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Abstract:

Porokeratosis (PK) is a disorder of keratinization with a clinical presentation of an atrophic
center surrounded by a hyperkeratotic border. Lesions of porokeratosis carry a risk of malignant
transformation with giant porokeratosis (GPK) being a high-risk variant. We report a case in which
a single, large, erythematous, scaly plaque in an immunocompromised patient showed initial
histopathological features consistent with psoriasis and subsequent histological features consistent
with GPK. This plaque underwent malignant transformation to SCC on three occasions. This case
highlights that specimens taken from central portions of porokeratosis may resemble a variety of
dermatoses histologically, including psoriasis, resulting in misdiagnosis as seen in our patient.
When a patient presents with a diagnosis previously made that isn’t responding to therapy as
expected, repeat biopsy is appropriate.

Introduction:

Porokeratosis (PK) is a disorder of keratinization with a clinical presentation of an atrophic
center surrounded by a hyperkeratotic border. It has a distinct histologic hallmark of cornoid
lamella, an area of tightly packed parakeratotic cells in the superficial dermis, usually located at
the peripheral border of the lesion. Lesions of porokeratosis carry a risk of malignant
transformation with studies suggesting 6.9 to 30% of cases progress to nonmelanoma skin cancer
(NMSC), most commonly squamous cell carcinoma (SCC).! While many variants of porokeratosis
exist, linear porokeratosis and giant porokeratosis (GPK) are most commonly associated with
malignant change.? There also seems to be an association between porokeratosis and
immunosuppression, with one study noting 9 of 20 cases occurred in the setting of organ
transplant.?

We report a case in which a single, large, erythematous, scaly plaque in an
immunocompromised patient showed initial histopathological features consistent with psoriasis
and subsequent histological features consistent with GPK. This plaque underwent malignant
transformation to SCC on three occasions.

Case Presentation:

A 76-year-old male with Crohn’s disease managed with 6-Mercaptopurine was clinically
diagnosed with psoriasis on his left elbow and was prescribed topical steroids and vitamin d
analogs for years. A new lesion subsequently appeared within the plaque, and biopsy revealed a
well differentiated SCC, which was excised (Figure 1a). After another biopsy of the original plaque
resulted as psoriasis, topical therapy was continued but never provided significant improvement.
Two years later, biopsy of a discrete lesion within the plaque revealed another well differentiated
SCC, which was also excised (Figure 1b). At this time, patient was started on tildrakizumab, which
was chosen based on insurance coverage, but showed no improvement after 6 months. Another
new lesion then arose within the plaque which prompted biopsy of the new lesion and repeat biopsy
of the plaque given lack of response to biologic treatment (Figure 2). Biopsy of the lesion within
the plaque revealed another well differentiated SCC. Biopsy of the leading edge of the plaque
revealed cornoid lamellae, and a new diagnosis of GPK was secured (Figure 3). Given the unusual
clinical presentation, previous biopsies were reviewed and were consistent with the original
diagnoses of psoriasis and SCC.



Figure 1A: 2018; 1B: 2021. An erythematous plaque with overlying scale on the left elbow
exhibiting a new growth on the mediolateral portion with serosanguinous crust.

Figure 2: 2022: An erythematous, scaly plaque on the left elbow with a hyperkeratotic border
exhibiting a new, discrete papule crust. Locations A and B were biopsied and revealed SCC and
GPK, respectively.
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Figure 3: The biopsy shows classic microscopic features of porokeratosis, including hyperkeratosis
and cornoid lamella (angulated tiered parakeratosis overlying a localized area of epidermal
dyskeratosis).

Discussion:

GPK, often classified as a type of porokeratosis of Mibelli, is an extremely rare variant of
porokeratosis.* Clinically, it presents similar to porokeratosis of Mibelli with an atrophic center
surrounded by a hyperkeratotic border, but it is larger in size. There is no strict definition for size,
but most consider giant porokeratosis to be at least 10-20 cm in diameter.* The exact pathogenesis
for PK remains unknown at this time but ultraviolet radiation and immune status have been
proposed at potential contributors.>¢

Evidence suggests a risk of malignant transformation of PK, with GPK being one of the
highest-risk variants.? PK is more likely to develop malignant lesions in patients with the following
risk factors: (1) large lesions on the extremities; (2) a long disease course; (3) older persons; (4)
sun exposure; (5) immunosuppression (8). Zhang et al. reported a rare case of metastatic SCC that
arose within a lesion of GPK previously misdiagnosed as psoriasis.” This emphasizes the
importance of having a low threshold to biopsy lesions arising within plaques of porokeratosis or
plaques that may have previously been diagnosed as psoriasis, as was the case for our patient.

Multiple treatment options exist for porokeratosis. However, there are no published
randomized control trials and therefore no standard treatment regimen exists. Current therapies
include 5-fluorouracil, imiquimod cream, topical or systemic retinoids, topical vitamin D
derivatives, topical steroids, cryotherapy, lasers, dermabrasion, and surgical intervention.”®

This case highlights that specimens taken from central portions of PK may resemble a
variety of dermatoses histologically, including psoriasis, resulting in misdiagnosis as seen in our
patient. When a patient presents with a diagnosis previously made that isn’t responding to therapy
as expected, repeat biopsy is appropriate. In this case, repeat biopsies were performed twice before
the actual diagnosis was made.



Conclusion:

Giant porokeratosis is an extremely rare variant of porokeratosis and is one of the highest-

risk variants of porokeratosis for malignant potential. Dermatologists should be aware that central
biopsies from a giant porokeratosis may resemble psoriasiform or lichenoid histopathologic
change. Psoriatic plaques resistant to standard treatment should be re-biopsied to rule out
alternative diagnoses.
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