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SUMMARY

Introduction Choledochal cysts are congenital anomalies manifested as focal or diffuse cystic dilatation
of the bile ducts. They are mostly diagnosed in childhood. The magnetic resonance and surgical manage-
ment are the gold standard diagnostic and treatment modality.

Case outline We present a male patient who was presumed to have Mirizzi syndrome. This presumption
was discarded by additional imaging procedures and by later surgical treatment. It was confirmed that
it was a large choledochal cyst filled with stones. Considering the diagnosis and good patient’s general

condition, we opted for surgical treatment.

Conclusion There are several surgical techniques that can be used in the treatment of choledochal cysts,
wherein each is intended as a complete resection of the cyst with histological confirmation. Operative
techniques do not affect the outcome of the treatment, but the time and extent of surgical resection, as

well as any metaplasia of the epithelium, do.
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INTRODUCTION

Choledochal cysts are congenital anomalies
that manifest as focal or diffuse cystic dilation
of the biliary tree. It is a rare clinical entity with
an incidence of 1/150.000 births approximately
[1]. There is a significant female predominance
with a female to male ratio of 4:1 [2]. Five types
of cysts have been described, of which a chole-
dochal cyst type I has around 68% of percent-
age coverage out of all subtypes [1, 2].

The majority of patients are usually diag-
nosed in childhood, in the first decade of life.
Only 20% of cases are diagnosed in adults [3].
Symptomatology is different in children and
in adults. In children, a classical triad of symp-
toms in the form of abdominal pain, a palpable
mass in the upper right quadrant of the abdo-
men and obstructive jaundice frequently oc-
cur. In adults, the ailments are related to bili-
ary and pancreatic symptoms, accompanied by
abdominal pain. The ruptures of the cysts are
rare and such an occurrence is reported only
in neonates [4].

In a differential diagnosis, biliary lithiasis,
sclerosing cholangitis, and pancreatic pseudo-
cyst may be taken into account. Biliary atresia
is often associated with choledochal cysts and
therefore should be excluded at neonatal ob-
structive jaundice [2, 4].

Choledochal cyst Type I treatment involves
complete surgical resection with reconstruction
with an isolated small bowel segment by the
method of Roux-en-Y. Sometimes, the scope of
surgical resection may be much more radical.

When the cyst is spreading into the head of the
pancreas a cephalic duodenopancreatectomy is
preferred surgical option [5].

The objective of this paper is to present the
rare disease, the surgical technique, and the
literature review.

CASE REPORT

In our paper, we present a male patient, 53 years
of age, who was admitted to our hospital be-
cause of pain in the upper abdomen, subicterical
and afebrile. The initial abdominal ultrasound
was performed. Distended gallbladder, with a
thickened wall and with multiple stones in the
lumen were seen. Choledochus was with con-
crements inside the lumen, and in close rela-
tionship with the gallbladder, Mirizzi syndrome
differential diagnosis. A magnetic resonance
imaging (MRI) and magnetic resonance imag-
ing cholangiopancreatography (MRCP) were
performed as a part of additional diagnostics, in
which a large fusiform ductus choledochus cyst
was seen. A large choledochal cyst (CC), 7 cm
in longitudinal diameter and 4 cm in trans-
verse diameter, was localized at about 2 cm
below the primary biliary confluence, without
communication with the lumen of the gallblad-
der, in close contact with the portal vein and
with proper hepatic artery. The cyst was filled
with numerous stones of different sizes (Figure
1). The laboratory work-up showed elevated
WBC 18 x 10°/L, CRP 65 mg/L, total bilirubin
49 mg/L, and alkaline phosphatase 197 IU/L.
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Figure 1. Abdominal magnetic resonance imaging - gallbladder (GB)
and Type | choledochal cyst (CC) in sagittal (A) and axial (B) plane

In his medical history, the patient provided informa-
tion that gallbladder calculus was verified by abdominal
ultrasound more than 10 years previously. In addition to
the examinations that were performed several times dur-
ing this period, no additional diagnostic procedures were
performed. The patient stated that he repeatedly felt dif-
ficulties in the form of biliary colic and sometimes spon-
taneously resolved mild jaundice, which were treated in a
conservative manner.

The patient was in good general condition, so we opted
for surgical treatment. Given the size, the position of the
cyst, and its proximity to surrounding structures, primarily
vascular, we applied the open surgical approach. In terms
of general endotracheal anesthesia, the abdomen was
opened with the right subcostal laparotomy. After adhe-
siolysis and the inspection, the preoperative diagnosis was
confirmed with an inflammatory block surrounding the
hepatoduodenal ligament. Hard adhesions were obscur-
ing normal anatomy, cholecystectomy and a careful dis-
section of the hepatoduodenal ligament was performed,
with difficult separation of the vascular structures from
the cystic structures. Resection of the common bile duct
along with the large cyst was performed. The upper and
lower resection was at a distance of 1 cm with respect to
both ends of the cyst. Resection margins were sent to an ex
tempore histopathologic examination. In the meantime, we
performed an extensive lavage of the bile ducts, proximal
part first and then the distal part from previously resected
CC. Using choledochoscope, the proximal part relative
to the branch of the left and the right hepatic duct, and
then the distal stump of the resected hepatic ductus to the
papilla of Vater were inspected. The finding was normal,
with no residual stones. Ex tempore findings were negative
for malignancy. Hepaticojejunostomy was performed us-
ing interrupted, monofilament, slowly absorbable suture
(4/0) at about 1 cm below the biliary confluence (Figure
2). The abdomen was drained with two abdominal drains
and the operating incision was reconstructed. The tissue
of the cyst (Figure 3) and of the gall bladder was sent to
histopathological examination.
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Figure 2. Intraoperative photograph showing hepaticojejunostomy
performed using interrupted suture at about 1 cm below the primary
biliary confluence

Figure 3. Macroscopic image of the specimen, before and after open-
ing, showing multiple stones in its lumen

Histopathological examination revealed only mild in-
flammatory changes in the wall of the gallbladder, with no
dysplasia or other significant epithelial changes. A speci-
men with a cyst measuring 75 x 48 mm in diameter was
extensively reviewed. It was seen that the areas of papillated
and partly atypical epithelial proliferation were present in
the bile duct, but coupled with poorly expressed atypia, so
there were only focuses of light epithelial dysplasia (grade
I-II). In the surroundings, chronic inflammation with
some of the sporadic multiplicity of the diverticula of the
same epithelium was present, as well as the light multipli-
cation of such tubulo-glandular structures. None of the
sections showed any invasiveness elements. Cystic part of
the sections showed mostly flattened and only reactively
altered, but mostly non-dysplastic epithelial changes.

The postoperative course was uneventful. Abdominal
drains were removed on the third postoperative day and
the patient was discharged on the seventh postoperative
day. A month later, an abdominal ultrasound was per-
formed and the finding was normal, as well as laboratory
analysis. Six months after surgery, MRI and MRCP were
performed showing that the anastomosis is passable and
that the other findings in the abdomen were normal. The
patient’s condition is still monitored.
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DISCUSSION

CCs were first reported by Vater and Ezler [6]. This con-
genital malformation is characterized by dilatation of the
biliary tree without acute obstruction of the flow of bile.
The cyst may be present in any part of the biliary tree. Ac-
cording to the volume, it may be complete or segmented,
and according to the shape, it can be saccular or fusiform
[7]. In our case, it was a fusiform cyst, filled with numer-
ous concrements.

Etiology of CCs is still unclear and there is still no clear
expert consensus. The most frequently mentioned hypoth-
esis in the current literature suggests that CCs occur after
partial obstruction of the bile duct, which produces an
increase in pressure in the proximal part of the bile duct,
which leads to the dilatation of this part [7]. CC prevalence
is much higher in Asian countries such as in Japan and
predominantly occurs in females [8].

The first classification of CC was announced by Alonso-
Lej et al. [9] in 1959. This initial classification was com-
pleted by Todani et al. [10], wherein the choledochal cysts
were classified into five types. Type I cysts represent the
dilatation of the extrahepatic bile ducts. Also, they repre-
sent the most common type according to the previously
mentioned Todani classification, where the incidence is
1:1,000, compared to western countries, where the inci-
dence ranges from 1:150,000 up to 1:1,000,000 births. Type
I CCs have the greatest frequency of occurrence (75-85%)
compared to other types [1, 10]. Isolated cystic dilatation
of the cystic duct was added to the Todani classification
in 1991 as type VI [11].

CCs are presented with different symptoms, but they
can often be asymptomatic. In symptomatic patients, they
are commonly presented as abdominal pain, nausea, and
vomiting. In these patients, biliary stones, cholangitis, liver
abscess, and biliary cirrhosis are present in 60-80% of the
cases [4, 12].

Ultrasound examination of the abdomen is the first
diagnostic procedure, particularly in children. As an ad-
ditional diagnosis, computed tomography is used. Both
methods cannot always provide sufficient information. The
gold standard is MRI, as well as MRCP, with an efficiency
of 96-100% [1, 12]. Endoscopic retrograde cholangiopan-
creatography and percutaneous transhepatic cholangiog-
raphy represent very reliable diagnostic procedures, but
both are invasive procedures and their application is not
routinely performed [12, 13].

In our case, only after completed MRI and MRCP were
we able to remove the dilemma on the possible presence of
Mirizzi syndrome. There was no communication of CC di-
lation with the lumen of the gall bladder, nor any expressed
compression in the relations of biliary structures, as origi-
nally seen in the abdominal ultrasound examination. Since
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the only reliable and correct treatment modality of these
biliary tree anomalies is complete surgical resection, surgi-
cal treatment should not be delayed, especially if you take
into account that these anomalies represent the prema-
lignant condition. Malignant alteration depends on the
cyst type and that percentage is the largest for Type I cysts
(about 70%), followed by Type IV cysts (about 20%), Type
II cysts (about 5%), and Type III cysts (about 5%) [14].

Within frequent cholangitis and inflammatory process-
es of the surrounding structures and their consequences,
sometimes it is difficult to achieve complete excision of
the CC, especially because of the close relationship with
the blood vessels, especially the portal vein. CC sometimes
spreads into the parenchyma of the pancreas and it is nec-
essary, in order to apply the adequate and radical surgical
approach, to perform a cephalic duodenopancreatectomy
with all the risks that this procedure can cause [5, 7].

After the excision of the cyst, the reconstruction can be
done in two ways: hepatico-duodenal anastomosis or he-
patico-jejunal anastomosis by the Roux-en-Y method [15].
The success of operational procedures and of the selection
of anastomosis is measured by the ease of implementation,
as well as by short- and long-term results of the surgical
treatment. The data from the current literature suggest
that the success of hepaticojejunostomy is about 92% with
the complication rate of 7%, compared to hepatico-duo-
denostomy, with the complication rate about 42% [7, 15].

Surgical management can be carried out by using sev-
eral surgical techniques. These include the classical op-
erational approach, which we also apply, then minimally
invasive or laparoscopic access, and the most modern,
robotic-assisted surgical approach [16, 17].

Depending on the technical equipment and the train-
ing of the surgical team, in institutions where this type
of surgery is performed, it is possible to effectively apply
several surgical techniques, whose ultimate objective is the
same - the complete excision of the CC with the appropri-
ate reconstruction of the biliary ducts. After reviewing the
literature and bibliographic databases (PubMed, Scopus),
we came to the conclusion that the short- and long-term
results of surgical treatment outcomes of patients operated
on for Type I CC are similar, regardless of the applied sur-
gical technique. It can be concluded that the applied surgi-
cal technique does not affect considerably the final result
of the treatment, but the period required to diagnose the
disease, the extent of surgical resection, and the presence
of the bile duct epithelium metaplasia do.

Informed consent: Written informed consent was ob-
tained from the patient for this case report publication,

including the accompanying images, case history, and data.
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Liucta xonefoxa MHULMjANHO AWjarHOCTUKOBAHA Kao MuUpU3mnjeB CMHAPOM
— NpuUKa3s 6osecHUKa U nperneg AuTepatype

Bnagumup Munocasmesuh', bopuc Taguh?3, Hukona lpy6op*?, hophe KHexesuh*3, Cnasko Matuh??

"MonuknuHuka Gracia Medica, beorpag, Cpbuja;

2KnuHuukn yeHTap Cpbuije, Mpsa xmpypluKa KNMHWKa — KnnHnka 3a gurectusHy xvpyprijy, beorpag, Cpbuja;

YHusep3uTet y beorpagy, MegnunHcku dakyntert, beorpag, Cpbuja

CAMETAK

YBog Lincte xonepoxa cy ypoheHe aHomanuje Koje ce MaHudec-
Tyjy Kao pokanHe unv andysHe gunataLmje Xy4yHux BofoBa.
Hajuelwhe ce cumnTOMaTCKM NCMOJbE U ANjarHOCTUKYjY TOKOM
OeTntbcTBa. MarHeTHa pe3oHaHLa je 31aTHY CTaHfapA 3a no-
CTaB/batbe jujarHo3e, a XMPYPLLKO Jleuetbe je jefnHN CUrypaH
1 edUKacaH HaumMH Nieyerba.

Mpukas 6onecHuKa bonecHyK cTap 53 roguHe NPYM/bEH je Ha
KNVHUKY 3601 60n10Ba y TpOYXy, My4HUHE 1 nKTepyca. 13 meau-
LIMHCKe AOKYMeHTaLje ce ca3Hano Aa je 10 roanHa yHa3ag 3Hao
3a Kaskys03y Xy4He Kece, Te ce Moc/e MHULMjanHe ynTpa3Byy-
He AnjarHoCTuKe Nocymrbano Ha Mupusujes cuHgpom. Mocne
crnpoBefieHe [OMyHCKe CIMKOBHE AnjarHoCTMKe yTBpheHo je
[1a ce 3anpaBo PagunsIo O BeIMKOj LICTUN XONefoxXyca Koja je nc-
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nyrbeHa Macom Kaskynyca. Mimajyhn y Buay Aobpo oniute Ctame
60necHnKa, OAnyYeHo je fa ce 60NeCHUK NIeun X1pypLUKK.
3aks/mbyyak OnmcaHo je HEKONMKO OMepaTUBHNX TEXHUKA 3a
XVIPYPLUKV TPETMaH LucTe Xonepoxa. bes 063mpa Ha npumetbe-
HY TEXHWKY, b je 6110 ja ce OACTPaHM KOMMIETHA LmMcTa 1
XMCTOMATONOLWKM Nperneaajy MapriuHe pecekumje, Kao 1 cam
npenapar. /I136op onepaTMBHe TEXHWKE HE YTUYE Ha NCXOL
neyetsa. C 063MPOM Ha Mo3HaTy TEHAEHLIMjy MeTannacTuyHe
NpoMeHe enwuTena xoneaoxa Kog 6onecHnKa ca LUMCTom xorne-
[0Xa, Ofi CYLUTUHCKOT je 3Hayaja fja Ce OnepaT!BHOM Neyetby
NPUCTYNK Ha Bpeme.

KrbyuHe peun: uucra xonegoxa; ToaaHu; 3ajeAHNYKM XenaTuny-
HY BOp; NKTepyc; Mupusmjes cuHgpom
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