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Reference number(s)

4384-A

SPECIALTY GUIDELINE MANAGEMENT

ZOKINVY (lonafarnib)

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.

A.

FDA-Approved Indications

Zokinvy is a farnesyltransferase inhibitor indicated in patients 12 months of age and older with a body

surface area of 0.39 m?and above:

1. To reduce risk of mortality in Hutchinson-Gilford Progeria Syndrome

2. For treatment of processing deficient Progeroid Laminopathies with heterozygous LMNA mutation with
progerin-like protein accumulation

3. For treatment of processing deficient Progeroid Laminopathies with homozygous or compound
heterozygous ZMPSTE24 mutations

Limitations of Use:
Not indicated for other Progeroid Syndromes or processing-proficient Progeroid Laminopathies. Based
upon its mechanism of action, Zokinvy would not be expected to be effective in these populations.

All other indications are considered experimental/investigational and not medically necessary.

DOCUMENTATION

A.

Hutchinson-Gilford Progeria Syndrome

Submission of the following information is necessary to initiate the prior authorization review for
Hutchinson-Gilford Progeria Syndrome: Genetic testing results confirming the member has an LMNA
mutation.

Processing Deficient Progeroid Laminopathy with Progerin-Like Protein Accumulation
Submission of the following information is necessary to initiate the prior authorization review for
Processing Deficient Progeroid Laminopathy with Progerin-Like Protein Accumulation: Genetic testing
results confirming the member has a heterozygous LMNA mutation

Processing Deficient Progeroid Laminopathy without Progerin-Like Protein Accumulation
Submission of the following information is necessary to initiate the prior authorization review for
Processing Deficient Progeroid Laminopathy without Progerin-Like Protein Accumulation: Genetic testing
results confirming the member has either homozygous or compound heterozygous ZMPSTE24 mutations
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lll. CRITERIA FOR INITIAL APPROVAL

A. Hutchinson-Gilford Progeria Syndrome
Authorization of 12 months may be granted for treatment of Hutchinson-Gilford Progeria Syndrome when
all of the following criteria are met:
1. The member is 12 months of age or older
2. The member has a body surface area of 0.39 m? or above
3. The diagnosis of Hutchinson-Gilford Progeria Syndrome has been confirmed with genetic testing
indicating the patient has LMNA mutation.

B. Processing Deficient Progeroid Laminopathy with Progerin-Like Protein Accumulation
Authorization of 12 months may be granted for treatment of Processing Deficient Progeroid Laminopathy
with Progerin-Like Protein Accumulation when all of the following criteria are met:

1. The member is 12 months of age or older

2. The member has a body surface area of 0.39 m2 or above

3. The diagnosis of Processing Deficient Progeroid Laminopathy has been confirmed with genetic testing
indicating the patient has heterozygous LMNA mutation.

C. Processing Deficient Progeroid Laminopathy without Progerin-Like Protein Accumulation
Authorization of 12 months may be granted for treatment of Processing Deficient Progeroid Laminopathy
without Progerin-Like Protein Accumulation when all of the following criteria are met:

1. The memberis 12 months of age or older

2. The member has a body surface area of 0.39 m2 or above

3. The diagnosis of Processing Deficient Progeroid Laminopathy has been confirmed with genetic testing
indicating the patient has homozygous or compound heterozygous ZMPSTE24 mutations.

IV. CONTINUATION OF THERAPY

All members (including new members) requesting authorization for continuation of therapy must meet all initial
authorization criteria.

Authorization of 12 months may be granted for members with an indication listed in Section Ill who are
currently receiving the requested medication through a paid pharmacy or medical benefit, and who are
experiencing benefit from therapy.
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