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Using This Billing and Coding Guide

This document is intended as a general guide for submitting information to payers for reimbursement.
Use of this guide does not guarantee that the payer will provide coverage for Fabrazyme and is not
intended to be a substitute for, or an influence on, the independent medical judgment of the prescriber.
Prescribers should follow payer-specific coding requirements and exercise clinical judgment when
selecting codes and submitting claims to truthfully and accurately reflect the services and products
furnished to a specific patient. Prescribers are solely responsible for ensuring the accuracy of billing
submissions to any payer.

The coding information discussed in this guide
e |s provided for informational purposes only
e |s subject to change

e Should not be construed as legal advice

The codes listed herein may not apply to all patients or to all health plans. Conversely, additional codes
not listed in this guide may apply to some patients.

Sanofi is committed to working with providers, as well as with public and private payers, to help with
access to Fabrazyme as indicated. If you still have questions after reviewing this guide, please contact
CareConnect at 1-800-745-4447, Option 3. Sanofi's CareConnect Case Managers have expertise
in reimbursement, insurance, case management, and the healthcare delivery system and can provide
information to physicians and their patients about the reimbursement process.
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Indication and Important Safety Information

INDICATION AND USAGE

Fabrazyme® is indicated for the treatment of adult and pediatric patients 2 years of age and older with
confirmed Fabry disease.

IMPORTANT SAFETY INFORMATION

WARNING: HYPERSENSITIVITY REACTIONS INCLUDING ANAPHYLAXIS

Patients treated with enzyme replacement therapies have experienced life-threatening
hypersensitivity reactions, including anaphylaxis. Anaphylaxis has occurred during the
early course of enzyme replacement therapy and after extended duration of therapy.

Initiate FABRAZYME in a healthcare setting with appropriate medical monitoring and
support measures, including access to cardiopulmonary resuscitation equipment. If a
severe hypersensitivity reaction (e.g. anaphylaxis) occurs, discontinue FABRAZYME

and immediately initiate appropriate medical treatment, including use of epinephrine.
Inform patients of the symptoms of life-threatening hypersensitivity reactions, including
anaphylaxis and to seek immediate medical care should symptoms occur [see Warnings
and Precautions (5.1)].

WARNINGS AND PRECAUTIONS

Hypersensitivity Reactions Including Anaphylaxis:

In clinical trials and post-marketing experience, approximately 1% of patients developed anaphylactic

or severe hypersensitivity reactions, some life-threatening, during Fabrazyme infusion. Reactions have
included localized angioedema (including swelling of the face, mouth, and throat), bronchospasm,
hypotension, generalized urticaria, dysphagia, rash, dyspnea, flushing, chest discomfort, pruritus, and
nasal congestion. Consider pretreating with antihistamines, antipyretics, and/or corticosteroids; however,
reactions may still occur.

In Fabrazyme clinical trials, some patients developed IgE antibodies or skin test reactivity specific to

Fabrazyme.

e Higher incidences of hypersensitivity reactions were observed in adult patients with persistent anti-
Fabrazyme antibodies, and in those with high antibody titers compared with antibody negative
adult patients.
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Indication and Important Safety Information (cont’d)

IMPORTANT SAFETY INFORMATION (cont'd)
WARNINGS AND PRECAUTIONS (cont'd)

Hypersensitivity Reactions Including Anaphylaxis: (cont'd)

e Consider testing for IgE antibodies in patients who experienced suspected hypersensitivity reactions
and consider the risks and benefits of continued treatment in patients with anti-Fabrazyme IgE
antibodies. Rechallenge of these patients should only occur under the direct supervision of qualified
personnel, with appropriate medical support measures readily available.

Infusion-Associated Reactions

In Fabrazyme clinical trials, 59% of patients experienced infusion-associated reactions (IARs), some of
which were severe. |ARs are defined as those occurring on the same day as the infusion. The incidence
of these reactions was higher in patients who were positive for anti-Fabrazyme antibodies than those
negative for anti-Fabrazyme antibodies.

e Consider pretreatment with antipyretics, antihistamines, and/or corticosteroids to reduce the risk of
IARs; however, they may still occur.

e |f a mild or moderate IAR occurs, consider holding the infusion temporarily, decreasing the infusion
rate, and/or reducing the Fabrazyme dosage. If a severe IAR occurs, discontinue Fabrazyme immediately
and initiate appropriate medical treatment as needed. Assess the risks and benefits of readministering
Fabrazyme and monitor patients closely if readministering.

e Patients with advanced Fabry disease may have compromised cardiac function, which may predispose
them to a higher risk of severe complications from IARs. Closely monitor patients with compromised
cardiac function receiving Fabrazyme.

Common Adverse Reactions

Adverse reactions reported (>20%) were upper respiratory tract infection, chills, pyrexia, headache,
cough, paresthesia, fatigue, peripheral edema, dizziness, and rash.
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Coding Summary

Diagnosis Codes

Codes used to formalize diagnoses come from the International Classification of Diseases, Tenth Revision,
Clinical Modification (ICD-10-CM), which was developed by the World Health Organization." The specific
diagnostic code for Fabry disease (sometimes called Anderson-Fabry disease) is E75.21.2

Please refer to cdc.gov for the most up-to-date code list, as codes may be subject to change.

ICD-10-CM Codes?

E00-E89 Endocrine, nutritional, and metabolic diseases
E70-E88 Metabolic disorders
E75 Disorders of sphingolipid metabolism and other storage disorders
E75.2 Other sphingolipidosis
m Fabry disease

National Drug Code (NDC)

NDCs are unique 3-segment numbers that serve as universal product identifiers for human drugs in the US2
Fabrazyme is available in 2 vial sizes, 35 mg and 5 mg, and each vial size has its own specific 10-digit NDC
displayed on the packaging. In most cases, these codes should be converted to 11-digit NDCs for billing purposes.*
The table below shows the 10-digit and 11-digit NDC for each vial size of Fabrazyme.

Note: Payer requirements for NDC use and format may vary. Please contact each payer for specific coding policies.

Also please refer to the US Food and Drug Administration’s National Drug Code Directory website for the most
up-to-date NDC information.

NDC Codes®

L. 35-mg vial: NDC 58468-0040-1
10-digit NDC _
5-mg vial: NDC 58468-0041-1
. 35-mg vial: NDC 58468-0040-01
11-digit NDC _
5-mg vial: NDC 58468-0041-01
How supplied Fabrazyme_ls s_upplled asa steglle, nonpyrogenic, white to off-white lyophilized cake
or powder in single-dose vials.
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Coding Summary (cont’d)

CPT® Codes

Current Procedural Terminology (CPT) codes are used to describe the procedures performed on a patient and/or
how a drug or supply being billed was administered.® The CPT codes most commonly associated with the
administration of IV-infused biologic therapies like Fabrazyme are listed below. \WWhenever possible, confirm the
preferred coding policy with payers prior to administration of Fabrazyme.

Primary Codes’

Intravenous infusion for therapy, prophylaxis, or diagnosis (specify substance or
96365 R
drug); initial, up to 1 hour’
96366 Each additional hour (list separately in addition to code for primary procedure; report
96366 for infusion intervals of greater than 30 minutes beyond 1-hour increments)’#*

*Per Centers for Medicare & Medicaid Services (CMS) guidelines, if the incremental amount of infusion time is 30 minutes or less, the time should not be
billed separately.” Note that some payers may require reporting the actual number of minutes on the claim.
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HCPCS Code

Healthcare Common Procedure Coding System (HCPCS) codes are assigned by CMS and are
used by Medicare and most private payers to describe products administered in a physician’s
office or hospital setting.® Note that the coding system is not a methodology for making
coverage or payment determinations. The existence of a HCPCS code does not imply coverage;
it implies only that the product may be reimbursed if covered.

Permanent J Code’ J0180: Agalsidase beta injection, 1 mg

JW modifier: Medicare and some commercial payers require providers and suppliers to report the JW
modifier on Part B drug claims for discarded drugs and biologics." Refer to each payer’s policy for coding
and documentation requirements.

JZ modifier: Providers are required to report the JZ modifier on all claims that bill for drugs from
single-dose containers that are separately payable under Medicare Part B when there are no discarded
amounts. The JZ modifier is required to attest there were no discarded amounts and no JW modifier
amount was reported.”

Place of Service (POS) codes: Because Fabrazyme can be administered in various settings (infusion
center, physician office, or patient’s home if deemed clinically appropriate by the prescribing physician), it
is important to populate a claim with the appropriate 2-digit POS code."” Always verify the preferred POS
codes for your patient’s health plan before submitting a claim.

Important coding note: Some insurance companies may require the NDC billing method for infused
medications, while others may require the HCPCS billing method. Confirm the preferred coding policy
with each payer prior to the administration of Fabrazyme.

NDC billing = an individual charge line for each medication vial used during a treatment, plus additional
lines for wastage.

HCPCS hilling = 1 charge line for a medication and 1 charge line for wastage (if applicable), regardless of
the number of vials used.

\3
‘ ®
Fabrazyme
Please see Important Safety Information on pages 3-4 and full Prescribing Information, aga SldaSB beta

including Boxed WARNING.


https://products.sanofi.us/Fabrazyme/Fabrazyme.pdf

E TABLE OF
CONTENTS

Sample Reimbursement Forms

The sample claim forms shown below are intended for reference only. Reimbursement codes are subject
to continual change. Please confirm the accuracy of the codes used with each payer.

For claims submitted by noninstitutional healthcare providers':

Annotated claim form CMS-1500"

EiSE '
i ! ° Field 19: Provide any required detailed
HEALTH INSURANCE CLAIM FORM & H f .t h d t -t |
3 Information such as arug name, tota
W LT e dosage and strength, method of
[ weacaron [ cicaion) [ ] aowoow ] awomoorion [ ] i) ) S . .. .
= PATIENTS RARE (st e, P Warme, Vs T TS gy o SEXFD TSRS A sty o W, VAae i) adm|n|strat|0n' 11 -d|g|t NDC' and basis of
5. PATIENT'S ADDRESS (No., Street) 6. PATIENT RELATIONSHIP TO INSURED 7. INSURED'S ADDRESS (No., Street) H
o L e Jonl] o] o measurement (attach separately if needed)
o L
g Field 21: Enter the appropriat
5 OTHER NSURED'S RANE (as Nam. s o, WIGGe Wi [0S PATIENTS CONDTION RELATED O | 7 NSURED' POLIGY GROUP OF FECA NUMBER g e - Enter the appropriate
o
ICD-10-CM diagnosis codes
\:\vzs [Owe v FD 2
G, o Field 24A: Enter the date of service f
< RESERVED FOR NUCC USE OE - < ISURRNDE PLAN RAVE O PROGRAN RAVE & ield 24A: Enter the date of service for
@ INSURANGE PLAN NAME OR PROGRAM NAWE 70d. CLAIM CODES (Designated by NUCO), 15 THEREANOTHERINEALTH BENEFIT PLAN? H h d | | d NDC | f t
IR0 syee oo s each procedure. Include Information,
N In:ws‘hoa(xunTT(S“é;?;é%‘s:é‘NZ:’;%N‘iﬁi‘:ﬁifi“'f""i':!f;;;g?%"‘“ﬂ:;ﬁ‘fi!"é'mm...mww R if required’ in the shaded areas above
P, \ each date
14, ’W;‘TE OE§URREW ILLNESS, INJURY, or PREGNANCY (LMP) |15. QIHER DATR} ™ » 16. DATESEQ‘T\ENBBNAELEYTQ WORK \NCUT“RMENT %%CUFAH?Q{
QuaL QUAL! FROM 0
e~ oS ° Field 24B: Enter appropriate POS code
[ves [Jro |

EFET o (office, infusion center, etc)

PRIOR AUTHORIZATION NUMBER

A =
EL
'

e I M ol L BB oz B Field 24D: Include payer-required details
| | 1 | such as HCPCS (J code), CPT codes, and
z | | || | - L | e modifiers
8 \ | | | | L L] Jw E
; | —— f— — - Field 24E: Enter the diagnosis code
x I — L [ | [w .
6 | == | = - reference letter or number from Field 21
25. FEDERAL TAX 1.D. NUMBER SSN EIN st PATIENT'S ACCOUNT NO. VEEEZFL%'ZT&W .pz \'OVALCHARGEV pz AMOUNTPA\? 30. Rsvd for NUCG Use| that relates to the date Of Service and to
i) . oty the services or procedures performed that
. - . are entered on that same line under 24D
NUCC Instruction Manual available at: www.nucc.org PLEASE PRINT OR TYPE APPROVED OMB-0938-1197 FORM 1500 (02-12)_

This sample form is for informational purposes only.
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Sample Reimbursement Forms (cont’d)

For claims submitted by hospitals, nursing facilities, and other institutional inpatient and
outpatient providers':

Annotated claim form CMS-1450,
(also known as UB-04)"

Field 42: Enter the 4-digit revenue code
that best describes the service provided, in
accordance with the hospital billing policy

Field 43: Enter the corresponding
description of service (eg, IV therapy)

Field 44: Include payer-required details,
such as relevant HCPCS and CPT codes

Field 66: Enter appropriate /CD-10-CM
diagnosis codes

o\ |
w ° Field 80: Provide any required detailed

¥ information such as drug name, total
- dosage and strength, method of
PAGE____ OF CREATI(Z:\! D:;E OTA a

e ‘ administration, and 11-digit NDC (attach
: separately if needed)

58 INSURED'S NAWE 50p e | 60 INSURED'S UNIQUE 1D 61 GROUP NAWE. 62 INSURANGE GROUP NO.

mmmmmmmmmmmmmmmmmmmm 64 DOCUMENT CONTROL NUMBER 65 EMPLOYER NAME

£
g

This sample form is for informational purposes only.
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Additional Billing and Coding Considerations

Reimbursement Consideration

Fabrazyme is designed to be prepared and administered by a healthcare provider in hospital,
outpatient, clinic, and home settings. Fabrazyme may be eligible for reimbursement by
commercial payers and Medicare.™ Please refer to the individual patient’s plan to determine any
applicable coverage requirements. The specifics of coverage may vary by payer.

When Filing a Claim

It is recommended that Fabrazyme coverage be confirmed with payers prior to administration in
patients aged 2 and older with confirmed Fabry disease.

Some payers have policies that may affect coverage for Fabrazyme. These include

e Site of care: Some payers may have coverage rules that restrict where patients can receive
certain types of medical care, such as infusions

e Network providers: Some payers have exclusive contracts with in-network or participating
providers to administer infusion therapies. These may include contracts for coverage in
physician offices and outpatient settings or with specialty pharmacies that provide drugs and
biologics to the provider

e Prior authorization: Many plans may require providers to obtain prior authorization (eg, through
documentation of medical necessity) to begin a course of treatment. Check with the payer to
determine their process, requirements, and method for requesting authorization

Documenting Necessity

Fabrazyme is a medication used to treat a rare disease. Therefore, some insurers may not
be familiar with Fabrazyme and might require additional documentation to process a prior
authorization or a claim upon receipt.

Documentation requirements might include
e Statement of medical necessity/letter of intent to treat from the attending physician
e Fabrazyme Prescribing Information

e Details on the patient’s case history, previous therapy, and clinical course
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Additional Billing and Coding Considerations (cont’d)

Sample Documentation

Healthcare providers may contact their Sanofi representative for a copy of the sample documents
shown below. Note that some payers have a specific form for medical necessity, which should be

used in that instance.

Statement of Medical Necessity

STATEMENT OF MEDICAL NECESSITY
FOR THE TREATMENT OF FABRY DISEASE

Letter of Intent to Treat

Sample Letter of Intent to Treat

PATIENT INFORMATION

Patient's Name Social Security No.
Address

City State Zip Code

Gender OJMale O Female Phone No. (Home) Phone No. (Work)
Insurance Co Policy Holder's Name

Policy Number Group Number. Insurance Phone

MEDICAL ASSESSMENT
Patient Weight (kg/Ibs) Patient Height (cm/in)
Please list signs and symptoms consistent with Fabry disease:

O Fabry Disease (Lipidosis) ICD-9-C\.272.7 O Fabry (Anderson) Disease ICD-10-CM* E75.21
Method of diagnosis: O Enzyme Assay. O Genetic Testing O Tissue Biopsy

O Other (please specify)
Diagnostic Results (Values):

TREATMENT RECOMMENDATION

O Fabrazyme® (agalsidase beta) NDC 58468-0040-1 35mg vial; NDC 58468-0041-1 5mg vial

Dose mg/kg*  Frequency” Therapy Start Date
Fabrazyme s 1 mg/kg body 2 weoks

Please list any additional treatment information, including follow-up evaluations:

I certfy that the abe  and the accurate to the best of my knowled

Physician Name (printed) Date

Address

City State Zip Code

Phone No. (Home) Phone No. (Work}

Physician's Signature Medical License #

State Issued

Please see Importa

including Boxed WARNING.

IMPORTANT INFORMATION:

This letter is a sample that provides background information regarding Fabrazyme® (agalsidase beta) and Fabry Disease, a rare genetic
condition. This letter should be modified by the treating physician to address the particular circumstances of the individual patient, as
well as the physician's ciinical judgment.

Date:

Contact Name:

Insurance Company:

Street Address:

City: State: Zip:

Patient Name:

Subscriber ID#:

Group#:

Subject: Intent to Treat with Fabrazyme® (agalsidase beta)

Dear

has been diagnosed with Fabry disease@nd | plan to treat with

Fabrazyme® (agalsidase beta), an enzyme replacement therapy (ERT). for the tréatment of adult and 2

and is typically administered on an outpatient basis

Fabrazyme is an FDA-approved ERT for the treatment of this life-threatening, orphan disease.

Fabry disease is an X-linked of Deficiency of the | | A leads t

progressive accumulation o glycosphingolpids, predominatly GL-3, in many body tissues, sarting eary in e and continuing over decades.

Ciinical manif Fabry i failure, accidents. L3
may play a role i rénal failure.

Produced by recombinant DNA techinology, Fabrazyme has the same amino acid sequence as the native enzyme. Fabrazyme replaces the missing
enzyme and works by clearing the fatty substances that accumulate in certain cells and tissues of Fabry patients.

To this end, | feel itis medically necessary to nitiate Fabrazyme treatment for as 5000 as possible.
Documentation Enclosed

‘The attached Statement of Medical Necessity contains information pertaining to s clinical history,
diagnosis and signs and symptoms - demonsirating that the use of Fabrazyme is medicaly indicated and necessary for treatment of | Fabry
disease. Iniially, my prescribed dosing regimen will be mg per kilogram, administered every two weeks.

Aiso enclosed is full rescribing Information for Fabrazyme.

Action Requested

Please send verification of ‘s coverage for enzyme replacement therapy with
- " Fabrazyme 's liical history and/or my

as soon as possibl. I you have any questions pertining 10 e

treatment plan, please call me at ... ...

Thank you for your immediate attention to this request.

Sincerely,

Ful Prescribing Information is enclosed.

3
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Dosing and Storage-

Dosing

Fabrazyme is for intravenous infusion only. The recommended dosage for patients ages 2 and
older with confirmed Fabry disease is 1 mg/kg body weight infused every 2 weeks.

Sample hilling calculation based on body weight
Patient weight: 75 kg

Patient dose: 75 mg

Calculated billing units: 75

Please see the full Prescribing Information for complete details regarding infusion rates, as
well as the required steps for preparation and administration of Fabrazyme.

Storage

Refrigerate vials of Fabrazyme at 2°C to 8°C (36°F to 46°F). Do not use Fabrazyme after the

expiration date on the vial. Reconstituted and diluted solutions of Fabrazyme should be used
immediately. If immediate use is not possible, the reconstituted and diluted solution may be
stored for up to 24 hours at 2°C to 8°C (36°F to 46°F). Please see full Prescribing Information

for additional information.
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Patient Support Services

careconnect

PERSONALIZED SUPPORT SERVICES

Connected Care Throughout Your Patient’s Journey

CareConnect is a free, voluntary, and confidential support program for eligible patients and families
living with lysosomal storage disorders, including Fabry disease.

Connected Education

Comprehensive disease education from diagnosis and beyond for individuals, families,
and communities.

o

ﬂ@ Connected Team
4 Dedicated team who connects the dots between specialists, insurance, and appointments
for a less fragmented care experience.
Q Connected Experience

& Programs designed to support patients by connecting them with experts and the community
to navigate life transitions and disease management.

Your patient’s team is made up of two dynamic professionals

Case Managers assist with reimbursement matters, provide financial assistance resources,
and help patients navigate access hurdles throughout treatment.

Patient Education Liaisons have a clinical background and provide patients with disease
and treatment education throughout their journey.

If affording treatment is an issue, CareConnect may be able to help eligible patients access
financial assistance.

CONNECT WITH US
www.careconnectpss.com

1-800-745-4447 (Option 3)
info@careconnectpss.com
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Ordering Information for Fabrazyme

To order Fabrazyme, please contact one of the authorized distributors below,

Authorized Distributor ‘ Phone ‘ Web

Cardinal Health

Pharmaceutical Distribution 800-926-3161 cardinalhealth.com/en/login.html

Cardinal Health Specialty Distribution 800-926-3161 cardinalhealth.com/en/login.html
McKesson Plasma and Biologics 877-625-2566 | connect.mckesson.com
McKesson Pharmaceutical Distribution 855-625-4677 | connect.mckesson.com
McKesson Specialty Health 800-482-6700 | mscs.mckesson.com

Morris & Dickson Specialty Distribution 800-388-3833 | mdspecialtydist.com

To order Fabrazyme directly from Sanofi, please use the contact information below.

Direct Order Contact

Rare Disease Product Services = 800-745-4447, Option 1 CO@Sanofi.com

Fabrazyme is also available through most specialty pharmacies.

-
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