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Could your patients have SM?
Systemic mastocytosis (SM) is a heterogeneous disorder 
characterised by abnormal proliferation and activation 
of mast cells. SM has an estimated prevalence of ~1 in 10,000 
and affects at least one extracutaneous organ1,2 

Prolonged timespan between symptom onset and diagnosis is 
common due to the range of non-specific symptoms and 
signs. Therefore, clinical suspicion of SM should start with 
recognising recurrent instances of the common symptoms1

SM symptom checklist for HCPs



If your patient experiences episodic and recurrent instances of a combination  
of two or more symptoms, you should consider further diagnostic workup

Complete this simple checklist to help you recognise the symptoms 
or features indicative of SM*

Symptom/feature Severity? No. of 
episodes?

Skin lesions3 
•  Maculopapular lesions: urticaria pigmentosa; 

raised patches of brownish skin that becomes 
inflamed by rubbing (Darier’s sign)4

•  Pruritus3

Elevated tryptase levels3 
•  Basal tryptase ≥20 ng/mL5

• Basal tryptase 11.5–20 ng/mL5

Anaphylaxis in the context of a 
hymenoptera venom allergy, or 
unexplained anaphylaxis3 
•  Often coupled with hypotension/syncope1

Osteopenia/osteoporosis  
(otherwise unexplained),3 especially 
for young patients and young males5

Histamine-induced symptoms  
(e.g. cramping, headache, 
hypotension, diarrhoea)3

Splenomegaly3

•  May be suspected by physical examination,  
and evaluated by a complete blood count 
or imaging studies (e.g. ultrasound and 
CT imaging). A spleen size of 12–20 cm in 
craniocaudal length indicates splenomegaly and 
>20 cm is definitive of massive splenomegaly6

*Please note that this checklist is based on the 2022 ECNM-AIM User’s Guide3; this is not an exhaustive list of all symptoms in SM, and symptoms may vary 
between individuals. 
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