
Normal >67% activity

• Atypical HUS

•  Pregnancy, DIC,  
sepsis, hepatic  
dysfunction

•  Interfering substance

  –  Free hemoglobin  
>2g/dl (hemolysis)

 – Bilirubin

• Atypical HUS

ADAMTS13  
Testing Algorithm

adamts13  
INHIBItION 

tEst

Decreased >30%  
activity but <67% activityadamts13  

actIvIty

Patient with suspected  
TTP/Atypical HUS

Decreased <30% activity



adamts13  
INHIBItION 

tEst

adamts13  
INHIBItOr 
aNtIBOdy

Negative <30% inhibition

•  Deficiency of  
ADAMTS13 (congenital 
TTP or Upshaw- 
 Schülman syndrome)

 –  ADAMTS13 activity  
generally <10%

Negative <18 U/mL

•  Acquired TTP with 
non-antibody inhibitor

  –  ADAMTS13 activity 
generally <10%

Positive >18 U/mL

•  Acquired TTP with 
autoantibody inhibitor

  –  ADAMTS13 activity 
generally <10%

Positive >30% inhibition
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