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SPECIALTY GUIDELINE MANAGEMENT 

 
EVKEEZA (evinacumab-dgnb) 

 
POLICY 
 

I. 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 
Evkeeza is indicated as an adjunct to other low-density lipoprotein-cholesterol (LDL-C) lowering therapies for 
the treatment of adult and pediatric patients, aged 12 years and older, with homozygous familial 
hypercholesterolemia (HoFH).  

 
Limitations of Use: 

• The safety and effectiveness of Evkeeza have not been established in patients with other causes of 
hypercholesterolemia, including those with heterozygous familial hypercholesterolemia (HeFH).  

• The effects of Evkeeza on cardiovascular morbidity and mortality have not been determined 
 
All other indications are considered experimental/investigational and not medically necessary. 

 
 

II. DOCUMENTATION 
 

Submission of the following information is necessary to initiate the prior authorization review:  
A. Current LDL-C level for both initial requests and continuation requests. The level must be dated within the 

six months preceding the authorization request. 
B. Genetic testing or medical records confirming the diagnosis of HoFH 
C. Medical records confirming the member is currently on lipid lowering therapy for both initial requests and 

continuation requests 
 

 
III. CRITERIA FOR INITIAL APPROVAL 

 
Homozygous familial hypercholesterolemia (HoFH) 
Authorization of 6 months may be granted for treatment of homozygous familial hypercholesterolemia when all 
of the following criteria are met: 
A. Member has a documented diagnosis of homozygous familial hypercholesterolemia confirmed by any of 

the following criteria:  
1. Functional mutation or mutations in both low-density lipoprotein (LDL) receptor alleles 
2. Presence of homozygous or compound heterozygous mutations in apolipoprotein B (APOB) or 

PCSK9 
3. Member is double heterozygous (i.e., mutations on different genes [e.g., LDLR/PCSK9]) or 

homozygous for LDL receptor adaptor protein 1 (LDLRAP1) mutations  
4. History of an untreated total cholesterol level of greater than 500 mg/dL and either of the following: 

a. Presence of cutaneous or tendinous xanthomas before the age of 10 years 
b. An untreated total cholesterol level of more than 250 mg/dL in both parents 
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B. Prior to initiation of treatment with the requested medication, both of the following criteria are/were met:  
1. Member has a current LDL-C level of at least 70 mg/dL  
2. Member is receiving stable treatment with at least 3 lipid-lowering therapies (e.g., statins, ezetimibe, 

PCSK9 inhibitors) at the maximum tolerated dose 
C. Member will continue to receive concomitant lipid-lowering therapy  
D. Member is 12 years of age or older 

 
 

IV. CONTINUATION OF THERAPY    
 

Authorization of 12 months may be granted for continued treatment in members (including new members) who 
meet all of the following criteria: 
A. Member meets all initial authorization criteria 
B. Member has achieved or maintained an LDL-C reduction (i.e., LDL-C is now at goal or 40% reduction of 

LDL-C from baseline) 
C. Member is currently receiving concomitant lipid-lowering therapy  
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