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1ary: primary; Ab: antibody; ACA: anticentromere antibody; aHUS: atypical hemolytic uremic syndrome; ANA: antinuclear antibody; anti-Scl-70: anti-topoisomerase I antibody; BMT: bone marrow transplant; CMV: cytomegalovirus; DGKE: 
diacylglycerol kinase; EBV: Epstein-Barr virus; ESRD: endstage renal disease; FACS: flow cytometry; Hb: hemoglobin; Hep: hepatitis; HUS: hemolytic uremic syndrome; LDH: lactate dehydrogenase; MAHA: microangiopathic hemolytic anemia; 
MLPA: multiplex ligation-dependent probe amplification; PCR: polymerase chain reaction; Plts: platelets; STEC-HUS: Shiga toxin E. coli HUS; Stx: Shiga toxin; TMA: thrombotic microangiopathy; TTP: thrombotic thrombocytopenic purpura
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In pediatrics: 1

▫ ADAMTS13 activity is not a prerequisite
▫  Plasma and urinary evaluation for cbIC 

deficiency is mandatory

▫  Delays in obtaining genetic results should 
not prevent a clinical diagnosis or postpone 
treatment 1

▫  It is recommended to perform a genetic ana-
lysis for the following groups: primary aHUS, 
aHUS associated with pregnancy and de novo 
transplantation 1

aHUS is diagnosed by excluding: 1

� TTP
� STEC-HUS

✓
✓

Patients with TMA require rapid
differential diagnosis to make immediate 
management decisions. 1-3

Early complement inhibition treatment is 
crucial to preserve renal function and avoid 
irreversible sequelae in aHUS patients. 4



Complement-amplifying 
conditions (CACs)
▫ Infection

▫ Malignant hypertension (MHT)

▫ Surgery/trauma

▫ Pregnancy-associated

▫ Transplant (organ/bone marrow)
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▫ Certain medications
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70% of patients with aHUS experience their first 
clinical manifestation while experiencing a CAC 5

�✓

Adapted from Laurence J, et al. 2016 2

If the signs and symptoms of TMA do not rapidly resolve in response to CAC management, continue to evaluate following the 
differential diagnostic pathway of TMAs. 2



If the signs and symptoms of TMA do not rapidly resolve in response to CAC management, continue to evaluate following the 
differential diagnostic pathway of TMAs. 2

Pregnancy-related aHUS 
may account for approximately 7% of total aHUS cases 
and up to 20% of cases in adult females ⁶

67% of patients
with signs of TMA in the presence of MHT were found to have 
complement mutations associated with aHUS ⁷
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