
  

INDICATION
POMBILITI in combination with OPFOLDA is indicated for the treatment of adult patients with late-onset Pompe disease (lysosomal acid alpha-
glucosidase [GAA] deficiency) weighing ≥40 kg and who are not improving on their current enzyme replacement therapy (ERT).

WARNING: WARNING: SEVERE HYPERSENSITIVITY REACTIONS, INFUSION-ASSOCIATED REACTIONS, AND RISK OF ACUTE 
CARDIORESPIRATORY FAILURE IN SUSCEPTIBLE PATIENTS  
 
See full prescribing information for complete boxed warning 
 
HYPERSENSITIVITY REACTIONS INCLUDING ANAPHYLAXIS
Appropriate medical support measures, including cardiopulmonary resuscitation equipment, should be readily available. If a severe 
hypersensitivity reaction occurs, POMBILITI should be discontinued immediately and appropriate medical treatment should be initiated.

INFUSION-ASSOCIATED REACTIONS (IARS)
If severe IARs occur, immediately discontinue POMBILITI and initiate appropriate medical treatment.

RISK OF ACUTE CARDIORESPIRATORY FAILURE IN SUSCEPTIBLE PATIENTS
Patients susceptible to fluid volume overload, or those with acute underlying respiratory illness or compromised cardiac or respiratory 
function, may be at risk of serious exacerbation of their cardiac or respiratory status during POMBILITI infusion.
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Please see IMPORTANT SAFETY INFORMATION on pages 2 and 3 and see pocket 
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Prescribing Information for OPFOLDA, also available at PombilitiOpfoldaHCP.com.
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SELECT IMPORTANT SAFETY INFORMATION
WARNING: SEVERE HYPERSENSITIVITY REACTIONS, INFUSION-ASSOCIATED REACTIONS, and RISK OF ACUTE CARDIORESPIRATORY 
FAILURE IN SUSCEPTIBLE PATIENTS

HYPERSENSITIVITY REACTIONS INCLUDING ANAPHYLAXIS
Patients treated with POMBILITI have experienced life-threatening hypersensitivity reactions, including anaphylaxis. Appropriate 
medical support measures, including cardiopulmonary resuscitation equipment, should be readily available during POMBILITI 
administration. If a severe hypersensitivity reaction (e.g., anaphylaxis) occurs, POMBILITI should be discontinued immediately, and 
appropriate medical treatment should be initiated. In patients with severe hypersensitivity reaction, desensitization measures to 
POMBILITI may be considered. The risks and benefits of readministering POMBILITI following severe hypersensitivity reaction should be 
considered. If mild or moderate hypersensitivity reaction occurs, the infusion rate may be slowed or temporarily stopped. Prior to POMBILITI 
administration, consider pretreating with antihistamines, antipyretics, and/or corticosteroids.

INFUSION-ASSOCIATED REACTIONS (IARS)
Patients treated with POMBILITI have experienced severe IARs. If severe IARs occur, immediately discontinue the POMBILITI infusion, 
initiate appropriate medical treatment, and assess the benefits and risks of readministering POMBILITI following severe IARs. If mild 
or moderate IARs occur regardless of pretreatment, decreasing the infusion rate or temporarily stopping the infusion may ameliorate the 
symptoms. IARs may still occur in patients after receiving pretreatment.

Patients with an acute underlying illness at the time of POMBILITI infusion may be at greater risk for IARs. Patients with advanced 
Pompe disease may have compromised cardiac and respiratory function, which may predispose them to a higher risk of severe complications 
from IARs.

Amicus has developed this reference guide to assist providers with understanding coding for POMBILITI and OPFOLDA for the 
approved indications. This guide is provided for informational purposes only. Use of this guide does not guarantee coverage or 
reimbursement. This information is not intended to substitute for the prescriber’s independent medical judgment, and providers 
are solely responsible for ensuring the accuracy of claims, invoices and documentation submitted to payers. The information in 
this guide is subject to change and should not be construed as legal advice. Providers should verify all questions, coding and 
special billing requirements with the payer prior to submission.

POMBILITI and OPFOLDA Coding Information

†CPT® – Current Procedural Terminology. CPT® is a registered trademark of the American Medical Association, 2019.

Other Codes Codes Description
ICD-10-CM (Diagnosis Code) E74.02 Pompe disease 

CPT† (Procedure Code) 
96365 

Intravenous infusion; 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)

Product Codes

POMBILITI  
HCPCS Code 

Description
OPFOLDA  
HCPCS Code*

Description

J3490/J3590
Unclassified drug/ 
unclassified biologic

J8499*
Prescription drug, oral, non-
chemotherapeutic, not otherwise 
specified

In-office

Hospital 
Outpatient

C9399
Unclassified drugs or 
biologicals (Medicare hospital 
outpatient setting only)

C9399*
Unclassified drugs or biologicals 
(Medicare hospital outpatient setting 
only)

*Please check with payer prior to use of J Code for OPFOLDA.
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SELECT IMPORTANT SAFETY INFORMATION (CONTINUED)
WARNING: SEVERE HYPERSENSITIVITY REACTIONS, INFUSION-ASSOCIATED REACTIONS, and RISK OF ACUTE CARDIORESPIRATORY 
FAILURE IN SUSCEPTIBLE PATIENTS

RISK OF ACUTE CARDIORESPIRATORY FAILURE IN SUSCEPTIBLE PATIENTS
Patients susceptible to fluid volume overload, or those with acute underlying respiratory illness or compromised cardiac or respiratory 
function for whom fluid restriction is indicated may be at risk of serious exacerbation of their cardiac or respiratory status during 
POMBILITI infusion. More frequent monitoring of vitals should be performed during POMBILITI infusion in such patients.

CONTRAINDICATION
POMBILITI in combination with OPFOLDA is contraindicated in pregnancy.

EMBRYO-FETAL TOXICITY
Based on findings from animal reproduction studies, POMBILITI in combination with OPFOLDA may cause embryo-fetal harm when 
administered to a pregnant female and is contraindicated during pregnancy. Verify the pregnancy status in females of reproductive 
potential prior to initiating treatment with POMBILITI in combination with OPFOLDA. Advise females of reproductive potential to use effective 
contraception during treatment with POMBILITI in combination with OPFOLDA and for at least 60 days after the last dose.

RISKS ASSOCIATED WITH POMBILITI AND OPFOLDA
POMBILITI and OPFOLDA must be administered in combination.

ADVERSE REACTIONS
The most common adverse reactions (≥5%) reported in the pooled safety population of patients treated with POMBILITI in combination with 
OPFOLDA in the 3 clinical trials were headache, diarrhea, fatigue, nausea, abdominal pain, and pyrexia.

To report SUSPECTED ADVERSE REACTIONS, contact Amicus Therapeutics at 1-877-4AMICUS or FDA at 1-800-FDA-1088 or  
www.fda.gov/medwatch.

LACTATION
Advise females that breastfeeding is not recommended while on treatment with POMBILITI in combination with OPFOLDA.

POMBILITI (cipaglucosidase alfa-atga) for injection Carton NDC Vial NDC 11-Digit NDC‡

One (1) 105 mg single-dose vial 71904-200-01 71904-200-01 71904-0200-01

Ten (10) 105 mg single-dose vials 71904-200-02 71904-200-01 71904-0200-01

Twenty-five (25) 105 mg single-dose vials 71904-200-03 71904-200-01 71904-0200-01

POMBILITI and OPFOLDA Coding Information (Continued)

OPFOLDA (miglustat) 65 mg capsules Bottle NDC 11-Digit NDC‡

4 count bottle 71904-300-01 71904-0300-01

24 count bottle 71904-300-02 71904-0300-02

100 count bottle 71904-300-03 71904-0300-03

‡NDC=National Drug Code. Payer requirements vary. This form is showing a "zero-filled" 11-digit code that meets Health Insurance Portability and Accountability Act 
(HIPAA) standards. The zero-fill location is indicated in bold.
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1.	 Box 19: Depending on payer requirements, box 19 may need to include: product name, route of administration, dose 
administered, amount wasted, and product NDCs (be sure to use vial NDC, not carton NDC).10

2.	 Box 21: Enter appropriate diagnosis code (for example, E74.02 for Pompe disease).2

3a.	 Box 24A - POMBILITI: In the shaded area above date of service, enter the NDC preceded by the N4 qualifier and followed by 
the appropriate abbreviation for the unit of measure (e.g., UN for unit[s]) and the number of units administered (for example, 
N471904030001UN1400).

3b.	 24A - OPFOLDA: In the shaded area above date of service, enter the NDC preceded by the N4 qualifier and followed by the 
appropriate abbreviation for the unit of measure (e.g., UN for unit[s]) and the number of units administered (for example, 
N471904020001). Note that an NDC is required only if a physician-administered drug is billed, so an NDC may not be

	 required for the oral product.
4.	 Box 24D – Line 1: Enter appropriate miscellaneous drug HCPCS code for Pombiliti. For example: J3490/J3590 (Note: check 

with payer for preferred code).10 Note that even when billing a miscellaneous HCPCS code, certain payers may require two 
lines: one that reflects the amount of drug administered, and a separate line (miscellaneous HCPCS code with a JW-modifier) 
reflecting the amount of drug wasted. This requirement should be clarified by the payer.

5.	 Box 24D – Line 2: Enter CPT® code for intravenous infusion. For example: 96365 Intravenous infusion, for therapy, prophylaxis, 
or diagnosis (specify substance or drug); initial, up to 1 hour.3

6.	 Box 24D – Line 3: Enter CPT® code for each additional infusion hour. For example: +96366 Intravenous infusion, for therapy, 
prophylaxis, or diagnosis (specify substance or drug); each additional hour (list separately in addition to code for primary 
procedure).3

7.	 Box 24D – Line 4: If accepted by payer, enter miscellaneous oral drug HCPCS code. For example: J8499 Prescription drug, oral, 
nonchemotherapeutic, NOS. (Note: Check with payer to ensure that they will allow providers to buy-and-bill Opfolda utilizing 
HCPCS prior to treating patient. Medicare does not allow buy-and-bill for Opfolda.)10,12

8.	 Box 24G – Lines 1 & 4: Report 1 unit when billing a miscellaneous drug HCPCS Code.6

SAMPLE CMS-1500 FORM11

 
This sample form is not intended to be directive and is for informational purposes only. Use of the 
recommended codes does not guarantee reimbursement. Providers may deem other codes or policies 
more appropriate and should select the coding options that most accurately reflect payer requirements 
and services rendered.

APPROVED OMB-0938-1197 FORM 1500 (02-12) PLEASE PRINT OR TYPE

1

2

3a
4

5

6

7 8

8

3b
Opfolda Buy-and-Bill
•	 Confirm that the payer 

will allow buy-and-bill for 
Opfolda prior to treatment.

•	 Medicare does not allow 
buy-and-bill for Opfolda.12
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SAMPLE CMS-1450 FORM8

This sample form is not intended to be directive and is for informational purposes only. Use of the 
recommended codes does not guarantee reimbursement. Providers may deem other codes or policies 
more appropriate and should select the coding options that most accurately reflect payer requirements 
and services rendered.

 __  __  __ 

__

1 2 4 TYPE 
OF BILL 

FROM THROUGH 
5 FED.  TAX NO. 

a 

b 

c 

d 

DX 

ECI 

A B C D E F G H 
I J K L M N O P Q 

a b c a b c 

a 

b c d 

ADMISSION CONDITION CODES 
DATE 

OCCURRENCE OCCURRENCE OCCURRENCE OCCURRENCE SPAN OCCURRENCE SPAN 
CODE  DATE CODE CODE CODE  DATE CODE THROUGH 

VALUE CODES VALUE CODES VALUE CODES 
CODE AMOUNT CODE AMOUNT CODE  AMOUNT 

TOTALS 

PRINCIPAL PROCEDURE a. OTHER PROCEDURE b.  OTHER PROCEDURE NPICODE DATE CODE DATE CODE DATE 

FIRST 

c. d. e.  OTHER PROCEDURE NPICODE DATE DATE 

FIRST 

NPI 

b LAST FIRST 

c NPI 

d LAST FIRST 

7 

10 BIRTHDATE 11 SEX 12 13 HR 14 TYPE 15 SRC 

DATE 

16 DHR 18  19  20 

FROM 

21 2522 26 2823 27 

CODE  FROM DATE 

OTHER 

PRV ID 

b 

. 
INFO BEN. 

CODE 
OTHER PROCEDURE 

THROUGH 

29 ACDT 30 

3231 33 34 35 36 37 

38 39 40 41 

42 REV.  CD. 43 DESCRIPTION 45 SERV.  DATE 46 SERV.  UNITS 47 TOTAL CHARGES 48 NON-COVERED CHARGES 49 

52  REL 
51 HEALTH PLAN ID 

53  ASG. 
54 PRIOR PAYMENTS 55 EST.  AMOUNT DUE 56 NPI 

57 

58 INSURED’S NAME 59 P.REL 60 INSURED’S UNIQUE ID 61 GROUP NAME 62 INSURANCE GROUP NO. 

64 DOCUMENT CONTROL NUMBER 65 EMPLOYER NAME 

66 67 68 

69 ADMIT 70 PATIENT 72 73 

74 75 76 ATTENDING 

80 REMARKS 

OTHER PROCEDURE 

a 

77 OPERATING 

78 OTHER 

79 OTHER 

81CC 

CREATION DATE 

3a PAT. 
CNTL # 

24 

b.  MED. 
REC. # 

44 HCPCS / RATE / HIPPS CODE 

PAGE OF 

e 

a8 PATIENT NAME 

50 PAYER NAME 

63 TREATMENT AUTHORIZATION CODES 

6 STATEMENT COVERS PERIOD 

9 PATIENT ADDRESS 

17 STAT STATE 

DX REASON DX 
71 PPS 

CODE 

QUAL 

LAST 

LAST 

OCCURRENCE 

QUAL 

QUAL 

QUAL 

CODE DATE 

a 

b 

1
 

2
 

3
 

4
 

5
 

6
 

7
 

8
 

9
 

10
 

11
 

12
 

13
 

14
 

15
 

16
 

17
 

18
 

19
 

20
 

21
 

22
 

23
 

A 

B 

C 

A 

B 

C 

A 

B 

C 

a 

b 

1
 

2
 

3
 

4
 

5
 

6
 

7
 

8
 

9
 

10
 

11
 

12
 

13
 

14
 

15
 

16
 

17
 

18
 

19
 

20
 

21
 

22
 

23
 

A 

B 

C 

A 

B 

C 

A 

B 

C 

UB-04 CMS-1450 APPROVED OMB NO. 0938-0997
 THE CERTIFICATIONS ON THE REVERSE APPLY TO THIS BILL AND ARE MADE A PART HEREOF. 
National Uniform NUBC

™ 

Billing Committee LIC9213257 

Opfolda Buy-and-Bill 
•	 Confirm that the payer 

will allow buy-and-bill for 
Opfolda prior to treatment.

•	 Medicare does not allow 
buy-and-bill for Opfolda.12

Field 443,4

Enter appropriate HCPCS coding.
Examples:
•	 C9399 Unclassified drugs or biologicals 

(Not all payers accept a C-code for product 
use in the hospital outpatient setting; 
therefore, it is important to clarify by payer)

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

•	 +96366 Intravenous infusion, for 
therapy, prophylaxis, or diagnosis (specify 
substance or drug); each additional hour 
(List separately in addition to code for 
primary procedure)

 __  __  __ 

__

1 2 4 TYPE 
OF BILL 

FROM THROUGH 
5 FED.  TAX NO. 

a 

b 

c 

d 

DX 

ECI 

A B C D E F G H 
I J K L M N O P Q 

a b c a b c 

a 

b c d 

ADMISSION CONDITION CODES 
DATE 

OCCURRENCE OCCURRENCE OCCURRENCE OCCURRENCE SPAN OCCURRENCE SPAN 
CODE  DATE CODE CODE CODE  DATE CODE THROUGH 

VALUE CODES VALUE CODES VALUE CODES 
CODE AMOUNT CODE AMOUNT CODE  AMOUNT 

TOTALS 

PRINCIPAL PROCEDURE a. OTHER PROCEDURE b.  OTHER PROCEDURE NPICODE DATE CODE DATE CODE DATE 

FIRST 

c. d. e.  OTHER PROCEDURE NPICODE DATE DATE 

FIRST 

NPI 

b LAST FIRST 

c NPI 

d LAST FIRST 

7 

10 BIRTHDATE 11 SEX 12 13 HR 14 TYPE 15 SRC 

DATE 

16 DHR 18  19  20 

FROM 

21 2522 26 2823 27 

CODE  FROM DATE 

OTHER 

PRV ID 

b 

. 
INFO BEN. 

CODE 
OTHER PROCEDURE 

THROUGH 

29 ACDT 30 

3231 33 34 35 36 37 

38 39 40 41 

42 REV.  CD. 43 DESCRIPTION 45 SERV.  DATE 46 SERV.  UNITS 47 TOTAL CHARGES 48 NON-COVERED CHARGES 49 

52  REL 
51 HEALTH PLAN ID 

53  ASG. 
54 PRIOR PAYMENTS 55 EST.  AMOUNT DUE 56 NPI 

57 

58 INSURED’S NAME 59 P.REL 60 INSURED’S UNIQUE ID 61 GROUP NAME 62 INSURANCE GROUP NO. 

64 DOCUMENT CONTROL NUMBER 65 EMPLOYER NAME 

66 67 68 

69 ADMIT 70 PATIENT 72 73 

74 75 76 ATTENDING 

80 REMARKS 

OTHER PROCEDURE 

a 

77 OPERATING 

78 OTHER 

79 OTHER 

81CC 

CREATION DATE 

3a PAT. 
CNTL # 

24 

b.  MED. 
REC. # 

44 HCPCS / RATE / HIPPS CODE 

PAGE OF 

e 

a8 PATIENT NAME 

50 PAYER NAME 

63 TREATMENT AUTHORIZATION CODES 

6 STATEMENT COVERS PERIOD 

9 PATIENT ADDRESS 

17 STAT STATE 

DX REASON DX 
71 PPS 

CODE 

QUAL 

LAST 

LAST 

OCCURRENCE 

QUAL 

QUAL 

QUAL 

CODE DATE 

a 

b 

1
 

2
 

3
 

4
 

5
 

6
 

7
 

8
 

9
 

10
 

11
 

12
 

13
 

14
 

15
 

16
 

17
 

18
 

19
 

20
 

21
 

22
 

23
 

A 

B 

C 

A 

B 

C 

A 

B 

C 

a 

b 

1
 

2
 

3
 

4
 

5
 

6
 

7
 

8
 

9
 

10
 

11
 

12
 

13
 

14
 

15
 

16
 

17
 

18
 

19
 

20
 

21
 

22
 

23
 

A 

B 

C 

A 

B 

C 

A 

B 

C 

UB-04 CMS-1450 APPROVED OMB NO. 0938-0997
 THE CERTIFICATIONS ON THE REVERSE APPLY TO THIS BILL AND ARE MADE A PART HEREOF. 
National Uniform NUBC

™ 

Billing Committee LIC9213257 

Fields 42 & 435,9

Enter appropriate revenue 
code and descriptors.
Examples:
•	 0250 for general pharmacy
•	 0260 for general IV therapy
•	 0636 for drugs that require 

detailed coding

Field 67 (A-Q)2

Enter appropriate ICD-10-CM 
diagnosis code(s) as reflected in the 
patient’s medical record (for example, 
E74.02 for Pompe disease).

Field 804

Payer requirements vary. Examples might include drug name(s), 
NDC(s), route(s) of administration, dose(s) administered, wastage.

Field 465

Report 1 unit when billing a 
miscellaneous drug HCPCS Code.
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2.2 Recommended Dosage and Administration 

 
OPFOLDA must be administered in combination with Pombiliti (see Figure 1 for the dosing 

timeline). Refer to the Pombiliti Prescribing Information for Pombiliti dosage and administration 

recommendations.  
The recommended dosage of OPFOLDA is based on actual body weight. For patients weighing: 

 
•  ≥ 50 kg, the recommended dosage is 260 mg orally every other week 

•  ≥ 40 kg to < 50 kg, the recommended dosage is 195 mg orally every other week 

 
Start OPFOLDA in combination with Pombiliti 2 weeks after the last ERT dose. Take 

OPFOLDA approximately 1 hour before intravenous administration of Pombiliti. Swallow the 

OPFOLDA capsules only with unsweetened beverages (e.g., water, tea or coffee with no cream, 

sugar, or sweeteners). Do not consume other beverages or food for at least 2 hours prior to and 

2 hours after administration of OPFOLDA. 
 
Missed Dose If the OPFOLDA dosage is missed, Pombiliti should not be administered and treatment should 

be rescheduled at least 24 hours after OPFOLDA was last taken. If OPFOLDA and Pombiliti are 

both missed, start treatment with OPFOLDA as soon as possible. 

Figure 1: Dosing Timeline 

 
2.3 Recommended Dosage in Patients with Renal Impairment 

 
The recommended dosage of OPFOLDA in patients with moderate or severe renal impairment is 

shown in Table 1 [see Clinical Pharmacology (12.3)]. 
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2 DOSAGE AND ADMINISTRATION 
 
2.2 Recommended Dosage and Administration 
 
POMBILITI must be administered in combination with Opfolda (see Figure 1 for the dosing 
timeline). If the Opfolda dose is missed, POMBILITI should not be administered. Refer to the 
Opfolda Prescribing Information for Opfolda dosage and administration recommendations. 
 
Prior to POMBILITI administration, consider pretreating with antihistamines, antipyretics, 
and/or corticosteroids [see Warnings and Precautions (5.1, 5.2)]. If premedication was used with 
previous enzyme replacement therapy (ERT), prior to POMBILITI administration, pretreat with 
antihistamines, antipyretics, and/or corticosteroids. 
 
The recommended dosage of POMBILITI is 20 mg/kg (of actual body weight) administered 
every other week as an intravenous infusion over approximately 4 hours. 
 
Start POMBILITI in combination with Opfolda 2 weeks after the last ERT dose. 
 
Initiate the POMBILITI infusion approximately 1 hour after oral administration of Opfolda. If 
the POMBILITI infusion cannot be started within 3 hours of oral administration of Opfolda, 
reschedule treatment of Opfolda and POMBILITI at least 24 hours after Opfolda was last taken. 
If Opfolda and POMBILITI are both missed, start treatment with Opfolda as soon as possible. 
 
Figure 1. Dosing Timeline 

 
2.3 Dosage and Administration Modifications Due to Hypersensitivity Reactions and/or 

Infusion-Associated Reactions 
 

FPO

FPO

Pocket for POMBILITI 
and OPFOLDA PIs




