
Characteristic skin lesions 
(urticaria pigmentosa) present

(mastocytosis of the skin)

INDICATIONS FOR TESTING
Findings consistent with mast cell disorder and/or mast cell 

activation in 2 organ systems, eg:
 Hematologic (abnormal CBC)
 Allergic/immunologic (recurrent anaphylaxis)
 Dermatologic (skin lesions)
 Gastroenterologic (diarrhea, abdominal pain)
 Neurologic

AND
No identifiable secondary cause of mast cell activation
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Mast Cell Disorders Testing Algorithm

NoYes

ORDER
Serum tryptase

AND
Calculate REMA score

AdultChild

Click here for topics associated with this algorithm

Anaphylaxis
AND/OR 

REMA score ≥2

Yes

ORDER
KIT D816V testing

AND
Perform bone marrow biopsy 

and aspirate as indicatedb

AND CONSIDER
Tryptase genotyping (testing for 

HαT)a if tryptase ≥8 ng/mL

No

Serum tryptase 
<8 ng/mL

Serum tryptase 
≥8 ng/mL

ORDER
Tryptase genotyping 

(testing for HαT)a

Determine 
correctedc 

serum tryptase 
based on 
genotype

ORDER
KIT D816V testing

AND
Bone marrow biopsy and 

aspirate as indicatedb

Not elevated

Monitor and 
consider 

alternative 
diagnoses

Consider alternative 
diagnoses

aA positive test confirms HαT. HαT may coexist with SM.  
bBone marrow biopsy and aspirate should only be performed in 
children if there is high suspicion for SM. In adults, bone 
marrow biopsy should be performed if mastocytosis of the skin 
is present (confirmed by skin biopsy). In the absence of 
mastocytosis of the skin, bone marrow biopsy should be 
performed if there is anaphylaxis and/or a REMA score ≥2. 
cThere are multiple options to determine corrected serum 
tryptase; refer to the ARUP Consult Mast Cell Disorders topic. 

Abbreviations
CM Cutaneous mastocytosis
HαT Hereditary alpha-tryptasemia
REMA Spanish Network on Mastocytosis
SM Systemic mastocytosis
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Refer to the ARUP Consult 
Mast Cell Disorders topic for 

diagnostic criteria and 
classification information 

Elevated

Monomorphic or 
other lesions

Monitor annually ORDER
Serum tryptase

AND
KIT D816V 

testingORDER
Serum tryptase

AND
CBC with differential

Serum 
tryptase 

>11.4 ng/mL

ORDER
KIT D816V 

testing

Polymorphic 
lesions
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