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llaris (canakinumab)

Disclaimer

Clinical guidelines are developed and adopted to establish evidence-based clinical criteria for
utilization management decisions. Clinical guidelines are applicable according to policy and plan
type. The Plan may delegate utilization management decisions of certain services to third parties who

may develop and adopt their own clinical criteria.

Coverage of services is subject to the terms, conditions, and limitations of a member’s policy, as well
as applicable state and federal law. Clinical guidelines are also subject to in-force criteria such as the
Centers for Medicare & Medicaid Services (CMS) national coverage determination (NCD) or local
coverage determination (LCD) for Medicare Advantage plans. Please refer to the member’s policy
documents (e.g., Certificate/Evidence of Coverage, Schedule of Benefits, Plan Formulary) or contact

the Plan to confirm coverage.

Summary
llaris (canakinumab) is a human monoclonal antibody against interleukin (IL)-1 beta approved for the
treatment of several auto-inflammatory diseases characterized by recurrent fever and inflammation. llaris
(canakinumab) is indicated for:
1. the treatment of the following autoinflammatory Periodic Fever Syndromes:
a. Cryopyrin-Associated Periodic Syndromes (CAPS), in adults and pediatric patients 4
years of age and older, including:
i.  Familial Cold Autoinflammatory Syndrome (FCAS)
ii. Muckle-Wells Syndrome (MWS)
b. Familial Mediterranean Fever (FMF) in adult and pediatric patients.
c. Hyperimmunoglobulin D (Hyper-IgD) Syndrome (HIDS)/Mevalonate Kinase Deficiency
(MKD) in adult and pediatric patients.
d. Tumor Necrosis Factor (TNF) Receptor Associated Periodic Syndrome (TRAPS) in adult

and pediatric patients.



2. the treatment of active Still's Disease, including Adult-Onset Still's Disease (AOSD) and Systemic
Juvenile Idiopathic Arthritis (SJIA) in patients 2 years of age and older.

3. the symptomatic treatment of adult patients with gout flares in whom non-steroidal anti-
inflammatory drugs (NSAIDs) and colchicine are contraindicated, are not tolerated, or do not
provide an adequate response, and in whom repeated courses of corticosteroids are not

appropriate.

llaris (canakinumab) blocks the proinflammatory cytokine IL-1B, a key driver of inflammation in these
diseases. By neutralizing IL-1B, llaris (canakinumab) prevents attacks, reduces pain, and controls disease
activity. For gout flares specifically, canakinumab reduces pain, risk of new flares, and the need for
corticosteroids compared to other options when they are contraindicated or ineffective. Guidelines

recommend considering IL-1 blockers like canakinumab for frequent gout flares if other treatments fail.

Definitions
"Adult-Onset Still's Disease (AOSD)" is a rare autoinflammatory disorder similar to SJIA, typically

occurring in young adults, characterized by high spiking fevers, evanescent rash, and arthritis.

"Cryopyrin-Associated Periodic Syndromes (CAPS)" refers to a group of rare autoinflammatory
conditions caused by mutations in the NLRP3 gene, leading to overproduction of interleukin-1 beta (IL-
1B). Includes conditions such as Familial Cold Autoinflammatory Syndrome (FCAS) and Muckle-Wells
Syndrome (MWS).

"Familial Mediterranean Fever (FMF)" is a hereditary autoinflammatory condition characterized by
recurrent episodes of fever and serositis causing pain in the abdomen, chest, joints or skin. Caused by

mutations in the MEFV gene.

"Hyperimmunoglobulin D Syndrome (HIDS)" is an autosomal recessive autoinflammatory condition
caused by mutations in the MVK gene causing deficiency of the enzyme mevalonate kinase. Leads to
recurrent fever episodes associated with lymphadenopathy, arthralgia, gastrointestinal distress and skin

rashes. Also known as "Mevalonate Kinase Deficiency (MKD)."

"Systemic Juvenile Idiopathic Arthritis (SJIA)" is a severe autoinflammatory arthritis occurring in
children, driven by innate immunity and overproduction of inflammatory cytokines like interleukin-1 beta
(IL-1B).



"Tumor Necrosis Factor Receptor Associated Periodic Syndrome (TRAPS)" refers to a rare autosomal
dominant autoinflammatory condition caused by mutations in the TNFRSF1A gene causing prolonged

inflammatory attacks and fever episodes.

Medical Necessity Criteria for Initial Authorization

The Plan considers llaris (canakinumab) medically necessary when ALL of the following criteria are met:

General Criteria (applicable to all indications):

1. Prescribed by or in consultation with a rheumatologist, immunologist, allergist, or other specialist
relevant to the clinical indication; AND
2. Age and dosing are in accordance with FDA-approved labeling OR are supported by evidence-
based treatment guidelines for the requested indication:
a. Cryopyrin-Associated Periodic Syndromes (CAPS) - 4 years of age and older.
b. Familial Mediterranean Fever (FMF) - 2 years of age and older.

c. Gout Flares - adults, 18 years of age and older.

Qo

Hyperimmunoglobulin D Syndrome (HIDS)/Mevalonate Kinase Deficiency (MKD) - 2
years of age and older.
e. Still's Disease (Adult-Onset Still’s Disease [AOSD] and Systemic Juvenile Idiopathic
Arthritis [SJIA]) - 2 years of age and older.
f. Tumor Necrosis Factor Receptor (TNF) Associated Periodic Syndrome (TRAPS) - 2 years
of age and older; AND
3. Documentation provided confirms the following:
A negative TB skin test (IGRA or PPD) within the past 6 months.
b. The member does not have an active infection.
c. The member will NOT be using llaris (canakinumab) concomitantly with tumor necrosis
factor (TNF) inhibitors (e.g., adalimumab, certolizumab, etanercept, golimumab,
inFLIXimab, lenalidomide, pomalidomide, thalidomide); AND

4. Diagnosis and indication-specific criteria are met, as outlined below:

Additional Criteria by Indication:

Adult-Onset Still's Disease
5. Diagnosis of Adult-Onset Still's Disease; AND

6. Quotidian (a daily recurring fever) or double-quotidian (two fever spikes per day) is present;
AND

7. Active articular disease with at least 4 swollen AND 4 tender joints; AND

8. The member is unable to use, or has tried and failed BOTH of the following:



a. Atleast ONE of the following:
i. nonsteroidal antiinflammatory drugs (NSAIDs), such as naproxen; or
ii. glucocorticoids (e.g., prednisone); or
iii. disease-modifying antirheumatic drugs (DMARDs), such as methotrexate; and

b. Kineret (anakinra).

Cryopyrin-Associated Periodic Syndromes

5. Diagnosis of Cryopyrin-Associated Periodic Syndromes (CAPS), including Familial Cold
Autoinflammatory Syndrome (FCAS) and Muckle-Wells Syndrome (MWS); AND
6. Documentation of NLRP3/CIAS1 gene mutation confirmation; AND

The member is unable to use, or has tried and failed Kineret (anakinra).

Familial Mediterranean Fever (FMF)
6. Diagnosis of Familial Mediterranean Fever (FMF); AND
7. Documentation of MEFV gene mutation; AND

8. The member is unable to use, or has tried and failed BOTH of the following:
a. Colchicine (at maximum tolerated doses); and

b. Kineret (anakinra).

Gout Flares
5. Diagnosis of acute gout flares; AND
6. History of frequent gout flares, defined as 2 or more flares within the past 12 months; AND
7. The member is unable to use, or has tried and failed ALL of the following:
a. NSAIDs (at maximum tolerated doses), such as naproxen; and
b. Colchicine; and
c. glucocorticoids (e.g., prednisone); and
d. Kineret (anakinra); AND
8. Requested dose is 150 mg subcutaneously as a single dose, with repeat doses at intervals of at

least 12 weeks.

Hyperimmunoglobulin D Syndrome (HIDS)/Mevalonate Kinase Deficiency (MKD)

5. Diagnosis of Hyperimmunoglobulin D Syndrome (HIDS)/Mevalonate Kinase Deficiency (MKD);
AND

6. Documentation of elevated serum IgD level OR genetic test confirming MVK gene mutation;
AND

7. The member is unable to use, or has tried and failed Kineret (anakinra).



Systemic Juvenile |diopathic Arthritis

5. Diagnosis of Systemic Juvenile Idiopathic Arthritis; AND
6. Active systemic disease defined as =2 weeks of documented fever AND =2 joints with active
arthritis; AND
7. The member is unable to use, or has tried and failed BOTH of the following:
a. NSAIDs or glucocorticoids; and

b. Kineret (anakinra).

Tumor Necrosis Factor Receptor Associated Periodic Syndrome (TRAPS)

5. Diagnosis of Tumor Necrosis Factor Receptor Associated Periodic Syndrome (TRAPS); AND
6. Documentation of genetic test confirming TNFRSF1A mutation; AND

7. The member is unable to use, or has tried and failed Kineret (anakinra).

If the above prior authorization criteria are met, llaris (canakinumab) will be authorized for 6-months.

Medical Necessity Criteria for Reauthorization
Reauthorization for 12 months will be granted if the member has recent (within the last 3 months) clinical
chart documentation demonstrating ALL of the following criteria:
1. Prescribed by or in consultation with a rheumatologist, immunologist, allergist, or other specialist
relevant to the clinical indication; AND
2. Documentation shows a positive clinical response compared to pretreatment baseline, defined
as improvement in signs and symptoms; AND

Additionally, for Gout Flares:

Time interval since the most recent llaris dose is at least 12 weeks; AND

4. The currently requested dose does not exceed 150 mg.

Experimental or Investigational / Not Medically Necessary

llaris (canakinumab) for any other indication or use is considered not medically necessary by the Plan, as

it is deemed to be experimental, investigational, or unproven.



Applicable Billing Codes (HCPCS/CPT Codes)

Service(s) name

CPT/HCPCS Codes considered medically necessary if criteria are met:

Code Description

J0638 Injection, canakinumab, 1 mg

96372 Therapeutic, prophylactic, or diagnostic injection (specify substance or drug);

subcutaneous or intramuscular

ICD-10 codes considered medically necessary if criteria are met:

Code Description
MO04.1 Periodic fever syndromes
M04.2 Cryopyrin-associated periodic syndromes
MO06.1 Adult-onset Still's disease
M08.20 Juvenile rheumatoid arthritis with systemic onset, unspecified site
M08.211 Juvenile rheumatoid arthritis with systemic onset, right shoulder
M08.212 Juvenile rheumatoid arthritis with systemic onset, left shoulder
M08.219 Juvenile rheumatoid arthritis with systemic onset, unspecified shoulder
M08.22 Juvenile rheumatoid arthritis with systemic onset, elbow
M08.221 Juvenile rheumatoid arthritis with systemic onset, right elbow
M08.222 Juvenile rheumatoid arthritis with systemic onset, left elbow
M08.229 Juvenile rheumatoid arthritis with systemic onset, unspecified elbow
M08.231 Juvenile rheumatoid arthritis with systemic onset, right wrist
M08.232 Juvenile rheumatoid arthritis with systemic onset, left wrist
MO08.239 Juvenile rheumatoid arthritis with systemic onset, unspecified wrist
M08.241 Juvenile rheumatoid arthritis with systemic onset, right hand
M08.242 Juvenile rheumatoid arthritis with systemic onset, left hand
MO08.249 Juvenile rheumatoid arthritis with systemic onset, unspecified hand
MO08.251 Juvenile rheumatoid arthritis with systemic onset, right hip
M08.252 Juvenile rheumatoid arthritis with systemic onset, left hip




M08.259 Juvenile rheumatoid arthritis with systemic onset, unspecified hip
M08.261 Juvenile rheumatoid arthritis with systemic onset, right knee
M08.262 Juvenile rheumatoid arthritis with systemic onset, left knee
MO08.269 Juvenile rheumatoid arthritis with systemic onset, unspecified knee
M08.271 Juvenile rheumatoid arthritis with systemic onset, right ankle and foot
M08.272 Juvenile rheumatoid arthritis with systemic onset, left ankle and foot
MO08.279 Juvenile rheumatoid arthritis with systemic onset, unspecified ankle and foot
M08.28 Juvenile rheumatoid arthritis with systemic onset, vertebrae
M08.29 Juvenile rheumatoid arthritis with systemic onset, multiple sites
M10.9 Gout, unspecified
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