
FORWARDING OR COPYING IS A VIOLATION OF U.S. AND INTERNATIONAL COPYRIGHT LAWS 

The Medical Letter, Inc. publications are protected by U.S. and international copyright laws. 
Forwarding, copying or any distribution of this material is prohibited.

Sharing a password with a non-subscriber or otherwise making the contents of this site 
available to third parties is strictly prohibited.

By accessing and reading the attached content I agree to comply with U.S. and international 
copyright laws and these terms and conditions of The Medical Letter, Inc.

For further information click: Subscriptions, Site Licenses, Reprints 
or call customer service at: 800-211-2769

Important Copyright Message

IN THIS ISSUEISSUE

1433
Volume 56

Published by The Medical Letter, Inc. • A Nonprofi t Organization

ISSUE No.

1491

The Medical Letter®

on Drugs and Therapeutics

Volume 58  March 28, 2016

In Brief: Uridine Triacetate (Xuriden) for Hereditary Orotic Aciduria .........................online only

http://medicalletter.org/sub-prods
http://medicalletter.org/sitelicense
http://medicalletter.org/copyright


               
e49e49

The Medical Letter®

on Drugs and Therapeutics

Volume 58 (Issue 1491) March 28, 2016

Published by The Medical Letter, Inc. • A Nonprofi t Organization

IN BRIEF

Uridine Triacetate (Xuriden) for 
Hereditary Orotic Aciduria
The FDA has approved the pyrimidine analog 
uridine triacetate (Xuriden [zur' uh den] – Wellstat 
Therapeutics) for treatment of hereditary orotic aciduria, 
a rare autosomal recessive disorder (estimated birth 
prevalence: <1:1,000,000) in infants and children caused 
by a defi ciency in uridine 5’-monophosphate (UMP) 
synthase. This defi ciency prevents synthesis of uridine 
nucleotides and causes developmental delays, failure to 
gain weight, hematologic abnormalities, and excessive 
urinary excretion of orotic acid, which can lead to urinary 
obstruction.1 Xuriden is the fi rst drug to be approved in the 
US for this indication. Uridine triacetate is also available 
as Vistogard for treatment of fluorouracil (5-FU) or 
capecitabine (Xeloda, and generics) overdose or severe or 
life-threatening toxicity.

In an unpublished, single-arm, 6-week trial with a 
6-month extension (summarized in the package insert), 
4 patients 3-19 years old with hereditary orotic aciduria 
were treated with uridine triacetate 60 mg/kg once daily 
for 6 weeks, followed by 60-120 mg/kg once daily for 
6 months. After 6 months of treatment, hematologic 
parameters (neutrophil count, WBC count, or mean 
corpuscular volume) either improved or remained 
stable and orotic acid levels remained stable in all 4 
patients. Weight growth either improved or remained 
stable and height growth remained stable in 3 patients 
measured after 6 months of treatment. No adverse 
effects were reported. 

Xuriden is available as oral granules in 2-gram single-use 
packets. The recommended starting dosage is 60 mg/
kg once daily. The dose can be increased to 120 mg/kg
(max 8 grams) once daily if urine orotic acid levels 
increase or remain above normal, or for worsening 
disease. The granules should be mixed in applesauce, 
pudding, yogurt, milk, or infant formula and swallowed 
immediately, without chewing. Once the packet is 
opened, any unused granules should be discarded. The 
cost for 30 2-gram packets of Xuriden is $22,500.2  ■
1.  S Balasubramaniam et al. Inborn errors of pyrimidine metabolism: 

clinical update and therapy. J Inherit Metab Dis 2014: 37:687.
2.  Approximate WAC = wholesaler acquisition cost, or 

manufacturer’s published price to wholesalers; WAC represents 
published catalogue or list prices and may not represent an 
actual transactional price. Source: AnalySource® Monthly. 
March 5, 2016. Reprinted with permission by First Databank, Inc. 
All rights reserved. ©2016. www.fdbhealth.com/policies/drug-
pricing-policy.
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