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PHARMACY POLICY STATEMENT

HAP CareSource™ Marketplace

DRUG NAME Revcovi (elapegademase-lvir)
BENEFIT TYPE Pharmacy
STATUS Prior Authorization Required

Revcovi, approved by the FDA in 2018, is a recombinant adenosine deaminase (rADA) indicated for the
treatment of adenosine deaminase severe combined immune deficiency (ADA-SCID) in pediatric and adult
patients. It acts as an enzyme replacement therapy (ERT).

SCID associated with a deficiency of ADA enzyme is a very rare, inherited, and often fatal purine salvage
pathway defect. ADA deficiency is a primary immunodeficiency caused by a genetic mutation that affects
white blood cell (WBC) production. ADA-SCID is the most complete form of ADA deficiency and typically
leads to a severe combined immunodeficiencywith dysfunctionof T, B, and natural killer cells (T-B-NK- SCID),
presenting in the first few months of life. Non-immune symptoms also occur.

Revcovi provides an exogenous source of ADA enzyme that is associated with a decrease in toxic adenosine
and deoxyadenosine nucleotide levels as well as an increase in lymphocyte number. Itis a second-generation
ADA replacement therapy, taking the place of the discontinued first-generation ADA replacement product,
Adagen. Most newly diagnhosed patients should initially receive ERT. Ideally, it is used as a bridge prior to
allogeneic hematopoietic stem cell transplantation (HSCT) when that is an option.

Treatment with Revcovi requires extensive monitoring. Immune function, including the ability to produce
antibodies, generally improves after 2 - 6 months of therapy, and matures over alonger period. Improvement
in the general clinical status of the patient may be gradual but should be apparent by the end of the first year.

Revcovi (elapegademase-Ivir) will be considered for coverage when the following
criteria are met:

For initial authorization:
1. Medication must be prescribed by or in consultation with an immunologist, geneticist, or
hematologist/oncologist; AND
2. Member has a diagnosis of ADA-SCID confirmed by at least one of the following:
a) Absent or very low ADA activity (<1%) in red blood cells or in extracts of dried blood spots
b) Molecular genetic testing showing bi-allelic pathogenic variants in the ADA gene; AND
3. Baseline lab values for monitoring of all the following parameters must be provided:
a) ADA activity level
b) Erythrocyte dAXP levels
c) Total lymphocyte counts; AND
4. Member meets one of the following:
a) Revcoviis being used as a bridge prior to undergoing HSCT
b) Member is not a candidate for HSCT or does not have a matched donor available
c) Member has failed HSCT; AND
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5. Member does not have severe thrombocytopenia (platelet count <50 x 1079/L).

6. Dosage allowed/Quantity limit: The starting weekly dose is 0.4 mg/kg intramuscularly, divided into
two doses (0.2 mg/kg twice a week), for a minimum of 12 to 24 weeks until immune reconstitution is
achieved.

Then, the dose may be gradually adjusted down to maintain trough ADA activity over 30 mmol/hr/L,
trough dAXP level under 0.02 mmol/L, and/or to maintain adequate immune reconstitution based on
clinical assessment.

Note: It is generally not advised to continue ERT for more than a few years.

If all the above requirements are met, the medication will be approved for 6 months.

For reauthorization:
1. Chart notes must show at least one of the following:

a) Trough plasma ADA activity level of at least 30 mmol/hr/L

b) Trough erythrocyte dAXP levels below 0.02 mmol/L

c) Improved lymphocyte counts

d) Improved clinical immune status (i.e., fewer/less severe infections compared to baseline); AND
2. Member meets one of the following:

a) Revcovi is being used as a bridge prior to undergoing HSCT

b) Member is not a candidate for HSCT or does not have a suitable donor

c) Member has failed HSCT.

If all the above requirements are met, the medication will be approved for an additional 12 months.

HAP CareSource considers Revcovi (elapegademase-lvir) not medically
necessary for the treatment of conditions that are not listed in this document.
For any other indication, please refer to the Off-Label policy.

New policy for Revcovi created.
Updated references. Removed note about Adagen. Added note about duration of use.
Minor wording change in diagnostic requirement (Hershfield 2024).
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