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Brief Clinical Report 

Choledochal Cyst Associated With 
Rare Hand Malformation 

Anwar Dudin, Mustafa Abdelshafi, and Annie Rambaud-Cousson 
Makassed Hospital, Jerusalem, Israel 

We report on an 8-year-old boy with cho- 
ledochal cyst associated with most unusual 
hand malformation. Review of the litera- 
ture and possible etiopathogenesis are dis- 
cussed. o 1996 Wiley-Liss, Inc. 
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INTRODUCTION 
Choledochal cysts are rare malformations. They have 

been reported in association with other gastrointesti- 
nal malformations. We report on a young boy with an 
exceptional hand malformation associated with chole- 
dochal cyst. 

CLINICAL REPORT 
An 8-year-old boy was admitted for vomiting, fever 

and abdominal pain for 3 days. On admission he had 
mild hepatomegaly, jaundice, right quadrant abdomi- 
nal pain, and a symmetrical hand malformation. The 
index was medially deviated and located in a parallel 
position to the thumb. Both feet had a markedly shorter 
first toe. No other malformation was detected. 

Initial investigation showed increased direct serum 
bilirubin, liver enzymes, alkaline phosphatase, and 
serum amylase. 

The child was born at  term to non-consanguineous 
parents (father’s age 34 and mother’s age 27 years). 
They had six other normal sibs. No limb malformation 
was reported in the immediate family and none of the 
siblings had similar complaint. The child came to  med- 
ical attention at the age of 2 years for an episode of 
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fever, jaundice, and abdominal pain which was diag- 
nosed as hepatitis. No neonatal jaundice was reported. 
Two similar episodes were reported at the age of 5 and 
6 years. 

The history and physical findings were highly sug- 
gestive of obstructive jaundice due to choledochal cyst. 
Abdominal ultrasound confirmed the presence of a cys- 
tic mass measuring 5 by 5 cm at the level of the common 
bile duct. The cyst was classified as Todani type Ib by 
the operative cholangiogram (Fig. 1). 

Hand roentgenograms showed a symmetrical anom- 
aly with shortness of the first metacarpals; the second 
metacarpals were composed of two separate bones with 
external deviation of the distal one (Fig. 2). Both first 
metatarsal bones were short giving to feet a particular 
aspect (Fig. 3). No other skeletal abnormality was 
detected. 

The postoperative course was smooth and no opera- 
tion was proposed to correct the hand abnormalities as 
the boy’s functional hand capacities were excellent. 

DISCUSSION 
Choledochal cyst is a rare malformation generally 

diagnosed in children and young adults. Its incidence 
was estimated as 1 in 13,000 hospital admissions in 
the USA [Crittenden and Mckinley, 19851 and 1 in 
2,000,000 live births [Howell, 19831. About 2w3 of re- 
ported cases are from Japan [Yamagushi, 19801. 

The most commonly accepted contemporary classifi- 
cation of congenital choledochal and other bile-duct 
cyst is that of Todani [Todani et al., 19771 which is an 
adaptation of the original categorization of Alenso-Lej 
119591. 

The cause of choledochal cyst is not yet settled. The 
extrahepatic biliary system forms between the fifth and 
the seventh week of intrauterine life [Linder, 19641. 
Choledochal cyst may be the result of an embryonic 
malformation causing “weakness” of the wall of the bile 
duct. This weakness is coupled with a distal obstruction 
to produce the typical cystic anomaly [Alenso-Lej et al., 
1959; Kasai et al., 19701. Yotuyanagi postulated an in- 
equality of proliferation of epithelial cells of the bile 
duct between the distal and proximal parts which, 



162 Dudin et al. 

Fig. 2. Catel Manzke anomaly of both hands. 

Fig. 1. Operative cholangiography. Choledochal cyst type Ib. 

when recanalization occurs, will lead to a dilated prox- 
imal part and to a relatively narrower (or in severe 
cases atretic) distal part Botuyanagi, 19121. An anom- 
alous arrangement of the pancreatic duct with the com- 
mon bile duct was proposed as an  alternative explana- 
tion for the development of the choledochal cyst [Babbit 
et al., 19691. 

Cases of annular pancreas [Nunez-Hoyo et  al., 19821, 
duodenal atresia [Barlow et al., 19761, malrotation 
[Yamagushi, 1980; Babbit, 1969; Nunez-Hoyo et al., 
1982; Grosdidier e t  al., 19741 have been described in 
association with choledochal cysts. Extra-intestinal 
malformations such as renal agenesis or polycystic 
kidneys [Bottger, 19511, or thoracic hemivertebrae 
[Kirwan,1974] are rare associations in choledochal cyst 
cases. 

To our knowledge, Witzel in 1880 [quoted by Bottger, 
19511 described the only case with associated chole- 
dochal cyst and hand malformation. He reported on a 
newborn infant with choledochal cyst and polydactyly 
of hands and feet; the left hand also had a seventh rudi- 
mentary finger. 

The hand anomaly described in this child can be clas- 
sified as  Catel-Manzke dysostosis. The initial detailed 
description of this anomaly in association with Pierre 
Robin sequence is due to Manzke [19661. Further cases 

have been described in association with cleft palate 
[Gewitz e t  al., 19781, Pierre Robin sequence [Holt- 
husen, 1972; Sundaram et al., 1982; Brude, 1984; Dig- 
nan et al., 19861, heart malformation [Stevenson et al., 
19801, and dislocatable knees [Thompson et al., 19861. 
An isolated similar hand malformation in mother and 
daughter was reported [Holmes and Remensnyder, 
19721. Two half brothers by the same mother with 
Robin sequence and digital anomalies were described 
by Chitayat et al.: patient 1 had hypoplastic distal pha- 
langes and supranumerary ossification center a t  the 
base of the second metacarpal bones [Chitayat et al., 
19911. None of these reports mention the presence of 
choledochal cyst in association of the hand malforma- 
tion in the proband or his relatives. 

The mode of inheritance of Catel-Manzke dysostosis 
is not settled yet. X-linked recessive inheritance was 
suggested in cases reported in association with Robin 
sequence [Brude,19841. The association of choledochal 
cyst and Catel-Manzke malformation could be fortu- 
itous. This possibility is very unlikely as both malfor- 
mations are extremely rare. We strongly suggest that 
choledochal cysts, as other malformations described in 
association with Catel-Manzke syndrome, constitute 
possibilities of expression of the same gene responsible 
of the Catel-Manzke anomaly. 
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Fig. 3. a,b: Symmetrical anomaly of feet. 
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