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SUCCESSFUL KIDNEY TRANSPLANTATION
FACTOR H DEFICIENCY-HUS

IN 4 PATIENTS WITH

G Ardissino, S Testa, N Borsa-Ghiringhelli, M Bejiveri, F Paglialonga, P Castorina, L. Ghio and
Edefonti. Center for HUS Control, Fondazione IRGCS Granda - Osp Maggiore Policlinico, Milan,
Italy.

Aim of the study: Factor H deficiency hemolitic uremic syndrome PHHUS) has §
very high risk of recurrence after kidney transgddion (KTx). Refraining from KTx
combined liver-KTx or KTx followed by lifelong plasaexchange (PLE) have be
proposed for patients with ESRD due to FHD-HUS vatimtrasting results. Here
we describe our protocol for KTx in FHD-HUS, whiphoved to be successful in
the patients we have treated so far.

Methods: Four patients (age range 5-36 yrs) with CKD5 tluelocumented FHO
HUS underwent KTx following one PLE before KTx aselveral maintenance PL
and fresh frozen plasma infusions after KTx, acetgydo the protocol shown in the
table:

=

en
in
all

Time PLE Plasma Infusion Frequency
Pre-KTx 75ml/kg 1000 mi Once

POD 1-5 75ml/kg no Daily

POD 6-7 50ml/kg no Daily

POD 8-17 50ml/kg 25ml/kg Alternate day
POD 18 to 26 50ml/kg no Every other day
POD 27-41 50ml/kg no Every 5 days
POD 42 to 180 STOP 20ml/kg Weekly

Legend: POD: Post KTx day
Immunosuppressive protocol included basiliximabrdamus or cyclosporine, MMF
and prednisone. We emphatize that all patients vegldressed to KTx with |a
significant fluid overload (as much as 3% aboveamal body weight) obtained with
plasma infusion.

Results: Over a cumulative observation period of 61 mege, observed only
recurrences (in 2 different patients) which werenaged with PLE (1 case) apd
Eculizumab (1 case) with immediate recovery froercurrence.

Conclusions. Our therapeutic approach to TKx in FHD-HUS reprds a les
aggressive solution in the meantime that Factoeébmes available for maintenance
treatment
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