Nexviazyme (avalglucosidase alfa-ngpt)

Override(s) Approval Duration
Prior Authorization 1 year

Medications Dosing Limit
Nexviazyme (avalglucosidase alfa-ngpt) 100 | 20 mg/kg every 2 weeks*
mg vial

*Nexviazyme (avalglucosidase alfa-ngpt) may be approved 40 mg/kg every 2 weeks for
individuals <30 kg.

APPROVAL CRITERIA

Initial requests for Nexviazyme (avalglucosidase alfa-ngpt) may be approved if the following
criteria are met:

I. Individual has a diagnosis of non-infantile onset (late-onset) Pompe disease as confirmed
by all of following (ACMG 2006):

A. Documentation is provided for GAA enzyme assay which shows reduced enzyme
activity less than 40% of the lab specific normal mean value; AND

B. Documentation is provided for a second GAA enzyme activity assay in a separate
sample (from purified lymphocytes, fibroblasts or muscle) or by GAA gene
sequencing (AANEM 2009); AND

C. Forced vital capacity (FVC) 30 -79% of predicted value, and documentation is
provided; AND

D. Ability to walk 40 meters on a 6-minute walk test (assistive devices permitted), and
documentation is provided,;

Continuation requests for Nexviazyme (avalglucosidase alfa-ngpt) may be approved if the
following criteria are met:

I. Individuals with non-infantile onset (late-onset) Pompe disease are responding to therapy
(including improvement, stabilization, or slowing of disease progression)

Requests for Nexviazyme (avalglucosidase alfa-ngpt) may not be approved for the following:

[.  In combination with Lumizyme (alglucosidase alfa); OR
Il. In combination with Pombiliti; OR
I1l. When the above criteria are not met and for all other indications.
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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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