Wellmark.

DRUG POLICY

Kygevvi™ (doxecitine and doxribtimine)

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 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
Kygewvi 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.

POLICY

Required Documentation
Submission of the following information is necessary to initiate the prior authorization review:
1. For initial requests:
A. Chart notes or medical record documentation documenting all of the following:
1) Genetic confirmation of pathogenic TK2 variants supporting diagnosis.
2) Absence of other genetic disease, polygenic disease, or inborn errors of
metabolism.
3) Symptom onset on or before 12 years of age.
4) Baseline liver transaminases (ALT, AST) and total bilirubin levels prior to
treatment initiation.
2. For continuation requests:
A. Chart notes and/or medical records documenting a response to therapy.

Prescriber Specialties
The requested medication must be prescribed by or in consultation with one of the following:
1. Pulmonologist
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2. Physician specialized in the treatment of metabolic or neuromuscular disorders

Criteria for Initial Approval

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:

1. Member has genetic confirmation of pathogenic TK2 variants.
2. 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.

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

5. 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.

6. Member does not have renal insufficiency requiring dialysis.

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

o

Continuation of Therapy

Thymidine Kinase 2 Deficiency

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].

Other
Kygevvi (doxecitine and doxribtimine) is considered not medically necessary for members who do not
meet the criteria set forth above.

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 FDA Recommended Dosing
Starting dose: 260 mg/kg/day (consisting of 130 mg doxecitine
and 130 mg doxribitimine)

Intermediate dose: 520 mg/kg/day (consisting of 260 mg
Kygevvi (doxecitine and doxecitine and 260 mg doxribitimine)
doxribtimine) 2 g/2 g packet
Maintenance dose: 800 mg/kg/day (consisting of 400 mg
doxecitine and 400 mg doxribitimine)

Administer in 3 equally divided doses with food.

©2026 CVS Caremark. All rights reserved. 2



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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