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Skin nodules of distal-type -
epithelioid sarcoma®

Dear Editor,

We describe a case of a 43-year-old man who was referred to
the Dermatology Service, reporting the progressive appear-
ance of painful suppurative nodules in the right lower limb
for six months. The lesions started after penetrating trauma
to the foot. He had hardened nodules, some of them ulcer-
ated, on the lateral aspect of the right lower limb, in an
ascending distribution (Fig. 1). Histopathology showed a
malignant neoplasm infiltrating the skin and subcutaneous
tissue, epithelioid cells with granulomatous morphology and
an area of necrosis (Fig. 2). Cultures for bacteria, fungi, and
mycobacteria showed no growth. Immunohistochemistry
showed reactivity for INI-1 and lysozyme. There was focal
reaction with CD68 and no reaction for EMA, CD34, desmin

* Study conducted at the Department of Dermatology, Hospital de
Clinicas de Porto Alegre, Porto Alegre, RS, Brazil.

and $100, which is compatible with epithelioid sarcoma (ES).
Staging showed ipsilateral inguinal lymph node enlargement
measuring 3.1x2.0cm. He underwent chemotherapy with
doxorubicin with control of the appearance of new lesions
and healing of old lesions.

ES is a rare subtype of soft tissue sarcoma with a high
potential for local recurrence and metastases. It preferen-
tially affects young male adults and about a quarter of cases
are associated with previous trauma, such as the present
one.'? It is subdivided into proximal type, with a bad prog-
nosis, affecting the trunk, axilla, and perineum, usually
presenting as infiltrating masses in the subcutaneous tissue,
* and distal type (classic), usually occurring in the extremi-
ties as firm, painless, slow-growing nodules. Microscopically,
the classic form is composed of epithelioid cells with abun-
dant eosinophilic cytoplasm in a fascicular arrangement,
surrounding a central necrotic area, producing a granu-
lomatous pattern (Fig. 2).""* In the proximal variant, on
the other hand, the cells have a rhabdoid morphology and
increased atypia. There may be *‘signet-ring’’ vacuolation.?
ES is positive for both epithelial and mesenchymal markers.
CD34 and epithelial membrane antigen are often positive.?
Typical negative markers include S100, desmin, CD68, and
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Figure 1

Erythematous-violaceous nodules, some of them ulcerated, in the right lower limb.

Figure 2

Histopathology of the nodular lesion (Hematoxylin & eosin): epithelioid cells with mild atypia and granulomatous

arrangement (A, B). Dermo-hypodermic infiltrate and focal areas of necrosis (*) in the deep dermis (B).

CD31.% CD68 positivity is uncommon, but focal reaction in
macrophages in ES associated with intense inflammatory
infiltrate, as in the present case, has been reported.? Such
a finding is mostly seen in granulomatous processes such as
rheumatoid nodules and granuloma annulare.> A common
characteristic of ES, present in more than 90% of cases, is
the loss of expression of INI-1, the tumor suppressor gene
expressed in normal nucleated cells.>* A minority of cases of
ES, as in the reported study, maintains normal INI-1 expres-
sion and may be related to a more aggressive biological
behavior.>*

The differential diagnosis includes nodules due to infec-
tious disease, rheumatoid nodules, fibrous histiocytoma,

and other soft tissue sarcomas.>* In the present case, the
ascending trajectory of the lesions and their rapid evolution
raised the hypothesis of lymphocutaneous sporotrichosis and
cutaneous mycobacteriosis, which were ruled out by the
cultures and histopathological analysis.

Surgery remains the mainstay of treatment in localized
disease, with or without radiation, with disease-free surgi-
cal margins being the most important prognostic factor.>~>
Chemotherapy is the treatment of choice for advanced
disease. Recently, tazemetostat, a histone methyltrans-
ferase inhibitor, was approved for the treatment of locally
advanced or metastatic ES.*
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Syringocystadenoma
papilliferum in the scalp, with a
linear presentation™

Dear Editor,

Syringocystadenoma Papilliferum (SCAP) is an uncommon
benign adnexal tumor that originates from pluripotent cells
with either apocrine or eccrine sweat gland differentiation.
Around 50% of cases are present at birth while 15%-30% of
them can develop during puberty.’ SCAP can be seen as a de
novo tumor, without any preexisting lesion or it can coexist
with both benign or malignant tumors.? The SCAP is usually
located in the head and neck region. When located on the
scalp, it is frequently associated with the nevus sebaceous
of Jadassohn.?

* Study conducted at the Department of Dermatology, Hospital
Aleman, Buenos Aires, Argentina.

There are varied clinical presentations. It can appear as
a plaque-type, as a solitary papule, or as several papules
with a linear arrangement as in our case.*"¢

The linear presentation of SCAP is extremely rare
accounting for less than 20 cases reported in the literature.®
The treatment is surgical excision. In patients with unfa-
vorable anatomic sites for surgery, a CO, laser may be
effective.’

We report a case of SCAP with an atypical presentation
given its size, linear arrangement, and in absence of a pre-
existing nevus sebaceous.

The aim of our case report consists of the communica-
tion of the dermatoscopic features in order to contribute
this data to the scientific community due to the lack of
information in the literature.

A 31-year-old man was evaluated for a congenital
scalp lesion. The patient noticed that the tumor had
increased in size during the past 10 years. A serous dis-
charge was detected and occasionally bleeding at minimal
trauma. The physical examination revealed a pinkish-
erythematous tumor with linear distribution in the occipital
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