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Introduction

The term "autoimmune disorders” refers to a number of conditions where a person’s immune
system is activated against a part of their body. Many of these diseases are grouped together
based on what part of the body is affected. The cells involved are usually lymph cells, and
disease develops consistent with long standing inflammation. Common autoimmune disorders
include certain types of arthritis, some skin diseases, inflammatory bowel diseases and others.
This policy discusses treatment for the following autoimmune diseases: hidradenitis suppurativa,
systemic lupus erythematosus (lupus), pyoderma gangrenosum, Behcet's disease, giant cell
arteritis, uveitis, neuromyelitis optica spectrum disorder, periodic fever syndromes, Still's disease,
recurrent pericarditis, deficiency of interleukin-1 receptor antagonist, and primary
immunoglobulin A nephropathy (IgAN). The policy describes which drugs need to be pre-
approved before they are covered by the plan.

Note: The Introduction section is for your general knowledge and is not to be taken as policy coverage criteria. The
rest of the policy uses specific words and concepts familiar to medical professionals. It is intended for
providers. A provider can be a person, such as a doctor, nurse, psychologist, or dentist. A provider also can
be a place where medical care is given, like a hospital, clinic, or lab. This policy informs providers about when
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a service may be covered.

Policy Coverage Criteria

We will review specific intravenous (V) and injectable drugs for medical necessity for all ages.

For individuals aged 13 and older, we also will review the site of service for medical necessity.
Site of service is defined as the location where the drug is administered, such as a hospital-
based outpatient setting, an infusion center, a physician’s office, or at home.

Drugs subject to site of service review addressed in this policy are:
e Actemra (tocilizumab) IV

e Auvsola (infliximab-axxq)

e Benlysta (belimumab)

¢ Inflectra (infliximab-dyyb)

¢ Infliximab (Janssen — unbranded)

¢ Remicade (infliximab)

e Renflexis (infliximab-abda)

e Tofidence (tocilizumab-bavi) IV

e Uplizna (inebilizumab-cdon)
Note: Medications listed in this policy may also be subjected to quantity limits per the FDA labeled dosing.
Click on the links below to be directed to the related medical necessity criteria:

Behcet's Disease

Chronic Inflammatory Demyelinating Polyneuropathy (CIDP)
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Cytokine Release Syndrome

Giant Cell Arteritis

Hidradenitis Suppurativa (HS)

Pyoderma Gangrenosum

Site of Service

Systemic Lupus Erythematosus (SLE) & Lupus Nephritis
Uveitis

Neuromyelitis Optica Spectrum Disorder (NMOSD)

Deficiency of Interleukin-1 Receptor Antagonist (DIRA)

Recurrent Pericarditis

Periodic Fever Syndromes & Still’s Disease
Graft Versus Host Disease
Myasthenia Gravis

Primary Immunoglobulin A Nephropathy (IgAN)

Sarcoidosis

Site of Service Medical Necessity

Administration

Medically necessary sites IV infusion therapy of various medical or biologic agents will
of service be covered in the most appropriate, safe, and cost-effective

e Physician’s office site:

* Infusion center e These are the preferred medically necessary sites of service for

e Home infusion

specified drugs.

Hospital-based outpatient | IV infusion therapy of various medical or biologic agents will
setting be covered in the most appropriate, safe, and cost-effective

site.
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Site of Service
Administration

Medical Necessity

e Outpatient hospital IV
infusion department

e Hospital-based outpatient
clinical level of care

This site is considered medically necessary for the first 90 days

for the following:

e The initial course of infusion of a pharmacologic or biologic
agent

OR

e Re-initiation of an agent after 6 months or longer following
discontinuation of therapy*

Note: *This does not include when standard dosing between infusions is 6
months or longer

This site is considered medically necessary when there is no
outpatient infusion center within 50 miles of the individual’s
home and there is no contracted home infusion agency that
will travel to their home, or a hospital is the only place that
offers infusions of this drug.

This site is considered medically necessary only when the

individual has a clinical condition which puts him or her at

increased risk of complications for infusions, including any

ONE of the following:

¢ Known cardiac condition (e.g., symptomatic cardiac arrhythmia)
or pulmonary condition (e.g., significant respiratory disease,
serious obstructive airway disease, %FVC < 40%) that may
increase the risk of an adverse reaction

e Unstable renal function which decreases the ability to respond
to fluids

e Difficult or unstable vascular access

e Acute mental status changes or cognitive conditions that
impact the safety of infusion therapy

e A known history of severe adverse drug reactions and/or
anaphylaxis to prior treatment with a related or similar drug

Hospital-based outpatient
setting

These sites are considered not medically necessary for infusion
and injectable therapy services of various medical and biologic

00
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Site of Service Medical Necessity

Administration
e Outpatient hospital IV agents when the site-of-service criteria in this policy are not
infusion department met.

e Hospital-based outpatient
clinical level of care

Agent Medical Necessity

Hidradenitis Suppurativa (HS)

¢ Adalimumab-adaz Adalimumab-adaz (Hyrimoz unbranded), adalimumab-adbm

(Hyrimoz unbranded) SC | (Cyltezo unbranded), adalimumab-ryvk (Simlandi unbranded),
e Adalimumab-adbm

(Cyltezo unbranded) SC
e Adalimumab-ryvk

(Simlandi unbranded) SC
e Cyltezo (adalimumab-

Cyltezo (adalimumab-adbm), and Simlandi (adalimumab-ryvk)
may be considered medically necessary for the treatment of
hidradenitis suppurativa when:

e Theindividual is aged 12 years or older

adbm) SC AND

« Humira (adalimumab) e Has tried at least one other therapy (e.g., intralesional or oral
(AbbVie) [NDCs starting corticosteroids, systemic antibiotics)
with 00074] SC AND

e Simlandi (adalimumab- e The medication is prescribed by or in consultation with a
ryvk) SC dermatologist

Managed under pharmacy
benefit Humira (adalimumab) (AbbVie) [NDCs starting with 00074]

may be considered medically necessary for the treatment of

hidradenitis suppurativa when:

e The individual is aged 12 years or older

AND

e Has tried at least one other therapy (e.g., intralesional or oral
corticosteroids, systemic antibiotics)

AND

e Has had an inadequate response or intolerance to one of the
following agents:’
o Cyltezo (adalimumab-adbm) OR adalimumab-adbm

(Cyltezo unbranded)

o Adalimumab-adaz (Hyrimoz unbranded)
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Agent Medical Necessity

Cosentyx (secukinumab)
SC

Managed under pharmacy
benefit

e Abrilada (adalimumab-
afzb) SC

e Adalimumab-aacf (Idacio
unbranded) SC

e Adalimumab-aaty
(Yuflyma unbranded) SC

e Adalimumab-fkjp (Hulio
unbranded) SC

e Amjevita (adalimumab-

atto) SC

e Hadlima (adalimumab-
bwwd) SC

¢ Hulio (adalimumab-fkjp)
SC

e Humira (adalimumab)
(Cordavis) [NDCs starting
with 83457] SC

e Hyrimoz (adalimumab-
adaz) SC

o Simlandi (adalimumab-ryvk) OR adalimumab-ryvk (Simlandi
unbranded)
AND
e The medication is prescribed by or in consultation with a
dermatologist

"Note: Only applies to individuals not previously treated with requested therapy

Cosentyx (secukinumab) may be considered medically

necessary for the treatment of hidradenitis suppurativa when:

e The individual is aged 18 years or older

AND

e Has tried at least one other therapy (e.g., intralesional or oral
corticosteroids, systemic antibiotics)

AND

e The medication is prescribed by or in consultation with a
dermatologist

Abrilada (adalimumab-afzb), adalimumab-aacf (Idacio
unbranded), adalimumab-aaty (Yuflyma unbranded),
adalimumab - fkjp (Hulio unbranded), Hadlima (adalimumab-
bwwd), Hulio (adalimumab-fkjp), Humira (adalimumab)
(Cordavis) [NDCs starting with 83457], Hyrimoz (adalimumab-
adaz), Idacio (adalimumab-aacf), Yuflyma (adalimumab-aaty)
and Yusimry (adalimumab-aqvh) may be considered medically
necessary for the treatment of hidradenitis suppurativa when:
e The individual is aged 12 years or older
AND
e Has tried at least one other therapy (e.g., intralesional or oral
corticosteroids, systemic antibiotics)
AND
e Has had an inadequate response or intolerance to ALL the
following agents:
o Cyltezo (adalimumab-adbm) OR adalimumab-adbm
(Cyltezo unbranded)
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Agent Medical Necessity

e Idacio (adalimumab-aacf)

SC

¢ Yuflyma (adalimumab-
aaty) SC

e Yusimry (adalimumab-
aqvh) SC

Managed under pharmacy
benefit

Anti-CD20

e Rituxan (rituximab)

e Ruxience (rituximab-pvvr)
e Truxima (rituximab-abbs)

o Humira (adalimumab) (AbbVie) [NDCs starting with 00074]
o Adalimumab-adaz (Hyrimoz unbranded)
o Simlandi (adalimumab-ryvk) OR adalimumab-ryvk (Simlandi
unbranded)
AND
e The medication is prescribed by or in consultation with a
dermatologist

Systemic Lupus Erythematosus (SLE) & Lupus Nephritis

See policy 5.01.556 Rituximab: Non-oncologic and
Miscellaneous Uses

Benlysta (belimumab) IV

Managed under medical
benefit

Benlysta (belimumab) SC

Managed under pharmacy
and medical benefit

Benlysta (belimumab) IV is subject to review for site of

service administration.

Benlysta (belimumab) IV may be considered medically

necessary for the treatment of active, autoantibody positive

SLE when the following conditions are met:

e Theindividual is aged 5 years or older

AND

e Has a diagnosis of SLE confirmed using either the American
College of Rheumatology (ACR or EULAR/ACR) or Systemic
Lupus International Collaborating Clinics (SLICC) criteria

AND

e Benlysta (belimumab) IV is being used as add-on-therapy
following standard induction therapy with mycophenolate,
cyclophosphamide, azathioprine, or immunosuppressant, plus a
corticosteroid

AND

e Benlysta (belimumab) IV is not used concurrently with Saphnelo
(anifrolumab-fnia) for the treatment of SLE
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Agent Medical Necessity

Benlysta (belimumab) SC may be considered medically

necessary for the treatment of active, autoantibody positive

SLE when the following conditions are met:

e The individual is aged 5 years or older

AND

e Has a diagnosis of SLE confirmed using either the American
College of Rheumatology (ACR or EULAR/ACR) or Systemic
Lupus International Collaborating Clinics (SLICC) criteria

AND

e Benlysta (belimumab) SC is being used as add-on-therapy
following standard induction therapy with mycophenolate,
cyclophosphamide, azathioprine, or immunosuppressant, plus a
corticosteroid

AND

e Benlysta (belimumab) SC is not used concurrently with
Saphnelo (anifrolumab-fnia) for the treatment of SLE

Benlysta (belimumab) IV may be considered medically

necessary for the treatment of pediatric and adult individuals

with active lupus nephritis who are receiving standard therapy

when the following conditions are met:

e Theindividual is aged 5 years or older

AND

e Has a diagnosis of SLE confirmed using either the American
College of Rheumatology (ACR or EULAR/ACR) or Systemic
Lupus International Collaborating Clinics (SLICC) criteria

AND

e Is receiving standard therapy with mycophenolate,
cyclophosphamide, azathioprine, or immunosuppressant, plus a
corticosteroid

AND

e Has class lll (focal proliferative), class IV (diffuse proliferative),
and/or class V (membranous) lupus nephritis

AND

¢ No previous use of dialysis in the past 12 months

AND
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Agent Medical Necessity

e Benlysta (belimumab) is not used concurrently with Lupkynis
(voclosporin) for the treatment of active lupus nephritis

AND

e Benlysta (belimumab) is prescribed by or in consultation with a
nephrologist or rheumatologist

Benlysta (belimumab) SC may be considered medically

necessary for the treatment of adult individuals with active

lupus nephritis who are receiving standard therapy when the

following conditions are met:

e Theindividual is aged 18 years or older

AND

e Has a diagnosis of SLE confirmed using either the American
College of Rheumatology (ACR or EULAR/ACR) or Systemic
Lupus International Collaborating Clinics (SLICC) criteria

AND

e Is receiving standard therapy with mycophenolate,
cyclophosphamide, azathioprine, or immunosuppressant, plus a
corticosteroid

AND

e Has class lll (focal proliferative), class IV (diffuse proliferative),
and/or class V (membranous) lupus nephritis

AND

e No previous use of dialysis in the past 12 months

AND

e Benlysta (belimumab) is not used concurrently with Lupkynis
(voclosporin) for the treatment of active lupus nephritis

AND

e Benlysta (belimumab) is prescribed by or in consultation with a
nephrologist or rheumatologist

Calcineurin Inhibitor Lupkynis (voclosporin) may be considered medically necessary
e Lupkynis (voclosporin) for the treatment of adult individuals with active lupus
oral nephritis who are receiving mycophenolate,

cyclophosphamide, azathioprine, or an immunosuppressant

and a corticosteroid when the following conditions are met:
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Agent Medical Necessity

Managed under pharmacy | ¢ The individual is aged 18 years or older

benefit AND

e Has a diagnosis of SLE confirmed using either the American
College of Rheumatology (ACR or EULAR/ACR) or Systemic
Lupus International Collaborating Clinics (SLICC) criteria

AND

e Lupkynis (voclosporin) will be used in combination with
mycophenolate, cyclophosphamide, azathioprine, or an
immunosuppressant AND a corticosteroid

AND

e Has class lll (focal proliferative), class IV (diffuse proliferative),
and/or class V (membranous) lupus nephritis

AND

e No previous use of dialysis in the past 12 months

AND

e Lupkynis (voclosporin) is not used concurrently with Benlysta
(belimumab) for the treatment of active lupus nephritis

AND

e The dose prescribed is < 47.4 mg per day (taken as three 7.9
mg capsules twice daily)

AND

e Lupkynis (voclosporin) is prescribed by or in consultation with a
nephrologist or rheumatologist

Type | IFN Receptor Saphnelo (anifrolumab-fnia) may be considered medically
Antagonist necessary for the treatment of adult individuals with moderate
e Saphnelo (anifrolumab- to severe systemic lupus erythematosus (SLE) when the
fnia) IV following conditions are met:
e The individual is aged 18 years or older
Managed under medical AND
benefit

e Has a diagnosis of SLE confirmed using either the American
College of Rheumatology (ACR or EULAR/ACR) or Systemic
Lupus International Collaborating Clinics (SLICC) criteria

AND

e Saphnelo (anifrolumab-fnia) is being used as add-on therapy
following standard induction therapy with mycophenolate,

azathioprine, or immunosuppressant, plus a corticosteroid
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Agent Medical Necessity

AND

e Does not have severe (IV cyclophosphamide and/or high dose
IV pulse corticosteroid is not used) active central nervous
system lupus

AND

e Does not have severe (IV cyclophosphamide and/or high dose
IV pulse corticosteroid is not used) active lupus nephritis

AND

¢ Saphnelo (anifrolumab-fnia) is not used concurrently with

Benlysta (belimumab) for the treatment of SLE

Pyoderma Gangrenosum

TNF-a Antagonists

¢ Adalimumab-adaz
(Hyrimoz unbranded) SC

e Adalimumab-adbm
(Cyltezo unbranded) SC

e Adalimumab-ryvk
(Simlandi unbranded) SC

e Cyltezo (adalimumab-
adbm) SC

¢ Humira (adalimumab)
(AbbVie) [NDCs starting
with 00074] SC

¢ Simlandi (adalimumab-
ryvk) SC

e Enbrel (etanercept) SC

Managed under pharmacy
benefit

Adalimumab-adaz (Hyrimoz unbranded), adalimumab-adbm
(Cyltezo unbranded), adalimumab-ryvk (Simlandi unbranded),
Cyltezo (adalimumab-adbm), Simlandi (adalimumab-ryvk), and
Enbrel (etanercept) may be considered medically necessary for
the treatment of pyoderma gangrenosum when:

e The individual has not responded to one standard non-biologic
therapy (e.g., oral corticosteroids, systemic cyclosporine, topical
tacrolimus, etc.)

AND

e The medication is prescribed by or in consultation with a
dermatologist

Humira (adalimumab) (AbbVie) [NDCs starting with 00074]
may be considered medically necessary for the treatment of
pyoderma gangrenosum when:

e The individual has not responded to one standard non-biologic
therapy (e.g., oral corticosteroids, systemic cyclosporine, topical
tacrolimus, etc.)

AND

e Has had an inadequate response or intolerance to one of the
following agents:’

o Cyltezo (adalimumab-adbm) OR adalimumab-adbm
(Cyltezo unbranded)

o Adalimumab-adaz (Hyrimoz unbranded)
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Agent Medical Necessity

o Simlandi (adalimumab-ryvk) OR adalimumab-ryvk (Simlandi
unbranded)
AND
e The medication is prescribed by or in consultation with a
dermatologist

"Note: Only applies to individuals not previously treated with requested therapy

TNF-a Antagonists

¢ Inflectra (infliximab-
dyyb) IV

¢ Infliximab (Janssen —
unbranded) IV

e Remicade (infliximab) IV

Managed under medical
benefit

Inflectra (infliximab-dyyb), Infliximab (Janssen — unbranded),
and Remicade (infliximab) are subject to review for site of

service administration.

Inflectra (infliximab-dyyb), Infliximab (Janssen — unbranded),

and Remicade (infliximab) may be considered medically

necessary for the treatment of pyoderma gangrenosum when:

e The individual has not responded to one standard non-biologic
therapy (e.g., oral corticosteroids, systemic cyclosporine, topical
tacrolimus, etc.)

AND

e The medication is prescribed by or in consultation with a
dermatologist

TNF- o Antagonists

e Avsola (infliximab-axxq)
v

¢ Renflexis (infliximab-
abda) IV

Managed under medical
benefit

Avsola (infliximab-axxq) and Renflexis (infliximab-abda) are

subject to review for site of service administration.

Avsola (infliximab-axxq) and Renflexis (infliximab-abda) may
be considered medically necessary for the treatment of
pyoderma gangrenosum when:

e The individual has not responded to one standard non-biologic
therapy (e.g., oral corticosteroids, systemic cyclosporine, topical
tacrolimus, etc.)

AND

e Has had an inadequate response or intolerance to Inflectra
(infliximab-dyyb), Infliximab (Janssen — unbranded), or
Remicade (infliximab)

AND
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Agent Medical Necessity

e The medication is prescribed by or in consultation with a
dermatologist

TNF-a Antagonists

Abrilada (adalimumab-
afzb) SC
Adalimumab-aacf (Idacio
unbranded) SC
Adalimumab-aaty
(Yuflyma unbranded) SC
Adalimumab-fkjp (Hulio
unbranded) SC

Amjevita (adalimumab-
atto) SC

Hadlima (adalimumab-
bwwd) SC

Hulio (adalimumab-fkjp)
SC

Humira (adalimumab)
(Cordavis) [NDCs starting
with 83457] SC

Hyrimoz (adalimumab-
adaz) SC

Idacio (adalimumab-aacf)
SC

Yuflyma (adalimumab-
aaty) SC

Yusimry (adalimumab-
aqvh) SC

Managed under pharmacy
benefit

TNF-a Antagonists

Adalimumab-adaz
(Hyrimoz unbranded) SC
Adalimumab-adbm
(Cyltezo unbranded) SC

Abrilada (adalimumab-afzb), adalimumab-aacf (Idacio
unbranded), adalimumab-aaty (Yuflyma unbranded),
adalimumab-fkjp (Hulio unbranded), Amjevita (adalimumab-
atto), Hadlima (adalimumab-bwwd), Hulio (adalimumab-fkjp),
Humira (adalimumab) (Cordavis) [NDCs starting with 83457],
Hyrimoz (adalimumab-adaz), Idacio (adalimumab-aacf),
Yuflyma (adalimumab-aaty), and Yusimry (adalimumab-aqvh)
considered medically necessary for the treatment of pyoderma
gangrenosum when:

e The individual has not responded to one standard non-biologic
therapy (e.g., oral corticosteroids, systemic cyclosporine, topical
tacrolimus, etc.)

AND

e Has had an inadequate response or intolerance to ALL the
following agents:

o Cyltezo (adalimumab-adbm) OR adalimumab-adbm
(Cyltezo unbranded)

o Humira (adalimumab) (AbbVie) [NDCs starting with 00074]
Adalimumab-adaz (Hyrimoz unbranded)

o Simlandi (adalimumab-ryvk) OR adalimumab-ryvk (Simlandi
unbranded)

AND

e The medication is prescribed by or in consultation with a
dermatologist

Adalimumab-adaz (Hyrimoz unbranded), adalimumab-adbm
(Cyltezo unbranded), adalimumab-ryvk (Simlandi unbranded),
Cyltezo (adalimumab-adbm), and Simlandi (adalimumab-ryvk)
may be considered medically necessary for the treatment of
non-infectious intermediate uveitis, posterior uveitis, or

panuveitis when:

00
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Agent Medical Necessity

e Adalimumab-ryvk e Theindividual is aged 2 years or older
(Simlandi unbranded) SC | AND
* Cyltezo (adalimumab- e Has tried one of the following therapies:
adbm) SC o Periocular, intraocular, or systemic corticosteroids
* Humir.a (adalimumab.) o Immunosuppressives
(AbbVie) [NDCs starting AND
with 00074] SC
«  Simlandi (adalimumab- e The medication is prescribed by or in consultation with an
ryvk) SC ophthalmologist
Managed under pharmacy Humira (adalimumab) (AbbVie) [NDCs starting with 00074]
benefit may be considered medically necessary for the treatment of
non-infectious intermediate uveitis, posterior uveitis, or
panuveitis when:
e The individual is aged 2 years or older
AND
e Has tried one of the following therapies:
o Periocular, intraocular, or systemic corticosteroids
o Immunosuppressives
AND
e Has had an inadequate response or intolerance to one of the
following agents:’
o Cyltezo (adalimumab-adbm) OR adalimumab-adbm
(Cyltezo unbranded)
o Adalimumab-adaz (Hyrimoz unbranded)
Simlandi (adalimumab-ryvk) OR adalimumab-ryvk (Simlandi
unbranded)
AND
e The medication is prescribed by or in consultation with an
ophthalmologist
"Note: Only applies to individuals not previously treated with requested therapy
TNF-a Antagonists Abrilada (adalimumab-afzb), adalimumab-aacf (Idacio
* Abrilada (adalimumab- unbranded), adalimumab-aaty (Yuflyma unbranded),
afzb) SC adalimumab-fkjp (Hulio unbranded), Amjevita (adalimumab-
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Agent Medical Necessity

e Adalimumab-aacf (Idacio
unbranded) SC

e Adalimumab-aaty
(Yuflyma unbranded) SC

¢ Adalimumab-fkjp (Hulio
unbranded) SC

¢ Amjevita (adalimumab-
atto) SC

e Hadlima (adalimumab-
bwwd) SC

¢ Hulio (adalimumab-fkjp)
SC

e Humira (adalimumab)
(Cordavis) [NDCs starting
with 83457] SC

e Hyrimoz (adalimumab-
adaz) SC

¢ Idacio (adalimumab-aacf)
SC

¢ Yuflyma (adalimumab-
aaty) SC

¢ Yusimry (adalimumab-
aqvh) SC

Managed under pharmacy
benefit

atto), Hadlima (adalimumab-bwwd), Hulio (adalimumab-fkjp),
Humira (adalimumab) (Cordavis) [NDCs starting with 83457],
Hyrimoz (adalimumab-adaz), Idacio (adalimumab-aacf),
Yuflyma (adalimumab-aaty), and Yusimry (adalimumab-aqvh)
may be considered medically necessary for the treatment of
non-infectious intermediate uveitis, posterior uveitis, or
panuveitis when:
e Theindividual is aged 2 years or older
AND
e Has tried one of the following therapies:
o Periocular, intraocular, or systemic corticosteroids
o Immunosuppressives
AND
e Has had an inadequate response or intolerance to ALL the
following agents:
o Cyltezo (adalimumab-adbm) OR adalimumab-adbm
(Cyltezo unbranded)
o Humira (adalimumab) (AbbVie) [NDCs starting with 00074]
Adalimumab-adaz (Hyrimoz unbranded)
o Simlandi (adalimumab-ryvk) OR adalimumab-ryvk (Simlandi
unbranded)
AND
e The medication is prescribed by or in consultation with an
ophthalmologist

Giant Cell Arteritis

IL-6 Antagonist

e Actemra (tocilizumab) SC,
v

e Tyenne (tocilizumab-
aazg) SC, IV

e Tofidence (tocilizumab-
bavi) IV

Managed under pharmacy
and medical benefit

Actemra (tocilizumab) IV and Tofidence (tocilizumab-bavi) IV

are subject to review for site of service administration.

Actemra (tocilizumab), Tyenne (tocilizumab-aazg), and
Tofidence (tocilizumab-bavi) IV may be considered medically
necessary for the treatment of giant cell arteritis when:

e The individual is aged 18 years or older

AND

e Has tried one systemic corticosteroid

AND
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Agent Medical Necessity

e The medication is prescribed by or in consultation with a
rheumatologist

Vyvgart Hytrulo Vyvgart Hytrulo (efgartigimod alfa and hyaluronidase-qvfc)

(efgartigimod alfa and may be considered medically necessary for the treatment of

hyaluronidase-qvfc) chronic inflammatory demyelinating polyneuropathy (CIDP)
when all the following criteria are met:

Managed under medical e The individual is aged 18 years or older

benefit AND

e Has been diagnosed with CIDP based on all the following:

o Individual has experienced progressive or relapsing motor
and/or sensory symptoms of more than one limb AND
hyporeflexia or areflexia in affected limbs is present for at
least 2 months

AND

o Has electrophysiologic findings that meets 3 of the
following 4 criteria per the American Academy of
Neurology indicating demyelinating neuropathy
» Partial conduction block of > 1 motor nerve
* Reduced conduction velocity of > 2 motor nerves
* Prolonged distal latency of > 2 motor nerves
* Prolonged F-wave latencies of > 2 motor nerves or the

absence of F waves

AND

o Other causes of demyelinating neuropathy have been
excluded such as Borrelia burgdorferi infection (Lyme
disease), diphtheria, drug or toxin exposure, hereditary
demyelinating neuropathy, prominent sphincter
disturbance, multifocal motor neuropathy (MMN), and IgM
monoclonal gammopathy

AND

o If available, results of other testing to support the diagnosis
should be provided such as any of the following:
= Cerebrospinal fluid (CSF) examination demonstrating

elevated CSF protein with leukocyte count <10/mm?
* MRI showing gadolinium enhancement and/or
hypertrophy of the cauda equina, lumbosacral or
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Agent Medical Necessity
cervical nerve roots, or the brachial or lumbosacral
plexuses
= Nerve biopsy showing unequivocal evidence of
demyelination and/or remyelination by electron
microscopy or teased fiber analysis
AND
e Has tried and had an inadequate response or intolerance to
intravenous or subcutaneous immune globulin (e.g.,
Gammagard Liquid or Gammaked)
AND
¢ Vyvgart Hytrulo (efgartigimod alfa and hyaluronidase-qvfc) is
prescribed by or in consultation with a neurologist

Cytokine Release Syndrome
IL-6 Antagonist Actemra (tocilizumab) IV and Tofidence (tocilizumab-bavi) IV

* Actemra (tocilizumab) IV | 5re subject to review for site of service administration.

e Tofidence (tocilizumab-
bavi) IV

e Tyenne (tocilizumab-

Actemra (tocilizumab) IV, Tofidence (tocilizumab-bavi) IV, and
) IV Tyenne (tocilizumab-aazg) IV may be considered medically
aaz
g necessary for adults and pediatric individuals when the

Managed under medical following criteria are met:

benefit e Theindividual is aged 2 years or older

AND
e Documented chimeric antigen receptor (CAR) T cell-induced
severe or life-threatening cytokine release syndrome

Behcet’'s Disease

Phosphodiesterase 4 Otezla (apremilast) may be considered medically necessary for
(PDE4) inhibitor the treatment of oral ulcers associated with Behcet’s Disease
e Otezla (apremilast) Oral when:

e The individual is aged 18 years or older

Managed under pharmacy AND

benefit e Has tried one other systemic therapy (e.g., colchicine,
corticosteroids, azathioprine)

AND

e The medication is prescribed by or in consultation with a

rheumatologist or dermatologist

Neuromyelitis Optica Spectrum Disorder (NMOSD)
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Agent Medical Necessity

CD19-directed cytolytic

antibody
¢ Uplizna (inebilizumab-
cdon) IV

Managed under medical
benefit

Uplizna (inebilizumab-cdon) is subject to review for site of

service administration.

Uplizna (inebilizumab-cdon) may be considered medically
necessary for the treatment of neuromyelitis optica spectrum
disorder (NMOSD) in adult individuals who are anti-
aquaporin-4 (AQP4) antibody positive when the following are
met:
e Theindividual is aged 18 years or older
AND
e Documented diagnosis of NMOSD confirmed by:
o At least one of the following core clinical characteristics:
= Optic neuritis
= Acute myelitis
» Area postrema syndrome: Episode of otherwise
unexplained hiccups or nausea and vomiting
= Acute brainstem syndrome
= Symptomatic narcolepsy or acute diencephalic clinical
syndrome with NMOSD-typical diencephalic MRI
lesions
= Symptomatic cerebral syndrome with NMOSD-typical
brain lesions
AND
o Positive test for AQP4-IgG antibodies
AND
o Exclusion of alternative diagnoses (e.g., multiple sclerosis)
AND
e History of at least 1 relapse in last 12 months or 2 relapses in
the last 24 months
AND
e Expanded Disability Status Scale (EDSS) score < 7.5

Interleukin-6 (IL-6)

receptor antagonist

e Enspryng (satralizumab-
mwge) SC

Managed under pharmacy

Enspryng (satralizumab-mwge) may be considered medically
necessary for the treatment of neuromyelitis optica spectrum
disorder (NMOSD) in adult individuals who are anti-
aquaporin-4 (AQP4) antibody positive when the following are
met:
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Agent Medical Necessity

and medical benefit e The individual is aged 18 years or older
AND
e Documented diagnosis of NMOSD confirmed by:
o At least one of the following core clinical characteristics:
= Optic neuritis
= Acute myelitis
» Area postrema syndrome: Episode of otherwise
unexplained hiccups or nausea and vomiting
= Acute brainstem syndrome
= Symptomatic narcolepsy or acute diencephalic clinical
syndrome with NMOSD-typical diencephalic MRI
lesions
= Symptomatic cerebral syndrome with NMOSD-typical
brain lesions
AND
o Positive test for AQP4-1gG antibodies
AND
o Exclusion of alternative diagnoses (e.g., multiple sclerosis)
AND
e History of at least 1 relapse in last 12 months or 2 relapses in
the last 24 months
AND
e Expanded Disability Status Scale (EDSS) score < 6.5

Deficiency of Interleukin-1 Receptor Antagonist (DIRA)

Interleukin-1 Blocker Arcalyst (rilonacept) may be considered medically necessary

e Arcalyst (rilonacept) SC for the treatment of deficiency of interleukin-1 receptor

antagonist (DIRA) when the following criteria are met:

Managed under pharmacy  , Genetic testing has confirmed a mutation in the IL1RN gene

and medical benefit AND

¢ Individual weightis > 10 kg

AND

e Arcalyst (rilonacept) is prescribed by or in consultation with a
rheumatologist, geneticist, or dermatologist

Interleukin-1 Receptor Kineret (anakinra) may be considered medically necessary for
Antagonist the treatment of deficiency of interleukin-1 receptor
e Kineret (anakinra) SC antagonist (DIRA) when the following criteria are met:
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Agent Medical Necessity

Managed under pharmacy ¢ Genetic testing has confirmed a mutation in the ILTRN gene

and medical benefit AND

e Kineret (anakinra) is prescribed by or in consultation with a
rheumatologist, geneticist, or dermatologist

Recurrent Pericarditis

Interleukin-1 Blocker Arcalyst (rilonacept) may be considered medically necessary
e Arcalyst (rilonacept) SC for the treatment of recurrent pericarditis (RP) and reduction
in risk of recurrence when the following criteria are met:

Managed under pharmacy o, The individual is aged 12 years or older
and medical benefit AND

e Documented prior episode of acute pericarditis
AND
e Has typical pleuritic chest pain plus > 1 of the following:

o Fever

o Pericardial rub

o ECG changes

o New or worsening pericardial effusion

o Elevation of markers of inflammation (elevation in white

blood cell count, erythrocyte sedimentation rate, or C-
reactive protein)
OR
o There is evidence of pericardial inflammation on
cardiovascular magnetic resonance (CMR) or computed
tomography (CT) after a > 4-week symptom-free interval
AND
e Has received prior treatment for RP with an NSAID or
corticosteroid unless contraindicated
AND
e Arcalyst (rilonacept) is prescribed by or in consultation with a
cardiologist

Periodic Fever Syndromes & Still’s Disease

Interleukin-1 Blocker Arcalyst (rilonacept) may be considered medically necessary
e Arcalyst (rilonacept) SC for the treatment of:

e Cryopyrin-associated periodic syndromes (CAPS), in adults and
Managed under pharmacy children aged 12 years and older, including:

and medical benefit

o Familial cold auto-inflammatory syndrome (FCAS)
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Agent Medical Necessity

o Muckle-Wells syndrome (MWS)

AND

e Arcalyst (rilonacept) is prescribed by or in consultation with a
rheumatologist, geneticist, or dermatologist

Interleukin-1f blocker llaris (canakinumab) may be considered medically necessary
e llaris (canakinumab) SC for the treatment of:

e Periodic Fever Syndromes:
Managed under pharmacy o Cryopyrin-associated periodic syndromes (CAPS), in adults
and medical benefit and children aged 4 years and older, including:

» Familial cold auto-inflammatory syndrome (FCAS)
*  Muckle-Wells syndrome (MWS)

o Tumor necrosis factor receptor associated periodic
syndrome (TRAPS) in adult and pediatric individuals aged 2
years and older

o Hyperimmunoglobulin D syndrome (HIDS)/mevalonate
kinase deficiency (MKD) in adult and pediatric individuals
aged 2 years and older

o Familial Mediterranean fever (FMF) in adult and pediatric
individuals aged 2 years and older

e Active Still's disease, including adult-onset Still's disease
(AOSD) and systemic juvenile idiopathic arthritis (SJIA) in
individuals aged 2 years and older

AND

e llaris (canakinumab) is prescribed by or in consultation with a
rheumatologist, geneticist, or dermatologist

Interleukin-1 Receptor Kineret (anakinra) may be considered medically necessary for
Antagonist the treatment of cryopyrin-associated periodic syndromes
¢ Kineret (anakinra) SC (CAPS) when the following criteria are met:

e The individual has been diagnosed with neonatal-onset
Managed under pharmacy multisystem inflammatory disease (NOMID)
and medical benefit AND

e Kineret (anakinra) is prescribed by or in consultation with a
rheumatologist, geneticist, or dermatologist

Orencia (abatacept) Orencia (abatacept) may be considered medically necessary for

the prevention of acute graft versus host disease when the

Managed under pharmacy | following conditions are met:
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Agent Medical Necessity

and medical benefit e The individual is aged 2 years or older

AND

e Will also receive standard therapy with a calcineurin inhibitor
(cyclosporine or tacrolimus)

AND

e Will also receive standard therapy with methotrexate

AND

¢ Will undergo hematopoietic stem cell transplantation from a
matched unrelated donor OR a 1-allele-mismatched unrelated
donor

AND

e The medication is being prescribed by or in consultation with
an oncologist, hematologist, or a physician affiliated with a
transplant center

Rezurock (belumosudil) Rezurock (belumosudil) may be considered medically

necessary for the treatment of chronic graft versus host

Managed under pharmacy  disease when the following conditions are met:

benefit e Theindividual is aged 12 years or older

AND

e Has tried and failed at least two systemic treatments such as
cyclosporine, ibrutinib, mycophenolate mofetil, ruxolitinib,
sirolimus, or tacrolimus

AND

e The medication is being prescribed by or in consultation with
an oncologist, hematologist, or a physician affiliated with a
transplant center

AND

e The dose is limited to 200 mg daily

Myasthenia Gravis

Rystiggo Rystiggo (rozanolixizumab-noli) may be considered medically

(rozanolixizumab-noli) necessary for the treatment of myasthenia gravis when the
following criteria are met:

Managed under medical e The individual is aged 18 years or older

benefit AND

e Adiagnosis of myasthenia gravis with a serological test for
anti-acetylcholine receptor (AChR) or anti-muscle-specific

tyrosine kinase (MuSK) antibodies

00
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Agent Medical Necessity

AND

e Currently using the acetylcholinesterase inhibitor
pyridostigmine, has tried and failed pyridostigmine or has
contraindications to use of pyridostigmine

AND

e Is currently using two or more immunosuppressive therapies
(ISTs) (e.g., glucocorticoids, azathioprine, mycophenolate
mofetil, cyclosporine) or has tried and failed two ISTs or has
contraindications that prevent use of two ISTs

AND

e For the treatment of AChR antibody positive myasthenia gravis
the individual has tried and failed > 1 of the following:
o Soliris (eculizumab)
o Ultomiris (ravulizumab-cwvz)
o Vyvgart (efgartigimod alfa-fcab),
o Vyvgart Hytrulo (efgartigimod alfa and hyaluronidase-qvfc)

AND

e Medication is not being used concurrently with Vyvgart
(efgartigimod alfa-fcab), Vyvgart Hytrulo (efgartigimod alfa and
hyaluronidase-qvfc), Soliris (eculizumab), Ultomiris
(ravulizumab-cwvz), or Zilbrysq (zilucoplan)

Vyvgart (efgartigimod Vyvgart (efgartigimod alfa-fcab) may be considered medically

alfa-fcab) necessary for the treatment of myasthenia gravis when the
following criteria are met:

Managed under medical e Theindividual is aged 18 years or older

benefit AND

e A diagnosis of myasthenia gravis with a serological test for
anti-acetylcholine receptor (AChR) antibodies

AND

e Is currently using two or more immunosuppressive therapies
(ISTs) (e.g., glucocorticoids, azathioprine, mycophenolate
mofetil, cyclosporine) or has tried and failed two ISTs or has
contraindications that prevent use of two ISTs

AND

e Medication is not being used concurrently with Vyvgart Hytrulo
(efgartigimod alfa and hyaluronidase-qvfc), Rystiggo
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Agent Medical Necessity

(rozanolixizumab-noli), Soliris (eculizumab), Ultomiris
(ravulizumab-cwvz), or Zilbrysq (zilucoplan)

Vyvgart Hytrulo Vyvgart Hytrulo (efgartigimod alfa and hyaluronidase-qvfc)
(efgartigimod alfa and may be considered medically necessary for the treatment of
hyaluronidase-qvfc) myasthenia gravis when the following criteria are met:

e Theindividual is aged 18 years or older
Managed under medical AND
benefit e Adiagnosis of myasthenia gravis with a serological test for

anti-acetylcholine receptor (AChR) antibodies
AND

e Is currently using two or more immunosuppressive therapies
(ISTs) (e.g., glucocorticoids, azathioprine, mycophenolate
mofetil, cyclosporine) or has tried and failed two ISTs or has
contraindications that prevent use of two ISTs

AND

e Maedication is not being used concurrently with Vyvgart
(efgartigimod alfa-fcab), Rystiggo (rozanolixizumab-noli), Soliris
(eculizumab), Ultomiris (ravulizumab-cwvz), or Zilbrysq
(zilucoplan)

Primary Immunoglobulin A Nephropathy (gAN) ——

Filspari (sparsentan) Filspari (sparsentan) may be considered medically necessary to

reduce proteinuria with primary immunoglobulin A

Managed under pharmacy | nephropathy (IgAN) at risk of rapid disease progression when

benefit the following criteria are met:
e Theindividual is aged 18 years or older
AND

e Documented diagnosis of biopsy-proven primary
immunoglobulin A nephropathy (IgAN)

AND

e Documented urine protein-to-creatinine ratio (UPCR) >1.5g/g

AND

e Tried and failed an angiotensin-converting enzyme (ACE)
inhibitor or angiotensin receptor blocker (ARB)

AND

e Filspari (sparsentan) is not used concurrently with other ACE
inhibitors, ARB, endothelin receptor antagonists (ERAs), and
aliskiren
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Agent Medical Necessity

AND

e Filspari (sparsentan) is prescribed by or in consultation with a
nephrologist

AND

e The dose prescribed is limited to 400 mg per day

Tarpeyo (budesonide) Tarpeyo (budesonide) may be considered medically necessary

to reduce the loss of kidney function with primary

immunoglobulin A nephropathy (IgAN) at risk of disease

progression when the following criteria are met:

e The individual is aged 18 years or older

AND

e Documented diagnosis of biopsy-proven primary
immunoglobulin A nephropathy (IgAN)

AND

e Documented urine protein-to-creatinine ratio (UPCR) >1.5g/g

AND

e Used in combination with an angiotensin-converting enzyme
(ACE) inhibitor or angiotensin receptor blocker (ARB)

AND

e Tarpeyo (budesonide) is prescribed by or in consultation with a
nephrologist

AND

e The dose prescribed is limited to 16 mg daily

AND

e The total duration of therapy is limited to 9 months

TNF-a Antagonists Adalimumab-adaz (Hyrimoz unbranded), adalimumab-adbm
¢ Adalimumab-adaz (Cyltezo unbranded), adalimumab-ryvk (Simlandi unbranded),

(Hyrimoz unbranded) SC | Cyltezo (adalimumab-adbm), and Simlandi (adalimumab-ryvk)
e Adalimumab-adbm

(Cyltezo unbranded) SC
e Adalimumab-ryvk
(Simlandi unbranded) SC
e Cyltezo (adalimumab-
adbm) SC

may be considered medically necessary for the treatment of

sarcoidosis when:

e The individual has tried and had an inadequate response or
intolerance to one corticosteroid

AND
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Agent Medical Necessity

e Humira (adalimumab) e Has tried and had an inadequate response or intolerance to
(AbbVie) [NDCs starting one immunosuppressive medication (e.g., methotrexate,
with 00074] SC leflunomide, azathioprine, mycophenolate, cyclosporine,
* Simlandi (adalimumab- chlorambucil, cyclophosphamide, thalidomide, or chloroquine)
ryvk) SC AND
e The medication is prescribed by or in consultation with a
Managed under pharmacy pulmonologist, ophthalmologist, or dermatologist
benefit
Humira (adalimumab) (AbbVie) [NDCs starting with 00074]
may be considered medically necessary for the treatment of
sarcoidosis when:
e The individual has tried and had an inadequate response or
intolerance to one corticosteroid
AND
e Has tried and had an inadequate response or intolerance to
one immunosuppressive medication (e.g., methotrexate,
leflunomide, azathioprine, mycophenolate, cyclosporine,
chlorambucil, cyclophosphamide, thalidomide, or chloroquine)
AND
e Has had an inadequate response or intolerance to one of the
following agents:’
o Cyltezo (adalimumab-adbm) OR adalimumab-adbm
(Cyltezo unbranded)
o Adalimumab-adaz (Hyrimoz unbranded)
Simlandi (adalimumab-ryvk) OR adalimumab-ryvk (Simlandi
unbranded)
AND
e The medication is prescribed by or in consultation with a
pulmonologist, ophthalmologist, or dermatologist
"Note: Only applies to individuals not previously treated with requested therapy
TNF-a Antagonists Inflectra (infliximab-dyyb), Infliximab (Janssen — unbranded),
¢ Inflectra (infliximab- and Remicade (infliximab) are subject to review for site of
dyyb) IV service administration.
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Agent Medical Necessity

Infliximab (Janssen -
unbranded) IV
Remicade (infliximab) IV

Managed under medical
benefit

TNF-a Antagonists

Abrilada (adalimumab-
afzb) SC
Adalimumab-aacf (Idacio
unbranded) SC
Adalimumab-aaty
(Yuflyma unbranded) SC
Adalimumab-fkjp (Hulio
unbranded) SC

Amjevita (adalimumab-
atto) SC

Hadlima (adalimumab-
bwwd) SC

Hulio (adalimumab-fkjp)
SC

Humira (adalimumab)
(Cordavis) [NDCs starting
with 83457] SC

Hyrimoz (adalimumab-
adaz) SC

Idacio (adalimumab-aacf)
SC

Yuflyma (adalimumab-
aaty) SC

Inflectra (infliximab-dyyb), Infliximab (Janssen - unbranded),

and Remicade (infliximab) may be considered medically

necessary for the treatment of sarcoidosis when:

e The individual has tried and had an inadequate response or
intolerance to one corticosteroid

AND

e Has tried and had an inadequate response or intolerance to
one immunosuppressive medication (e.g., methotrexate,
leflunomide, azathioprine, mycophenolate, cyclosporine,
chlorambucil, cyclophosphamide, thalidomide, or chloroquine)

AND

e The medication is prescribed by or in consultation with a
pulmonologist, ophthalmologist, or dermatologist

Abrilada (adalimumab-afzb), adalimumab-aacf (Idacio
unbranded), adalimumab-aaty (Yuflyma unbranded),
adalimumab-fkjp (Hulio unbranded), Amjevita (adalimumab-
atto), Hadlima (adalimumab-bwwd), Hulio (adalimumab-fkjp),
Humira (adalimumab) (Cordavis) [NDCs starting with 83457],
Hyrimoz (adalimumab-adaz), Idacio (adalimumab-aacf),
Yuflyma (adalimumab-aaty), and Yusimry (adalimumab-aqvh)
may be considered medically necessary for the treatment of
sarcoidosis when:
e The individual has tried and had an inadequate response or
intolerance to one corticosteroid
AND
e Has tried and had an inadequate response or intolerance to
one immunosuppressive medication (e.g., methotrexate,
leflunomide, azathioprine, mycophenolate, cyclosporine,
chlorambucil, cyclophosphamide, thalidomide, or chloroquine)
AND
e Has had an inadequate response or intolerance to ALL the
following agents:
o Cyltezo (adalimumab-adbm) OR adalimumab-adbm
(Cyltezo unbranded)
o Humira (adalimumab) (AbbVie) [NDCs starting with 00074]
o Adalimumab-adaz (Hyrimoz unbranded)

00
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Agent Medical Necessity

e Yusimry (adalimumab- o Simlandi (adalimumab-ryvk) OR adalimumab-ryvk (Simlandi
aqvh) SC unbranded)
AND
Managed under pharmacy | 11 medication is prescribed by or in consultation with a
benefit pulmonologist, ophthalmologist, or dermatologist
TNF- o Antagonists Avsola (infliximab-axxq) and Renflexis (infliximab-abda) are
e Avsola (infliximab-axxq) | subject to review for site of service administration.
v
* R::fl)e:iils (infliximab- Avsola (infliximab-axxq) and Renflexis (infliximab-abda) may
abda

be considered medically necessary for the treatment of

sarcoidosis when:

e The individual has tried and had an inadequate response or
intolerance to one corticosteroid

AND

e Has tried and had an inadequate response or intolerance to

Managed under medical
benefit

one immunosuppressive medication (e.g., methotrexate,
leflunomide, azathioprine, mycophenolate, cyclosporine,
chlorambucil, cyclophosphamide, thalidomide, or chloroquine)

AND

e Has had an inadequate response or intolerance to Inflectra
(infliximab-dyyb), Infliximab (Janssen — unbranded), or
Remicade (infliximab)

AND

e The medication is prescribed by or in consultation with a
pulmonologist, ophthalmologist, or dermatologist

Agent | Investigational

As listed All other uses of the above-named agents when used in

combination with each other, in quantities that exceed the
FDA labeled dosing for condition, or for conditions not
outlined in this policy or policies 5.01.550 and 5.01.563 are

considered investigational.
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Length of Approval
Approval

Initial authorization

TCriteria
All drugs listed in policy may be approved up to 12 months.

Re-authorization criteria

Future re-authorization of all drugs listed in policy may be
approved up to 12 months as long as the drug-specific
coverage criteria are met, and chart notes demonstrate that
the individual continues to show a positive clinical response to

therapy.

Documentation Requirements

The individual’s medical records submitted for review for all conditions should document

that medical necessity criteria are met. The record should include the following:

e Office visit notes that contain the diagnosis, relevant history, physical evaluation, and

medication history

| Description

J0129 Injection, abatacept (Orencia), 10 mg (code may be used for Medicare when drug
administered under the direct supervision of a physician, not for use when drug is self-
administered)

J0135 Injection, adalimumab (Humira), 20mg

J0490 Injection, belimumab (Benlysta), 10 mg

J0491 Injection, anifrolumab-fnia (Saphnelo), 1 mg

J0638 Injection, canakinumab, (llaris)1 mg

J1438 Injection, etanercept (Enbrel), 25mg (code may be used for Medicare when drug
administered under the direct supervision of a physician, not for use when drug is self-
administered)

J1745 Injection, infliximab, excludes biosimilar (Remicade or Janssen unbranded), 10mg

J1823 Injection, inebilizumab-cdon, (Uplizna) 1 mg

J2793 Injection, rilonacept, (Arcalyst) 1 mg

J3262 Injection, tocilizumab, (Actemra) 1 mg
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Code Description

J3590 Unclassified biologics (Use to report Abrilada (adalimumab-afzb), Amjevita
(adalimumab-atto), Cyltezo (adalimumab-adbm), Enspryng (satralizumab-mwge),
Hadlima (adalimumab-bwwd), Hyrimoz (adalimumab-adaz), Hulio (adalimumab-fkjp),
Kineret (anakinra), Rystiggo (rozanolixizumab-noli), Simlandi (adalimumab-ryvk),
Yuflyma (adalimumab-aaty), Yusimry (adalimumab-aqvh)

J9332 Injection, efgartigimod alfa-fcab,( Vyvgart) 2 mg

J9333 Injection, rozanolixizumab-noli (Rystiggo), 1 mg (new code effective 1/1/2024)

J9334 Injection, efgartigimod alfa, 2 mg and hyaluronidase-qvfc (new code effective
1/1/2024)

Q5103 Injection, infliximab-dyyb, biosimilar, (Inflectra), 10 mg

Q5104 Injection, infliximab-abda, biosimilar, (Renflexis), 10 mg

Q5121 Injection, infliximab-axxq, biosimilar, (Avsola), 10 mg

Q5133 Injection, tocilizumab-bavi (Tofidence), biosimilar, 1 mg (new code effective 4/1/2024)

Q5135 Injection, tocilizumab-aazg (tyenne), biosimilar, 1 mg (new code effective 10/1/2024)

Note: CPT codes, descriptions and materials are copyrighted by the American Medical Association (AMA). HCPCS
codes, descriptions and materials are copyrighted by Centers for Medicare Services (CMS).

Consideration of Age

Age limits specified in this policy are determined according to US Food and Drug Administration
(FDA)-approved indications, where applicable.

For site of service for medical necessity the age described in this policy is 13 years of age or
older. Site of service is defined as the location where the drug is administered, such as a
hospital-based outpatient setting, an infusion center, a physician’s office, or at home. The age
criterion for site of service for medical necessity is based on the following: Pediatric individuals
are not small adults. Pediatric individuals differ physiologically, developmentally, cognitively, and
emotionally from adult individuals, and vary by age groups from infancy to teen. Children often
require smaller doses than adults, lower infusion rates, appropriately sized equipment, the right
venipuncture site determined by therapy and age, and behavioral management during
administration of care. Specialty infusion training is therefore necessary for pediatric IV
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insertions and therapy. Due to pediatrics unique physiology and psychology, site of service
review is limited to individuals above the age of 13.

Benefit Application

Pharmacy Benefit

Cosentyx (secukinumab), Filspari (sparsentan), Lupkynis (voclosporin), Otezla (apremilast),
Rezurock (belumosudil), and Tarpeyo (budesonide) are managed through the pharmacy benefit.

Medical Benefit

Avsola (infliximab-axxq), Inflectra (infliximab-dyyb), Infliximab (Janssen — unbranded), Remicade
(infliximab), Renflexis (infliximab-abda), Saphnelo (anifrolumab-fnia), Rystiggo (rozanolixizumab-
noli), Tofidence (tocilizumab-bavi), Uplizna (inebilizumab-cdon), Vyvgart (efgartigimod alfa-
fcab), and Vyvgart Hytrulo (efgartigimod alfa and hyaluronidase-qvfc) are managed through the
medical benefit.

Medical / Pharmacy Benefit

Abrilada (adalimumab-afzb), Actemra (tocilizumab), adalimumab-aacf (Idacio unbranded),
adalimumab-aaty (Yuflyma unbranded), adalimumab-adaz (Hyrimoz unbranded), adalimumab-
adbm (Cyltezo unbranded), adalimumab-ryvk (Simlandi), Amjevita (adalimumab-atto), Benlysta
(belimumab), Cyltezo (adalimumab-adbm), Enbrel (etanercept), Enspryng (satralizumab-mwge),
Hadlima (adalimumab-bwwd), Hulio (adalimumab-fkjp), Humira (adalimumab), Hyrimoz
(adalimumab-adaz), llaris (canakinumab), Kineret (anakinra), Orencia (abatacept), Simlandi
(adalimumab-ryvk), Tyenne (tocilizumab-aazg), Yuflyma (adalimumab-aaty), and Yusimry
(adalimumab-aqgvh) are managed through both the pharmacy and medical benefit.

Evidence Review

Page | 31 of 60 w



Miscellaneous Autoimmune Diseases

TNF inhibitors, rituximab and various other agents have been used off-label to treat a variety of
autoimmune diseases. Most of this use represents significant unmet medical needs for chronic
diseases with few treatment options.

Hidradenitis Suppurativa

Hidradenitis Suppurativa (HS) is an inflammatory skin disease affecting an estimated 1 to 4% of
the world population. The main features of HS include painful and chronically recurring, deep-
seated follicular nodules, papules, pustules, and abscesses, scarring, sinus tracts, and recurrent
discharge. The area’s most commonly affected are the under the arms, groin, buttocks, and
under the breasts. The disease is variable and recurrent. It may occur as solitary or multiple
lesions in one area, or in many areas. In more severe cases, there may be large areas of skin
affected by recurrent, draining lesions.

The FDA approved Humira (adalimumab) to treat individuals with HS.

Two randomized, double-blind, placebo-controlled studies (Studies HS-1 and Il) evaluated the
safety and efficacy of Humira in a total of 633 adult subjects with moderate to severe
hidradenitis suppurativa (HS) with Hurley Stage Il or Il disease and with at least 3 abscesses or
inflammatory nodules. In both studies, subjects received placebo or Humira at an initial dose of
160 mg at Week 0, 80 mg at Week 2, and 40 mg every week starting at Week 4 and continued
through Week 11. Subjects used topical antiseptic wash daily. Concomitant oral antibiotic use
was allowed in Study HS-II.

Both studies evaluated Hidradenitis Suppurativa Clinical Response (HiSCR) at Week 12. HiSCR
was defined as at least a 50% reduction in total abscess and inflammatory nodule count with no
increase in abscess count and no increase in draining fistula count relative to baseline (see Table
below)