MEDICATION POLICY:

Vijoice® V7 Ventegra

Generic Name: alpelisib Preferred: N/A

Applicable Drugs: Vijoice® Non-preferred: Vijoice® (alpelisib)

Date of Origin: 5/22/2023

Date Last Reviewed / Revised: 5/22/2023

PRIOR AUTHORIZATION CRITERIA

(May be considered medically necessary when criteria | through VII are met)

I.  Documented diagnosis of PIKSCA-Related Overgrowth Spectrum (PROS) and all of the
following:

A. Documentation of a pathogenic or likely pathogenic PIK3CA gene variant confirmed
by testing.

B. Documentation of congenital or early childhood onset.
C. Documentation of sporadic (patchy) and mosaic (irregular) overgrowth.
D. Documentation of features i) orii):
i. =2 of the following spectrum features:
1. Overgrowth of adipose, muscle, nerve or skeletal tissue.
2. Vascular malformations (arteriovenous, capillary, lymphatic, or venous)
3. Epidermal Nevus
i. Documentation of 2 1 or more isolated features:
1. Large Isolated Lymphatic Malformation

2. Isolated Macrodactyly or Overgrown Splayed Feet/ Hands, Overgrown
Limibos

3. Truncal Adipose Overgrowth

4. Hemimegalencephaly (bilateral)/ Dysplastic Megalencephaly/ Focal
Cortical Dysplasia type 2

5. Epidermal nevus
6. Seborrheic Keratoses
7. Benign Lichenoid Keratoses

ll.  Documentation of severe manifestations of PROS (e.g., severe vascular malformations, severe
epilepsy, chronic bleeding, severe manifestations despite prior surgical or interventional
modalities) requiring systemic therapy.
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. Documentation of at least one target lesion and measurement of target lesion volume on
imaging at baseline.

IV. Age: =2 years and older.

V. Medication dose, plan for appropriate monitoring, and/or dose adjustment(s) consistent with
FDA labeling (Tables 1 and 2).

VI.  Must be prescribed by or in consultation with a physician specializing in the management of
PRQOS or treatment of genetic disorders.

VIl.  Refer to plan document for the list of preferred products. If the requested agent is noft listed as
a preferred product, must have a documented failure, intolerance, or contfraindication to a
preferred product(s).

EXCLUSION CRITERIA

e Pregnancy/Breastfeeding

OTHER CRITERIA
e N/A

QUANTITY / DAYS SUPPLY RESTRICTIONS
e Patients 2to < 6 years old:
o 50 mg per day dose: twenty-eight 50 mg tablets per 28 days
e Patients 6 to < 18 years old:
o 50 mg per day dose: twenty-eight 50 mg tablets per 28 days
o 125 mg per day dose: twenty-eight 125 mg tablets per 28 days
e Patients > 18 years old:
o 50 mg per day dose: twenty-eight 50 mg tablets per 28 days.
o 125 mg per day dose: twenty-eight 125 mg tablets per 28 days.

o 250 mg per day dose: twenty-eight 50 mg tablets and twenty-eight 200 mg tablets per
28 days.

APPROVAL LENGTH

e Authorization: 6 months

e Re-Authorization: 12 months, progress notes showing positive clinical benefits from the drug
treatment (e.g., 2 20% reduction in measurement of target lesion volume, reduction of sum of
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lesion volume, and/or improvements disease symptomatology [e.g., pain, limb asymmetry,
vascular malformation, bleeding, or functional improvement].

APPENDIX

Table 1. FDA dosage recommendation by age.

Patient age

Initial dose

Dose increase after 24 weeks

2 to <6 years old

50 mg orally once daily

Not applicable

6to <18 years old

50 mg orally once daily

125 mg orally once daily

2> 18 years old

250 mg orally once daily

Not applicable

Table 2. FDA recommended dose reduction for adverse reactions.

Patient age Baseline dose First-dose Second dose-reduction
reduction
2 to < 6 years old 50 mg once Not applicable Not applicable
daily
6to<18yearsold | 125 mg once 50 mg once daily Not applicable
daily

> 18 years old

250 mg once
daily

125 mg once daily | 50 mg once daily
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DISCLAIMER: Medication Policies are developed to help ensure safe, effective and appropriate use of selected
medications. They offer a guide to coverage and are not infended to dictate to providers how to practice medicine. Refer
fo Plan for individual adoption of specific Medication Policies. Providers are expected to exercise their medical judgement
in providing the most appropriate care for their patients.
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