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The advancements in the diagnosis and treatment of intra-abdominal aggressive fibromatosis
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[Abstract] Aggressive fibromatosis (AF) is a rare, benign yet locally invasive fibroblastic
neoplasm. Intra-abdominal aggressive fibromatosis (IAF) is the least common subtype and generally
carries a poorer prognosis due to its proximity to mesenteric vessels and bowel. TAF occurs sporadically
—most often driven by activating CTNNB1 mutations—or as part of hereditary syndromes associated
with familial adenomatous polyposis (FAP) due to germline APC mutations. Imaging with ultrasound,
CT, and MRI aids lesion characterization and delineation of extent, while definitive diagnosis is supported
by histopathology demonstrating nuclear { -catenin expression. Management has shifted from routine
upfront surgery to a risk-adapted strategy prioritizing active surveillance for asymptomatic or stable
disease, given high local recurrence rates after resection. Among pharmacologic options, cytotoxic
chemotherapy, tyrosine kinase inhibitors, and y-secretase inhibitors have shown clinical activity, though
optimal sequencing and long-term safety require further study. Despite ongoing challenges,
multidisciplinary management enhances diagnostic accuracy, treatment selection, and outcomes. Future
work should focus on validating prognostic biomarkers, elucidating biological mechanisms of response and
resistance, and defining evidence-based algorithms that balance efficacy with safety.
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