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Agenda
· Welcome
· We will try to finish the Neonatal Syndromic Diabetes tree and finish defining those terms.
Materials
· 2015-12-04_Peds_Endocrine_WG_Agenda.docx
· 2015-11-20_Peds_Endocrine_WG_Minutes.docx
· 2015-12-1_Peds_Endocrine_WG_Terminology.xlsx
· InsulinReceptor_Musso_Medicine_2004.pdf (by e-mail)
Brief Summary
The goal was to review the terms in the Pediatric Endocrinology Terminology set.
Meeting Minutes
· Welcome
· Ms. Quinn welcomed the attendees to the meeting.
· Term Review (All)
· The group briefly reviewed the terms and hierarchy for Neonatal and Monogenic Syndromic Diabetes Mellitus. A suggestion was made to include only the well-characterized syndromes, and to also create a separate term that will combine the other known but not yet well-characterized genetic associations in the definition. It was noted that for conditions with the same treatment modality, combined terms may be created. Further discussion was tabled until Dr. De León-Crutchlow is in attendance. 
· Reye Syndrome, Insulinoma, Glucagon Deficiency, Pseudohypoparathyroidism, and Pseudohypoparathyroidism Type 1a were discussed, revised, and approved; synonyms were modified where appropriate.
· Hyperandrogenism, Insulin Resistance, Acanthosis Nigricans (HAIR-AN) was briefly discussed. The group indicated that the proposed definition did not reflect the documentation; therefore, the documentation will be reviewed offline, the definition will be revised, and the term will be revisited during the next meeting.
· Idiopathic Ketotic Hypoglycemia and Congenital Hyperinsulinism were discussed briefly; the group suggested that the review of these definitions should be tabled until Dr. De León-Crutchlow is available.
· Ketotic Hypoglycemia, Albright Hereditary Osteodystrophy, Osteoma Cutis, and Progressive Osseous Heteroplasia were added to the term set. Definitions for these terms will be drafted offline for review during the next meeting.
· Pseudohypoparathyroidism Type 1b was discussed, revised, and tentatively approved. There was a question about whether this condition is associated with mutations in one or multiple genes; this issue will be researched offline and the term will be revisited during the next meeting.
· Familial Hyperinsulinemic Hypoglycemia, Type 5, Glucagonoma, Hyperglucagonemia, Glucokinase Defect, and HNF-1 Alpha Defect were removed from the term set because they are either not relevant to pediatric endocrinology or too non-specific for clinical use.
· The meeting was adjourned.
· The next meeting will occur on Friday, December 11th from 4-5 pm Eastern Standard Time.
· Action Items
· EVS will research HAIR-AN, Ketotic Hypoglycemia, Albright Hereditary Osteodystrophy, Osteoma Cutis, Progressive Osseous Heteroplasia, and Pseudohypoparathyroidism Type 1b offline. New or revised definitions will be drafted for review during the next meeting.
· EVS will post the revised spreadsheet, the meeting notes, and the agenda for the next meeting on the Pediatric Endocrine Terminology NCI Wiki page (https://wiki.nci.nih.gov/display/EVS/Pediatric+Endocrine+Terminology).
· Any missing terms that WG members find, or any definition suggestions they have should be sent to Ms. Quinn (quinnt@mail.nih.gov) and Dr. Petty (brenda.petty@nih.gov) at EVS.
