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A Case of Alagille’s Syndrome
Sungeun Kim, M.D., Wonsick Choe, M.D., M.P.H., Yong-Soon Chun, M.D.!

and Hye Kyoung Yoon, M.D.

Department of Nuclear Medicine, Inha University Hospital and Departments of Pediatric Surgeryl
and Anatomic Pathologyz, Inje University Pusan Paik Hospital, South Korea

Abstract

This is a case report of a 5-month-old male who was brought in to hospital for evaluation of jaundice
from birth. The baby had a history of ileal atresia operated 2 days after birth. At the age of one month,
Tc-99m DISIDA hepatobiliary scintigraphy was performed at other hospital and reported to show good
hepatic uptake of the tracer but no uptake in the billiary tree, gall bladder, or intestine for 24 hours post
injection. He was judged to have biliary atresia. However, subsequent exploratory laparotomy revealed that
the hepatobiliary tree appeared intact and that there was a gall bladder. Additionally, the patient had
ceniral aorto-pulmonary shunt for the right ventricular septal defect with pulmonary stenosis of a
peripheral type at the age of 4 months. The second hepatobiliary scintigraphy was performed on admission
at the age of 5 months, showing a gall bladder but no intestinal uptake up to 24 hours. Retrospectively,
the histological specimen of the liver obtained at the exploratory laparotomy was re-evaluated, and by the
histological findings coupled with clinical data, arteriohepatic dysplasia (Alagille’s syndrome) was
diagnosed. In this report, we emphasize the diagnostic limitation of hepatobiliary scintigraphy and the
importance of overall clinical and histologic evaluation in a case of Alagille’s syndrome. (Korean J Nucl
Med 2000;34:154-158)
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Fig. 1. Hepatobiliary scintigraphy reveals prompt homogeneous
hepatic uptake and a gall bladder at 60 minutes that is emptied
after fatty meal given at 120 minutes. There is no intestinal
uptake at 90 and 120 minutes. The 24-hour delayed image
shows persistent hepatic uptake but continuousty no intestinal
uptake. Additionally, there was faint blood pool uptake in the
heart (not shown) and persistent renal uptake.
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Fig. 2. Photomicrograph depicts that a portal tract
shows a vein (V) and an artery (A) but no
bile duct, and that there are hematopoietic
cell aggregates in the hepatic lobules (Hema-
toxylin & Eosin, x100).
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