
Indication and Important Safety Information
Indication
Elfabrio® (pegunigalsidase alfa-iwxj) is indicated for the treatment of adults with confirmed Fabry disease.

Important Safety Information

WARNING: HYPERSENSITIVITY REACTIONS INCLUDING ANAPHYLAXIS
Patients treated with Elfabrio have experienced hypersensitivity reactions, including anaphylaxis. 
Appropriate medical support measures, including cardiopulmonary resuscitation equipment, should  
be readily available during Elfabrio administration. If a severe hypersensitivity reaction (eg, anaphylaxis) 
occurs, discontinue Elfabrio immediately and initiate appropriate medical treatment. In patients with 
severe hypersensitivity reaction, a desensitization procedure to Elfabrio may be considered.

Chiesi Total CareSM is here to help.  
Visit chiesitotalcare.com or  
call 1-833-656-1056

Please see Important Safety Information on page 2 and Full Prescribing Information, 
including Boxed Warning on hypersensitivity reactions including anaphylaxis. 

Access Resource Guide
Using This Access Resource Guide
This guide is intended for informational purposes only, not to take the place of the 
provider’s diagnosis and treatment decisions. Providers are responsible for the accuracy, 
legitimacy, and completeness of any claims, invoices, and other documentation supplied 
to payers. Providers should contact the payer for answers to specific questions about 
payment or coverage. Specific direction from the payer supersedes the guidance 
provided in this guide. Using the guidance provided in this guide does not guarantee 
coverage or reimbursement. 

http://chiesitotalcare.com
https://resources.chiesiusa.com/Elfabrio/ELFABRIO_PI.pdf
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Indication and Important Safety Information
Indication
Elfabrio® (pegunigalsidase alfa-iwxj) is indicated for the treatment of adults  
with confirmed Fabry disease.

Important Safety Information

WARNING: HYPERSENSITIVITY REACTIONS INCLUDING ANAPHYLAXIS
Patients treated with Elfabrio have experienced hypersensitivity reactions, including 
anaphylaxis. Appropriate medical support measures, including cardiopulmonary 
resuscitation equipment, should be readily available during Elfabrio administration. 
If a severe hypersensitivity reaction (eg, anaphylaxis) occurs, discontinue Elfabrio 
immediately and initiate appropriate medical treatment. In patients with severe 
hypersensitivity reaction, a desensitization procedure to Elfabrio may be considered.

Prior to Elfabrio administration, consider pretreating with antihistamines, antipyretics,  
and/or corticosteroids. Inform patients and caregivers of the signs and symptoms of 
hypersensitivity reactions and infusion-associated reactions (IARs), and instruct them to 
seek medical care immediately if such symptoms occur. 
•   If a severe hypersensitivity reaction (including anaphylaxis) or severe IAR occurs, immediately 

discontinue Elfabrio administration and initiate appropriate medical treatment.
•   If a mild to moderate hypersensitivity reaction or IAR occurs, consider slowing the infusion 

rate or temporarily withholding the dose.
In clinical trials, 20 (14%) Elfabrio-treated patients experienced hypersensitivity reactions. 
Four Elfabrio-treated patients (3%) experienced anaphylaxis reactions that occurred within 
5 to 40 minutes of the start of the initial infusion. The signs and symptoms of hypersensitivity 
reactions and anaphylaxis included headache, nausea, vomiting, throat tightness, facial 
and oral edema, truncal rash, tachycardia, hypotension, rigors, urticaria, intense pruritus, 
moderate upper airway obstructions, macroglossia, and mild lip edema.
In clinical trials, 41 (29%) Elfabrio-treated patients experienced one or more infusion-
associated reactions, including hypersensitivity, nausea, chills, pruritus, rash, chest pain, 
dizziness, vomiting, asthenia, pain, sneezing, dyspnea, nasal congestion, throat irritation, 
abdominal pain, erythema, diarrhea, burning sensation, neuralgia, headache, paresthesia, 
tremor, agitation, increased body temperature, flushing, bradycardia, myalgia, 
hypertension, and hypotension. 
A case of membranoproliferative glomerulonephritis with immune depositions in the 
kidney was reported during clinical trials. Monitor serum creatinine and urinary protein-
to-creatinine ratio. If glomerulonephritis is suspected, discontinue treatment until a 
diagnostic evaluation can be conducted.
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Important Safety Information (continued)
When switching to Elfabrio from a prior enzyme replacement therapy, the risk of 
hypersensitivity reactions and infusion-associated reactions may be increased in  
certain patients with pre-existing anti-drug antibodies (ADAs). Consider monitoring IgG 
and IgE ADAs and clinical or pharmacodynamic response (eg, plasma lyso-Gb3 levels).
The most common adverse reactions (≥15%) were infusion-associated reactions, 
nasopharyngitis, headache, diarrhea, fatigue, nausea, back pain, pain in extremity,  
and sinusitis.
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Indication and Important Safety Information
Indication
Elfabrio® (pegunigalsidase alfa-iwxj) is indicated for the treatment of adults with confirmed Fabry disease.

Important Safety Information

WARNING: HYPERSENSITIVITY REACTIONS INCLUDING ANAPHYLAXIS
Patients treated with Elfabrio have experienced hypersensitivity reactions, including anaphylaxis. 
Appropriate medical support measures, including cardiopulmonary resuscitation equipment, should  
be readily available during Elfabrio administration. If a severe hypersensitivity reaction (eg, anaphylaxis) 
occurs, discontinue Elfabrio immediately and initiate appropriate medical treatment. In patients with 
severe hypersensitivity reaction, a desensitization procedure to Elfabrio may be considered.

Please see Important Safety Information on page 2 and Full Prescribing Information, including Boxed Warning on hypersensitivity reactions including anaphylaxis.4 5

Patient Support Services

Insurance eligibility —Chiesi Total Care assists you and your patients with:

Commercial insurance
If your patients have private 

insurance through their job or 
their own business

Government insurance
If your patients have Medicare, Medicaid, 

Veterans Affairs healthcare,  
or other government insurance

No insurance
If your patients have no 

insurance, they may be eligible 
for financial assistance

No insuranceGovernment insuranceDedicated Total
Care Team

Infusion
assistance

Commercial
insurance

Routine
testing

Transportation

No insuranceGovernment insuranceDedicated Total
Care Team

Infusion
assistance

Commercial
insurance

Routine
testing

Transportation

No insuranceGovernment insuranceDedicated Total
Care Team

Infusion
assistance

Commercial
insurance

Routine
testing

Transportation

A single call to your dedicated Chiesi Total Care 
Team is all it takes—we will guide you through the 
process of getting a patient started on Elfabrio® 

(pegunigalsidase alfa-iwxj) therapy.

Chiesi Total Caresm

Chiesi Total Care offers 2 copay programs for eligible patients*:
•  Prescription copay: This covers the medication itself. Patients may pay as little as  

$0 for their Elfabrio prescription
•  Infusion services copay: This covers infusion supplies and administration (including home 

infusion). Patients may pay as little as $0 for their Elfabrio infusion supplies and administration
*�Government-funded�plans�are�not�eligible�for�patient�support�services�that�provide�financial�support�through�the�Programs.�Patients�receiving�treatment�or�residing� 
in MA, MI, MN, or RI are not eligible for infusion services. To receive home infusion support, patients must be referred to home infusion by their prescribing physician.

Program eligibility:
•  Patient must be enrolled in Chiesi Total Care. (Enrollment and Authorization Form  

will be mailed to your patient's home)
•  Patient has commercial insurance and a valid prescription for a US Food and Drug 

Administration (FDA)-approved indication for Elfabrio
• Patient must be a resident of the United States or one of its territories

Please refer to the accompanying full Terms and Conditions  
for additional eligibility requirements.

Copay  
Assistance

Routine  testing† 
•  We provide support for globotriaosylsphingosine (lyso-Gb3) and  

anti-drug antibodies (ADAs) screenings, with no out-of-pocket costs  
for patients with commercial insurance. Contact your Chiesi representative 
for more information

† Tests must be ordered for eligible patients by the prescribing physician. Patients receiving treatment or residing in MA, MI, 
MN, or RI are not eligible. Please see full Terms and Conditions for additional eligibility requirements.

Additional 
Offerings

Infusion services*
•  Chiesi Total Care clinicians can help patients understand their medication 

and the infusion process and coordinate a suitable infusion site if needed
•  If your patient moves to home infusion, Chiesi Total Care may be able to 

assist eligible patients with delivery of medication and infusion supplies
* Patients receiving treatment or residing in MA, MI, MN, or RI are not eligible for infusion services. To receive home  
infusion support, patients must be referred to home infusion by their prescribing physician. Please refer to the full  
Terms and Conditions for additional eligibility requirements.

No insuranceGovernment insuranceDedicated Total
Care Team

Infusion
assistance

Commercial
insurance

Routine
testing

Transportation

No insuranceGovernment insuranceDedicated Total
Care Team

Infusion
assistance

Commercial
insurance

Routine
testing

Transportation

Pharmacists  I  Patient Service Coordinators  I  Reimbursement support  I  Nursing support

The dedicated Chiesi Total Care Team is made up of:

BY PHONE
1-833-656-1056

BY FAX
1-636-355-3610

HOURS OF OPERATION
7:00 am - 6:00 pm (Central Time) 

For more information, visit chiesitotalcare.com
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Important Safety Information (continued)
Prior to Elfabrio administration, consider pretreating with antihistamines, antipyretics, and/or corticosteroids. 
Inform patients and caregivers of the signs and symptoms of hypersensitivity reactions and infusion-associated 
reactions (IARs), and instruct them to seek medical care immediately if such symptoms occur. 
•   If a severe hypersensitivity reaction (including anaphylaxis) or severe IAR occurs, immediately discontinue 

Elfabrio administration and initiate appropriate medical treatment.
•   If a mild to moderate hypersensitivity reaction or IAR occurs, consider slowing the infusion rate or temporarily 

withholding the dose.

Please see Important Safety Information on page 2 and Full Prescribing Information, including Boxed Warning on hypersensitivity reactions including anaphylaxis.6 7

Chiesi Total Care can help healthcare providers with benefit 
investigations, PAs, and the appeal process.

A step-by-step guide to the coverage process

Getting Your Patient Started on ELFABRIO Coverage Considerations

You may need to prepare and submit a prior authorization (PA) 
or formulary exception (or tiering exception) and include a letter 
of medical necessity

Approval criteria will be defined by1,2:

MONTH

COVERAGE 
POLICIES

MEDICAL 
BENEFIT

COVERAGE 
POLICIES

MEDICAL 
BENEFIT

FORMULARIES PHARMACY 
BENEFIT

MONTH

COVERAGE 
POLICIES

MEDICAL 
BENEFIT

COVERAGE 
POLICIES

MEDICAL 
BENEFIT

FORMULARIES PHARMACY 
BENEFIT

If denied, prepare and submit a letter of appeal using the resources provided  
in this guide

 If approved, work with the patient to set up delivery of ELFABRIO through  
the preferred specialty pharmacy
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Chiesi Total Care will determine patient insurance eligibility  
for ELFABRIO coverage Step 2

  Call Chiesi Total Care 
Program: 1-833-656-1056

Complete the Physician Order/Prescription Form for ELFABRIO, 
then enroll the patient in the Chiesi Total Care Program  
by completing the Patient Enrollment Form

Step 1

Step 3

or
Download the Patient 

Enrollment Form
Download the  

Prescription Order Form

Visit the Chiesi Total Care website

ELFABRIO may be covered under the pharmacy benefit or 
medical benefit, depending on the patient’s health plan1

For newly FDA-approved specialty drugs, in the first several months 
following approval, health plans have yet to make formulary decisions  
or establish coverage policies.3

•  Conducting a thorough benefit investigation will uncover if there are any specific health plan restrictions 
or utilization requirements, such as step therapy or PAs1

•  If you have determined a patient receiving a different treatment for Fabry disease should be treated  
with ELFABRIO, there may be additional requirements or approval processes for the premedication 
required before treatment
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Important Safety Information (continued)
In clinical trials, 20 (14%) Elfabrio-treated patients experienced hypersensitivity reactions. Four Elfabrio-
treated patients (3%) experienced anaphylaxis reactions that occurred within 5 to 40 minutes of the start of 
the initial infusion. The signs and symptoms of hypersensitivity reactions and anaphylaxis included headache, 
nausea, vomiting, throat tightness, facial and oral edema, truncal rash, tachycardia, hypotension, rigors, 
urticaria, intense pruritus, moderate upper airway obstructions, macroglossia, and mild lip edema.

Please see Important Safety Information on page 2 and Full Prescribing Information, including Boxed Warning on hypersensitivity reactions including anaphylaxis.8 9

A formulary exception under the pharmacy benefit  
is a request for coverage of a drug that is not included  
on a plan’s formulary, or it may be a request to have  
a utilization requirement waived6

In some cases, it may be appropriate to submit a letter  
of medical necessity with a PA5

Considerations for submitting PAs:
• Requirements for PAs will vary by health plan5

•  Check to see if the health plan has a plan-specific PA form and process for submission5 
–This information can generally be found on a plan’s website or by contacting their customer service department

For most patients, their health plan will require a PA  
for treatment with ELFABRIO

It may be appropriate to submit a letter of medical necessity 
with a formulary exception request. 

Prior Authorization Formulary Exceptions

Medicare Part D Prescription Drug Plans (PDPs), including Medicare Advantage 
plans that offer prescription drug coverage (MA-PD), and Medicare/Medicaid plans (for 
dually eligible individuals) that vary in their requirements for making exception requests. 
Centers for Medicare and Medicaid Services (CMS) provides some guidance for coverage 
determination requests.2,4,6

A model coverage determination request form and instructions  
can be downloaded from the CMS website.

If approved, it is important to understand the length of time the authorization 
is valid. This can vary by health plan, and in some cases, reauthorization  

may be required annually.

Patient information
•  Name
•  Address
•  Date of birth
•  Name of policyholder
•  Policy ID and group numbers

Provider information
•  Name
•  NPI number
•  Plan provider number
•  Address
•  Phone/fax numbers

Patient clinical information
•  Diagnosis/ICD-10-CM code
•   Description of treatment or 

procedure being requested
•  Previous treatment history
•  Treatment start date

Information generally required on a PA:

• A drug that is not on the plan’s list of covered drugs
•  A drug that was previously included on the plan’s 

list of covered drugs but was or is being removed 
from this list during the plan year

• PA for the prescribed drug
•  Forgoing the requirement to use another drug 

before receiving the prescribed drug  
(step therapy)

•  An exception to the plan’s requirement  
of a quantity limit

•  A health plan charges a higher copay for the 
prescribed drug than it charges for another 
drug that treats the condition, and the lower 
copayment is preferred

•  A patient has been using a drug that was 
previously included on a lower copayment 
tier, but was or is being moved to a higher 
copayment tier 

•  A health plan charged a higher copay for a drug 
than it should have

•  A patient wants to be reimbursed for a covered 
prescription drug that was paid for out-of-pocket

MONTH

$

MONTH

$

MONTH

$

Tiering exceptions may 
include situations when6: 

Formulary exceptions  
may include requests for6:
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Important Safety Information (continued)
In clinical trials, 41 (29%) Elfabrio-treated patients experienced one or more infusion-associated reactions, 
including hypersensitivity, nausea, chills, pruritus, rash, chest pain, dizziness, vomiting, asthenia, pain, sneezing, 
dyspnea, nasal congestion, throat irritation, abdominal pain, erythema, diarrhea, burning sensation, neuralgia, 
headache, paresthesia, tremor, agitation, increased body temperature, flushing, bradycardia, myalgia, 
hypertension, and hypotension.

Please see Important Safety Information on page 2 and Full Prescribing Information, including Boxed Warning on hypersensitivity reactions including anaphylaxis.10 11

May be required if a medication:
•  is subject to step therapy or prior authorization
•  is newly FDA-approved
•  is not preferred or not available on the plan's formulary and a formulary exception request is necessary
•  has unfavorable coverage or no established coverage policy with the plan

Considerations for preparing a letter of medical necessity:
•  Understand and adhere to the health plan–specific process and deadlines for PAs and exception request

Recommended information to include in a letter of medical necessity:

A letter of medical necessity is used to help explain the 
clinical rationale behind prescribing a specific treatment7

Medical Necessity Sample Letter of Medical Necessity

 
[Insurance Company] 
[Address] 
[City, State, Zip] 

Re:   [Patient Name] 
[Policy #] 
[DOB] 
[Address] 
[City, State, Zip] 

 
To Whom It May Concern:  
 
I am writing this letter of medical necessity on behalf of [Patient Name, ID#, Group #] to request 
coverage for [Product name (generic name)]. Included in this letter of medical necessity is 
information on the treatment rationale, medical records, medical necessity data and medical studies 
confirming currently prescribed product as an effective treatment for the diagnosis associated with 
[ICD10 Code]. 
 
Treatment Rationale:   
[Provide information on patient response and history to past treatments and anticipated 
prognosis and rationale for the currently prescribed product].  
 
Outline of Medical Studies:   
[Outline a brief overview of the studies evaluating the use of the currently prescribed product in 
this condition and/or patient population. Remember to include the FDA approved indications 
and usage].  
 
Medical Record Information:   
[Highlight key dates and entries of the medical record how the currently prescribed product is 
used]. 
 
Per the included medical information, it is my professional opinion that the currently prescribed product 
is medically necessary in treating the patient and the denials for the patient’s use of the drug should be 
reversed. Please call my office at [Office Phone Number] if I can provide further information.  
 
Sincerely,   
[Physician Name and Signature] 
[Phone Number] 
Enclosure: [As required] 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 

 

This is a sample letter. Use of this template  
does not guarantee coverage of ELFABRIO.

 Clinical rationale for treatment with ELFABRIO
•  Include clinical trial outcomes that supported FDA approval
•  In the case of a formulary exception request, explain the rationale for not treating  

with the health plan's preferred alternative

Summary of recommendations based on provider clinical expertise

 Enclosures that support the rationale for treatment with ELFABRIO
•  Peer-reviewed  

literature 
•  Patient medical  

records/notes
•  Relevant lab or  

diagnostic test results

Patient information
•  Name
•  Address
•  Date of birth
•  Name of policyholder
•  Policy ID and group numbers

Provider information
•  Name
•  NPI number
•  Plan provider number
•  Address
•  Phone/fax numbers

Patient clinical information
•  Diagnosis/ICD-10-CM code
•  Description of treatment or 

procedure being requested
•  Previous treatment history, 

including duration and reason  
for discontinuation

•  Severity of the patient's condition
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Please see Important Safety Information on page 2 and Full Prescribing Information, including Boxed Warning on hypersensitivity reactions including anaphylaxis.12 13

In the case of a denied coverage request, patients and providers 
have the right to submit an appeal to the health plan8

Common reasons for denials9:
•  New drug that has not been reviewed by the health plan yet for formulary inclusion or medical policy development
•  The drug is non-preferred or not on formulary
•  Step therapy is required and a different drug must be used first
•  PA is required and was not submitted (or PA has expired)
•  Missing information on the PA form or coverage determination request

Considerations for navigating denials and appeals:
•  Identify the reason for the denial by reviewing the explanation of benefits (EOB) or the denial letter 
•  Understand and adhere to the health plan–specific appeal’s process and deadlines
•  Prepare a detailed letter of appeal to submit to the plan

Navigating Denials and Appeals Sample Letter of Appeal

•  Date and reason for denial
•  Patient diagnosis (ICD-10-CM code), description of treatment  

being requested, previous treatment history, including duration 
and reason for discontinuation, if applicable 

•  Explanation for why an alternative formulary treatment is not 
appropriate for the patient

•  Clinical rationale for treatment with ELFABRIO 
–  Include clinical trial outcomes that supported FDA approval

•  Summary of recommendations based on provider clinical expertise

 Enclosures that  
support the rationale for 
treatment with ELFABRIO
•  Peer-reviewed literature 
•  Patient medical  

records/notes
•  Relevant lab or diagnostic 

test results

Recommended information to include with a letter of appeal: 

MONTH

$

We have an established success rate in appeals. If your PA submission 
was denied, call Chiesi Total Care at 1-833-656-1056.

Chiesi Total Care can help with denials and appeals.

Patient information
•  Name
•  Address
•  Date of birth

•  Name of  
policyholder

•  Policy ID and group 
numbers

Provider information
•  Name
•  NPI number
•  Plan provider number

•  Address
•  Phone/fax numbers

Important Safety Information (continued)
A case of membranoproliferative glomerulonephritis with immune depositions in the kidney was reported 
during clinical trials. Monitor serum creatinine and urinary protein-to-creatinine ratio. If glomerulonephritis 
is suspected, discontinue treatment until a diagnostic evaluation can be conducted.

[Insurance Company] 
[Address] 
[City, State, Zip] 

Re:   [Patient Name] 
[Policy #] 
[DOB] 
[Address] 
[City, State, Zip] 

To Whom It May Concern: 

I am writing to appeal the denial of benefits for the use of [Product name (generic name)] for services 
requested for [Patient Name, ID#, Group #]. Included in this letter of appeal are information on the 
treatment rationale, medical records, medical necessity data and medical studies confirming currently 
prescribed product as an effective treatment for the diagnosis associated with [ICD10 Code]. 

Treatment Rationale: 
[Provide information on patient response and history to past treatments and anticipated 
prognosis and rationale for the currently prescribed product].  

Outline of Medical Studies: 
[Outline a brief overview of the studies evaluating the use of the currently prescribed product in 
this condition and/or patient population. Remember to include the FDA approved indications and 
usage].  

Medical Record Information:  
[Highlight key dates and entries of the medical record how the currently prescribed product is 
used]. 

Per the included medical information, it is my professional opinion that the currently prescribed product 
is medically necessary in treating the patient and the denials for the patient’s use of the drug should be 
reversed. Please call my office at [Office Phone Number] if I can provide further information or speak 
with a review board to appeal the denial of coverage decision. I look forward to reaching resolution of 
overturning the denied status of the currently prescribed product for this patient.   

Sincerely,   
[Physician Name and Signature] 
[Phone Number] 
Enclosure: [Original denial notification copy] 

This is a sample letter. Use of this template  
does not guarantee coverage of ELFABRIO.
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Please see Important Safety Information on page 2 and Full Prescribing Information, including Boxed Warning on hypersensitivity reactions including anaphylaxis.14 15

Commercial, Medicare Advantage, and Medicare Part D PDP coverage for ELFABRIO will vary by  
plan and by patient. A thorough benefit investigation will determine coverage, including requirements  
for PAs or step therapy.1

Original Medicare does not offer prescription coverage. When covered by Medicare, ELFABRIO will most 
likely be covered under the pharmacy benefit, or Part D, and coverage will be determined based on  
the Part D formulary.10

In the case where ELFABRIO is covered under the Medicare Part B benefit, a local coverage determination 
will dictate coverage parameters and, in these cases, infusions would have to be delivered in a setting  
that buys and bills ELFABRIO directly versus the provider acquiring it through a specialty pharmacy.1,10,11

Eligibility and benefit plans through state Medicaid programs (administered by the state) and 
Managed Medicaid (administered by commercial payers) vary from state to state.2,12 Usually, treatment 
with ELFABRIO will need to be considered medically necessary to be covered under the Medicaid program. 
Depending on the state, initial treatment with ELFABRIO may require prior authorization by the state 
Medicaid program.

Payer Landscape

Specialty pharmacy 
ELFABRIO prescriptions can be fulfilled through the preferred specialty 
pharmacy or by enrolling the patient in the Chiesi Total Care Program  
and completing the ELFABRIO Physician Order/Prescription Form

Buy and bill
For healthcare providers who prefer to buy and bill, ELFABRIO  
can be acquired through EVERSANA® Life Science Services. 

How to Acquire ELFABRIO 

 Follow the individual health plan’s guidelines and processes for submitting any type of coverage 
determination, including PAs, exception requests, and letters of medical necessity and appeal 

Review and thoroughly understand the health plan's formulary criteria or coverage policy  
when preparing communications  

Thoroughly consider the reason(s) for denial and address those reason(s) specifically  
when preparing an appeal letter 

 Provide a clear and concise description of the patient's medical history and the clinical rationale  
for the treatment request

Clearly state the provider's credentials and relevant affiliations in communications, including 
experience in treating the disease state 

Submit all requested forms, medical records, and any additional supporting clinical 
documentation through the health plan’s preferred or recommended method

 Document and keep record of all communication with the health plan, including phone calls  
and written communication

Adhere to any specific deadlines for coverage determinations and appeals, including requests  
from the health plan for additional information

  Call Chiesi Total Care Program: 1-833-656-1056

For more information or to place an order, email:  
CTCPurchasing@eversana.com

MONTH

$

Tips on engaging with health plans

Chiesi Total Care is offered through  
EVERSANA® Life Science Services Specialty Pharmacy.

or
Download the Patient 

Enrollment Form
Download the  

Prescription Order Form

Visit the Chiesi Total Care website

Important Safety Information (continued)
When switching to Elfabrio from a prior enzyme replacement therapy, the risk of hypersensitivity reactions 
and infusion-associated reactions may be increased in certain patients with pre-existing anti-drug 
antibodies (ADAs). Consider monitoring IgG and IgE ADAs and clinical or pharmacodynamic response 
(eg, plasma lyso-Gb3 levels).
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Please see Important Safety Information on page 2 and Full Prescribing Information, including Boxed Warning on hypersensitivity reactions including anaphylaxis.16 17

Coding and Billing

The codes provided here are commonly associated with the administration of 
ELFABRIO; however, providers should contact the patient’s health plan for specific 
guidance on coding and site of care requirements before administration.

National Drug Codes (NDC)
NDCs are unique numbers that identify a drug's labeler, product, and trade package size. The FDA uses a 10-digit 
format when registering NDCs; however, payer requirements regarding use of a 10-digit or 11-digit NDC on claim 
forms varies. CMS requires an 11-digit NDC format. It is important to check with individual health plans before billing.18,19

10-Digit Code19 (5-3-2 format) 11-Digit Code (5-4-2 format) Description19

10122-160-01 10122-0160-01 Single-dose glass vial

10122-160-02 10122-0160-02 Carton containing one vial

10122-160-05 10122-0160-05 Carton containing five vials

10122-160-10 10122-0160-10 Carton containing ten vials

Current Procedural Terminology (CPT®) Codes 
CPT is the code set used to describe procedures and services performed by healthcare providers. Evaluation 
and management codes, or E/M codes, are CPT codes that allow providers to bill for the total time and level  
of service spent treating the patient.21

Code16 Description

96365 Intravenous infusion, for therapy, prophylaxis, or diagnosis (specify substance or drug); initial, up to 1 hour

96366 Each additional hour (list separately in addition to primary procedure code, 96365)

Revenue Codes
Revenue codes are 4-digit numeric codes used only by hospital-based facilities to indicate what department 
and where a procedure was performed within the facility or to identify supplies used in the procedure.  
Revenue codes are only used on institutional claims.25

Code26 Description

0258 Pharmacy, IV solutions

0260 IV Therapy, general IV 

0261 IV Therapy, infusion pump

0636 Pharmacy, drugs requiring detailed coding

Modifiers 
Modifiers are 2-digit codes that are added to a CPT or HCPCS code and used to provide additional 
information about an item or service provided.14

Code22,23 Description

59 Distinct Procedural Service: Under certain circumstances, it may be necessary to indicate that a procedure 
or service was distinct or independent from other non-E/M services performed on the same day

JW Discarded drug not administered

JZ Zero drug wasted (effective July 1, 2023, Medicare plans will require the JZ Modifier to attest that  
there was no discarded amount from a single vial. Requirements vary by plan)

Place of Service (POS) Codes
POS codes are 2-digit numeric codes used to indicate the setting in which a healthcare service  
was provided and are only used on professional claims.24

Code24 Description

11 Office

12 Home

19 Off-Campus Outpatient Hospital

22 On-Campus Outpatient Hospital

International Classification of Diseases, Tenth Revision,  
Clinical Modification (ICD-10-CM) Codes
ICD-10-CM is the diagnosis code set used for all healthcare settings for medical claims reporting.20

Code16 Description

E75.21 Fabry (Anderson) Disease

• Drug name
• Drug strength
• Unit of measure

•  Number of units 
administered

• Number of units wasted

• Total dosage
• Route of administration
• 11-digit NDC

• A copy of the  
ELFABRIO invoice15,17

When billing with a miscellaneous HCPCS code, the plan may require additional 
information and documents, such as:

Healthcare Common Procedure Coding System (HCPCS) Codes 
Provider-administered drugs are typically reported with HCPCS Level II J-codes and assigned by CMS.13 
Miscellaneous or “unclassified” J-codes allow healthcare providers to begin billing immediately for a service  
or item as soon as the FDA allows it to be marketed and until a permanent code is assigned.13,14 A unit of “1” should 
always be billed with a miscellaneous J-code.15

Code16 Description

J3590 Unclassified biologics

C9399 Unclassified drugs or biologicals (hospital outpatient use)
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Important Safety Information (continued)
The most common adverse reactions (≥15%) were infusion-associated reactions, nasopharyngitis, 
headache, diarrhea, fatigue, nausea, back pain, pain in extremity, and sinusitis.

Please see Important Safety Information on page 2 and Full Prescribing Information, including Boxed Warning on hypersensitivity reactions including anaphylaxis.18 19

Sample CMS-1500 Claim Form  
for a Provider Office

Providers should contact the health plan for questions about coverage, coding,  
and payment. Specific direction from the plan supersedes the codes included here.

When completing a claim form for a drug that does not have a permanent HCPCS code, check with  
the payer on their requirements. It may be required to include the 11-digit NDC, the drug name (brand  
and generic), drug strength, total dosage, total wastage (if applicable), and route of administration.

When billing with a miscellaneous J-code, enter 1 unit, regardless of dosage. 

Billing for reimbursement or administration of ELFABRIO in the provider  
office setting should be submitted on the CMS-1500 manual claim form,  
or its electronic equivalent 837P (Professional).27

Use HCPCS code J3590 for ELFABRIO and bill one (1) unit regardless of dosage.

19

21

24B24A 24D

Additional Claim Information: Some payers may require additional detail about the drug administered. Item 19

Diagnosis/Nature of Illness or Injury: Enter the clinically appropriate ICD-10-CM code. Item 21

Place of Service: Enter the appropriate site of care code indicating where the medical service was rendered. Item 24B

Procedures, Services, or Supplies: Enter the appropriate CPT and HCPCS codes and modifiers, if required. Item 24D

Days or Units: Enter the number of units that were administered. Item 24G

Prior Authorization Number: Enter the prior authorization number if one was issued. Item 23

Date of Service: Enter the appropriate date for each procedure, service, or supply. Some payers require 
that the shaded area of 24A includes the NDC, and the appropriate qualifier (N4) and NDC units (UN, ML).  Item 24A

23

24G

TIP:

TIP:

1

3

96365

96366

XXXXXXX

MM-DD-YY
N410122016001UN1

E75.21

MM-DD-YY

MM-DD-YY

ELFABRIO (pegunigalsidase alfa-iwxj), injection for IV use, 20mg/10mL

11

11

11

J3590 1
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Please see Important Safety Information on page 2 and Full Prescribing Information, including Boxed Warning on hypersensitivity reactions including anaphylaxis.20 21

Billing for reimbursement or administration of ELFABRIO in the institutional 
or hospital outpatient setting should be submitted on the CMS-1450  
(UB-04) manual claim form, or its electronic equivalent 837I (Institutional).28  
Use HCPCS code J3590 or C9399 (in the hospital outpatient setting) for ELFABRIO  
and bill one (1) unit regardless of dosage.

Sample CMS-1450 (UB-04) Claim Form for  
the Institutional or Hospital Outpatient Setting

When billing with a miscellaneous HCPCS code, enter 1 unit, regardless of dosage.

When completing a claim form for a drug that does not have a permanent HCPCS code, check with  
the payer on their requirements. It may be required to include the 11-digit NDC, the drug name (brand  
and generic), drug strength, total dosage, total wastage (if applicable), and route of administration.

TIP:

TIP:

Important Safety Information (continued)
A case of membranoproliferative glomerulonephritis with immune depositions in the kidney was reported 
during clinical trials. Monitor serum creatinine and urinary protein-to-creatinine ratio. If glomerulonephritis 
is suspected, discontinue treatment until a diagnostic evaluation can be conducted.

Providers should contact the health plan for questions about coverage, coding,  
and payment. Specific direction from the plan supersedes the codes included here.

80

67

4644

63

42 43

Diagnosis (DX) Code: Enter the clinically appropriate ICD-10-CM code. FL 67

Revenue Description: Enter a narrative description or standard abbreviation for each corresponding 
revenue code. FL 43

Revenue Code: Enter the appropriate revenue code based on the cost center and service provided. FL 42

HCPCS & Procedure Codes: Enter the appropriate HCPCS and CPT codes. FL 44

Service Units: Enter the number of times a single procedure or item was performed or provided  
for the date of service. FL 46

Remarks: Some payers may require additional information about the drug administered. FL 80

Prior Authorization Number: Enter the prior authorization number if one was issued. FL 63

96365

96366

1

1

30636 Drugs requiring detailed coding

0260 General IV

0260 General IV

XXXXXXX

ELFABRIO (pegunigalsidase 
alfa-iwxj), injection for IV use, 
20mg/10mL, 10122-0160-01

E75.21

J3590
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Please see accompanying Full Prescribing Information for Elfabrio and full Terms and Conditions 
for additional Chiesi Total Care eligibility requirements.
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Chiesi is a specialty pharmaceutical company with a long history of bringing 
innovative products to the healthcare marketplace. We are deeply committed 
to developing products for rare diseases such as Fabry disease. 

For more information, visit hcp.elfabrio.com.
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Enroll Your Patient  
in Chiesi Total Care Today

BY PHONE
1-833-656-1056

BY FAX
1-636-355-3610

HOURS OF OPERATION
7:00 am - 6:00 pm (Central Time) 

For more information, visit chiesitotalcare.com

https://resources.chiesiusa.com/Elfabrio/ELFABRIO_PI.pdf
https://resources.chiesiusa.com/Elfabrio/Chiesi_Total_Care_Terms_and_Conditions.pdf
http://chiesitotalcare.com
http://chiesitotalcare.com

