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Proposal for retrospective transplant list weighting for aHUS patients 

Background 

Atypical haemolytic uraemic syndrome (aHUS) is a condition which affects all ages 
but has a particularly high incidence in children and young adults.  aHUS presents in 
most patients with an acute kidney injury secondary to a thrombotic microangiopathy 
affecting the glomerular microvasculature. Despite treatment with plasma therapy 
most patients within two years of presentation will be on long-term dialysis. In this 
group of patients there is a high rate of recurrent disease post renal transplant .  We 
now know that inherited and acquired abnormalities affecting complement 
components are present in up to70% of aHUS patients.  In those patients known to 
have a mutation in the genes encoding complement factor H,  factor I, factor B and 
C3 there is a very high risk (~80%) of  losing an allograft to recurrent disease within 
two years of transplantation. Because of this risk many aHUS patients on dialysis are 
not currently listed for a renal transplant. Figures which we obtained in 2011 from a 
survey of all adult and paediatric renal units in the UK showed there to be 69 aHUS 
patients (current figure on 19/3/13 is 77) on dialysis of whom only 9 are listed for a 
transplant. We are aware of individual patients who have been on dialysis for many 
years without being listed for a transplant.  

The results of recent trials of the anti C5 complement inhibitor eculizumab in aHUS 
patients, including those with recurrent disease post transplant, have been extremely 
encouraging.  Based on the results both the FDA and EMA have licensed the use of 
eculizumab in aHUS.  A paper describing the result is in press at the New England 
Journal of Medicine. We recently applied through the Advisory Group for National 
Specialised Services (AGNSS) for a nationally commissioned service in England for 
aHUS which would  include the use of eculizumab prophylactically for patients 
undergoing transplantation. AGNSS was of the opinion that “Eculizumab would help 
save lives and improve the quality of life for children” and subsequently “Ministers 
agreed with AGNSS that there is evidence for the clinical effectiveness of 
eculizumab for the treatment of atypical haemolytic uraemic syndrome”.  However, 
Ministers wanted further advice on the affordability of eculizumab  and have asked 
NICE to consider eculizumab for the treatment of aHUS as part of its new Highly 
Specialised Technologies programme. 

While aHUS patients on dialysis in England cannot therefore currently receive a 
transplant with eculizumab cover unless funding has been made available through 
an individual funding request (IFR) we believe that it is inevitable that in the future 
that they will be able to do so (A similar situation pertains in Scotland, Wales and 
Northern Ireland).  Because many of these patients have been waiting so long for the 
opportunity of a renal transplant  we  believe that extra weighting (similar to that 
given for patients with high antibody titres) should be given to aHUS patients who 
have been on long-term dialysis once they are added to the transplant list.   



KAG(13)13 

Proposal 

We would be like to suggest the following steps are undertaken to facilitate future 
transplantation of these patients. 

a. All aHUS patients in the UK who have been on dialysis but have not been on 
the transplant list are  put on “suspended” provided of course that they wish to 
be transplanted. 

b. Retrospective weighting is given to each of these patients using the date of 
commencement of dialysis. 

c. The patient’s individual consultant will be responsible for listing the patient 
and informing you of the date that dialysis was commenced. 
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