Gepast gebruik eculizumab
in atypische Hemolytisch Uremisch Syndroom

ELIS

Nicole van de Kar
19 april 2018

oTes Sa European
..°.. 2 Reference
3 N k
P ) etwor
r low prevale

for r . . . .
compnexd sssssss Amalia kinderziekenhuis

* Network
Kidney Diseases (ERKNet)

i iy Radboudumc




Disclosure

* Alexion Pharmaceuticals
* Honorarium spreker educatieve symposia
* Lid Internationale Advies Groep aHUS
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Zeldzame ziekte
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Hemolytisch uremisch syndroom
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Urine flows to renal papilla and ureter.
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Het mechanisme
Vaatwandschade, bloedstolsels, orgaanschade
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Overactief complement systeem
Vaatwandschade, bloedstolsels, orgaanschade
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Overactief complement systeem
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Behandeling sinds 2012

Weesgeneesmiddel eculizumab

Soliris
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Optimaal behandelschema?

1. Behandelduur?
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Landelijke werkgroep Atypische HUS




aHUS richtlijn

Firstepisode of aHUS* H Relapse of aHUS |

In anticipation of diagnostics to rule out Previous episode: |

other causes of TMA

Spontaneous PT dependent, PT
remission or resistant or previous
PT sensitive need for eculizumab
Plasmatherapy
Plasmatherapy Plasmatherapy
sensitive resistant
Taper plasmatherapy
PT 5x per week first 2 weeks,
Than, 3x per week for 2 weeks
Plasmatherapy
dependent
- v -

Eculizumab treatment
Standard protocol, dose therapy depending on body weight.

| Evaluation therapy after 3 months |

| Monitoring |
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Verkort behandelschema Radboudumc
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Maanden na start behandeling
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Eculizumab concentratie bloed
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Weken tussen de giften
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Vergoeding weesgeneesmiddelen
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Addon 1: Add on 2:

PESaM questionnaire
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Samen kiezen voor beter
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Eerste landelijke data

Inclusie in CUREiIHUS
Alternatieve diagnose
n=3

n=32

Afbouwen therapie ~ Stakentherapie
n=8 Mediaan of 19 ( range 4-88) weken
n=20

Recidief
Mediaan of 23 (range 3-53) weken
n=4

Afbouwen na re-initatie eculizumab

n=5
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Kosten reductie € 9.300.00 (55%)
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Take home message

* Landelijk protocol voor diagnose en behandeling zeldzame ziekte aHUS
* Afbouwen en stoppen eculizumab is mogelijk
* Relapse aHUS in 20-30% binnen 1 jaar

* Geen chronische schade na herstart eculizumab
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