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Von Willebrand Factors

(Vonvendi [von Willebrand factor {recombinant}],
Wilate [von Willebrand factor/coagulation factor VIII complex {human}])

When requesting Vonvendi® or Wilate®, the individual requiring treatment must be
diagnosed with one of the following FDA-approved indications and meet the specific
coverage guidelines and applicable safety criteria for the covered indication.

FDA-Approved Indications

Vonvendi
Vonvendi is a recombinant von Willebrand factor indicated for use in adult and pediatric
patients with von Willebrand disease (VWD) for:

e On-demand treatment and control of bleeding episodes

e Perioperative management of bleeding

e Routine prophylaxis to reduce the frequency of bleeding episodes

Wilate
Wilate is indicated in children and adults with von Willebrand disease for:
e On-demand treatment and control of bleeding episodes
o Perioperative management of bleeding
e Routine prophylaxis to reduce the frequency of bleeding episodes (age 6 years
and older)

Wilate is indicated in adolescents and adults with hemophilia A for:
e Routine prophylaxis to reduce the frequency of bleeding episodes
e On-demand treatment and control of bleeding episodes

Coverage Guidelines

Vonvendi
Von Willebrand Disease

The individual must meet the following criteria for authorization:
e Vonvendi is being requested for one of the following:
o On demand treatment and control of bleeding episodes; OR
o Perioperative management of bleeding; OR
o Routine prophylaxis to reduce frequency of bleeding episodes;
e Vonvendi is prescribed by or in consultation with a hematologist or a hemophilia
specialist.

Wilate
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Von Willebrand Disease

The individual must meet the following criteria for authorization:
e Wilate is being requested for one of the following:
o On demand treatment and control of bleeding episodes; OR
o Perioperative management of bleeding; OR
o Routine prophylaxis to reduce the frequency of bleeding episodes;
e Wilate is prescribed by or in consultation with a hematologist or a hemophilia
specialist.

Hemophilia A

The individual must meet the following criteria for authorization:
e Wilate is being requested for one of the following:
o On demand treatment and control of bleeding episodes; OR
o Routine prophylaxis to reduce frequency of bleeding episodes;
o Wilate is prescribed by or in consultation with a hematologist or a hemophilia
specialist.

Approval duration: 12 months

Dosing Recommendations

For intravenous use only

Vonvendi
On-demand treatment and control of bleeding episodes: the recommended initial dose is
40-80 1U/kg. Adjust the dosage based on the extent and location of bleeding.

Bleeding Episode | Initial Dose Subsequent Dose

Minor 40-50 1U/kg 40-50 1U/kg every 8-24 hours

Major 50-80 IU/kg 40-60 IU/kg every 8-24 hours for approximately
2-3 days

Perioperative management of bleeding:
For elective surgical procedure:

e A dose of Vonvendi may be given 12 to 24 hours prior to surgery to allow the
endogenous factor VIl levels to increase to at least 30 IU/dL (minor surgery) or
60 U/dL (major surgery).

e Assess FVIII:C levels within 3 hours prior to surgery; If the FVIII:C levels are at or
above the recommended minimum target levels, administer a dose of Vonvendi
alone within 1 hour prior to the procedure. If the FVIII:C levels are below the
recommended minimum target levels, administer recombinant factor VIII in
addition to Vonvendi to raise VWF:RCo and FVIII:C.

For emergency surgery:
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e Assess baseline VWF:RCo and FVIII:C levels within 3 hours prior to surgery. If not
available, use weight based dosing calculation.

e Administer Vonvendi one hour before surgery with or without recombinant factor
VIII and adjust the dose to raise VWF:RCo and FVIII:C to adequate level.

Routine prophylaxis to reduce the frequency of bleeding episodes in patients:
e The recommended initial dose is 40 to 60 IU/kg administered twice weekly. The
dose may be adjusted up to 60 1U/kg twice weekly based on frequency of bleeding
episodes.

Wilate

Von Willebrand disease:
Required IU = body weight (BW) in kg x desired VWF:RCo rise (%) (IU/dL) x 0.5 (IU/kg
per IU/dL)

Types of Loading Dose | Maintenance Dose
hemorrhages/surgery

Minor Hemorrhages 20-40 1U/kg 20-30 IU/kg every 12-24 hours

Major Hemorrhages 40-60 1U/kg 20-40 1U/kg every 12-24 hours

15-30 1U/kg or half the loading dose every

Minor Surgeries 30-60 1U/kg 12-24 hours for up to 3 days

20-40 1U/kg or half the loading dose every

Major Surgeries 40-60 1U/kg 12-24 hours for up to 6 days or more

For routine prophylaxis to reduce the frequency of bleeding episodes:
The recommended dose is 20-40 IU/kg two or three times per week.

Hemophilia A:
Required IU: body weight (BW) in kg x desired Factor VIl rise (%) (IU/dL) x 0.5 (1U/kg per
U/dL)

For on-demand treatment and control of bleeding episodes:

Types of Recommended | Frequency of Doses (hours)
hemorrhages dosage (IU/kg

body weight)
Minor 30-40 Repeat every 12-24 hours
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Moderate 30-40 Repeat every 12-24 hours

Major 35-50 Repeat every 12-24 hours

Life threatening 35-50 Repeat every 8-24 hours

For routine prophylaxis:
The recommended dose is 20-40 IU/kg every 2 to 3 days.
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