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Abstract

Atypical hemolytic uremic syndrome (aHUS) is a kidney disease caused by dysregulation of the alternative
complement pathway. Uncontrolled complement activation resulted in endothelial injury, platelet activation and
consumption, and thrombus formation, leading to kidney injury. Clinical features of aHUS include microangiopathic
hemolytic anemia, thrombocytopenia, and acute kidney injury. Atypical HUS occurs in genetically susceptible
individuals who have an acquired precipitating event that unmasks a complement regulatory deficiency. The
incidence of aHUS is 0.5 per million per year. Histopathological features include endothelial swelling, fibrin thrombi,
and fragmented red blood cells. Current treatment options are complement-inhibiting therapy, plasma exchange,
immunosuppressive medication, and kidney and/or liver transplantation. The choice of treatment is based on the

underlying complement regulation defect.
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C = Complement, F = Factor, MAC = membrane attack complex, MBL = mannose-binding lectin, B = factor B,

D = factor D
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complement pathway function, ANA = antinuclear antibody, CBC = complete blood count, CFB = complement factor B,

CFH = complement factor H, CFl = complement factor |, CH50 = total hemolytic complement, CMV = cytomegalovirus,

C5b-9 = complement factor b-9, dsDNA = double stranded DNA, EBV = Epstein-Barr virus, HIV = human immunodeficiency

virus, LDH = lactate dehydrogenase, MCP = membrane cofactor protein, PCR = polymerase chain reaction, SCL-70

= anti-topoisomerase antibody-type of antinuclear autoantibodies, STEC = Shiga toxin-producing Escherichia coli,

TTP = thrombotic thrombocytopenic purpura
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CFH

Factor H

ansnsialnneizesassezgading

Seway 70-80

CFHR1/3
(CFHR1 dndusiusiueslskoufuanse CFH)

Factor HR1, R3

Seway 30-40

MCP Membrane cofactor protein Houniniosay 20
CFI Factor | Sowaz 60-70
CFB Factor B Jowaz 70

C3 C3 Jovaz 60

CFB = complement factor B, CFH = complement factor H, CFHR = complement factor H-related protein, CFl =

complement factor I, MCP = membrane cofactor protein
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M19°99 2 ANLEEIURINTSAN Complement-Mediated Atypical Hemolytic Uremic Syndrome #1angvaanisuananeln™
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CFB = complement factor B, CFH = complement factor H, CFHR = complement factor H-related protein,

CFI = complement factor |, MCP = membrane cofactor protein, RR = recurrence risk
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