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PRACTICE POINTS

. Porocarcinoma is a rare, potentially aggressive,
glandular malignancy that should be a clinical
consideration in patients presenting with a cutane-
ous neoplasm.

. Although wide local excision historically has been the
treatment of choice for porocarcinoma, Mohs micro-
graphic surgery has demonstrated excellent cure rates.
Patients with unresectable or metastatic porocarcino-
mas have a poor prognosis but may respond to com-
bination chemotherapy regimens.

To the Editor:

Porocarcinoma, or malignant poroma, is a rare adnexal
malignancy of a predominantly glandular origin that
comprises less than 0.01% of all cutaneous neoplasms.*?
Although exposure to UV radiation and immunosuppres-
sion have been implicated in the malignant degeneration
of benign poromas into porocarcinomas, at least half of all
malignant variants will arise de novo.>* Patients present
with an evolving nodule or plaque and often are in their
seventh or eighth decade of life at the time of diagnosis.’
Localized trauma from burns or radiation exposure has
been causatively linked to de novo porocarcinoma for-
mation.>® These suppressive and traumatic stimuli drive
increased genetic heterogeneity along with characteristic
gene mutations in known tumor suppressor genes.*

A 62-year-old man presented with a nonhealing
wound on the right hand of 5 years” duration that had
previously been attributed to a penetrating injury with
a piece of copper from a refrigerant coolant system. The
wound initially blistered and then eventually callused and
developed areas of ulceration. The patient consulted mul-
tiple physicians for treatment of the intensely pruritic and
ulcerated lesion. He received prescriptions for cephalexin,
trimethoprim-sulfamethoxazole, doxycycline, clindamy-
cin, and clobetasol cream, all of which offered minimal
improvement. Home therapies including vitamin E and
tea tree oil yielded no benefit. The lesion roughly qua-
drupled in size over the last 5 years.

Physical examination revealed a 7.5X4.2-cm ulcer-
ated plaque with ragged borders and abundant central
neoepithelialization on the right palmar surface (Figure 1).
No gross motor or sensory defects were identified. There
was no epitrochlear, axillary, cervical, or supraclavicular
lymphadenopathy. A shave biopsy of the plaque’s edge was
performed, which demonstrated a hyperplastic epidermis
comprising atypical poroid cells with frequent mitoses,
scant necrosis, and regular ductal structures confined to
the epidermis (Figure 2). Immunohistochemical profil-
ing results were positive for anticytokeratin (CAM 5.2)
and Ber-EP4 (Figure 3). When evaluated in aggregate,
these findings were consistent with porocarcinoma in situ.

The patient was referred to a surgical oncologist for
evaluation. At that time, an exophytic mass had developed
in the central lesion. Although no lymphadenopathy was
identified upon examination, the patient had developed
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FIGURE 1. An ulcerated plague with ragged borders and abundant
central neoepithelialization on the right palmar surface.

FIGURE 2. Histopathology showed carcinomatous hyperplasia com-
prising atypical poroid aggregates studded with multiple early ductal
structures (H&E, original magnification X40).

tremoring and a contracture deformity of the right hand.
Extensive imaging and urgent surgical resection were rec-
ommended, but the patient did not wish to pursue these
options, opting instead to continue home remedies. At a
15-month follow-up via telephone, the patient reported
that the home therapy had failed and he had moved back
to Vietnam. Partial limb amputation had been recom-
mended by a local provider. Unfortunately, the patient
was subsequently lost to follow-up, and his current status
is unknown.

Porocarcinomas are rare tumors, comprising just
0.005% to 0.01% of all cutaneous epithelial tumors."*
They affect men and women equally, with an average age
at diagnosis of 60 to 70 years."? At least half of all porocar-
cinomas develop de novo, while 18% to 50% arise from
the degeneration of an existing poroma.>* Exposure to
UV light and immunosuppression, particularly following
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FIGURE 3. A and B, Immunohistochemistry was positive for Ber-EP4
and CAM 5.2, respectively (both H&E, original magnification X40).

organ transplantation, represent 2 commonly suspected
catalysts for this malignant transformation.* De novo poro-
carcinomas are most causatively linked to localized trauma
from burns or radiation exposure.’ Gene mutations in
classic tumor suppressor genes—tumor protein p53
(TP53), phosphatase and tensin homolog (PTEN), rear-
ranged during transfection (RET), adenomatous polyposis
coli (APC)—and increased genetic heterogeneity follow
these stimuli.®

The morphologic presentation of porocarcinoma is
highly variable and may manifest as papules, nodules, or
plaques in various states of erosion, ulceration, or exco-
riation. Diagnoses of basal and squamous cell carcinoma,
primary adnexal tumors, seborrheic keratosis, pyogenic
granuloma, and melanoma must all be considered and
methodically ruled out.” Porocarcinomas may arise nearly
anywhere on the body, with a particular predilection
for the lower extremities (35%), head/neck (24%), and
upper extremities (14%).>* Primary lesions arising from
the extremities, genitalia, or buttocks herald a higher
risk for lymphatic invasion and distant metastasis, while
head and neck tumors more commonly remain localized.®
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Bleeding, ulceration, or rapid expansion of a preexisting
poroma is suggestive of malignant transformation and
may portend a more aggressive disease pattern.>’

Unequivocal diagnosis relies on histological and
immunohistochemical studies due to the marked clini-
cal variance of this neoplasm.” An irregular histologic
pattern of poromatous basaloid cells with ductal differ-
entiation and cytologic atypia commonly are seen with
porocarcinomas.>® Nuclear pleomorphism with cellular
necrosis, increased mitotic figures, and abortive ductal
formation with a distinct lack of retraction around cel-
lular aggregates often are found. Immunohistochemical
staining is needed to confirm the primary tumor diag-
nosis. Histochemical stains commonly employed include
carcinoembryonic antigen (CEA), cytokeratin AE1/AE3,
epithelial membrane antigen, p53, p63, Ki67, and peri-
odic acid-Schiff."® The use of BerEP4 has been reported
as efficacious in highlighting sweat structures, which
can be particularly useful in cases when basal cell carci-
noma is not in the histologic differential.! These staining
profiles afford confirmation of ductal differentiation
with CEA, epithelial membrane antigen, and BerEP4,
while p63 and Ki67 are used as surrogates for primary
cutaneous neoplasia and cell proliferation, respec-
tively.>!! Porocarcinoma lesions may be most sensitive to
CEA and most specific to CK19 (a component of cyto-
keratin AE1/AE3), though these findings have not been
widely reproduced.”

The treatment and prognosis of porocarcinoma vary
widely. Surgically excised lesions recur in roughly 20% of
cases, though these rates likely include tumors that were
incompletely resected in the primary attempt. Although
wide local excision with an average 1-cm margin remains
the most employed removal technique, Mohs micro-
graphic surgery may more effectively limit recurrence and
metastasis of localized disease.”®'* Metastatic disease
foretells a mortality rate of at least 65%, which is prob-
lematic in that 10% to 20% of patients have metastatic
disease at the time of diagnosis and another 20% will
show metastasis following primary tumor excision.®'
Neoplasms with high mitotic rates and depths greater
than 7 mm should prompt thorough diagnostic imag-
ing, such as positron emission tomography or magnetic
resonance imaging. A sentinel lymph node biopsy should
be strongly considered and discussed with the patient.”
Treatment options for nodal and distant metastases
include a combination of localized surgery, lymphad-
enectomy, radiotherapy, and chemotherapeutic agents.>**
The response to systemic treatment and radiotherapy
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often is quite poor, though the use of combinations of
docetaxel, paclitaxel, cetuximab, and immunotherapy
have been efficacious in smaller studies.®'° The highest
rates of morbidity and mortality are seen in patients with
metastases on presentation or with localized tumors in
the groin and buttocks.®

The diagnosis of porocarcinoma may be elusive due to
its relatively rare occurrence. Therefore, it is critical to con-
sider this neoplasm in high-risk sites in older patients who
present with an evolving nodule or tumor on an extremity.
Routine histology and astute histochemical profiling are
necessary to exclude diseases that mimic porocarcinoma.
Once diagnosis is confirmed, management with prompt
excision and diagnostic imaging is recommended, includ-
ing a lymph node biopsy if appropriate. Due to its high
metastatic potential and associated morbidity and mor-
tality, patients with porocarcinoma should be followed
closely by a multidisciplinary care team.
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