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CASE REPORTS

ABSTRACT

Perivascular epithelioid cell tumors (PEComa) are tumors of 
perivascular epithelioid cells with immunohistochemical features 
of smooth muscle and melanocytic tumors. The PEComa of the 
gastrointestinal tract is rare. The treatment is surgical, although 
there are data that suggest a good response to rapamycin.
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INTRODUCTION

Perivascular epithelioid cell tumors (PEComas) are 
mesenchymal neoplasms that include angiomyolipoma, 
lymphangioleiomyoma, clear-cell myomelanocytic tumor 
of the falciform ligament, clear-cell “sugar” tumor of the 
lung and other locations (1). These tumors affect mainly 
young adults, particularly women. PEC in the gastrointes-
tinal tract are exceptionally rare. These tumors are usually 
associated with the tuberous sclerosis (TS). Ultrasound, 
CT and magnetic resonance are the imaging tests used. 
All PEComas show immunoreactivity for both melano-
cytic (HMB45 and melan-A) and smooth muscle (actin 
and desmin) markers. PEComas are usually malignant. The 
diagnosis is generally confirmed after surgery (2, 3). The 
clinical is variable, and it ranges from asymptomatic cases 
to cases of acute abdomen. 

CASE REPORTS

We present the case of a 19-year-old male with a family 
history of gastric cancer (maternal grandfather). He was 
admitted as an emergency with recurrent abdominal pain 
in the epigastrium and vomiting. The symptoms had wor-
sened over the last 24 hours. In the physical examination 
he referred pain in epigastrium and mesogastrium without 

peritonitis. The analysis reveals leukocytosis with neutro-
philia and high lactate levels. Abdominal ultrasound scan 
showed small bowel loops with “target” appearance, which 
suggest an ileal intussusception. An emergency assessment 
was requested to the surgeon, and a computed tomography 
scan (CT) was performed. It revealed a 2-cm long ileo-
ileal invagination and a tumor in this area; free fluid in the 
pelvis. An emergency operation was decided. The patient 
underwent a laparotomy in which the proximal ileum was 
resected, which contained, in its central portion, an 11-cm 
intestinal segment and an adjacent mass of 2.7 x 2.7 cm. 
The pathologist described a tumor located on the muscle 
wall of the proximal ileum, made up of epithelioid cells 
and perivascular growth, without atypia, necrosis, and vas-
cular lymphatic invasion. The mitotic count was 0-1/50. 
Markers: Actin and Desmin +; HMB45 y Melan A-. Given 
all these findings, a diagnosis compatible with ileal PECo-
ma was established. The patient recovered favorably and 
6 months later the patient has no recurrence.

DISCUSSION

The articles published on PEComa are scarce y des-
criptive. As published, the most common location is the 
colon (45.7%) followed by the small intestine (28.6%), 6 
tumors appeared in the ileum. With regard to monitoring, 
31.4% showed a malignant behavior, with local recurrence 
in 4 cases and metastasis in 19 (1).

The anatomopathological diagnosis was compatible 
with PEComa due to the morphology of the lesion, with 
immunohistochemistry positive in smooth muscle markers 
(actin and desmin) and negative for melanocytic markers 
(Figs.1 and 2).

Folpe et al. published 26 cases and proposed prognostic 
criteria, which can be stratified into “benign”, “uncertain 
malignant potential” and “malignant”. In the study, a signi-
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ficant association was found between the size of the tumor 
larger than 5 cm, the infiltrative growth pattern, the high 
nuclear grade, necrosis and mitotic activity greater than 
1/50 and the subsequent aggressive behavior (4).

Surgery is the standard treatment (5). Therapeutic, there 
are anecdotal cases; Rapamycin seems to block signaling 
through cellular growth. Studies of TS in animal models 
have shown significant results regarding the in vivo res-
ponse to rapamycin (6-8).
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Fig. 1. Perivascular epithelioid cells with hematoxylin-eosin staining. Fig. 2. Immunohistochemical characteristics for smooth muscle (actin +) 
marker.


