MEDICATION POLICY:

(Thiola®) 7 Ventegra

Generic Name: Tiopronin Preferred: Tiopronin tablets (generic)
Therapeutic Class or Brand Name: Thiola®) Non-preferred: Thiola, Thiola EC
Applicable Drugs: N/A Date of Origin: 5/7/2015

Date Last Reviewed / Revised: 6/17/2025

PRIOR AUTHORIZATION CRITERIA

(May be considered medically necessary when criteria | through VI are met)

I.  Documentation that Thiola is used for the prevention of cystine (kidney) stone formation in
patients with severe homozygous cystinuria.

ll.  Documentation that urinary cystine is greater than 500 mg/day.

.  Documented likely resistance or contraindication to a three-month trial with conservative
measures of high fluid intake, alkali, and diet modification.

A. Minimum age requirement: 9 years old.
B. Minimum weight for pediatric patients is 20 kg.
IV.  Treatment must be prescribed by or in consultation with a nephrologist or urologist.

V. Requestis for a medication with the appropriate FDA labeling, or its use is supported by
current clinical practice guidelines.

VI.  Refer to the plan document for the list of preferred products. If the requested agent is not
listed as a preferred product, must have documented treatment failure or contraindication to
the preferred product(s).

EXCLUSION CRITERIA

e History of developing agranulocytosis, aplastic anemia, or thrombocytopenia while on Thiola.

OTHER CRITERIA
e N/A

QUANTITY / DAYS SUPPLY RESTRICTIONS

¢ Dosing should be based on the amount required to maintain urinary cystine concentration
below its solubility limit (generally <250 mg/L).

o Adult: usual starting dose of 800 mg/day
» Average dosage in clinical studies was about 1,000 mg/day

o Pediatric 220 kg: usual starting dose of 15 mg/kg/day
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MEDICATION POLICY:

(Thiola®) 7 Ventegra

» Noft to exceed 50 mg/kg/day

The quantity is limited to a maximum of a 30-day supply per fill.

APPROVAL LENGTH

Avuthorization: 6 months.

Re-Avuthorization: 1 year. An updated letter of medical necessity or progress notes showing
current medical necessity criteria are met and that the medication is effective. Must include
documentation that the urinary cystine concentration is below its solubility limit (generally <
250 mg/liter) and that it is being measured at least every 6 months.

APPENDIX
N/A
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DISCLAIMER: Medication Policies are developed to help ensure safe, effective and appropriate use of selected
medications. They offer a guide fo coverage and are not infended to dictate to providers how to practice medicine. Refer
fo Plan for individual adoption of specific Medication Policies. Providers are expected to exercise their medical judgement
in providing the most appropriate care for their patients.
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