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STANDARD MEDICARE PART B MANAGEMENT

SPINRAZA (nusinersen)

POLICY
. INDICATIONS

The indications below including FDA-approved indications and compendial uses are considered a covered
benefit provided that all the approval criteria are met and the member has no exclusions to the prescribed
therapy.

FDA-Approved Indication
Spinraza is indicated for the treatment of spinal muscular atrophy (SMA) in pediatric and adult patients.

All other indications will be assessed on an individual basis. Submissions for indications other than those
enumerated in this policy should be accompanied by supporting evidence from Medicare approved
compendia.

Il. DOCUMENTATION

The following documentation must be available, upon request, for all initial submissions: Deletion or mutation
at the SMN1 allele confirmed by genetic testing.

lll. PRESCRIBER SPECIALTIES

This medication must be prescribed by or in consultation with a physician who specializes in treatment of
spinal muscular atrophy.

IV. CRITERIA FOR INITIAL APPROVAL

Spinal muscular atrophy (SMA)

Authorization of 12 months may be granted for treatment of SMA when all of the following criteria are met:

A. Member has a diagnosis of SMA confirmed by genetic testing showing deletion or mutation at the SMN1
allele.

B. Member has Type 1, Type 2 or Type 3 SMA.

C. Member will not use Spinraza and Evrysdi concomitantly.

V. CONTINUATION OF THERAPY

All members (including new members) requesting authorization for continuation of therapy must be currently
receiving therapy with the requested agent.

Spinraza 2133-A MedB CMS P2023.docx © 2023 CVS Caremark. All rights reserved.
This document contains confidential and proprietary information of CVS Caremark and cannot be reproduced, distributed or printed without written

permission from CVS Caremark. This document contains prescription brand name drugs that are trademarks or registered trademarks of
pharmaceutical manufacturers that are not affiliated with CVS Caremark.

W CVS caremark



VL.

VIL.

Reference number(s)
2133-A

Authorization for 12 months may be granted when all of the following criteria are met:
A. The member is currently receiving therapy with Spinraza.

B. Spinraza is being used to treat an indication enumerated in Section IV.

C. The member is receiving benefit from therapy.

D. Member will not use Spinraza and Evrysdi concomitantly.

SUMMARY OF EVIDENCE

The contents of this policy were created after examining the following resources:

1. The prescribing information for Spinraza.

2. The available compendium
a. National Comprehensive Cancer Network (NCCN) Drugs and Biologics Compendium
b. Micromedex DrugDex
c. American Hospital Formulary Service- Drug Information (AHFS-DI)
d. Lexi-Drugs
e. Clinical Pharmacology

3. Spinal muscular atrophy: diagnosis and management in a new therapeutic era.

4. EFNS guidelines for the molecular diagnosis of neurogenetic disorders: motoneuron, peripheral nerve

and muscle disorders.
5. Consensus statement for standard care in spinal muscular atrophy.

After reviewing the information in the above resources, the FDA-approved indications listed in the prescribing
information for Spinraza are covered.

EXPLANATION OF RATIONALE
Support for FDA-approved indications can be found in the manufacturer’s prescribing information.

Support for using genetic testing as a requirement for diagnosis is supported by a guideline by Arnold and
colleagues. Molecular genetic testing is the standard tool for the diagnosis of SMA. Patients with SMA have
homozygous loss of function of both SMN1 copies. Genetic testing for homozygous deletion will confirm the
disease in 95% of patients irrespective of disease severity. All other patients with SMN-related SMA will be
compound heterozygotes with a single SMN1 deletion and a frameshift, nonsense, or missense mutation in the
other SMN1 copy. If homozygous SMN1 deletion is not evident in a patient with suspected SMA, SMN1
dosage analysis and sequencing of the remaining SMN1 gene should be performed.

The traditional classification strategy divides patients into four groups. Type 1 is the most common and severe
form. Patients experience an onset in the first six months of life and are never able to sit upright. Patients with
Type 2 SMA are usually diagnosed in the first eighteen months of life. The ability to sit is typically achieved by
9 months and patients will never stand or walk independently, but some patients will be able to stand with
assistance of bracing or a standing frame. Patients with Type 3 SMA typically exhibit symptoms after 18
months. The patient is able to stand or walk without support, but many patients lose these abilities when the
disease progresses. Patients with type 4 SMA experience symptoms starting in adulthood and are ambulatory.
The studies cited in the prescribing information included patients with type 1, 2 and 3 SMA.
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