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INTRODUCTION 

Lipoid proteinosis is a generalized hereditary 

disease with an autosomal recessive inheritance, 

affecting both sexes equally. First described by Urbach 

and Wiethe in (1929) as hyalinosis cutis et mucosae 
(Chaudhary and Daval, 1995). The disease is known 

by numerous names, including: Urbach-Wiethe diseae, 

lipoglycoproteinosis, lipoidosis cutis et mucosae, 

hyalinosis cutis et mucosae and lipoid proteinosis 
(Ramsey et al., 1985; Rizzo et al., 1997). 

It is characterized by hyaline and lipid deposits in 

the skin and mucous membrane of the oral cavity, 

upper respiratory tract and some visceral organs 

(Chaudhary and Daval, 1995). It may also involves 

the central nervous system, gastrointestinal: tract, lung, 
lymph nodes and striated muscles (Ozbek et al., 1994; 

Hafeez and Hussein, 1996). 

The exact etiology of the disease is unknown, and 

several theories have been put forward to explain its 

possible mood of origin and pathogenesis. 

It has been suggested that the causative factor may be 

an enzyme deficiency with a primary defect in the 

collagen metabolism that result in deposition of 

glycoproteins (Bauer et al., 1981; Harper et al., 

1983). 




