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DESCRIPTION
Pancreatic perivascular epithelioid cell tumours (PEComas) are
rare neoplasms arising from perivascular epithelioid cells. While
uncommon, their potential for aggressive behaviour and
metastasis necessitates a deeper understanding of preventive
measures and effective treatment strategies.

Understanding pancreatic PEComas

PEComas are mesenchymal tumors characterized by the presence
of perivascular epithelioid cells expressing melanocytic and
smooth muscle markers. While PEComas can occur in various
organs, pancreatic involvement is relatively rare. These tumors
often present with nonspecific symptoms, posing diagnostic
challenges. Imaging modalities such as CT and MRI play a
potential role in the detection and characterization of pancreatic
PEComas.

Implications of pancreatic PEComas

The rarity of pancreatic PEComas complicates their
management and necessitates a multidisciplinary approach
involving oncologists, radiologists, and surgeons. Despite
advances in diagnostic techniques, misdiagnosis and delayed
diagnosis are common, leading to suboptimal outcomes.
Additionally, the unpredictable biological behaviour of
pancreatic PEComas emphasizes the importance of early
detection and intervention.

Risk factors and prevention strategies

Given the limited understanding of pancreatic PEComa
etiology, definitive risk factors remain elusive. However, certain
predisposing conditions, such as Tuberous Sclerosis Complex
(TSC), have been associated with an increased risk of developing
PEComas in various organs. As such, genetic counselling and
surveillance may be warranted in individuals with TSC or other
relevant predisposing factors. Furthermore, early detection of

pancreatic lesions through routine imaging in high-risk
populations may facilitate timely intervention and improve
prognosis.

Treatment and therapeutic approaches

The management of pancreatic PEComas poses significant
challenges due to their rarity and variable clinical behaviour.
Surgical resection remains the fundamental of treatment for
localized disease, aiming for complete tumor excision whenever
feasible. However, the optimal surgical approach and extent of
resection depend on tumor size, location, and involvement of
adjacent structures.

In cases of unresectable or metastatic disease, systemic therapies,
including targeted agents and chemotherapy, may be considered.
mTOR inhibitors, such as sirolimus and everolimus, have shown
potential activity in PEComas, including those arising from the
pancreas. These agents target the dysregulated mTOR signalling
pathway implicated in PEComa pathogenesis, thereby inhibiting
tumor growth and proliferation.

Emerging therapeutic strategies

Understanding of PEComa biology continues to evolve, new
therapeutic targets and treatment methods are being explored.
Immunotherapy, particularly immune checkpoint inhibitors,
holds potential in PEComa management by enhancing
antitumor immune responses. Furthermore, ongoing research
efforts focus on elucidating the molecular mechanisms driving
PEComa development and identifying actionable genetic
alterations for targeted therapy.

Pancreatic PEComas represent a rare and diagnostically
challenging entity with implications for patient management and
treatment outcomes. While preventive strategies are limited by
the lack of definitive risk factors, early detection and
intervention remain most important in improving prognosis.
Surgical resection remains the mainstay of treatment for
localized disease, while systemic therapies provide potential for
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advanced or metastatic cases. Continued research efforts are
essential to understand the underlying biology of pancreatic
PEComas and develop more effective therapeutic strategies.
Through collaborative interdisciplinary approaches and

advancements in precision medicine, to enhance the prevention,
diagnosis, and treatment of pancreatic PEComas, ultimately
improving patient outcomes and quality of life.
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