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Malignant Degeneration of Linear Hidroacanthoma Simplex

| Rodriguez-Blanco, D Sanchez-Aguilar, C Peteiro, and J Toribio
Servicio de Dermatologia, Complejo Hospitalario Universitario, Facultad de Medicina, Universidad de Santiago de Compostela,

La Corufa, Spain

1o the Editor:

We describe an 88-year-old woman
with various lesions in the right
submammary region that had remained
stable for more than 40 years. She
reported rapid growth and ulceration
of one of the lesions in the past year.
The examination showed a firm tumor
of diameter 7 cm below the right breast.
The surface of the tumor was keratotic
at the periphery and ulcerated in the
middle with foul-smelling serous
exudate. Adjacent to the lesion, there
were various smaller erythematous

Figure 1. Ulcerated, exudative tumor
with pigmented, keratotic surface at the
periphery and ulceration in the middle,
and various smaller tumor lesions with
a linear distribution pattern.
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brownish tumors with a velvety surface,
and with a linear distribution (Figure
1). No enlarged local or regional lymph
nodes were palpated. Laboratory
workup, chest x-ray, electrocardiogram,
bilateral mammography, and right
axillary ultrasound were all normal. An
incisional biopsy of the larger tumor
and another biopsy of one of the
adjacent lesions were taken. In the first
case, the hematoxylin-eosin stain
showed irregular, anastomosed islets
composed of intraepidermal tumor cells,
some of them pigmented, with a clearer

Figure 2 (A'y B). Acanthotic epidermis containing tumor-cell nests that show

atypias and mitotic figures.

cytoplasm than the surrounding
keratinocytes. Abundant atypical cells
with large, irregular, hyperchromatic
nuclei were observed inside the tumor
masses. In some sections, cystic spaces
within these nests of basaloid cells could
be seen. The epidermis presented
hyperkeratosis, foci of parakeratosis,
and irregular acanthosis (Figure 2 A
and B). A biopsy of the smaller lesion
showed well-defined nests of uniform
cuboidal cells with rounded, basophilic
nuclei showing no atypia, and with
cystic structures in the interior (Figure

\. 0 51
9 .

(A, Hematoxylin-eosin, x20; B, hematoxylin-eosin, x100.)
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3). The tumor cell cytoplasm contained
positive p-aminosalicylic acid (PAS)
granules in both cases.
Immunohistochemical staining showed
tumor islets stained with monoclonal
anti-cytokeratin antibodies AE1/AE3
and 34betaE12, and antibodies against
epithelial membrane antigen (EMA),
but no immunoreactivity for
cytokeratins 7 or 20, or with the
CAMS5.2 anti-cytokeratin antibody;
there was also no immunoreactivity for
carcinoembryonic antigen (CEA),or
gross cystic disease fluid protein-15.
Malignant hidroacanthoma simplex
(MHS) from hidroacanthoma simplex
(HS) of linear distribution was
diagnosed; the ulcerated malignant
tumor was removed surgically. A year
and a half after diagnosis, the patient
remained asymptomatic with no
evidence of distant metastasis in the
follow-ups, which included physical
examination every 3 months as well as
blood tests, chest x-ray, and abdominal
ultrasound every 6 months.

In 1956 Smith and Coburn' were the
first to refer to HS, using the term to
designate a benign intraepidermal tumor
of sweat gland origin and described its
malignant  counterpart, ~MHS,
suggesting that any Borst-Jadassohn
intraepidermal epitheliomas could be
included in this new entity. In 1969
Holubar and Wolff? considered HS to
be a variant of eccrine poroma and
proposed the name “intraepidermal
eccrine poroma.” Since that time, several
cases of HS and MHS have been

Figure 3. Well-defined islets of tumor cells
without atypias forming cystic structures
(hematoxylin-eosin, x40).
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published, and HS continues to be
considered an intraepidermal variant of
eccrine poroma,’ whereas MHS has
been given several names, including in
situ porocarcinoma,* eccrine
porocarcinoma,’® and hidroacanthoma
simplex with invasive growth.®

The clinical presentation of HS is not
characteristic, but is usually located on
the lower limbs of elderly patients, with
a slight predominance among women.
A literature review revealed 2 descriptions
of nonintraepidermal eccrine tumors
with a linear distribution—1 eccrine
porocarcinoma located on the buttock’
and an eccrine poroma along 1 leg.® Thus,
our case appears to be the first description
of MHS on a linear HS.

Histologically, the HS is characterized
by islets of small, uniform, basophilic
or poorly stained cells that are clustered
within an acanthotic epidermis and that
contain PAS-positive cytoplasmic
granules. Ductal differentiation
(recognizable ducts, intracytoplasmic
lumens, or cystic structures) is observed,;
the ducts can be seen with PAS stain
and show positivity for EMA or CEA,
although there are several cases published
in the literature in which CEA was
negative.”" An MHS lesion is
composed of the cells described above,
but shows cytological pleomorphism,
frequent mitoses, and an invasive
structure.

Several cases of malignant
transformation of HS have been
published, #1112 and its potential for
degeneration has been discussed
extensively. In our case, the HS lesions
adjacent to the MHS had been present
for more than 40 years and, therefore,
we believe there is evidence of malignant
degeneration.

The prognosis of MHS is not
accurately known due to the limited
number of case reports that describe the
patient’s progress and the lack of long-
term follow-up. The suggested
treatments are extensive local excision
or Mohs micrographic surgery in the
case of HS, due to its potential risk for
degeneration.!? Other alternatives are
electrodesiccation or radiation.
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In conclusion, although several
tumors of eccrine origin with a linear
distribution have been described, we
did not find any case of linear HS with
degeneration to MHS.
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