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Fig. 3. onychauxis
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Fig. 4. intraoral photography: enamel hypoplasia and early loss of lower left primary central incisor

Fig. 5. Initial panoramic view
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Fig. 6. Panoramic view after 1 year: early loss of primary
teeth and early eruption of permanent teeth, macrodontia
of permanent teeth
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Abstract

RABSON MENDENHALL SYNDROME : A CASE REPORT

Jang-Hyuk Kwon, D.D.S,, Ki-Tae Park, D.D.S.,M.S., Ph.D.

Department of Pediatric Dentistry , Samsung Medical Center,
Sungkyunkwan University School of Medicine

Rabson-Mendenhall syndrome(RMS) is first characterized in 1955 by Rabson and Mendenhall. RMS is a rare
autosomal recessive variant with insulin resistance. This is due to insulin receptor mutations or other target—cell
defects in insulin action. General findings include acanthosis nigricans, hypertrichosis, onychauxis, growth retar-
dation, precocious puberty, genital enlargement, protuberant abdomen and xerotic skin. Characteristic oral and
maxillofacial findings include dental dysplasia, coarse facial skin, prognathic jaw and fissured tongue.

In this case report, dental characteristics of a 4-year old boy with Rabson-Mendenhall syndrome are de-
scribed.
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