Xenpozyme (olipudase alfa-rpcp)

Override(s) Approval Duration
Prior Authorization Initial requests: 6 months
Continuation requests: 1 year

Medications Dosing Limit
Xenpozyme (olipudase alfa-rpcp) for 3 mg/kg every 2 weeks
injection, for intravenous use

APPROVAL CRITERIA

Initial requests for Xenpozyme (olipudase alfa-rpcp) may be approved if the following criteria
are met:

|.  Individual has a diagnosis of acid sphingomyelinase deficiency (ASMD); AND
II.  Individual has a clinical presentation consistent with ASMD type B OR ASMD type A/B;
AND
lll.  Documentation is provided that diagnosis has been confirmed by (McGovern 2017):
A. Pathogenic sphingomyelin phosphodiesterase-1 (SMPD1) gene mutation; OR
B. Deficiency in acid sphingomyelinase (ASM) activity as measured in fibroblasts,
leukocytes or dried blood spot;
AND
IV.  Individual is using for the treatment of non-central nervous system disease
manifestations.

Continuation requests for Xenpozyme (olipudase alfa-rpcp) may be approved if the following
criterion is met:

I.  There is confirmation of clinically significant improvement or stabilization in clinical signs
and symptoms of disease (including but not limited to improvement in splenomegaly,
hepatomegaly, pulmonary function or platelet count).

Requests for Xenpozyme (olipudase alfa-rpcp) may not be approved for the following:

I.  Individual has a clinical presentation consistent with ASMD type A; OR
II.  Individual has a diagnosis of Niemann-Pick disease type C; OR
[ll.  May not be approved when the above criteria are not met and for all other indications.

NOTE:

Xenpozyme has a black box warning for severe hypersensitivity reactions including
anaphylaxis. Appropriate medical support measures, including cardiopulmonary resuscitation
equipment, should be readily available during Xenpozyme administration. If a severe
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hypersensitivity reaction occurs, Xenpozyme should be discontinued immediately, and
appropriate medical treatment should be initiated.
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Federal and state laws 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 from the health plan.
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