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Case report:

A 6-week-old female infant presented with 3-days
of jaundice and abdominal distension. History revealed pale
stools  and  dark  urine  for  1  week.  Examination  con�rmed
fever, jaundice, a massively distended abdomen and dilated
abdominal wall veins. �e patient was commenced on intra-
venous antibiotics and investigated.

Ultrasound  revealed  a  large,  central  abdominal
cyst  with echogenic  debris,  a  collapsed gallbladder and pa-
tent IVC and hepatic veins. �e portal vein was not visual-
ized.  �e  uterus  and  bladder  were  normal.  �ere  was  no
ascites. On MRI (Figure 1) the cyst extended to the porta-he-
patis,  but no clear biliary cause was found. �e di�erential
diagnosis  included  loculated  ascites,  and  a  duplication  or
mesenteric cyst.
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Figure 1: (a) T2 SPIR CLEAR coronal abdomen demonstrates a large intraperitoneal cyst occupying much of the abdomen and pelvis, and
displacing the normal viscera superiorly. �e cyst is thin-walled, with dependant blood products and no clear organ of origin. (b)T2 sagittal

abdomen demonstrates a large intraperitoneal cyst, extending into the sub hepatic space

During MRI the patient developed respiratory dis-
tress due to abdominal distension - possibly exacerbated by
sedation.  Resuscitation  and  emergent  surgical  exploration
followed. Intraoperative �ndings were that of a massive bilo-
ma  surrounded  by  a  �brinous  pseudo-capsule  (Figure  2).
�e �brinous wall was adherent to the bowel and liver and
encased the ovaries (Figure 1). An area of bile extrusion was
found at  the  porta-hepatis.  Due to  surrounding in�amma-
tion and adherent cyst wall no further anatomy was delineat-
ed. A feeding tube cholecystostomy was �ushed with saline
to  con�rm bile  duct  perforation  and was  le�  in  situ.  A�er
washout, a drain was placed at the porta.

Histology revealed an in�amed �brous pseudocyst
wall with no epithelium, consisting of �broblastic and gran-
ulation  tissue,  acute  haemorrhage  and  in�ammatory  in�l-
trate.  Histology  of  liver  showed  subcapsular  haemorrhage,
cholestasis  and  granulation.  �ere  was  sinusoidal  conges-
tion, periportal in�ammation and necrosis

Discussion

Spontaneous  bile  duct  perforation  (SBDP)  in  in-
fants is rare, with limited numbers reported in the literature
[1]. With a highly variable presentation, diagnosis and man-
agement  is  challenging,  and  outcomes  can  bare  signi�cant
morbidity.

�e presentation varies with age. Younger patients
present  with  abdominal  distension  due  to  free  biliary
ascites,  failure  to  thrive  and  jaundice  [2].  Older  patients
commonly have an acute presentation with biliary peritoni-
tis or sepsis. Paracentesis and/or HIDA scan can aid in the
diagnosis [3], however, in localized biliary ascites, preopera-
tive diagnosis is more di�cult.

�e  most  commonly  reported  site  of  SBDP  is  at
the  junction  of  the  common  hepatic  and  cystic  ducts  [4].
Possible  aetiologies  include  congenital  pancreaticobiliary
anomalies,  cholelithiasis,  infection,  pancreatitis,  trauma,
and ampullary stenosis, with none proven as a single cause
and a  multifactorial  causation  is  most  likely  [5].  �ere  are
similar  suggested  aetiologies  for  spontaneous  rupture  of
choledochal  cyst  indicating  that  these  two  entities  might
have  a  common  source  [6].

Figure 2: A massive biloma surrounded by a �brinous pseudo-capsule �e �brinous wall was adherent to the bowel and liver, and encased
the ovaries

�e  post-operative  course  was  uneventful.  Cul-
tures  were  negative,  and  antibiotics  were  stopped.  Feeds
were commenced. Initially bile drainage averaged 30ml/kg/-

day, which subsided over the following 4 weeks. A cholan-
giogram  (Figure  3)  performed  via  the  cholecystostomy  re-
vealed no leak, but signs of aberrant biliary anatomy with a
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shortened  right  hepatic  duct  and  segment  7  and  8  biliary
drainage  via  the  le�  hepatic  duct.  �e  patient  was

discharged  a�er  drain  removal.  �e  child  was  well  at  1--
month follow-up.

Figure 3: Cholangiogram was performed via the cholecystostomy which revealed no leak, but signs of aberrant biliary anatomy with a short-
ened right hepatic duct and evidence of segment 7 and 8 biliary drainage via the le� hepatic duct, (1) Gallbladder being �lled via cholecystos-
tomy, (2) Cystic Duct, (3) short Right Hepatic Duct, (4) Common bile duct, (5) Le� Hepatic Duct, (6) Segment 7 and 8 drainages, (7) Duode-

num �lling with contrast

Early  surgical  management  with  the  priority  of
drainage of biliary peritonitis and sepsis prevention is indi-
cated  [7].  Management  varies  from  open  or  percutaneous
drainage  with  or  without  suture  closure,  T-tube  drainage,
and/or cholecystostomy. An intra-operative cholangiogram
may con�rm the site of leakage and rule out distal obstruc-
tion or a pancreatico-biliary malformation [1].

Portal  vein  thrombosis  is  a  known  complication
and can be due to chemical irritation or pressure from extra-
vasated  bile  near  the  porta-hepatis,  and  is  more  common
when the perforation is posterior [7]. �e role of anticoagu-
lation in addition to the long-term prognosis of this compli-
cation needs further study. Long-term follow-up with ultra-
sound monitoring  for  portal  hypertension and its  sequelae
is essential [7].

�is case  di�ers  from most  reported cases  due to
the  encysted  bile  on  presentation.  Pre-operative  imaging
was non-conclusive. Determination of whether the ascites is
biliary  can  possibly  be  made  by  hepatobiliary  scintigraphy

[5]. From a radiological perspective, it is di�cult to evaluate
the  origin  of  such  a  large  intra-abdominal  cyst  thus  more
common  causes  of  cysts  were  considered.  �e  post-opera-
tive cholangiogram shows abnormal biliary anatomy which
may have been the underlying cause of the perforation.

�e  reported  case  is  an  example  of  conservative
management with spontaneous healing as opposed to initial
bile duct repair.  We suggest that,  dissection and surgery to
the  distorted  biliary  tree  are  not  always  required  provided
that  the  diagnosis  is  con�rmed,  and  that  simple  drainage
can be successful. Stricture formation is however a risk and
meticulous follow up is suggested.

Conclusion

SBDP  represents  a  diagnostic  challenge.  Surgical
drainage  is  the  mainstay  of  management.  Extensive  biliary
dissection should be avoided in acute phase. �e condition
carries favourable prognosis.
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