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Introduction

Porokeratosis is an epidermal keratinization disorder with an 
unclear etiopathogenesis. Cornoid lamella, a histopathological 
marker, results from abnormal proliferation of keratinocytes. This 
abnormal proliferation clinically causes distinctive lesions with 
ridge-like borders. The lesions tend to expand to the peripheral 
areas and leave an area of central atrophy (1). We present the case 
of a 23-year-old male patient with multiple porokeratotic lesions 
with bilateral symmetric localization on the ala of the nose.

Case report

A 23-year-old male patient had had a nasal lesion for 3½ years. He 
complained about a burning sensation during sun exposure. The 
past medical and family histories were unremarkable. A dermato-
logical examination revealed symmetrical, four bilateral plaques 
on the ala of the nose, 0.8 to 2 cm in diameter and almost 1 mm 
in height, with hyperpigmented sharp margins and relatively 
atrophic and hypopigmented central regions (Figure 1). 

The epidermis appeared normal and the stratum corneum was or-
thokeratotic upon histopathological examination. The epidermis 
invaginated into the dermis in one area. The stratum corneum was 
seen as a parakeratotic column, without a visible granular layer 
in this area (cornoid lamella). Chronic inflammatory cell infiltra-

tion and a pilosebaceous unit were noted in the dermis (Figure 
2). The laboratory results were as follows: hemoglobin: 6 g/dL, 
hematocrit: 23 g/dL, aspartate aminotransferase: 36 U/L. Other 
results such as complete blood count, biochemical parameters, 
erythrocyte sedimentation rate, C-reactive protein, and urine anal-
ysis were all within normal limits. Imiquimod 5% cream was pre-
scribed for the patient; however, adequate relief was not obtained.

Discussion

Mibelli reported porokeratosis for the first time in 1893 (2). There 
are six different types of porokeratosis: Porokeratosis of Mibelli 
(PM), giant porokeratosis, linear porokeratosis (LP), disseminated
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Figure 2 | Symmetric, four bilateral plaques on the ala of the nose, with hyper-
pigmented sharp margins and relatively atrophic and hypopigmented central 
regions.

Figure 1 | The stratum corneum was seen as a parakeratotic column, without a 
visible granular layer in this area (cornoid lamella).
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superficial actinic porokeratosis (DSAP), palmoplantar po-
rokeratosis (PPP), and punctate porokeratosis (PP) (3). DSAP is 
the most common type (4). Porokeratosis of Mibelli most often 
affects the limbs, particularly the hands and feet, the neck and 
shoulders, the face, and the genitals (5). Giant porokeratosis 
is a very rare form of porokeratosis and it is a morphological 
variant of PM (3). Linear porokeratosis can further be classi-
fied as localized, zosteriform, systematized, or generalized. 
The distribution of all of these variants follows Blaschko’s 
lines, which may be explained by cutaneous mosaicism (6). 
The distribution of typical lesions is symmetrical and usually 
affects sun-exposed areas. The lesions generally spare the face, 
palms, soles, and mucosal surfaces (7). PPP initially occurs in 
the palmoplantar areas with subsequent involvement of the 
other areas of the body, including sites with sun exposure to 
ultraviolet radiation (8). Punctate porokeratosis is a rare vari-
ety of porokeratosis. It is characterized by seed-like punctate 
keratoses and/or pits on the palms and soles (9). 

The disease tends to mostly affect the extremities. Less com-
monly, the body and the face can be affected. Isolated face in-
volvement such as that seen in our patient is rarely reported. 
The type of porokeratosis of these cases were PM and DSAP. 
In one study, seven out of 197 cases of PM had primary facial 
lesions (10). Gutierrez et al. encountered only six cases of fa-
cial porokeratosis during 15 years of experience. These cases 
consisted of one male and five females, and the patients’ age 
range was 16 to 30 years (11). Even though the age of our case, 
23 years, was consistent with this report, the patient was male, 
whereas porokeratosis mostly affects females. Another patient 
with bilateral lesions on the ala of the nose similar to our case 
was reported by Ghorpade (4).

Porokeratosis can occur with a genetic predisposition and it 
can also be secondary to risk factors such as sun exposure, im-
mune suppression, and ultraviolet exposure. The incidence of 

Bowen’s disease and squamous cell and spinous cell carcino-
mas is 6.8 to 11% in this disease, and so follow-up is essential. 
The risk is greater if the patient has linear-type porokeratosis, 
or a large or long-standing lesion (11).

The etiology and pathogenesis of porokeratosis are obscure 
but certainly complex and multifactorial. It has been suggested 
that the lesions of porokeratosis result from the peripheral ex-
pansion of an abnormal, mutant clone of epidermal keratino-
cytes (which would be inherited) located at the base of the par-
akeratotic column (12).

The following disorders should be considered in the differ-
ential diagnosis of porokeratosis: elastosis perforans for PM, 
actinic keratosis and stucco keratosis for DSAP, lichen sclero-
sus et atrophicus, lichen planus, acrokeratosis verruciformis, 
Bowen’s disease, and squamous cell carcinoma for single le-
sions (13). Discoid lupus erythematosus-like case can also be 
expressed with similar clinical presentations (14).

The histopathological presence of a cornoid lamella is often 
associated with a diagnosis of porokeratosis. However, this fea-
ture is not pathognomonic for porokeratosis and can be found 
in a number of other dermatological conditions, which include 
seborrheic keratosis, verruca vulgaris, actinic keratosis, squa-
mous cell carcinoma in situ, basal-cell carcinoma, milia, and 
scars. Notably, none of these entities has an inflammatory eti-
ology (15).

Keratolytic agents, topical 5-flourorasil, topical and oral reti-
noid agents, topical imiquimod, cryotherapy, photodynamic 
therapy, carbon dioxide laser application, dermabrasion, and 
excision are used for treatment (16). We preferred to prescribe 
topical imiquimod our patient for three months.

In conclusion, our case was a rare case of PM, with only sym-
metrical bilateral involvement of the ala of the nose. The case 
may be a rare variant of porokeratosis and the differential diag-
nosis of annular lesions should be borne in mind.
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