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Melorheostosis or “Dripping Candle Wax” Bone Disease
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Melorheostosis, also known as Leri-Joanny disease,' is a very
rare skeletal dysplasia manifesting as regions of bone sclerosis
with a characteristic flowing candle wax appearance in the clas-
sical form of the disease. In addition to this classical pattern, 3
other types of melorheostosis have been described: osteoma-like,
osteopathia striata-like, and myositis ossificans—like. The condi-
tion usually affects 1 limb and has a pseudosclerotomal distri-
bution. Both female and male individuals are equally affected.
The disease usually presents in childhood or adolescence when
the lesions are often rapidly progressive, and 50% will have been
diagnosed by the age of 20 years.” Recent studies have identified
somatic mutations in MAP2K1, KRAS, LEMD3, or SMAD3

as the cause of melorheostosis.>*>

As pathogenic variants are
somatic, the risk to other family members is the same as that of
the general population.

A 15-year-old female presented to the clinic for a progressive
and painful ankylosis of the right thumb. The physical exam-
ination was notable for shortening and stiffness of the right
thumb. Laboratory studies showed no biological inflammatory

syndrome. The upper limb radiographies showed extensive

osteoma-like lesions with endosteal thickening of the humerus,
radius, and first and second fingers (Figure 1). These peculiar
features led to the diagnosis of melorheostosis.

Melorheostosis is of variable severity but follows a chronic
progression occasionally resulting in joint contracture and defor-
mity. Treatments are based mainly on pain management but
bisphosphonates and surgery may be required in severe cases.
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Figure 1. Radiography of the right upper limb showing extensive osteoma-like lesions.

Arrows indicate the main areas of melorheostosis.
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