el a] 1) ] 1996; 30; 939~942

] W] 2= <~utst Beckwith-Wiedemann =34~

A Fdlta 2| s wla) 2z
gtill= - Ole= - 0|42 - X|HI2

Beckwith-Wiedemann Syndrome with Unusual Sialoadenomegaly

Hye Seung Han, M.D., Seung Sook Lee, M.D.
Suk Keun Lee, D.DS. and Je . Chi, M.D.

Department of Pathology, Scoul National University College of Medicine

Beckwith-Wiedemann syndrome is a rare clinical entity characterized by exomphalos, macro-
glossia, macrosomia, and renal hyperplasiafdysplasia. Although its entity is established, its etio-
logy and obligatory features have not been setiled, We report an autopsy case with the unusual
involvement of the salivary gland. This infant was born to a 37-vear-old mother as a normal
full-term spontaneous delivery. At 11 days of age she developed with purulent eye discharge
and weak sucking, and died suddenly. At autopsy the baby weighed 2,630 gm and the head
circumference was 35 cm. She showed thick and prominent skin folds, bilateral aural fissures,
macroglossia, hepatomegaly, cardiomegaly, dysmorphic kidneys, and nesidioblastosis. Both
kidneys showed dysplastic tubules and hyperplastic cortical tissue enclosing the medulla. In this
case there were characteristic findings in major and minor salivary glands with both acinar and
ductal hyperplasia, and hypertrophy of mammary glands. Besides, she had generalized depletion
of subcutaneous fat, immature buccal far, patent ductus arteriosus, hyperlobation of the right lung,
two accessory spleens, and hyperplasia of basophils and chromophobes in the pituitary gland,
The lungs showed diffuse interstitial pneumonia and multiple fibrin thrombi.  There were no
adrenal cytomegaly, umbilical hernia and exophthalmos. (Korean J Pathol 1996; 30: 939 —942)
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Fig 1. Hypertrophied salivary glands including parotid
gland(A}, submandibular gland(B) and sublingual gland
(C).
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Fig. 2. Microscopic features of the submandibular gland;
mixed units are made up of mucous and serous cells with
predominance of serous units and more prominently ductal

hvperplasia.
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Fig. 3. Both kidneys show hyperplastic cortical rtissue
enclosing the medulla.
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