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NEWSLETTER 

Monogenic diabetes: a proposal of classification with practical              
implications for treatment 

Over the last 15 years, novel insights have been gained in identifying 
monogenic �-cell diabetes with important implications for clinical man-
agement. It accounts for only 1–2% of diabetes cases, but it is often mis-
diagnosed as either type 1 or type 2. In this type of diabetes, the insulin 
secretion is reduced or low normal and insulin dependence is not always 
present. The feeling is that the worldwide prevalence is underestimated 
and novel insights are forthcoming.  
A recent review published in Nature Clinical Practice Endocrinology & 
Metabolism proposes to replace the old classification of both MODY, 
based just on aetiology, and neonatal diabetes with a new classification 
which takes into account genetic aetiology, clinical features and possibil-
ity of treatment. This proposal tries to simplify the diagnosis making and 
establish a treatment flow-chart for most of types of monogenic diabetes.  
The old label Permanent Neonatal Diabetes Mellitus (PNDM) due to mu-
tations in the Kir6.2 or in the SUR1 subunit of the ATP-sensitive potas-
sium channel can be replaced with a more appropriate KATP PNDM. In 
this case, the potassium channel is impaired, with reduced insulin secre-
tion which can be usually restored with high dose of sulfonylurea. Up to 
date, at least 6 different MODYs are known according to the genetic aeti-
ology. The classification as glucokinase (GCK) and Transcription Factors 
(TF) DMs would consider aetiology, clinical features and treatment. 
While the first would include all the patients with GCK gene mutations, 
characterized by mild hyperglycaemia since birth, the second would in-
clude all patients with mutations in TF and without extra-pancreatic fea-
tures, characterized by high levels of blood glucose since teens. In both 
cases, insulin treatment is not necessary, while a treatment with low dose 
of sulfonylurea can be beneficial to improve the glycemic control exclu-
sively in TF DM. On the other hand, the presence of extra-pancreatic fea-
tures, such as deafness (mitochondrial diabetes) or renal disease 
(MODY5), is suggestive of insulin requirement since the early stage of 
disease. This classification seems easy to apply and could provide a sim-
ple flow-chart for physicians for the choice of the most appropriate treat-
ment. See last page for the practical flow chart. 
This is the first newsletter of my tenure as COPES Coordinator. If you 
have any idea or comment on how to improve the COPES newsletter, 
please let me know. I would like to thank all those who contributed to 
COPES and encourage them and others to continue their support in this 
ongoing effort. Special thanks to Ragnar Hanas for his ongoing collabo-
ration and to Jeff Hitchcock from Children with Diabetes for hosting the 
website and Novo-Nordisk for sponsoring the printed newsletter. 
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We are always in search of items of interest to the international community for inclusion in this newsletter and on the 
COPES website (www.COPESinternational.org). Contact the Coordinator or Vice Coordinator with your suggestions. 
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For more international events, visit  www.endo-society.org/apps/Events. 



 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 
 Clinical Implications of a Molecular Genetic Classification of Monogenic Beta-cell Diabetes. 
 Nat Clin Pract Endocrinol Metab 2008 Apr;4(4):200-13. 
 
 
The pediatric endocrinology list serve is a lively international forum for discussing a wide range of interesting topics. To subscribe, send an 
email message to peds-endo-subscribe@yahoogroups.com or go to health.groups.yahoo.com/group/peds-endo for more information. 
 
COPES is a non-profit organization supported by academic and industrial sponsorships from international companies and organizations. The 
Coordination Office sends newsletters free of charge to all members of the societies through their secretaries and maintains the website, 
www.COPESinternational.org. 
 
The COPES newsletter publishes information on the meetings of the affiliated societies and other meetings of interest. Reports on activities of 
the Affiliated Societies and information on meetings, workshops, courses, fellowships, and exchange programs, as well as selected letters and 
brief summaries or reviews pertaining to newsworthy items are published in the Newsletter and on the website. All contributions are welcome, 
so please mail or fax your correspondence to the Coordinator or Vice-Coordinator. 
 
The COPES Newsletter welcomes advertisements and sponsorship from international companies and organizations. Please contact the Co-
ordinator for rate details. 

 

 


