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Abstract

The treatment landscape for soft tissue sarcomas (STS) is evolving constantly. These NCCN Guidelines Insights focus on recent updates to
the NCCNGuidelines for STS specific to surgical management and systemic therapy recommendations for various subtypes.
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Overview
Soft tissue sarcomas (STS) are rare tumors ofmesodermal origin
that can arise in various tissues of the body. There are.70 sub-
types of STS, each with distinct clinical behaviors, pathology,
and responses to treatment.1 STS are considered some of the
most challenging tumors to diagnose and treat, because their
rarity and morphologic heterogeneity significantly affect diag-
nostic accuracy; therefore, expertise requires access to large
number of cases. Given the heterogeneity of these tumors, ther-
apeutic strategies have evolved froma one-size-fits-all model to
histology-specific approaches.2

TheNCCNClinical PracticeGuidelines inOncology (NCCN
Guidelines) for STS provide up-to-date recommendations for
the clinicalmanagement of patients with STS of the extremities,
body wall, head and neck, retroperitoneum, and specific his-
tologic subtypes, including desmoid tumors (aggressive fibro-
matoses), rhabdomyosarcoma, and atypical lipomatous tumor
or well-differentiated liposarcoma. These guidelines have been
developed and updated by a multidisciplinary panel of repre-
sentatives from NCCN Member Institutions with STS-focused
expertise in the fields of medical oncology, surgical oncology,
radiation oncology, hematology, diagnostic and interventional

radiology, pathology, orthopedic oncology, pediatric oncology,
andpatient advocacy.

In recentupdates to theNCCNGuidelines for STS, the panel
revised recommendations for the treatment and follow-up of
several STS subtypes. These NCCN Guidelines Insights focus on
updates related to the surgical management of desmoid tumors
and systemic therapy recommendations for leiomyosarcoma
(LMS), synovial sarcoma, alveolar soft part sarcoma (ASPS), and
dedifferentiated liposarcoma(DDLPS).

Role of Surgery in the Treatment of
Desmoid Tumors
Desmoid tumors are rare, potentially locally invasive lesions
characterized by fibroblastic proliferation that can result in sig-
nificant functionalmorbidity.Thepanelnoted that treatmentmo-
dalities for desmoid tumors have evolved over the past 10 years.
Historically, surgerywas considered theprimary treatment option
for most cases. However, several studies have reportedmorbidity
aswell high ratesof local recurrenceassociatedwith resection,de-
pending on the location and size of tumor and other factors.2–5

Accordingly, a paradigm shift toward less-invasivemanagement
has occurred over the past decade.
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