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INTRODUCTION

Porokeratosis comprises a spectrum of well-
known, clinically distinct variants, including local-
ized forms, such as porokeratosis of Mibelli, linear
porokeratosis and punctate porokeratosis; and
disseminated forms, such as actinic superficial
disseminated porokeratosis and porokeratosis plan-
taris, palmaris et disseminata. Each of these variants
shows distinctive clinical features; however, all are
histologically unified by the presence of single
cornoid lamellae located at the edge of the lesion.'
Porokeratosis ptychotropica and porokeratoma are 2
uncommon hyperkeratotic variants of porokeratosis
and are both characterized by a distinct histologic
pattern of cornoid lamellation consisting of multiple
confluent cornoid lamellae throughout the entire
lesion.”” Although they differ in clinical presenta-
tion, the terms verrucous porokeratosis has been
proposed to encompass these 2 entities that share
similar histologic features.”

CASE REPORT

A 48-year-old Caucasian man patient presented to
our attention with an 11-year history of a slowly
growing solitary erythematous scaly plaque with
sharply defined border, located on his back (Fig 1,
A). The lesion measured 8 centimeters in diameter
and was slightly itchy (Fig 1, B). The patient’s
personal and family medical history was unremark-
able, except for the presence of a giant vascular
malformation on the mid-lower aspect of the back. A
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PEODDN: porokeratotic eccrine ostial and
dermal duct nevus
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chronicus
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cutaneous incisional biopsy, performed on the edge
of the lesion, revealed an epidermis with focal
papillomatosis, compact orthokeratosis, acanthosis,
mild spongiosis, and a sharply defined cornoid
lamella associated with underlying loss of the
granular layer and prominent dyskeratosis.
Superficial dermal changes included a mild inflam-
matory perivascular infiltrate with scattered eosino-
phils and dilated capillary vessels (Fig 2, A). A second
biopsy, performed in the center of the lesion,
revealed the presence of multiple confluent cornoid
lamellae (Fig 2, B). Polymerase chain reaction, DNA
sequencing, and in-situ hybridization detected hu-
man papillomavirus (HPV) type 6. According to the
clinical and pathologic features, a final diagnosis of
plaque-type verrucous porokeratosis was rendered.
Curettage of the lesion was made. The patient has
experienced no recurrence after 10 months of follow

up.

DISCUSSION
Cornoid lamellation is an epithelial reaction
pattern necessary for a histologic diagnosis of
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Fig 1. A, Clinical presentation of a solitary plaque located on the back in continuity with a giant
vascular malformation. B, A close-up view of the lesion higlights the sharply defined border
and a verrucous, scaly, and erythematous epidermal surface.
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Fig 2. Microscopic examination of the biopsy performed at the edge of the lesion revealed a
sharply defined cornoid lamella. Note the prominent dyskeratosis (arrowbead ) and the loss of
the granular layer (hematoxylin-eosin stain, original magnification X40) (A). A second biopsy
performed in the center of the lesion revealed similar epidermal changes with focal
papillomatosis, compact orthokeratosis, acanthosis, and multiple confluent cornoid lamellae
(arrowbeads) (hematoxylin-eosin stain, original magnification X4) (B).
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porokeratosis. However, it can also be found in other
inflammatory, hyperplastic, and neoplastic condi-
tions of the skin.” These conditions include sebor-
rheic keratosis, scar, verruca vulgaris, milia, solar
keratosis, in-sitit squamous cell carcinoma (SCO),
and basal cell carcinoma.” As such, the cornoid
lamella is considered analogous to other cutaneous
histologic reaction patterns of the epithelium (such
as focal acantholytic dyskeratosis, epidermolytic
hyperkeratosis, and follicular mucinosis); therefore,
its detection must always be correlated to the
clinical-pathologic aspects for a correct interpreta-
tion and reach a correct diagnosis.

Porokeratoma is a solitary tumor-like hyperkera-
totic lesion that ranges in size from <1 cm to nearly 2
cm, showing a greater predilection for the distal parts
of the upper and lower limbs and that is character-
ized microscopically by verrucous acanthosis and
multiple confluent cornoid lamellae.” Porokeratosis
ptychotropica has similar histologic features of
porokeratoma but is observed in the clinical setting
of symmetrical red-brown verrucous coalescent
plaques exclusively localized in the anogenital area
and gluteal cleft.” Our patient presenting with the
typical histologic pattern of cornoid lamellation of
verrucous porokeratosis in a solitary large plaque
located on the back further extends the clinical and
pathologic spectrum of verrucous porokeratosis.

The main clinical and histologic differential di-
agnoses considered in this case were porokeratotic
eccrine ostial and dermal duct nevus (PEODDN)), i72-
situ SCC, and prurigo nodularis/lichen simplex
chronicus (PN/LSC). PEODDN is a rare nevoid con-
dition characterized by asymptomatic grouped kera-
totic papules and plaques with a linear pattern (along
the Blaschko’s lines).”” PEODDN is generally pre-
sent at birth or during childhood, and it is usually
located on the extremities with a typical linear
arrangement. Histologically, PEODDN is character-
ized by epidermal hyperplasia with multiple
epidermal invaginations containing cornoid lamellae
centered exclusively within an acrosyringia.”’

Despite the fact that the clinical appearance of our
lesion suggested to exclude SCC, histopathologic
features such as cytologic atypia with keratinocytes
containing enlarged, hyperchromatic nuclei and
conspicuous nucleoli, increased mitotic count, atyp-
ical mitoses, and individual cell keratinization were
not observed.”

PN/LSC results from chronic rubbing or irritation
and can be superimposed on several dermatosis.’
The histologic features of our lesion shared over-
lapping features with PN/LSC, including compact
orthokeratosis, epidermal acanthosis, and hyper-
granulosis associated with a mild inflammatory

JAAD CASE REPORTS
NOVEMBER 2022

dermal infiltrate with scattered eosinophils.
However, the absence of vertically oriented collagen
bundles in the upper dermis typically observed in
PN/LSC and the peculiar finding of multiple cornoid
lamellation together with the clinical data prompted
us to exclude PN/LSC.

Regarding the pathogenesis, a possible associa-
tion between porokeratoma and HPV type 16 infec-
tion has previously been reported.'’ In our case, the
detection of HPV type 6 may be coincidental, as it is
considered a low-risk HPV involved in the develop-
ment of mucosal lesions, such as condyloma acumi-
nata and laryngeal papillomas."’ Finally, vascular
ectasia, which often accompanies hyperkeratotic
examples of porokeratosis, have been hypothesized
to induce epidermal verrucous hyperplasia in poro-
keratosis as the result of long-term microcirculatory
disturbances, causing epidermal hyperkeratosis and
papillomatous changes because of chronic venous
insufficiency.'>'? In this regard, the presence of a
giant vascular malformation on the mid-lower aspect
ofthe back of our patient, characterized histologically
by numerous thin-walled, dilated capillary vessels
arranged in a horizontal band lined by flat endothe-
lium and separated by collagen bundles, supports
this hypothesis and argues about the possible asso-
ciation between the verrucous appearance of our
lesion and the underlying vascular malformation.

Currently, there is no specific treatment for
verrucous porokeratosis; 5-fluorouracil, carbon-
dioxide laser, or dermabrasion have been proposed
as therapeutic options. Malignant transformation of
porokeratosis to SCC has been reported in 6.9% to
11.6% of cases of porokeratosis (being more com-
mon in large lesions with a long-standing duration),
and abnormal DNA ploidy has been observed in
epidermal cells of porokeratotic lesions.' "' For this
reason, the recognition of this uncommon variant
plays a key role in setting up an appropriate
therapeutic patient management.

Conclusions

The present case expands the spectrum of the
anatomic distribution of verrucous porokeratosis,
presenting as a plaque-type lesion on the back. The
identification of cornoid lamellation through the
lesion and the peculiar clinical presentation allowed
us to reach a diagnosis.
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