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OBJECTIVE: Cystinosis causes renal and other organ failure. Regular 6-hourly cysteamine bitartrate (Cystagon; 

Mylan, Morgantown, West Virginia) reduces intracellular cystine and the rate of organ deterioration. A formulation of 

cysteamine requiring less frequent dosing may improve compliance and possibly patient outcome. METHODS: 

Enteric-release cysteamine was prepared. For a period of 1 month, patients received their regular cysteamine dose 

every 6 hours (stage I). The patients then underwent pharmacokinetic and pharmacodynamic studies following 

washout periods using single-doses of cysteamine and enteric-release cysteamine (stage II). Finally, the patients 

commenced regular enteric-release cysteamine therapy (stage III). Weekly trough white blood cell (WBC) cystine 

levels were recorded. RESULTS: Seven children with cystinosis (mean age, 11.8 years; range, 8-17 years) who 

received cysteamine and enteric-release cysteamine (mean dose, 45 and 28.8 mg/kg body weight/day, respectively) 

had mean WBC cystine levels of 0.7+/-0.3 and 0.41+/-0.22 nmol half-cystine/mg protein in study stages I and III, 

respectively. Study stage II showed that the mean time (T(max)) to reach the maximum plasma cysteamine level 

(C(max)) was longer for enteric-release cysteamine than for cysteamine (176 minutes vs 60 minutes; P=.001), but 

the mean C(max) at the same dose was similar. Mean serum gastrin levels were similar after ingestion of 

cysteamine and enteric-release cysteamine. CONCLUSIONS: Twelve-hour enteric-release cysteamine, given at 

approximately 60% of the previous daily dose of cysteamine, was effective in maintaining trough WBC cystine levels 

within a satisfactory range. 

PMID: 19775699 [PubMed - in process] 

Publication Types, Grant Support

Publication Types:  

• Research Support, N.I.H., Extramural  
• Research Support, Non-U.S. Gov't 

Grant Support: 

• M01RR00827/RR/NCRR NIH HHS/United States 

LinkOut - more resources

Full Text Sources: 

• Elsevier Science  

http://www.ncbi.nlm.nih.gov/pubmed?term=%22Dohil%20R%22%5BAuthor%5D&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_RVAbstract
http://www.ncbi.nlm.nih.gov/pubmed?term=%22Fidler%20M%22%5BAuthor%5D&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_RVAbstract
http://www.ncbi.nlm.nih.gov/pubmed?term=%22Gangoiti%20JA%22%5BAuthor%5D&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_RVAbstract
http://www.ncbi.nlm.nih.gov/pubmed?term=%22Kaskel%20F%22%5BAuthor%5D&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_RVAbstract
http://www.ncbi.nlm.nih.gov/pubmed?term=%22Schneider%20JA%22%5BAuthor%5D&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_RVAbstract
http://www.ncbi.nlm.nih.gov/pubmed?term=%22Barshop%20BA%22%5BAuthor%5D&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_RVAbstract
http://www.ncbi.nlm.nih.gov/entrez/utils/fref.fcgi?itool=Abstract&PrId=3048&uid=19775699&nlmid=0375410&db=pubmed&url=http://linkinghub.elsevier.com/retrieve/pii/S0022-3476(09)00649-0


• MD Consult  
• OhioLINK Electronic Journal Center  
• Ovid Technologies, Inc.  
• Swets Information Services 

Medical: 

• Cystinosis - Genetic Alliance 

upplemental Content 
 

Related articles 

• Steady-state pharmacokinetics and pharmacodynamics of cysteamine bitartrate in paediatric nephropathic 

cystinosis patients.  

Br J Clin Pharmacol. 2003 Nov; 56(5):520-5.  

[Br J Clin Pharmacol. 2003] 

• Understanding intestinal cysteamine bitartrate absorption.  

J Pediatr. 2006 Jun; 148(6):764-9.  

[J Pediatr. 2006] 

• Improved renal function in children with cystinosis treated with cysteamine.  

N Engl J Med. 1993 Apr 22; 328(16):1157-62.  

[N Engl J Med. 1993] 

• ReviewRecent advances in the treatment of cystinosis.  

J Inherit Metab Dis. 1995; 18(4):387-97.  

[J Inherit Metab Dis. 1995] 

• ReviewCorneal crystals in nephropathic cystinosis: natural history and treatment with cysteamine eyedrops.  

http://www.ncbi.nlm.nih.gov/entrez/utils/fref.fcgi?itool=Abstract&PrId=3070&uid=19775699&nlmid=0375410&db=pubmed&url=http://home.mdconsult.com/start_session?bp=pubmed&loginpage=ft_onewindow&targeturl=/public/journal/view%3Fjtc=0JLZ%26vol=156%26iss=1%26page=71%26auth=Dohil%2BR%26title=Twice-daily%2Bcysteamine%2Bbitartrate%2Btherapy%2Bfor%2Bchildren%2Bwith%2Bcystinosis.%26pubmedid=19775699
http://www.ncbi.nlm.nih.gov/entrez/utils/fref.fcgi?itool=Abstract&PrId=3450&uid=19775699&nlmid=0375410&db=pubmed&url=http://olinks.ohiolink.edu/ejc-redir.php?issn=00223476&volume=156&issue=1&spage=71&date=2010&aulast=Dohil
http://www.ncbi.nlm.nih.gov/entrez/utils/fref.fcgi?itool=Abstract&PrId=3682&uid=19775699&nlmid=0375410&db=pubmed&url=http://ovidsp.ovid.com/ovidweb.cgi?T=JS&PAGE=linkout&SEARCH=19775699.ui
http://www.ncbi.nlm.nih.gov/entrez/utils/fref.fcgi?itool=Abstract&PrId=5636&uid=19775699&nlmid=0375410&db=pubmed&url=http://www.swetswise.com/link/access_db?issn=0022-3476&vol=156&iss=1&page=71&FT=1
http://www.ncbi.nlm.nih.gov/entrez/utils/fref.fcgi?itool=Abstract&PrId=6412&uid=19775699&nlmid=0375410&db=pubmed&url=http://geneticalliance.org/ws_display.asp?filter=infosearch_results&info_keyword=Cystinosis
http://www.ncbi.nlm.nih.gov/pubmed/14651726?ordinalpos=1&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_SingleItemSupl.Pubmed_Discovery_RA&linkpos=1&log$=relatedarticles&logdbfrom=pubmed
http://www.ncbi.nlm.nih.gov/pubmed/14651726?ordinalpos=1&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_SingleItemSupl.Pubmed_Discovery_RA&linkpos=1&log$=relatedarticles&logdbfrom=pubmed
http://www.ncbi.nlm.nih.gov/pubmed/16769383?ordinalpos=1&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_SingleItemSupl.Pubmed_Discovery_RA&linkpos=2&log$=relatedarticles&logdbfrom=pubmed
http://www.ncbi.nlm.nih.gov/pubmed/8455682?ordinalpos=1&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_SingleItemSupl.Pubmed_Discovery_RA&linkpos=3&log$=relatedarticles&logdbfrom=pubmed
http://www.ncbi.nlm.nih.gov/pubmed/7494398?ordinalpos=1&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_SingleItemSupl.Pubmed_Discovery_RA&linkpos=4&log$=relatedreviews&logdbfrom=pubmed
http://www.ncbi.nlm.nih.gov/pubmed/11001803?ordinalpos=1&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_SingleItemSupl.Pubmed_Discovery_RA&linkpos=5&log$=relatedreviews&logdbfrom=pubmed


Mol Genet Metab. 2000 Sep-Oct; 71(1-2):100-20.  

[Mol Genet Metab. 2000] 

• » See reviews... | » See all...  

 

Recent activity 

 
Clear Turn Off Turn On 

• "Schneider JA"[Author](365)  

• Twice-daily cysteamine bitartrate therapy for children with cystinosis.Twice-daily cysteamine bitartrate therapy for children with cystinosis. 

Your browsing activity is empty. 

Activity recording is turned off. 

Turn recording back on  

» See more... 

 

http://www.ncbi.nlm.nih.gov/sites/entrez?db=pubmed&cmd=link&linkname=pubmed_pubmed_reviews&uid=19775699&ordinalpos=1&log$=relatedarticles&logdbfrom=pubmed
http://www.ncbi.nlm.nih.gov/sites/entrez?db=pubmed&cmd=link&linkname=pubmed_pubmed&uid=19775699&ordinalpos=1&log$=relatedarticles&logdbfrom=pubmed
http://www.ncbi.nlm.nih.gov/pubmed/?cmd=ClearHT&
http://www.ncbi.nlm.nih.gov/pubmed/?cmd=HTOff&
http://www.ncbi.nlm.nih.gov/pubmed/?cmd=HTOn&
http://www.ncbi.nlm.nih.gov/portal/utils/pageresolver.fcgi?log$=activity&recordid=1263473846569581
http://www.ncbi.nlm.nih.gov/portal/utils/pageresolver.fcgi?log$=activity&recordid=1263469231284513
http://www.ncbi.nlm.nih.gov/pubmed/?cmd=HTOn&
http://www.ncbi.nlm.nih.gov/sites/myncbi/recentactivity

