
IJCRI – International Journal of Case Reports and Images, Vol. 3 No. 1 2, December 201 2. ISSN – [0976-31 98]

IJCRI 201 2;3(1 2):20–24.
www.ijcasereportsandimages.com

Choledochal cyst with portal hypertension: A case report
Rahul Roy, Jyoti Bansal, Yeshwanth Rajagopal,Rajendra Mandia, Raj Kamal Jenaw

ABSTRACT
Introduction: Choledochal cysts in adults arecommonly associated with hepatobiliarypathology and complications of previous cystrelated procedures. Portal hypertension is arare complication of choledochal cyst. Thetreatment of choledochal cyst complicated byportal hypertension has evolved from internaldrainage of cysts to single stage excision of cystwith bilioenteric anastomosis. Case Report: A15yearold female presented with typical triadof abdominal pain, abdominal lump andjaundice. Magnetic resonance cholangiopancreatography (MRCP) was suggestive of typeIcholedochal cyst with portal hypertension. Anupper gastrointestinal endoscopy revealedgrade 1 esophageal varices with proximalgastropathy. Intraoperatively, the posterior wallof the choledochal cyst was densely adherent tothe portal vein and hence a partial excision ofcyst with stripping of the mucosa of theposterior wall of the cyst along with RouxenYhepaticojejunostomy was done. Conclusion:Single stage excision of choledochal cyst withbilioenteric anastomosis is the treatment ofchoice of choledochal cyst with portalhypertension. Portal decompression is reserved

for cases with extensive collaterals in thehepatoduodenal ligament.
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INTRODUCTION
Choledochal cyst is predominantly a disease ofchildhood. However, about 20% cases are diagnosed inadults. With the recent advances in imaging technologythe incidence of choledochal cyst is increasing.Choledochal cyst in adults are commonly associatedwith hepatobiliary pathology and complications ofprevious cyst related procedures.Portal hypertension is a rare complication ofcholedochal cyst. The treatment of choledochal cystcomplicated by portal hypertension has evolved frominternal drainage of cyst to single stage excision of cystwith bilioenteric anastomosis. Portal decompression isreserved for cases with extensive collaterals in thehepatoduodenal ligament [1, 2].Here we report a case of choledochal cyst with portalhypertension.

CASE REPORT
A 15yearold female was presented with typical traidof abdominal pain and abdominal lump for one year and
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jaundice for eight months. For last two months, she alsohad pruritus with passage of clay colored stools. Therewas no previous history of acute cholecystitis,pancreatitis, hematemesis or melena. On biochemicalinvestigations, hemoglobin was 8.3 g/dL, serumbilirubin 6.3 mg/dL, serum SGOT 258 U/L, serumSGPT 105 U/L, serum alkaline phosphatase 711 IU/Land albuminglobulin ratio was 1:1.2. Viral markers forhepatitis B and hepatitis C were negative. Abdominalultrasonography showed a large cystic lesion of size11.5x13 cm in epigastric region, hepatosplenomegalywith heterogenous coarse echotexture of liver, dilatedintrahepatic biliary radicle (IHBR) and common bileduct (CBD). Proximal CBD measured 2.2 cm with nonvisualization of distal portion.On further investigating the patient, magneticresonance cholangiopancreatography (MRCP) showed alarge cystic dilatation of CBD measutring 11.8x11.6x11.6 cm(typeI choledochal cyst) with minimum sludge independent position likely to be choledochal cyst. Alsoseen were dilated IHBR and hepatic ducts, nodularliver, splenomegaly, displaced portal vein withrecanalization of left umbilical vein and ascites (Figure 1).An upper gastrointestinal endoscopy revealed grade 1esophageal varices with proximal gastropathy. Serumascites albumin gradient (SAAG) was >1.1 g/dL wichwas suggestive of portal hypertension.

A preoperative diagnosis of choledochal cyst withportal hypertension was made and single stage operativeprocedure which included excision of the choledochalcyst with bilioenteric anastomosis was planned.Intraoperatively, large focal segmental dilation of CBDbelow the cystic duct (typeIB choledochal cyst)displacing the portal vein on left with dense adhesionsbetween the portal vein and posterior wall of thecholedochal cyst, and splenomegaly with multiplecollaterals in the hepatoduodenal ligament were evident.The posterior wall of the choledochal cyst could not beseparated from the portal vein; so partial excision of thecyst with stripping of the mucosa of the posterior wall ofthe cyst along with a RouxenY hepaticojejunostomywas performed. The postoperative period wasuneventful and the histopathological examination wassuggestive of an inflamed choledochal cyst. At 16 monthsof followup the patient was well with completeregression of esophageal varices.

DISCUSSION
With advancement of imaging modality, incidence ofadult choledochal cyst is on rise. Incidence in Asia issomewhat higher than in western countries. The reasonfor this geographical difference is still unclear [1, 2].There is also an unexplained female preponderance withfemale:male ratio commonly reported as 4:1. The mostwidely accepted hypothesis regarding etiology is ananomalous arrangement of the pancreaticobiliary ductaljunction [3, 4]. Choledochal cyst is a disease of infancyand childhood but about 20% are not diagnosed untiladulthood [5–7]. Choledochal cysts in adults are morecommonly associated with hepatobiliary pathology andcomplications of previous cyst related procedures [1, 6, 7].The complications include cystolithiasis,hepaticolithiasis, cholangitis, calculous cholecystitis,pancreatitis, pancreatic duct abnormalities, malignancyand portal hypertension. Cystolithiasis is the mostfrequent complication in adults with choledochal cystwith a prevalence rate ranging from 2–72% [7]. Thetreatment of choice of choledochal cyst is excision ofcyst with bilioenteric anastomosis. In conditions wherecomplete excision of cyst is not possible due to adhesionwith vital structures, partial excision of cyst withstripping of mucosa of the part of cyst left insitu can bedone as stripping of the mucosa removes the tissue withmalignant potential.Portal hypertension is a rare complication of longstanding choledochal cyst manifested clinically ashepatosplenomegaly, jaundice, hematemesis, melenaand ascites. Portal hypertension in patients ofcholedochal cyst may be due to extrahepatic biliaryobstruction leading to secondary biliary cirrhosis,recurrent inflammation leading to portal veinthrombosis, direct compression of portal vein bycholedochal cyst or associate congenital hepatic fibrosisin patients with Caroli disease [4, 7–9].Choledochal cyst complicated by portal hypertensionshould be differentiated from portal biliopathy. Portal

Figure 1: Magnetic resonance cholangiopancreatography(MRCP) suggestive of choledochal cyst and dilated intrahepatic biliary radicle.
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biliopathy, a recent terminology, has been used todescribe changes in the bile duct due to cavernoustransformation in patients with portal hypertension.Such changes are more common in patients withextrahepatic portal vein occlusion. These biliaryabnormalities are classified as varicoid, fibrotic ormixed. In the varicoid type there is irregular contour of
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the bile duct as a result of multiple smooth extrinsiccompression of the cavernoma clearly seen in MRCP ormagnetic resonance angiography. In the fibrotic typemagnetic resonance scans show localized strictures withproximal dilatation [10].The various case reports and case series previouslydocumented in literature are summarized in Table 1.
Table 1: Summary of documented cases of choledochal cysts with portal hypertension

Abbreviations : yr  years, mths  months, M  male, F  female, R  recovered, D  death, GI  gastointestinal, NA  data not available
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Gillis et al. reported two cases of choledochal cystwith portal hypertension in whichcholedochojejunostomy was performed with regressionof features of portal hypertension at 10 months followupin one case and three years in the second case [8].Martin et al. reported three cases of choledochal cystwith portal hypertension managed by them in whichcholedochojejunostomy was done in two cases withregression of symptoms of portal hypertension at threeyears followup in one case and four years in the other.In the third case, surgery was refused by the parents andthe patient died [8].Fonkalsrud et al. reported a case in which acholedochal cyst was missed on initial evaluation and asplenorenal shunt was done. Subsequently, the expectedfall in portal pressure did not occur and on furtherexploration of abdomen a choledochal cyst was foundand a choledochojejunostomy was performed with animmediate fall in portal pressure. At one year followupthere was a complete regression of esophageal varices[8]. The case emphasized that a shunt procedure forportal decompression in complicated choledochal cystwith portal hypertension will not lead to regression ofportal hypertension and only excision of cyst will curethe portal hypertension.Rao et al. presented a review of four cases ofcholedochal cyst with portal hypertension managed bythem. In the first case, cyst excision with isolated jejunalloop interposition hepaticoduodenostomy was donewith gradual regression of esophageal varices andcongestive gastropathy at three months followup. Inthe second case, RouxenY cystojejunostomy was donewith regression of esophageal varices at three monthsfollowup. In the third case, there were extensivecollaterals around the porta and splenectomy with avascular shunt between inferior mesenteric vein andrenal vein was done but the patient died while waitingfor a definitive surgery due to fatal episode ofhemetemesis. In the fourth case, RouxenYhepaticojejunostomy was done with complete resolution ofvarices at six months followup [4].Saluja et al. repoted three cases of choledochal cystwith portal hypertension managed by them. In the firstcase, RouxenY hepaticojejunostomy was done andpatient was well at one year followup. The second casewas associated with alcoholic liver disease with ChildClass C cirrhosis and the patient died of liver failure. Inthe third case, the patient initially underwent an ERCPwith stenting followed by a repeat ERCP with removal ofmultiple stones after lithotripsy. Three months laterpatient developed cholangitis with renal failure and thepatient died nine months after the diagnosis [9]. Singhet al. reported a case of choledochal cyst with portalhypertension managed by them in which RouxenYhepaticojejunostomy was done [7].In a retrospective study of 144 patients withcholedochal cysts managed between January 1989 andJune 2004 at a tertiary level referral hospital in NorthIndia, six patients had portal hypertension. Cystexcision was performed successfully in three out of six

patients. In two patients an internal drainage wasresorted to because of excessive bleeding from thecollaterals in the hepatoduodenal ligament. One patientdid not report for definitive surgery after a percutaneousbiliary drainage for recurrent severe cholangitis [11].It is evident from the review of literature thattreatment of choledochal cysts complicated by portalhypertension has evolved from internal drainage of cyststo single stage excision of cyst with bilioentericanastomosis. Endoscopic drainage may be considered asa temporary measure in patients who are unfit forsurgery. In the presence of hypervascularity of thehepatoduodenal ligament and pericholedochal varicesan attempt for cyst excision should be made rather thana shunt procedure for portal decompression as a shuntwill not cure the portal hypertension and a second stagesurgery for the excision of choledochal cyst will still berequired. However, in the presence of extensivecollaterals in the hepatoduodenal ligament, which ismore commonly seen in associated portal veinthrombosis, portal decompression in the form of portosystemic shunt should be done first followed by cystexcision 6–12 weeks later [6, 7, 11]. It should be kept inmind that in patients with Child Class C status a shuntmay deteriorate liver function by diverting the portalblood flow and hence liver transplantation should beoffered to such patients.

CONCLUSION
Treatment of complicated choledochal cyst hasevolved over the years from internal drainage to singlestage excision. Singlestage excision of cyst withbilioenteric anastomosis is the treatment of choice forcholedochal cyst with portal hypertension. In cases,where complete excision of cyst is not possible, partialexcision of cyst with stripping of mucosa can be doneregression of varices without any evidence of recurrenceis a pointer for preference towards single stageprocedure.
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