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Specialty Guideline Management
Kygevvi

Products Referenced by this Document

Drugs that are listed in the following table include both brand and generic and all dosage forms and
strengths unless otherwise stated. Over-the-counter (OTC) products are not included unless otherwise
stated.

Brand Name Generic Name
Kygevvi Doxecitine and doxribtimine
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 Indications'

KYGEVVI is indicated for the treatment of thymidine kinase 2 deficiency (TK2d) in adults and pediatric
patients with an age of symptom onset on or before 12 years.

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

Documentation

Submission of the following information is necessary to initiate the prior authorization review:

Initial Requests'™™>
Chart notes or medical record documentation documenting all of the following:

¢ Genetic confirmation of pathogenic TK2 variants supporting diagnosis.
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e Absence of other genetic disease, polygenic disease, or inborn errors of metabolism.
¢ Symptom onset on or before 12 years of age.
e Baseline liver transaminases (ALT, AST) and total bilirubin levels prior to treatment initiation.

Continuation Requests

Chart notes and/or medical records documenting a response to therapy.

Prescriber Specialties

This medication must be prescribed by or in consultation with a pulmonologist or a physician who
specializes in the treatment of metabolic or neuromuscular disorders.

Coverage Criteria

Thymidine Kinase 2 Deficiency'®

Authorization of 12 months may be granted for treatment of thymidine kinase 2 deficiency when all of the
following criteria are met:

o Member has genetic confirmation of pathogenic TK2 variants.

¢ Member has absence of other genetic disease, polygenic disease, or concurrent inborn error of
metabolism.

¢ Member has experienced symptom onset on or before 12 years of age.

o Baseline liver transaminases (ALT, AST) and total bilirubin levels prior to treatment initiation.

¢ Member does not have a history of liver disease or liver function tests (ALT, AST, or total
bilirubin) greater than or equal two times the upper limit of normal at baseline per the laboratory
administering the test.

¢ Member does not have renal insufficiency requiring dialysis.

e Member does not have severe end-organ hypo-perfusion syndrome secondary to cardiac
failure resulting in lactic acidosis.

Continuation of Therapy

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 or stabilization in motor function
(e.g., 6-minute walk test [6MWT], Motor Function Measure [MFM] 20 or MFM 30), pulmonary function,
ability to meet growth and developmental milestones].
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