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Immunogenicity & safety of Idursulfase Beta in replacement therapy for
Hunter syndrome.
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Abstract:

Background: The therapeutic effects of current enzyme replacement therapy (ERT) for MPS II (MPS II, Hunter syndrome) are well known on vis-
ceral signs, but immune-allergic safety may be of concern. Worldwide, ERT is available with either Idursulfase (Elaprase®; Shire HGT Pharmaceuti-
cals, Cambridge, MA, USA) or Idursulfase beta (Hunterase®; Green Cross Corp., Yongin, Korea). Material & Method: We conducted a retrospective
review of the safety profile of Idursulfase Beta in two male patients treated for more than a year (78 weeks): A patient aged 3.5 years and another
child of 9 years old; Monitoring of the weekly intravenous ERT was done according to current international recommendations, highlighting two
specifications: Duration and speed of infusions and premedication with paracetamol, antihistamines and corticosteroids. Results: During the period
of study, two episodes of AE were reported: General itching for the first patient at week 4 of treatment; Facial redness and malaise, without dyspnea
nor anaphylaxis, for the second patient at week 25 of ERT. These acute episodes resolved quickly after a bolus of 2mg/kg of intravenous methylpred-
nisolone and tapering the rhythm of the parenteral route. Neither stopping infusions nor discontinuing ERT were considered by doctors or required
from parents of patients. No severe adverse events were noted, and global adherence to timely IV regular perfusions was qualified as very good (>
90 %). Discussion: ERT is used for various mucopolysaccharidoses and seem, globally, to have a good safety profile. Idursulfase Beta (Hunterase*)
is available in Algeria since 2014 and showed apparent safety on an 18-month period in our patients. Even not consensual, premedication is man-
datory in Setif University Hospital, Department of Pediatrics for all MPS patients receiving ERT: Oral Antihistamines and Oral Antipyretics given
60 minutes before ERT; Corticosteroids (methylprednisolone, 1 mg /kg, 30 mn before infusion). This pretreatment might, at least partially, explain
these few adverse events (AE) reported in these cases. Our monocentric retrospective report is also reinforced by similar recent pharmacological
safety papers. Conclusion: Despite the small size of our cohort, safety profile of 0.5 mg/kg/week of Idursulfase beta infusion appears similar to that

reported in other centers. Larger cohorts, multi-centric and long-term evaluations are needed.
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