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Chronic Sclerosing Hyaline Change and Fatty Metamorphosis Resembling
Aleoholic Liver Disease in Prader-Willi Syndrome

Sun Hee Sung, M [, Dong Won Min, M D, Chanil Park M .D. and Ki-Sup Chung, M.[D*
Department of Pathology and Pediatrics® Yonsei University College of Medicine

A complex syndrome, later called as Prader-Willi syndrome, was first described in 1956 by
Prader et al, and Zellweger and Schneider characterized this syndrome as hypogonadism,
hypotonia, hypomentia and obesty. It is not rare in western countries and more than 400 cases
have been reported until 1983, But our interest arose because of our recent experience of diffuse
noncirrhotic fibrosis of the liver in a 6 year-old boy who had the clinical features of Prader-Willi
syndrome. The core of liver showed destruction of most of the hepatic lobules, particularly of the
acinar zone 3, and replacernent by diffuse fibrosis. The remaining liver cells underwent fatty
change, and the overall changes resembled chronic sclerosing hraline disease of the alcoholic
type. Inflarnmation was negligible. This particular case suggests that the severe fatty change of
liver could result in irreversible damage to the hepatocytes and progressive fibrosis, (Korean J
Pathol 1993; 27: 407~410)
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Fig. 1A. External appearance of the patient showing
generalised obesity and the underdeveloped
external genitalia.
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Fig. 1B. Cloze up view of the external genitalia show-

ing hypogonadism with small penis and
sCrotum.
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Fig. 2. E:-:-;;eg.siui.fibrc-siﬁ and fatty change of the re-

maining liver cells are seen. Note the fatty
cysts formed by fusion of the fat globules of
hepatocytes,
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in the excess fibrous tissue. Note; Portal tract
could not be delineated.
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