blue @

CALIFORNIA

PROMISE

nusinersen (Spinraza)

Medical Benefit Drug Policy

Place of Service

Hospital Administration

Office Administration

Outpatient Facility Infusion Administration
Infusion Center Administration

Home Infusion

Drug Details

USP Category: GENETIC OR ENZYME OR PROTEIN DISORDER: REPLACEMENT,
MODIFIERS, TREATMENT

Mechanism of Action: a survival motor neuron-2 (SMN2)-directed antisense oligonucleotide
HCPCS:

J2326:Injection, nusinersen, 0.1 mg

How Supplied:

12 mg/5 mL (2.4 mg/mL) in a single-dose vial (3)

28 mg/5 mL (5.6 mg/mL) in a single-dose vial (3)

50 mg/5 mL (10 mg/mL) in a single-dose vial (3)

Condition(s) listed in policy (see coverage criteria for details)
e Spinal Muscular Atrophy (SMA)

Any condition not listed in this policy requires a review to confirm it is medically necessary. For
conditions that have not been approved for intended use by the Food and Drug Administration (i.e.,
off-label use), the criteria outlined in the California Code of Regulations (CCR), Title 22, Section
51303 and 51313 must be met.

Special Instructions and Pertinent Information

Provider must submit documentation (such as office chart notes, lab results or other clinical
information) to ensure the member has met all medical necessity requirements.

The member's specific benefit may impact drug coverage. Other utilization management
processes, and/or legal restrictions may take precedence over the application of this
clinical criteria.

Coverage Criteria
The following condition(s) require Prior Authorization/Preservice.

Spinal Muscular Atrophy (SMA)

Meets medical necessity if all the following are met:

Initial

1. Prescribed by or in consultation with a neurologist

2. Diagnosis of SMA confirmed by genetic testing demonstrating bi-allelic mutations in
the survival motor neuron 1(SMNT1) gene by one of the following (a or b):
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a. Deletion of both copies of the SMN1 gene

b. Identification of pathogenic variant(s) in both copies of the SMN1 gene

Genetic documentation of 4 or fewer copies of SMN2

4. Either of the following:
a. Provider attestation that patient has not received prior therapy with Zolgensma
b. Provider attestation that patient had an inadequate response with Zolgensma

5. Not being used in combination with Evrysdi, Zolgensma, or Itvisma

6. Dose does not exceed the FDA-approved maximum

W

Reauthorization

1. Patientis responding based upon documentation of stabilization or improvement of
continued motor function relative to projected natural course of SMA

2. Not being used in combination with Evrysdi, Zolgensma, or Itvisma

3. Dose does not exceed the FDA-approved maximum

Covered Doses:

Loading Dosages Maintenance Dosages
Administer a total of four
Low Dose Regimen loading doses as follows: o
Administer 12 mg once every
e onel2 mg dose every 14 .
. . 4 months starting 4 months
(Low dose with four loading days for three doses, then .
after the last loading dose.
doses) e afourth12 mg dose 30

days after the third dose.
Administer a total of two
loading doses as follows: Administer 28 mg once every
one 50 mg dose followed |4 months starting 4 months
by a second 50 mg dose |after the last loading dose.
14 days later

High Dose Regimen

(High dose with two loading
doses)

If transitioning from the Low Dose Regimen to High Dose Regimen, administer a single 50
mg bolus dose at least four months (+/- 14 days) after the last 12 mg maintenance dose,
followed by a 28 mg maintenance dose once every 4 months thereafter. Additional clinical
benefit in patients who transition from the Low Dose Regimen to the High Dose Regimen
has not been established in a controlled study.

Coverage Period:

Yearly

ICD-10:
G12.0, G12.1
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Review History
Date of Last Annual Review: 4Q2025
Changes from previous policy version:

e Spinal muscular atrophy: Clarified covered doses for transitioning from the Low Dose
Regimen to High Dose Regimen

Blue Shield of California Medication Policy to Determine Medical Necessity
Reviewed by P&T Committee
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