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This document addresses the use of Brineura (cerliponase alfa), a recombinant human tripeptidyl peptidase 1 enzyme replacement
therapy for the treatment of late infantile neuronal ceroid lipofuscinosis type 2 (CLN2).

CLN2 is a form of Batten disease, a fatal inherited disorder of the nervous system, and results from a functional reduction in tripeptidyl
peptidase 1 (TPP1) which is an enzyme that degrades proteins. Absence of TPP1 results in the accumulation of lysosomal storage
materials in the brain and other organs and leads to progressive neurodegeneration and loss of cognitive, motor and visual function.

Brineura is approved to slow the loss of ambulation in symptomatic individuals with CLN2.

Clinical Criteria

When a drug is being reviewed for coverage under a member's medical benefit plan or is otherwise subject to clinical review (including
prior authorization), the following criteria will be used to determine whether the drug meets any applicable medical necessity
requirements for the intended/prescribed purpose.

Brineura (cerliponase alfa)

Requests for Brineura (cerliponase alfa) may be approved for:

I Symptomatic individuals with a diagnosis of late infantile neuronal ceroid lipofuscinosis type 2 (CLN2) as confirmed by:
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A. Tripeptidyl peptidase 1 (TPP1) deficiency; OR Formatted: Font: Not Bold
B. Detection of pathogenic mutations in each allele of the TPP1 gene (also known as the neuronal ceroid lipofuscinosis type
2 gene): P 9 9 ( P P Formatted: Normal, Indent: Left: 0.5", No bullets or
AND Y numbering
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I Individual has signs or symptoms of acute or unresolved localized infection on or around the device insertion site (such as, X ]
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1. Individual has suspected or confirmed central nervous system (CNS) infection (such as, cloudy cerebrospinal fluid [CSF], or Formatted: No underline
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The following codes for treatments and procedures applicable to this document are included below for informational purposes. Inclusion
or exclusion of a procedure, diagnosis or device code(s) does not constitute or imply member coverage or provider reimbursement
policy. Please refer to the member's contract benefits in effect at the time of service to determine coverage or non-coverage of these
services as it applies to an individual member.

HCPCS

J0567 Injection, cerliponase alfa, 1 mg [Brineura] /{ Formatted: Font: Bold

ICD-10 Diagnosis

E75.4 Neuronal ceroid lipofuscinosis /{ Formatted: Font: Bold
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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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