Wellmark.

DRUG POLICY

Forzinity (elamipretide)

BENEFIT APPLICATION

Benefit determinations are based on the applicable contract language in effect at the time the
services were rendered. Exclusions, limitations or exceptions may apply. Benefits may vary based
on contract, and individual member benefits must be verified. Wellmark determines medical
necessity only if the benefit exists and no contract exclusions are applicable. This medical policy
may not apply to FEP. Benefits are determined by the Federal Employee Program.

DESCRIPTION

The intent of the policy is to provide coverage consistent with product labeling, FDA guidance, standards
of medical practice, evidence-based drug information, and/or published guidelines. The indications below
including FDA-approved indications and compendial uses are considered covered benefits provided that
all the approval criteria are met and the member has no exclusions to the prescribed therapy.

FDA-Approved Indications
Forzinity is indicated to improve muscle strength in adult and pediatric patients with Barth syndrome
weighing at least 30 kg.

This indication is approved under accelerated approval based on an improvement in knee extensor muscle
strength, an intermediate clinical endpoint. Continued approval for this indication may be contingent upon
verification and description of clinical benefit in a confirmatory trial.

POLICY

Required Documentation
Submission of the following information is necessary to initiate the prior authorization review:
1. Initial requests:
a. Chart notes or medical record documentation documenting both of the following:
i. Monolysocardiolipin:cardiolipin (MLCL/CL) ratio assay or genetic testing results
supporting diagnosis.
ii. Medical records (e.g. chart notes) of the baseline assessment for the 6-minute walk
test (6BMWT) to establish baseline results.
b. Continuation requests:
i. Chart notes and/or medical records documenting a response to therapy [e.g., improvement
in rate of disease progression as demonstrated by distance walked on the 6-minute walk
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test (6MWT), the Barth Syndrome Symptom Assessment (BTHS-SA) score, muscle
strength as measured by handheld dynamometry (HHD), Five Times Sit-To-Stand (5XSST)
time, SWAY Application Balance Assessment, Patient Global Impression Scales of
Symptoms (PGl), Clinician Global Impression (CGl)].

Criteria for Initial Approval

Barth Syndrome

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

1. Member is 12 years of age or older.

2. Member weighs 30 kg or greater.

3. Member meets either of the following criteria:

A. Member is an adult and meets either of the following criteria:
i. Member has an estimated glomerular filtration rate (eGFR) greater than or
equal to 30 mL/min/1.73 m2.
ii. Member has an eGFR less than 30 mL/min/1.73 m? and is not on dialysis.
B. Member is a pediatric patient and is not renally impaired.
4. The diagnosis of Barth syndrome was confirmed by either of the following:
A. Genetic testing documenting a pathogenic variant in the TAFAZZIN gene.
B. Increased monolysocardiolipin:cardiolipin (MLCL/CL) ratio.

5. Member has completed a 6-minute walk test (6MWT) prior to the start of therapy and has
been found to be ambulatory and impaired per provider.

6. Member does not have uncontrolled hypertension in the opinion of the provider (i.e., blood
pressure consistently elevated above 160 mmHg systolic or 100 mmHg diastolic despite
appropriate treatment).

7. Member has not previously undergone and is not planned to undergo heart transplantation.

8. Member meets either of the following criteria:

A. Member does not have an implantable cardioverter defibrillator (ICD) and is not
planned to undergo an implantation of an ICD.

B. Member has an ICD but no known occurrence of ICD discharge in the past three
months.

9. Member is not currently receiving treatment with chemotherapeutic agents and has not
received prior radiation therapy to the chest.

10. Member has not received stem cell or gene therapy and is not currently being treated by a
therapeutic investigational device.

Continuation of Therapy

Barth Syndrome

Authorization of 12 months may be granted for members requesting continuation of therapy when the
member has demonstrated a response to therapy [e.g., improvement in rate of disease progression as
demonstrated by distance walked on the 6-minute walk test (6MWT), the Barth Syndrome Symptom
Assessment (BTHS-SA) score, muscle strength as measured by handheld dynamometry (HHD), Five
Times Sit-To-Stand (5XSST) time, SWAY Application Balance Assessment, Patient Global Impression
Scales of Symptoms (PGl), Clinician Global Impression (CGI)].

Other
Forzinity is considered not medically necessary for members who do not meet the criteria set forth above.
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Members currently receiving the requested medication as samples or via the manufacturer’s patient
assistance program will be required to meet the criteria for initial approval. This ensures that members are
treated equally regardless of their provider’s ability to access medication samples.

Dosing and Administration
Approvals may be subject to dosing limits in accordance with FDA-approved labeling, accepted compendia,
and/or evidence-based practice guidelines.

Quantity Limits Apply

Medication Standard Limit FDA Recommended Dosing
Forzinity (elamipretide) 4 vials per 28 days 40 mg subcutaneously once daily

vial for injection

PROCEDURES AND BILLING CODES

To report provider services, use appropriate CPT* codes, Alpha Numeric (HCPCS level 2) codes,
Revenue codes, and/or ICD diagnostic codes.
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