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Soft Tissue Perivascular Epithelioid
Cell Tumour: An Unusual Finding
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Abstract: Perivascular epithelioid cell tumour (PEComa) is a rare mesenchymal
tumour made up of clear perivascular cells with epithelioid characteristics, which
co-expresses muscle and melanocytic markers with a component of spindle cells,
like sarcoma and variety of other tissues. This time, we present the case of a young
patient with a tumour in the dorsal region of progressive growth, compatible with
PEComa of soft tissue after histopathological and immunohistochemical analysis.
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Introduction

Perivascular epithelioid cell tumour (PEComa) is a rare mesenchymal tumour made
up of clear perivascular cells with epithelioid characteristics, which co-expresses
muscle and melanocytic markers with a component of spindle cells, like sarcoma and
variety of other tissues (Chen et al., 2016). It occurs more frequently in women in a
5:1 ratio compared to men, and with an average age of 45 years, benign behaviour
prevails (Bao et al., 2019). These types of tumours have similar morphological

and immunophenotypic characteristics, including epithelioid angiomyolipoma,
lymphangioleiomyomatosis, and common clear cells (sugar tumour) (Lim et al., 2007;
Bao et al., 2019), although malignant variants have also been described, mainly of
gastrointestinal, gynecological, retroperitoneal, and uterine origin (Llamas-Velasco

et al., 2016). Their presence in soft tissues is exceptional (Harris et al., 2004).
Despite current advances in the biomedical sciences, no solid protocol has been
established for the diagnosis or treatment of this specific disease. A hypothesis was
recently proposed in which it is stated that perivascular epithelioid cells originate
from pluripotent cells of the neural crest due to the expression of S-100, CD56, and
CD-99 (Lim et al., 2007), which can give rise to cells smooth muscle and melanocytes,
which may explain the histological pattern of this tumour. The objective of this
article is to report the experience with a patient who presented a spontaneously
appearing tumour in the dorsal region, who received standard definitive surgery,

and subsequently found the unusual histopathological finding PEComa.

Case report
A 27-year-old female patient who consulted for a 3-month evolution disease
manifesting with a tissue mass in the dorsal region of a progressive growth, without

Figure 1 — Violaceous nodular lesion in the dorsal
region that motivates consultation.

Soft Tissue Perivascular Epithelioid Cell Tumour



114)  Prague Medical Report / Vol. 122 (2021) No. 2, p. 112-117

Figure 2 — Exeresis of tumour lesion. Figure 3 — Surgical piece resulting from the
intervention.

pain, without bleeding, without weight loss. She reported that a year ago a similar
lesion was resected in the same location, but the histopathological examination was
inconclusive. There was not relevant pathological history. On physical examination,
a raised nodular lesion at the level of skin was evident, it had firm consistency,

2 cm X 3 cm, was immobile, not painful, violet in colour at the location described
(Figure 1). Based on the above, there was the diagnostic impression of a tumour
with uncertain behaviour at the soft tissue level, so it was proposed to take the
patient to surgery for excision of the lesion with flap.

This process was carried out without complications and extracted tissue was
sent to pathology (Figures 2 and 3). During the postoperative period, she was a
patient with good evolution, asymptomatic, with a healed surgical hound, without
pain or bleeding. A pathology report described fibrohistiocytic lesion of uncertain
behaviour with epithelioid areas and atypia, so immunohistochemistry procedures
were performed, finding reactivity in Melan-A, MITF-1 and calponin, which suggested
a definitive diagnosis of PEComa.

Discussion

PEComa was first described in the 1950s, wrongly reported as a renal
angiomyolipoma (Morgan et al., 1951). In 2002, the World Health Organization
recognized it for the first time as a heterogeneous mesenchymal tumour (Petersen,
2013), and subsequently, few isolated cases have been reported worldwide to date.
It is considered the base of its origin in cell lines related to muscle and adipose
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tissue, having different patterns of intensity and sensitivity for the co-expression of
melanocytic cells and muscle cell markers, this being one of its main characteristics
(Folpe and Kwiatkowski, 2010).

These types of tumours are of extraordinary presentation, representing an
incidence of less than 1% of all benign tumours (Fenz et al., 2017), and their most
frequent location are the adrenal glands (Kwazneski li et al., 2016), although they
can be established from the retroperitoneum, bone, thyroid, lung, kidney, pancreas,
liver, skin, uterus, gastrointestinal tract, etc. (D’Andrea et al., 2016; Ferrari et al.,
2016; Fenz et al., 2017; Leal-Medrano et al., 2017; Touloumis et al., 2019; Zhao
et al., 2019). These tumours have a nonspecific clinical presentation, being able to
simulate any type of neoplasm, however, they usually debut with a painful sensation
of mass, with typical characteristics of the affected organ (Cuevas et al., 2015), such
as intestinal obstruction and bleeding in tumours of the gastrointestinal tract or
bleeding vaginal in the case of uterine tumours.

Despite being considered mainly benign, those PEComas that are larger than 5 cm,
infiltrative growth pattern, high nuclear grade, cells with necrosis and atypical mitosis,
are associated with malignancy (Folpe and Kwiatkowski, 2010; Schaefer and Fletcher,
2018). That is why the current diagnostic gold standard is through histopathology
and immunohistochemistry, thus allowing to accurately examine the phenotypic
characteristics of each particular case. For immunohistochemistry, CD-68 markers,
S-100 protein, Calponin, cytokeratin AE1/AE3, epithelial membrane antigen (EMA),
Human Melanoma Black-45 (HMB-45), Vimentin, anti-muscle smooth antibodies
(SMA) and CD-117 are measured (Folpe et al., 2005; Petersen, 2013; Schaefer and
Fletcher, 2018; Liu et al., 2019), which are taken by means of biopsy. Among the
most common differential diagnoses are melanoma, sarcoma, epithelial tumours, and
oxyphilic carcinomas (Petersen, 2013; Fenz et al., 2017), because melanosomes can
be observed by ultrastructure, and a large amount of glycogen and cytoplasmic (Bao
et al., 2019). The expression of this type of marker supports the hypothesis that
PEComa is neoplasm originating from stem cells, which suffer defects acquired
during differentiation.

So far, no specific treatment has been established, so it is resolved by surgical
intervention, taking into account free margins of the tumour (Cuevas et al., 2015).

It has a very good prognosis in the short and long term, since it is generally benign,
but recurrence may occur if the resection margins of the lesion are not taken into
account (Harris et al., 2004; Folpe et al., 2005).

In this case, fortunately the patient presented a benign neoplasm in a location
that did not compromise any vital organ; the recommendations described as the
resection of margins were taken into account when performing the operation, as
well as the protocol to obtain the final diagnosis by means of immunohistochemistry,
finding the expression of common markers registered in the literature.
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Conclusion

In this case, PEComa can be seen, a neoplasm of strange presentation, of uncertain
behaviour. The tumor was studied with histopathological and immunohistochemical
methods, to define the tumour phenotype and its association with malignancy.
Reviewed literary data have shown, the need to take into account the resection
margins that should be identified and avoided.
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