Histological tumour type (Core)

Histological diagnosis is based on the 2020 World Health Organization Classification of Soft Tissue
and Bone Tumours, 5" edition.” Gastrointestinal stromal tumours (GISTs) are most often of spindle
cell type, followed by epithelioid type and mixed epithelioid and spindle cell type; the latter two
histological types are most common in the stomach. The histological tumour type may be associated
with mutational status (e.g., most PDGFRA-mutant GISTs are of epithelioid type)® or particular
syndromes (e.g., Carney triad and Carney-Stratakis syndrome-associated GISTs are usually of
epithelioid or mixed type),? although this is not always the case.

Pleomorphic morphology in GIST is rare (<2%). Dedifferentiated GIST, defined as the abrupt
transition from conventional spindle cell or epithelioid GIST to an anaplastic sarcomatous
appearance, usually accompanied by loss of the expression of lineage markers (e.g., KIT and
ANO1/DOG1), is exceptionally rare.*
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