Nodular Extramammary Paget Disease
With Fibroepitheliomatous Hyperplasia
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Practice Points
verrucous nodules in the pubic area.

lacy strands of squamous epithelium.

Extramammary Paget disease (EMPD) should be considered in the clinical differential diagnosis of

= Histopathologically, EMPD in the anogenital area could show fibroepitheliomatous hyperplasia with

Extramammary Paget disease (EMPD) is a rare skin
condition usually found in the anogenital region.
Histologically, EMPD may be associated with vary-
ing degrees of epidermal hyperplasia classified
as squamous, papillomatous, or fibroepithelioma-
tous. We report a case of EMPD in a 90-year-old
man who presented with well-demarcated plaques
and a nodule in the pubic area with fibroepithelio-
matous hyperplasia.
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uncommon neoplasm ‘that most commonly

occurs in the anogenital region but can arise
in any area of the skin or mucosa.! On clinical
examination, EMPD typically presents as a sharply
demarcated, erythematous, eczematoid, weeping
lesion with varying degrees of induration; it rarely
presents as a palpable mass or evenly raised nodule.?
Microscopically, it may be accompanied by vary-
ing degrees of epidermal hyperplasia.! In particu-
lar, fibroepitheliomatous hyperplasia contains lacy
strands of squamous epithelium resembling fibroepi-
thelioma of Pinkus.> We report a case of EMPD in

Extramammary Paget- disease (EMPD) is an
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a 90-year-old man who presented with a verrucous
nodule in the pubic area that histologically demon-
strated fibroepitheliomatous hyperplasia with lacy
strands of squamous epithelium.

Case Report

A 90-year-old man presented with asymptomatic,
well-demarcated, erythematous plaques in the pubic
area of 5 years’ duration, along with a 3.0X2.5-cm
nodule on the left side of the pubic area (Figure 1).

Figure 1. Well-demarcated erythematous plaques (red
arrow) in the pubic area and a 3.0X2.5-cm verrucous
erythematous nodule (black arrow) on the left side of the
pubic area.
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Figure 2. Scanning power view demonstrated a plaque containing Paget cells at various levels of the epidermis (A)
(H&E, original magnification x40). The lesion contained a number of large round cells with abundant pale cytoplasm
and pleomorphic hyperchromatic nuclei (B)(H&E, original magnification X100). The nodule contained lacy strands of
squamous epithelium on scanning power view (C)(H&E, original magnification X40). Tumor cells with numerous glan-
dular structures were observed (D)(H&E, original magnification X100). Paget cells stained positive with cytokeratin 7
(E)(original magnification X40).
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Laboratory test results including a complete blood
cell count, blood chemistry, and routine urinalysis
were within reference range. Punch biopsies were
taken from each plaque and nodule, as marked with
arrows in Figure 1. Histopathologically, the plaques
were seen to contain a number of large round cells
with abundant pale cytoplasm and pleomorphic
hyperchromatic nuclei that were present at vari-
ous levels of the epidermis where they formed nests
and clusters but did not extend into the dermis
(Figures 2A and 2B). The nodule contained lacy
strands of squamous epithelium extending from the
epidermis to the mid dermis as well as many glandular
structures (Figures 2C and 2D). The cells in the epider-
mis stained positively with periodic acid-Schiff (PAS),
carcinoembryonic antigen (CEA), and cytokeratin 7
(Figure 2E). We also tested for S-100 protein to rule
out malignant melanoma, which was negative.

Based on both the clinical and histological fea-
tures, a diagnosis of EMPD with fibroepithelioma-
tous hyperplasia was made. It was recommended
that the patient undergo further evaluation and
treatment; he declined due to his financial situation
and was subsequently lost to follow-up.

Comment

Clinically, EMPD usually presents as a patch of macular
erythema, an erythematous eruption, or erythematous
papules and plaques.* The palpable nodule seen in our
patient is not a common presentation of EMPD. Pruritus
is the most common symptom of EMPD;, occurring in
70% of patients.” Other symptoms include burning,
irritation, pain, tenderness, bleeding, and swelling.
Ten percent of EMPD cases are asymptomatic.’

Histologically, Paget cells primarily involve the
epidermis where they usually form clusters or solid
nests. In more than 90% of EMPD cases, the Paget cells
contain cytoplasmic mucin that stains positively with
mucicarmine and PAS. Immunohistochemical staining
for cytokeratin 7, gross cystic disease fluid protein-15,
S-100 protein, and CEA sometimes may be needed to
differentiate from mimickers such as Bowen disease and
superficial spreading melanoma.® In our patient, the
tumor cells stained positive for cytokeratin 7, CEA,
and PAS. Malignant melanoma was ruled out with a
test for S-100 protein.

Extramammary Paget disease often is associated
with epidermal hyperplasia, which can be classified
as squamous, papillomatous, or fibroepitheliomatous.’
Microscopically, squamous hyperplasia is character-
ized by prominent thickening of the epidermis from
diffuse plaquelike hyperplasia and is usually associated
with hyperkeratosis. Papillomatous hyperplasia has an
exophytic papillary or verrucous architecture and is
associated with parakeratosis. Fibroepitheliomatous, or
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fibroepitheliomalike, hyperplasia generally consists of
a discrete, broad, elevated plaque or nodule produced
by hyperplasia of keratinocytes that form lacy strands
of squamous epithelium.’ The biphasic pattern of pro-
liferating epidermis and entrapped dermis simulates
a so-called fibroepithelioma. Paget cells can be seen
within the lacy strands of epidermal columns and in
the acanthotic surface component.”? The finding of
fibroepitheliomatous hyperplasia in anogenital skin
should prompt a search for the diagnostic Paget cells to
eliminate a fibroepithelioma of Pinkus variant of basal
cell carcinoma, though the latter is uncommon and
rarely occurs at this site.’

Of the 3 types of epidermal hyperplasia, our case
demonstrated the fibroepitheliomatous type. There
may be some relationship‘between EMPD and fibro-
epitheliomatous hyperplasia because most reported
cases of EMPD with: fibroepitheliomatous hyperplasia
have occurred in-the anogenital region. Also, epider-
mal hyperplasia is-more frequent in anogenital Paget
disease than in axillary Paget disease.®

Conclusion

Our case showed the unique finding of a verrucous
nodular EMPD lesion in which peculiar histological
features presented as extensions of the tumor cells
forming lacy strands of squamous epithelium from
the epidermis to the mid dermis as well as many
glandular structures.
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