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Introduction

Porokeratosis, a disorder of keratinization, is characterized 
clinically as typical keratotic papules or annular plaques 
which enlarge outwardly with a thread-like uplifted bound-
ary.1 Its histological hallmark is the formation of cornoid 
lamellae, which is a column of firmly contoured parakera-
totic cells in the upper epidermis.2,3

Genitogluteal porokeratosis is a rare form of porokerato-
sis which is usually pruritic, often aggravated by clothing 
friction, and maybe undetected for many years as it does not 
look like traditional porokeratosis in numerous cases; how-
ever, a biopsy is diagnostic.1 Implication of the genital region 
and adjacent areas may occur as part of generalized poroker-
atosis occurring elsewhere on the body; but genitogluteal 
region porokeratosis is rare, and not many cases have been 
narrated in the literature.4–8 After the first case described in 
1985, there have been no more than 50 reports of genitoglu-
teal porokeratosis in the literature.1

Here, we report a case of a male patient eventually diag-
nosed with genitogluteal porokeratosis after 5 years of 
misdiagnosis.

Case presentation

A 25-year-old male patient complained of itchy lesions on 
the buttocks for approximately 5 years. The examination 
revealed single, ulcerated, indurated, non-tender, plaque 

present over the left perianal region as shown in Figure 1. 
There was no mucosal involvement. Systemic examination 
was normal. The patient received treatment with topical 
corticosteroids with a presumptive diagnosis of nummular 
eczema and lichen planus without any clinical improve-
ment. The lesion was persistent even at 12 weeks of follow-
up and thus, the previous topical therapy was stopped, and 
an incisional biopsy of the plaque was performed. The his-
tological examination revealed coronoid lamellae of par-
akeratotic cells with an absent granular layer beneath them, 
and superficial dermis showed dense perivascular lympho-
cytic infiltrate as shown in Figure 2. Based on the clinical 
and histopathological findings, a definite diagnosis of 
porokeratosis was made. He was started on systemic 
isotretinoin and topical tazarotene gel. At 6 months of 
follow-up, the lesion had improved by about 25% com-
pared to time of presentation.
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Discussion

Porokeratosis is an unconventional disorder of keratiniza-
tion of uncertain cause and unforeseeable course with its 
keratotic papule or annular plaque.9 Histologically, the 
hallmark of porokeratosis is the cornoid lamella, which is a 
column of parakeratosis which frequently curves inside 
toward the core of the lesion with the base lacking the gran-
ular layer.2,3 Histological examination revealed similar 
findings in our case. The cornoid lamellae may be scarce to 
numerous in number depending on the various subtypes of 
porokeratosis.1

Porokeratosis seems to be common in men and 90% of 22 
cases highlighted by Takiguchi et  al.10 were males aged 
between 27 and 84 years. Even after a century of its first 
description, etiology and pathogenesis are not well under-
stood, but friction due to clothes may be an exacerbating 
part.1 Autosomal dominant channeling and connected condi-
tions like local and systemic immunosuppression have been 
described.11–13 This condition undergoes undetected for 
many years due to presentation as abiding itchy verrucous 
plaques which are misdiagnosed as psoriasis, chronic 
eczema, lichen simplex chronicus, dermatophytosis, or can-
dida infection.1 Our patient was also misdiagnosed with 
nummular eczema and lichen planus for several years before 
a definitive diagnosis was made. The skin biopsy is crucial 
for the diagnosis, and features are diagnostic as previously 
mentioned.14 A definitive diagnosis in our patient was finally 
made after histological examination of the incised specimen 
from the lesion.

Among the various clinical types, porokeratosis restricted 
to the genitogluteal region is contemplated rarer and can be 
subclassified into three types, classical porokeratosis on the 
genital region, ptychotropic porokeratosis, and penoscrotal 
porokeratosis.1 They differ in morphologic appearance of the 
lesions, sites involved, and age of presentation.1 A proper 

diagnosis of porokeratosis is crucial for both therapeutic and 
prognostic indications. According to a systematic review on 
the treatment of porokeratosis, the various therapies 
attempted and tested include topical and systemic steroids, 
antifungals, 5-fluorouracil, topical and systemic retinoids, 
imiquimod, topical vitamin D3 analogs, cryotherapy with 
liquid nitrogen, lasers, photodynamic therapy as well as sur-
gical intervention.15 In our case, after the definitive diagnosis 
was made, the patient was started on systemic and topical 
retinoids. The only report of initial successful treatment, 
with the surgical removal of superficial tissue using a der-
matome, was reported in a 25-year-old man who had an itchy 
plaque on the buttock for 8 years and was identified as 
porokeratosis on histopathological examination; however, 
there was a subsequent relapse.16 Till date, the most detailed 
description of genitogluteal porokeratosis obtained after 
review of information from various case reports and series 
has revealed more occurrences among men than women with 
most of the patients describing single or multiple pruritic 
verrucous papule or plaque/s.1 As described in the same 
review, various topical and systemic medications and other 
modalities described above were tried for genitogluteal 
porokeratosis with variable response.1 Porokeratosis is 

Figure 2.  (a) Coronoid lamellae of parakeratotic cells with 
an absent granular layer beneath them and dense perivascular 
lymphocytic infiltrate in superficial dermis. (b) A high-power view 
of coronoid lamellae is delineated.

Figure 1.  Single, ulcerated, indurated, plaque present over the 
left perianal region.
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regarded as a premalignant condition due to the presence of 
clonal proliferation, atypical keratinocyte maturation, dys-
keratotic cells, and overexpression of p53; and huge, estab-
lished and ulcerative porokeratotic lesions have developed 
malignancy; however, to date, evolution of tumor in genital 
porokeratosis has not been described.17–19 No malignant 
lesion has been detected in our case and the patient is under 
regular follow-up.

Conclusion

Although genitogluteal porokeratosis is a rare diagnosis, this 
report highlights that chronic eczematous lesions in specific 
areas unrelieved on topical medications should proceed for 
histopathological examination for a definitive diagnosis. 
Moreover, all cases of porokeratosis should be tracked up 
regularly in view of the possible malignant transformation.
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