Market Applicability
Market GA KY MD NJ NY WA
Applicable X X X NA X X

Elaprase (idursulfase)

Override(s) Approval Duration
Prior Authorization 1 year

Medications Dosing Limit

Elaprase (idursulfase) 6 mg vial 0.5 mg/kg once per week

APPROVAL CRITERIA

Initial requests for Elaprase (idursulfase) may be approved if the following criteria are
met:

l. Individual has a diagnosis of Mucopolysaccharidosis Il (MPS I, Hunter syndrome)
confirmed by (Scarpa 2011, Wraith 2008):
A. Documented deficiency in iduronate 2-sulfatase enzyme activity as measured in

fibroblasts or leukocytes combined with normal enzyme activity level of another
sulfatase; OR

B. Documented pathologic iduronate 2-sulfatase gene mutation;

AND
Il. The individual has symptoms attributable to MPS Il including (Muenzer 2012, Wraith 2008):

Skeletal deformities; OR
Sleep apnea; OR
Valvular heart disease.

A. Developmental delay or cognitive impairment; OR
B. Freqguent infections; OR

C. Hearing loss; OR

D. Hepatosplenomegaly; OR

E. Hernias; OR

F. Impaired respiratory function; OR

G. Joint pain; OR

H.

l.

J.

Continuation requests for Elaprase (idursulfase) may be approved if the following criterion is
met

l. There is confirmation of clinically significant improvement or stabilization in clinical signs
and symptoms of disease (including but not limited to reduction in urinary GAG excretion,
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reduction in hepatosplenomegaly, improvement in pulmonary function, improvement in
walking distance and/or improvement in fine or gross motor function) compared to the
predicted natural history trajectory of disease.

Elaprase (idursulfase) is may not be approved when the criteria above are not met and for all
other indications.

Note:
Elaprase has a black box warning for risk of anaphylaxis. Life-threatening anaphylactic
reactions have occurred and up to 24 hours after Elaprase infusions. Appropriate
medical support should be available during Elaprase administration, and individuals
should be educated on the signs and symptoms of anaphylaxis and to seek immediate
medical care should they occur. Individuals with compromised respiratory function or
acute respiratory disease may be at risk of serious acute exacerbation of their
respiratory compromise due to hypersensitivity reactions, and require additional
monitoring.
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Federal and state law s or requirements, contract language, and Plan utilization management programs or polices may take
precedence over the application of this clinical criteria.

No part of this publication may be reproduced, stored in a retrieval system or transmitted, in any form or by any means,
electronic, mechanical, photocopying, or otherwise, without permission fromthe health plan.
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