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THE PREVALENCE AND INCIDENCE OF aHUS  IN IRAN 

• SR-MA-January 1985 and January 2016 

• 25 articles and two abstract of congress containing 6728 patients 

• The incidence aHUS was  
– 34.57 pmp  

– 0.88 pmp/ year of children <15 years old. 

• The mean annual incidence rate  
– 0.12 <2000  

–  0.74 > 2010 

– Acute kidney injury (13%)  

– CKD , ESRD -5.48%(95%CI: 3.5–7.9) ) 

Pediatr Nephrol (2017) 32:1643–1834 



Complement level in HUS(N=31) 

Hooman et al. JPN 2018 



Clinical outcome of Patients with Recurrent HUS after one year 



Initial Treatment 

• Supportive 

– Correct anemia (Hb<6 g/dl) to target 8-9 g/dl 

– Fluid and electrolyte correction 

– Dialysis – uremia  or anuria 

– Avoid platelet infusion unless hemorrhage 

– Seizure >> anticonvulsant 

– HTN>> CCB>> if chronic ( RASB) 

 



Infectious associate HUS 

• S. pneumonia  

– Appropriate antibiotic 

– Avoid FFP , unwashed RBC, Platele 

• STEC- HUS 

– Supportive 

– Avoid antibiotic 

– Ecluzimab for brain, cardiac, multivisceral 
involvement  





Complement Dysregulation 



Norris NEJM 2009   











Ecluzimab 

• first-line treatment? 
– ECU >> initiated within 24–48 h of onset or 

admission 

– PE (or PI if PE is not possible) 

• Switch to ECU 
– PI/PE resistance 

– Subclinical hemolytic activity 

– Residual CKD 

– Extra-renal manifestation 



• Dialyzed patients?  

– If on dialysis for 3-4 m>> maintained for 3-6 m 
before decision 

– Kidney biopsy   





Efficacy ECU in aHUS 



Ecluzimub 

• Check complement blockade? depends 

• Interval? CH50<10%/ AHF<10%/ECU50-100 

• Duration?  
– Few months after full recovery (MCP m/ CFI m) 

• >3-5 yrs old age 

– No withdrawal  
• Life-threatening initial presentation /relapse 

– Severe CNS manifestation 

– Myocardial failure 

• Not fully recover normal renal function 

 

 



Pediatr Nephrol (2016) 31:15–39 

DOI 10.1007/s00467-015-3076-8 







Outcome aHUS after ECU withdrawal  







Which Donor?  

• Deceased or NRL Donor 
– Well informed R/D 

– ECU  be available 

• Related LD 

– Assess the risk of aHUS in donor 
• Mutation in R indisputable role / not found D 

– LOW risk  for D-> LRDTx 

• D same mutation as R 
– High risk for D-> LRDTx NOT DONE 

• Role of variant  in R uncertain  

• No mutation in R or D 
– Intermediate risk for D-> LRDTX NOT DONE 



Prophylaxis  ECU 

• High Risk >> ECU 
– CFH,C3/CFB gain of function mutation 

– Prior graft lost due to recurrence  whatever genetic mutation 
background 

• Intermediate risk >> ECU or PE 
– CFI mutation 

– Combined MCP mutation 

• Low risk >> No prophylaxis 
– DGKE mutation 

– Isolate MCP mutation 

– No mutation identified 

– Low anti-CFH antibody titer 

 



Protection from endothelial damaging factors 

• DGF/ IRI 
– Avoid 

• Prolonged cold ischemic time 

• Non-heart beating donor 

• Prefer young DD + preserved KF 

• Consider LD If possible 

• Infection (CMV) >> CMV  prophylaxis 

• Immunosuppressive drugs 
• CNI  not contraindication >> avoid over dose 

• CNI free mTOR based IS should be avoided 

• HTN/ atherosclerosis  
• ACEI/ ARA/statins 

 

 



When start ECU in high risk post-TX 

• Prophylactic – non stop 

• Withdrawal time? 

• Further study in high risk mutation  

• Adequate dosage – CH50: 0% 

 



Any Question? 
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