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World Health Organization diagnostic criteria for SM’

Diagnosis of SM requires the presence of 1 major criterion and at least 1 minor criterion or at least 3 minor criteria

Major criterion + Multifocal dense infiltrates of mast cells (=15 mast cells in aggregates) detected
in sections of bone marrow and/or other extracutaneous organ(s)

It is important to explore
the minor diagnostic criteria,
as up to approximately 45% of

indolent systemic mastocytosis
+ KIT D816V or other activating KIT mutation in peripheral blood, bone marrow, or other (ISM) cases may not fulfill the

extracutaneous organ(s)

+ >25% of all mast cells are atypical on bone marrow smears or are spindle-shaped
in dense and diffuse mast cell infiltrates in sections of bone marrow or other
extracutaneous organ(s)

Minor criteria

major criterion'?
+ Mast cells in bone marrow, blood, or another extracutaneous organ aberrantly express
1 or more of CD2, CD25, CD30

+ Baseline serum tryptase concentration >20 ng/mL in the absence of a myeloid AHN

Subtyping of SM depends on factors such as mast cell burden, organ damage, and signs of myeloproliferation or myelodysplasia.
ISM can be determined when there is no organ damage and no associated hematologic malignancy.>*

AHN=associated hematological neoplasm; KIT=KIT proto-oncogene, receptor tyrosine kinase.
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