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Clinical Evaluation of Syndromic and Nonsyndromic Intrahepatic
Bile Duct Paucity
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Purpose: The aims of this study were to evaluate the clinical manifestations and prognosis
of the syndromic and nonsyndromic intrahepatic bile duct paucity (IHBDP).

Methods: We studied histology of 42 infants with neonatal cholestasis. Fourteen patients were di-
agnosed as IHBDP. We evaluated the clinical manifestations, courses and prognosis retrospectively.
Results: Underlying disease of the 42 infants with neonatal cholestasis were biliary atresia
in 23, intrahepatic bile duct paucity in 14 (Alagille syndrome in 4 and nonsyndromic IHBDP
in 10), neonatal hepatitis in 5 infants. The mean ratio of the bile ducts per portal tract was
0.087 (range: 0~0.5). The manifestations in 4 patients with Alagille syndrome demonstrated
as follows: characteristic face in 3, chronic cholestasis in 4, posterior embryotoxon in 2,
vertebral anomalies in 2, peripheral pulmonary stenosis in 2. One of 4 patients of Alagille
syndrome improved cholestasis and the other 3 patients were remained their cholestasis and
growth retardation. All patients of the nonsyndromic IHBDP were idiopathic. Seven out of
8 patients of nonsyndromic THBDP showed improvement of cholestasis, and one patient
received liver transplantation due to cirrhosis.

Conclusion: This study suggested that IHBDP should be considered in the differential
diagnosis of neonatal cholestasis. The outcome of idiopathic IHBDP was better than predicted.
(J Korean Pediatr Gastroenterol Nutr 1999; 2: 178 ~184)
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Table 1. Biopsy Proven Underlying Causes of 42
Infants with Neonatal Cholestasis
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Table 2. DISIDA Findings of 13 Infants with Intra—
hepatic Bile Duct Paucity

Underlying disease Number (%) Underlying disease Hepatobiliary excretion
Neonatal hepatitis 5 (11.9%) Alagille syndrome Delayed excretion 2%
Biliary atresia 23 (54.8%) No excretion 29
Intrahepatic bile duct paucity 14 (33.3%) Nonsyndromic Delayed excretion 2%

Alagille syndrome 4 (9.5%) intrahepatic
Nonsyndromic 10 (23.8%) bile duct paucity No excretion 74
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Fig. 1. Photomicroscopic finding shows absence of interlobular bile duct
in the portal tract which possesses the hepatic artery.
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Fig. 2. This photography shows frontal bossing,
deep-set eyes, bulbous tip of nose, and a pointed
chin which are the typical facial features of Alagille
syndrome.
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Table 3. Features of Alagille Syndrome

Case 1 Case 2 Case 3 Case 4
Chronic cholestasis Y Y Y Y
Characteristic facies Y Y Y N
Skeletal abnormalities N Y N Y
Heart disease N Y* Y' Y
Posterior embryotoxon N Y N Y
Chromosomal study ND N v ND
Growth failure Y Y Y Y

Y: Yes; N: Negative; ND: Not Done; Y*: PDA; Y':
15p

Fig. 3. Roentgenogram of spine shows butterfly
vertebrae in 7" and 8" thoracic vertebrae in patient
with Alagille syndrome.
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Peripheral PS; Y*: Structural anomaly of chromosome

Fig. 4. Cardiac angiogram in patient of Alagille
syndrome showed peripheral pulmonary arterial
stenosis. The photography shows diffuse stenosis of
peripheral pulmonary artery.
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Table 4. Outcome of Intrahepatic Bile Duct Paucity

Follow-up number Alive Follow-up length
Alagille syndrome 4 with cholestasis 3 13 months
without cholestasis 1 15 months
Nonsyndromic 8
intrahepatic without cholestasis 7 40 months
bile duct paucity with Liver Transplantation 1 15 months
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