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Backgzround : ©

holedochal cysts are somewhat rare congenital anomalies of the hiliary systern, but proper,
timelydiagnosiz and treatrne nt prevents srave complications.

Aim

: fo evaluate cases diagnosed at a major pediatnie surzical center in Baghdad, ower a one year
riod.

I:].'t"e[ef.hnllm

: Dring & one year period, eleven pediatne cases were diagnosed wath different forms of
choledochal cyets, their clirdzal presentations, imaging work up were reviewed according o
their ages. In addition to their treatrent and outeornes. Results: Fermales formned 21 8%, of the
diagznosed cases. Shout tao thirds of'the cases were disghosedbelow | yearofage, mainly with
cholestasiz, the remaining older sroup patients, presented maindy with abdorinal pain.
Ultrasound exaraina ion was diagnostic mallbutone, inwhor the diagnosis was ful filled by CT
scan
Total cyst excisior, was done in ¥ cases, one with additional Kassal suwrgery Mo postoperative
complications, except one child who was teated by intemal draimage procedure. Mo
malighanciesdocumments d

Conchision:

Choledochal eyst is not a wery rare disease in Iragl pediatric popmlation. The general
demographic data follows the ntermational records. Efforts are needed fo enbance yprenatal
diaznosisof this anoraaly, and better follow npofdiagnosed cases.

Intreduciion:Choledochal cysts are abdorinal - pain, ]aundlcie, fover, and a
congenital anomalies of the biliwy tract palpahle ahdominal rass.

characterized by cvetic dilatation of the Alonso-Lej et al provided the first
extrahepatic biliary tree, mirahepatc biliay systernatic descriphion of choledochal cysts,
radicals orboth. The first anatomie studyofa and classified choledochal cystinto 3 types
choledochal cyst in the Western lite rature was bazed on the clindcal and anatormic findings
published Water and Ezlerin 1723, Dionglas is in 96 rases* The classification system for
credited with the fivst clinical report, ona 17- choledochal cysts was further refined by
yearold girl who pre se nted withinteraittent Todani and colleagues and currendly .
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mcludes 5 major types (fig 1)* The condition
iz a relattvely rare abnomality i westem
population of 1:13000-1:15000 while it is far
more coranon in the east 1:1000 in Japan'
The efiology of choledochal cwsts iz atill
urkmown, but thevrare ge nerallveonsidered to

Methods:Crver a one year period, from
Octobe ¥ 2008 -Oct 2009, eleven patients were
treated for different fooms of choledochal
cysts (9 fernales and 2 males), at the Children
welfare feaching hospital /The Iledical City

Fastroenterr

be congenital *The corumon long channel
theoryis the raost wide lyacee pted one, where
the abmorrnal Pancreatico-biliary malunion
(PBIVIT) leads fo pancreatic reflux into the
biliary ducts cansing datnage and subseguent
dilatation of the ducts *". On the other hand
there are increasing nunbers of antenatally
diagnosed choledochal cvsts reported *, and
gince the secretory response of the hurnan
pancreas fo secretagogues is acquire d after the
petinatal period, thus, a choledochal cyst due
toarlase reflo is unlikelyduring this period
becanse the enzyme isabsent prior tobirth "
Choledochal cyst rayhe diagnosed at any
age bt two thirds of the patientsare diagnosed
before ten years of age . Choledochal cyst
wasreported at 78 years ofage™
Patients with choledockal cvet diaghosed
before I yearof age should undergo surgery as
soon as posshle to avoid cormplications, as
rptured CC eyst |, Iver cirthosis whick was
reported ina ne whormn as earlyas 10 daysold ",
and Irver fathre due fo untreated chole dochal
cysting 5 mooldinfant

in Baghdad. It was a prospective analysis of
the clindcal peesentation of the disease,
diagnostic measures, treatment and
cotplic ations.

The ages ofthe patients range dftom

dwks § wyears.becording to Todamd
classification (diagramI) '

. eight cases were type I (one case with
cotbined O and atresia of the extahe patic
ducts), one case was type [Wa (intrabepatic &
extrabepatic cyetic dilatation with features
suggestve of hepatic fibrosis) and one case
writh Caroli syndvorne (type V).

Total excision of the cyet done up to level of
hepatic ductal hifurcation and to the most
dizta] candal e xtension of the cyst then
anastornosis of jeunal loop to CBD at lewel
of transe ction with infracolic
entercenterostorny was perfonmed |

Resulis:

For the purpose of companng the climcal
manifestations, patients were divided into
Groupl: under | yearof'age; sevencases 7711
(63 6%, eluded wasz a 2w old child who
vwas operated on at 4 mo of age  for
choledochal cyst, presentsd now at 2y age
with irde stinal obstrction. There were 2 male
babiez in this group only, the st were
fermales.

Grronp Il over | wearof aze; (for cazes 4711,
all were fermales.

Fermales formed 212% of the whole
diagrinse drases.

Clinical marifestations Jaundice was a major
presenting feature in group [ patients. Tt was
present in &7 (85.7%%) of them, fewer was
present in 517 (714490 of the patiernds (as a
feature of cholangitis), clayeolored stool was
present in one case, sbdominal mass and
ronltiple bili

aryatones were notedinone 4 mo old patient.




While sabdominal pain was a major
preserting feature in group IT patients. Ttaras
present in 34{75%%) of them (3 slx year old
girl presented with recurrent pancreatitis,
another 5 wear old givl showed the elassical
triad of jaundice, ahdorminal painand ma

s8], fever was present in 304 (7550 of them,
while janndice was seen in only 104 (33 .3%4)
ofgroup II patients. One pate nthad features
of portal hyperte nsionand e r fibrosis (the
one with Caroli syndromme) Family history
was negative for spoilar condiions, and no
other congenital anomalies were
docurnents dinallstodied patients.

The clirical charactenstics of eachgroupare
listed ini table 1 and 2.

Imagingp roced ures:
Ultasound examination was used in all

patients and 1t was successfully
diagnosticexcept a & vear old girl where a
pancreatic cyst was suspected on TF5, and
the disgnosis of CCwras docurnents don WRI
. WIRI wasapplizd in a second case (the one

Table 1:characteristics of group] patients

with type IV choledochal eyst), CT scan was
done to two patients, and ERCE was done to
ohe patient (5 wear old) with recurrent
pane reatitis,

Surgical treatment & complications:
Seven patierds were treated by total excision
of the cyet and hepaticojejunostomy; while
the 2 yr old child who lately presented with
intestinal ohatuetion, was treated with a sort
of internal drainage procedures, and another
3 month oldbaber givl was tre

ated with hoth cystectoray and Fassal
procedure. There were no operative deaths.
Mo post ope rative complications during the
period of follow up, that ranged from 2 -8
mos, except the child wiath intestinal
chsttuction that presentedld mo after the
initial surgery; adheste bands wers found
onlaparotorm v The patients with type [V and
V disease wers kept on cohservative
e asresonl v

Moevidence of ralizhane ywas detected.
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Table 2: Characteristues of group [T patients

Discussion:

Congerdtal cystic dilatation of the conunon
bile duct (choledochal cyst) iza rave disease in
the Western countries, and most of the case
reports catne from Asia while two thirds of
the reported cases came from Japan" The
internatioral incide nee of the disease is about
1 in 2000000, bt it is about four ires rore
fregme nt in the e Do race

The Children's welfare hospital pediatric
smzical unit, is one of the main units serving
pediatric surgical problems in Baghdad and
surounding  governorates, another smgical
urit in the hospital of Gastrointestinal and
liver diseases and that of the Ivedical City
(Baghdad Teaching hospital), although the
lagt toro deal mainly with adult problems |
There are probably teo more centers dealing
with pediatric smgical problems in Irag, one in
the Horth, and possiblyanotherin the southof
the country The eleven stodied cases were
collected within & one year period. All the
children, carme from Baghdad or nearby
swrounding  governorates, so the general
mcidence of this anomaly mavhe at least
double this fizure allorver Irag, with anoverall
birth rate in Irag that is estirnated to be 1.2
millionbirths per vear, Irag seems to be of the
higherincidence countries, & Jordarian report
i 2006 "7, thomzht that probably Jardan hada
lower imcidence of CCOD in cormparison with
Lga, where only® cases were treatedat the

lsze 2-
il 2

Center of the Foval Wedical services, overa
24 wr period! but possibly it was the swalley
popalation size andfor diazhostic and referral
problerns that wielded this result Thew ewen
had not demonstrated any sex difference m
their reported cases, while it is reported that
the fe male to male ratio is 4:1""

. We had a similar ratio with fernale
preponderance in owr studied cases Two
thirds of the studied cases were diagnosed
during  the first wear of life. Antenatal
diagnosis is now feasible i many places ™,
atd that permits eatly swrgical treatrnent,
before recurrent cholangits and percystic
inflarenation ocet, and makes o vet exelsion
eagier”™

. Unfortunately nore of our patients was
diagnosed antenatallv Vounger patients,
under 1 yearold {group I} presented mainly
with ohstructive jaundice, while older
children {group IT ) mainly presented with
abdominal pain, suggesting biliary
pancreatitis, a feature repeatedly
demonstrated in reports of choledochal
anomalies

"™In both groupe fever was a coreaoh
presertation (due to cholangitis and for
pancreatitis), 1t affected 70% of the cases
which iz ruch higher than what is noted in
most medical reports, possibly due to delayin
the diagnosis inour patients, allowing therna

longer period ofc oxnplications. The classical




triad of abdorunal mass, sbdominal pain and
jaurdice, which is the knowr presentation of
CC s reportedin 25-30%, of cases™

, 1t was also seen in 3f11 of our
patients Choledochal cyst shouldbe alwaysbe
congidered in the differemtial disgnosie of
jaundice and pancreatitis. The golden
diagnostic tools for C are ulttasound and CT
scarl, WRIand WIRCE were also re ported tobe
weryhelpfiul to de fine the arvatorsrof the biliary
systern -, but it may not be a sensitive tool in
pediabic cases as it iz in adults, where
ultrasound has a preerminent rale . Corron
bile duct rae asures less than 3.5 rara in healthy
children and lese than 2ram in infants ™ This
will help to detect dilatations of the coreuon
bile duct through sarions irmazing fechrdgues.
Differentiating neonatal OC from conectable
biliaryatresiais difficult;becanse the distal end
of the neonatal CC Iz ofter totally chetucted,
an ultrasound canbe helpful in dermonstrating
the CCheing laxger, ntrahepatic ducts usally
dilated and gall bladders are not atretie in
patientawith CC™

Ultrasound  examination was sufficiently
diggnostic in mwost of owr patients, but
undue kily prenatal diagnosis wasnot practiced.
In the past many surgical procedures were
degeribed for the treatrne nt of chole dochal cyst
like (external drainage, cvet marsupialization,
sphincteroplasty and choledocho-cysto-
dendenostoray). Some of these procedures
failed to freat the patients and others were
associated with high rorbadity and morality
due to rmltiple postoperative cormplications,
like strictures, recwrent cholangitis, and
tnalighant transforrnation, as reported in wany
ghucdie 2 fror all e r the world ™, Totale xeizion
of the choledochal cyst with biliary
rec onstiction has nowhee na widelraces pted
procedure even ininfants and children ™" Cyst
excision eliminates a reservoir for hile stasis
ardbiliaryobstuetion, reduce the incidenee of
cholangitis, stone formation and future
malignancy ™. We did recefve ore of the
children who were previously treated with
internal drainage yrocedure without cyst
excision presented 16 months later wnth
intestinal obstruction due to adhesive bands

while the rest of the patients did not present
withzignific

ant postoperative complications Chokshi et
al reported on laproscopic managerent of
CCs in children and found that laproseopic
resection of CC and Foux-en-y
hepaticojejunostomy 18 an excellent
treatrnent option, after reviewing 9 patients
in the pediatric age zroup with this
techminue, in the period 2003-2007 with no
intraoperatie complications and very good
TecOvEryTate

"The patient with type IV choledachal cyst
wras treated conservatreel v and was thought
o be moperable; howewer Kawarda has
treated 13 patients with this type of defecthy
rezection of extrahepatic bile duct meluding
pancreatobiliary maljunction and
hepaticojejunostomy, because it iz
frecue nily associated with malignancy and
fo froprove long term srdval”

Cone lusions and rec ommendations:

1- Choledochal cyst malformation is not
a rare disease i [ragl infants and
childven, possibly Tran are one of the
highincidence areas

.2- Chiolestasis in infane g and recurrent
ghdommiral pain in the older chid
should e ad o the suspicion ofbilary
tract malforration, mavhe due to
different pathogeneses in these two
groups

A- Cyet exeision and biliary
reconstruction is the recommended
procedure with the least morbidity
and mortality

4 Efforts should be enbanced to orient
physicians (sonographists) for
antenatal diagnosis of billary tract
roalforra bons.
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