
• with hypertryptasemia

• without  hypertryptas-
emia

• indolent SM 

• well-differentiated
indolent SM

• smoldering SM

• aggressive SM

• SM with an associated
leukemia

• mast cell leukemia

• maculopapular 
mastocytosis
= urticaria 
pigmentosa (UP) 

• diffuse CM

• solitary cutaneous
mastocytoma

• telangiectasia
macularis eruptiva
perstans

Mast Cell Activation 
Syndrome (MCAS)

Systemic Mastocytosis 
(SM)

Mast cell 
sarcoma

Cutaneous 
mastocytoses 

(CM)

Systemic mast cell activation disease 
(MCAD)

Mastocytosis

Supplemental Table S1: Current classification of primary mastocytosis
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