Clinical Policy Title:

cysteamine bitartrate

Policy Number:

RxA.84

Drug(s) Applied:

Cystagon®, Procysbi®

Original Policy Date:

02/07/2020

Last Review Date:

03/09/2021

Line of Business Policy Applies to:

All lines of business

Background
Cysteamine bitartrate is a cysteine-depleting agent. Cystagon® and Procysbi® are indicated for the treatment of corneal
cystine crystal accumulation in patients with nephropathic cystinosis in children and adults.

Dosing Information
Drug
Name

Indication

Dosing Regimen

Maximum
Dose

Initial: One-fourth (1/4) to one-sixth (1/6) of the maintenance
dose
cysteamine
bitartrate
(Cystagon®)
Nephropathic
cystinosis

cysteamine
bitartrate
(Procysbi®)

Recommended maintenance dose:
For ages less than 12 years of age: 1.3 g/m2/day given in four
divided doses.
For ages 12 years and older (and over 110 lb): 2 g/day in four
divided doses

1.95 g/m2/day

Initial: One-fourth (1/4) to one-sixth (1/6) of the maintenance
dose
Recommended maintenance dose: 1.3 g/m2/day given in two
divided doses

1.95 g/m2/day

Switching from Cystagon®: The starting total daily dose of
Procysbi® is equal to the previous total daily dose of Cystagon®.
Divide the total daily dose by two and administer every 12 hours.

Dosage Forms
•
•

Cystagon®:
o Immediate release capsules: 50 mg, 150 mg
Procysbi®:
o Delayed release capsule: 25 mg, 75 mg
o Delayed-release granules: 75 mg, 300 mg

This clinical policy has been developed to authorize, modify, or determine coverage for individuals with similar conditions. Specific care and treatment may vary
depending on individual need and benefits covered by the plan. This policy is not intended to dictate to providers how to practice medicine, nor does it constitute a
contract or guarantee regarding payment or results. This document may contain prescription brand name drugs that are trademarks of pharmaceutical manufacturers
that are not affiliated with RxAdvance.
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Clinical Policy
Provider must submit documentation (such as office chart notes, lab results or other clinical information) supporting
that member has met all approval criteria.
I.

Initial Approval Criteria
A. Nephropathic Cystinosis (must meet all):
1. Diagnosis of nephropathic cystinosis confirmed by one of the following (a, b, or c):
a. Increased leukocyte cystine concentration (normal concentration is less than 0.2 nmol halfcystine/mg protein);
b. Cystinosin, lysosomal cystine transporter gene mutation;
c. Corneal crystals on slit lamp examination;
2. Prescribed by or in consultation with a nephrologist or metabolic disease specialist;
3. Member is 1 year of age or older;
4. If Procysbi® is requested, medical justification supports inability to use Cystagon® (e.g., contraindication
to excipients in Cystagon®);
5. Cystagon® and Procysbi® are not being used concomitantly;
6. Dose does not exceed 1.95 g per m2 per day.
Approval Duration
Commercial: 12 months
Medicaid: 12 months

II.

Continued Therapy Approval
A. Nephropathic Cystinosis (must meet all):
1. Member is currently receiving medication that has been authorized by RxAdvance or member has
previously met initial approval criteria listed in this policy;
2. Member is responding positively to therapy as evidenced by improvement in the leukocyte cystine
concentration within the past 3 months; and
3. If request is for a dose increase, new dose does not exceed 1.95 g per m2 per day.
Approval Duration
Commercial: 12 months
Medicaid: 12 months

III.

Appendices
APPENDIX A: Abbreviation/Acronym Key
FDA: Food and Drug Administration
WBC: White Blood Cell
APPENDIX B: Therapeutic Alternatives
Not applicable
APPENDIX C: Contraindications/Boxed Warnings
• Contraindication(s):
o Hypersensitivity to penicillamine or cysteamine
•

Boxed Warning(s):
o None reported.

© 2021 RxAdvance Corporation. All rights reserved. This policy contains the confidential and proprietary information of RxAdvance. Unauthorized reproduction,
distribution, modification, display, storage, transmission, or use of this policy or any information contained herein is strictly prohibited.

Revised 01/2021

Page 2 of 3

v 2.0.01.1

APPENDIX D: General Information
• A clinical trial compared Cystagon® and Procysbi® in 43 (40 pediatric and 3 adult) patients with
nephropathic cystinosis. Prior to randomization, patients were on a stable dose of Cystagon® administered
every six hours. This trial demonstrated that at steady-state, Procysbi® administered every 12 hours was
non-inferior to Cystagon® administered every 6 hours with respect to the depletion of white blood cell
(WBC) cystine concentrations. The least-square mean value of WBC cystine was 0.52 ± 0.06 nmol ½
cystine/mg protein after 12 hours under Procysbi® and 0.44 ± 0.06 nmol ½ cystine/mg protein after 6 hours
under Cystagon®; a difference of 0.08 ± 0.03 nmol ½ cystine/mg protein (95.8% Confidence Interval = 0.01
to 0.15). The goal of cysteamine therapy is to lower WBC cystine levels.
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