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68% of patients were treated with plasma exchange / plasma infusion 
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Eculizumab inhibits complement activation and EC damage and improves renal function. 
(prospective non-controlled trials) 

Adults 

French cohort: Fremeaux-Bacchi et al, CJASN 2013 

ESRD (% patients) 

Follow-up 
French cohort 

N= 125 
Trial 1 
N=17 

Trial 2 
N=20 

Trial 4 
N=41 

First 
episode 46% 

6 months 6% 10% 15% 

1 year 56% 6% 10% 12% 

2 years 12% 10% 

5 years 64% 

C. Loirat 
Ped Nephrol, 2015  
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Eculizumab inhibits complement activation and EC damage  and improves renal function.  
(retrospective studies) 
 

(2004-‐2008)	  

Fakhouri F et al. Am J Kidney Dis 2014 
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Issues in the treatment of aHUS 

Why does a minority of patients not respond to Ecu? 
How to monitor complement blockade (CH50, AP50, free vs total C5, EC tests)? 

sC5b-9 may remain detectable… 
Other therapeutic options? 

Prophylaxis? 
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FH 

What is the best strategy for aHUS due to anti-FH antibodies? 

Combined	  PE+IS	  

No	  combined	  therapy	  

76%	  

41%	  

71%	  	  

33%	  

P<0.0001	  

Relapse-‐free	  	  survival	  

Maintenance	  IS	  

No	  maintenance	  IS	  

69%	  

92%	  
87%	  

46%	  

P=	  0.010	  

(AZA	  or	  MMF)	  

Monitoring	  of	  an6-‐CFH	  Ab	  should	  guide	  treatment	  tapering	  
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PE + Immunosupressive therapies ± eculizumab (or vice-versa)? 
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Issues in the treatment of aHUS 

Eculizumab? 

What	  pathophysiological	  model	  apply	  to	  secondary	  HUS?	  

Initial insult 
drugs,  

radiation 
cancer,  

etc. 

Complement activation = 2nd amplifying hit? 
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For	  how	  long	  should	  we	  use	  eculizumab	  in	  aHUS	  pa6ents?	  
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Patients with event, n (%) 11 (28.2) 10 (13.2) 7 (10.8) 4 (12.1) 
Total number of events 14 14 7 7 
Total patient-years 70.5 192.8 135.0 57.9 

(Menne, ASN 2015) 
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Willingness of the patient (physician) 
Biomarkers C activation / EC damage 
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Age  
Quality of renal recovery 
Duration of Ecu treatment 
Native kidneys vs renal graft 
Willingness of the patient (physician) 
Biomarkers C activation / EC damage 
Complement genetics 
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For	  how	  long	  should	  we	  use	  eculizumab	  in	  aHUS	  pa6ents?	  

Ardissino,	  AJKD	  2013	  
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When	  a	  relapse	  has	  occured	  what	  is	  the	  op6mal	  treatment	  strategy?	  	  
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n	  =	  57	  aHUS	  pts	  +	  71	  RT	  

Graft	  Survival	   Le Quintrec M, AJT 2013 

Issues in the treatment of aHUS 

Renal transplantation in aHUS 

Prophylactic use of eculizumab in high-risk patients for aHUS recurrence. 
Combined liver-renal transplantation in selected patients? 
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Issues in the treatment of aHUS 

Renal transplantation in aHUS 

Prophylactic use of eculizumab in high-risk patients for aHUS recurrence. 
Combined liver-renal transplantation in selected patients? 
Optimal duration of treatment in RT patients with aHUS? 
 

Recurrence	  HR	  


