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A case study of Beckwith-Wiedemann 
Syndrom.e associated with hepatoblastoma 

C. MARTELLI <*l - S. BLANDAMURA (**l - S. MASSARO <•··J 

M. ZULIAN <····> - G. ALTAVILLA <···••) - M. PIAZZA <······J 

Summary: Though the development of neoplasia is frequent with Beckwith-Wiedemann Syn­
d,r?.n;e its asso.�ia�i<:m with hep�tob��s�oma i� �xt�e�e!y rare. Such a case in a fifteen month old 
child was studied in terms of its clinico-pathological features. 
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INTRODUCTION 

The Beckwith-Wiedemann syndrome 
(BWS) is a rare anatomo-clinical entity 
characterized by a large spectrum of con­
genital anomalies including physical, me­
tabolic and endocrine alterations. 
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It is frequently associated with the de­
velopment of an early, often malignant 
intraabdominal neoplasia. 

We present here the more salient clini• 
cal and anatomo-pathological features of 
BWS associated with hepatoblastoma in a 
fifteen month old child. 

CASE HISTORY 

A full term male neonate, 4450 gms, was 
born via vacuum extractor to healthy young pa­
rents. 

Spontaneous tremor of the limbs, macroglos­
sia, hemihypertrophy of the left half skeleton 
(most evident in the diameter and length of the 
left limb), splenomegaly and hepatomegaly were 
noted at birth. 

Furthermore flat angiomatous patches were 
found on the inferior one third of the limb. 

After a few days the tremors disappeared fol­
lowed by a moderate jaundice, which too re­
gressed after twenty days. 

Laboratory data one month later included nor­
mal complete blood count, urine analysis and 
blood chemistry studies except for an increased 
insulin secretion, 48 mU/ml, from the normal 
values at the birth as well as a glucose loading 
curve elevated from an initial value of 30 mg/dl 
to 78 mg/ dl, total serum bilirubin 7.2 mg% 
(normal 1), direct bilirubin 3.2 mg% (normal 
to 0.25) and gamma GT 220 mU/ml (normal 
<60). 
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