-
uring 3 x 4 cm across the right buttock, without central atrophy
and surrounded by multiple satellite hyper-pigmented papules
and plaques.

A skin biopsy of the larger lesion was obtained. Histological
examination showed multiple, keratin-filled invagination, a par-
akeratotic column (i.e., cornoid lamella), a loss of the granular
layer of the underlying epidermis, and dense lympho-histiocytic
infiltrate in the dermis, compatible with porokeratosis (Fig. 2).
Congo red staining for amyloid deposits was negative.

Based on typical clinical and histological examination, the pa-
tient was diagnosed as a case of the hyperkeratotic variant of PP.

Cryotherapy was performed on the lesions, resulting in clearing
of the smaller lesions. However, the larger lesions persisted, and
so she was referred to plastic surgery for total excision of these.

Figure 1 | A well-defined, hyperkeratotic annular plaque measuring 6 x 7 cm
with depressed center across the left buttock with hyperpigmented papules
and plaques in the vicinity and a well-defined, hyperkeratotic annular plaque
measuring 3 x 4 cm size across the right buttock with satellite papules.

Discussion

PK is classified as porokeratosis of Mibelli (PM), disseminated
superficial porokeratosis of immunosuppression and childhood,
disseminated superficial actinic porokeratosis (DSAP), linear and
punctate forms, porokeratosis palmaris et plantaris disseminate,
giant PK, and less common PP. Various triggers for all forms of
PK include infections, drugs, ultraviolet radiation, trauma and
immunodeficiency resulting from organ transplantation, and/or
hematologic malignancies (1—3), which result in abnormal clon-
al hyperproliferation of atypical keratinocytes with centrifugal
spread, resulting in characteristic cornoid lamella in histology (1).

PPwasinitially described in a 34-year-old man by Lucker etal. in
1995 (2). The term porokeratosis ptychotropica is derived from the
Greek words ptyche ‘fold’ and trope ‘turning’. Itisa symmetric erup-
tion, consisting of erythematous papules and plaques localized
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Figure 2 | A) Histology showing multiple, keratin-filled invagination, a paraker-
atotic column (i.e., cornoid lamella), loss of the granular layer of underlying
epidermis, and dense lympho-histiocytic infiltrate in the dermis (H&E, 40x). B)
The same histology at higher magnification (H&E, 100x).

to the perianal and gluteal region that occasionally show regional
extension to the thighs and genitals. These lesions have a tenden-
cy to coalesce centrally and expand peripherally. It is quite com-
mon in men and pruritus often occurs with it (1-4).

The classic lesion of PP resembles inverse psoriasis, verruca
vulgaris, chronic intertrigo, chronic contact/irritant dermatitis,
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acrodermatitis enteropathica, and necrolytic migratory erythema
(3). Interestingly, in our patient the lesions were large, hyperkera-
totic, warty plaques with multiple similar but smaller lesions in
the vicinity, which resembled tuberculosis verrucosa cutis and/
or warty lupus vulgaris, and this kind of unique presentation of
PP is less well known (5) because most reported cases of PP have
resembled either psoriasis or verruca vulgaris (4, 6-8). Cutaneous
tuberculosis (CTB) is not uncommon in India; its overall preva-
lence varies from 0.25 to 0.6% and the buttocks are more often
involved sites than the face (9). Hence, our initial differential di-
agnoses were CTB (specifically, tuberculosis verrucosa cutis and
the plaque form of lupus vulgaris), and we also considered giant
warts and verrucous squamous cell carcinoma (SCC) as differen-
tials, but definitive histology confirmed the correct diagnosis. His-
tological examination of PP characteristically shows psoriasiform
hyperplasia and multiple cornoid lamellae, which probably result
in the hyperkeratotic and/or verruciform nature of the plaques
and also distinguish it from other forms of PK. In many cases of
PP there was amyloid deposition in the papillary dermis (4, 6-8).
Chronic inflammation, pruritus, and friction leading to basal lay-
er degeneration beneath the cornoid lamellae may lead to these
deposits (8).

PK patients often have underlying immune suppression; how-
ever, to date there has been no such association reported with PP
(3, 6, 10). All variants of porokertaosis, except punctate, are prone
to malignant transformation; for example, into Bowen’s disease,
SCC, and rarely basal cell carcinoma, the risk of which varies from
7.5 t0 11.6% (1, 10). Mazori et al. noted the development of invasive
SCCin PP lesions and they speculated that the down-regulation of
p16 may have played a role in it (10).

Treatment options for PP depend on the size and location of
the lesion, functional and aesthetic considerations, and the
patient’s condition, but it is often refractory to therapy. Topi-
cal keratolytics, s5-flurouracil, corticosteroids, imiquimod, Vit.D
analogues, oral and topical retinoids, podophyllin, intralesional
bleomycin, electrocautery, dermabrasion, cryosurgery, CO2 laser,
and wide surgical excision are various treatment modalities that
yield only symptomatic improvement without affecting the lesion
itself much (1-3).

Clinicians should be aware of such a rare, pruritic condition
across the buttocks with atypical presentation and should con-
sider porokeratosis ptychotropica in differentials, especially in
patients from geographical areas where the prevalence of CTB is
not low. Early detection and long-term follow-up is necessary be-
cause these lesions are prone to malignant changes.
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