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Introduction

Abnorm al, dis proportionate  conge nital dilatation of
biliary s ys te m  k now n as  ch ole doch al cys t w h ich  m ay
involve  e xtrah e patic or intrah e patic biliary duct or
both . Etiology is  not k now n but clos e  as s ociation w ith
anom alous  form ation of pancre atic-biliary ductal
s ys te m  is  re porte d. It is  rare  in w e s te rn w orld but
e vide nce s  of incre as e  pre vale nce  in As ia note d.1

Sym ptom s  varie s  w ith  age , w ith  m ore  th an 60%
pre s e nt in w ith in firs t de cade s  of life  and occurs  m ore
fre q ue ntly in fe m ale . Com m only pre s e nting s ym ptom
in ch ildre n are  pain, jaundice  and m as s  in uppe r
abdom e n. In adult s ym ptom s  m ay varie s  from  vague
uppe r abdom inal pain to m ore  s e ve re  com plication.
Type  IV ch ole doch al cys t  is  th e  s e cond m os t com m on
afte r type  I , and divide d into tw o type  type  IV involve
both  e xtrah e patic and intrah e patic. Type  IVb is  de fine d
as  m ultiple  dilatation of e xtrah e patic bile  duct .W e
de s cribe  a giant type  IVa  ch ole doch al cys t in a adult
patie nt w ith  m as s ive  dilatation  both  intrah e patic and
e xtrah e patic bile  duct.2

PJR July - September 2018; 28(3): 243-245

Ch ole doch al cys t is  a rare  conge nital cys tic dilatation of biliary ductal s ys te m . W e  re port a 35 ye ar m ale   patie nt
pre s e nte d to th e  e m e rge ncy w ith  pain, fe ve r, jaundice  and uppe r abdom inal s w e lling w ith  h is tory of s im ilar attack
in pas t. H e  w as  diagnos e d as  cas e  of giant type  IVa ch ole doch al cys t w ith  m as s ive  dilatation of both  intrah e patic
and e xtrah e patic biliary tre e  w ith  th e  h e lp of ultras onograph y and m agne tic re s onance  ch olangiopancre aticograph y
(MRCP). W e  w ill dis cus s  about clinical fe ature  and im aging ch aracte ris tics  of giant type  IVa ch ole doch al cys t.
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Cas e  Re port

A 35 ye ar old m ale  patie nt atte nde d to e m e rge ncy of
our h os pital w ith  pain, fe ve r, jaundice  and uppe r
abdom inal m as s  for las t 2 m onth . Th e re  w as  pas t
h is tory of s im ilar attack  for las t 1 ye ar. On e xam ination,
patie nt h ad jaundice , fe ve r and s oft s w e lling in th e
righ t uppe r abdom e n w ith  te nde rne s s .
Laboratory e xam ination re ve ale d total bilirubin 12.3
m g/dl; conjugate d bilirubin 10.6m g/dl; unconjugate d
bilirubin 1.7 m g/dl; alk aline  ph os ph atas e  870 U/l; ALT
312 U/L; AST 246U/l.
Ultras onograph y s h ow e d h uge ly dilate d cys tic le s ion
in both  lobe  of live r fille d w ith  low  inte rnal e ch o and
m ultiple  calculi. Com m on h e patic duct w as  dilate d.
O n MRCP th e re  w as  h uge  dilatation of IH BRs  w ith
m ultiple  filling de fe cts . Com m on bile  duct (CBD) w as
als o dilate d. W ith  th e s e  findings  , diagnos is  of giant
type  IVa ch ole doch al cys t w ith  h uge ly dilate d and
tortous  IH BR w as  confirm e d.
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Figure  1:  1a. Axial T2-w e igh te d im age  s h ow ing dilate d bilobar
IH BR w ith  m ultiple  T2 h ypointe ns e  filling de fe cts . 1b. Coronal T2-
w e igh te d im age  s h ow ing dilate d bilobar IH BR and dilate d CBD
w ith  m ultiple  T2 filling de fe cts . 1c. Axial T2-w e igh te d im age  s h ow ing
optim ally dis te nde d gallbladde r. 1d. 3D Rtr im age  s h ow ing dilate d

IH BR and dilate d CBD.

com m on in adult population. Th e  s iz e  of th e  cys t
varie s , and rare ly e xce e ds  9  cm .5

Th e  m os t w ide ly acce pte d th e ory for occurre nce  of
ch ole doch al cys t pos tulate s  th at an anom alous
pancre atic biliary ductal junction (APBDJ) w ith  long
com m on ch anne l is  th e  prim ary abnorm ality. Oth e rs
popular h ypoth e s is  include s  ganglionos is , agan-
lionos is , conge nital s tricture  w ith  proxim al biliary
dilatation.6

Ch ildre n pre s e nt m ainly w ith  jaundice , pain and m as s
in uppe r abdom e n. Adult m ainly pre s e nt w ith  pain
and com plications  of longs tanding cys ts  s uch  as
re curre nt ch olangitis , pancre atitis  and m alignancie s .
Laboratory te s ts  are  not alw ays  h e lpful and it m ay
re ve als  fe ature s  of obs tructive  jaundice . On im aging,
ultras ound is  th e  be s t initials  m e th od for e valuation
of biliary s ys te m  and gallbladde r, but it m ay not be
accurate ly inde ntify th at th e  cys t originate  from  th e
b iliary s ys te m , e s pe cially in large  cys t. Com pute d
Tom ograph y is  not a be s t tools  to e valuate  biliary
s ys te m .7 H ow e ve r invas ive  proce dure  lik e  Dire ct
contras t ch olangiograph y is  us e d to de fine  e xte nt of
involve m e nt and vis ualis e  th e  re m aining biliary tre e .
Magne tic re s onance  ch olangiograph y (MRCP) is  a
non-invas ive  te ch niq ue  and cons ide re d as  “Gold
s tandard’’ for confirm ing th e  diagnos is  of ch ole doch al
cys ts  and de fining e xte nt of involve m e nt pre -ope -
rative ly.7

Th e  e xte nt of re s e ction in type  IVa ch ole doch al cys t
is  controve rs ial. It be cam e  ve ry difficult to re s e ct in
cas e  of bilobar IH BR dilatation. Partial e xtrah e patic
cys te ctom y w ith  biliary- e nte ric anas tom os is  is  th e
tre atm e nt of ch oice  .
W e  conclude  th at th at giant type  IVa ch ole doch al cys t
m ay pre s e nt in adult w ith  h uge  dilatation of intrah e patic
and e xtrah e patic biliary s ys te m , m ak ing diagnos is
ve ry difficult e s pe cially in pre s e nce  of com plication.
Us e  of MRCP is  h igh ly inform ative  in de finitive  diag-
nos is  and plan for s urgical e xcis ion.
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Dis cus s ion

Ch ole doch al cys t re fe rs  to rare , is olate d or com bine d
dilatation of e xtrah e patic and intrah e patic biliary
s ys te m  of conge nital origin. Th e  pre vale nce  varie s
w ide ly ranging from  1: 30000 - 500000 in w e s te rn
population to 1: 1000 in As ia.1 Fe m ale  are  m ore
affe cte d th an m ale  and m ajority of th e  patie nt are
pre s e nt in ch ildh ood.
Alans o-Le y and colle ague s 3 de s cribe  clas s ification
of ch ole doch al cys t in 19 59  into 3 type s  w h ich
advance d to 5 type s  by Todani e t al4 in 19 77. Sixth
type  of ch ole doch al cys t propos e d  in 19 83 by Bode
and Aus t.2 Type  I is  a dilatation of th e  e xtra h e patic
bile  duct w h ich  is  furth e r s ubdivide d into 3 type s .
Type  II is  a s ingle  e xtrah e patic dive rticulum . Type  III
is  a dilatation of th e  intraduode nal portion of th e  bile
duct. Type  IV cons is ts  of tw o s ubtype s : IVa w h ich  is
com bine d intra- and e xtrah e patic dilatation and IVb
w h ich  is  m ultiple  e xtrah e patic cys ts . Type  V is  als o
k now n as  Caroli’s  dis e as e  and cons is ts  of cys tic
dilatation of th e  intrah e patic biliary s ys te m  and  as s o-
ciate d w ith  h e patic fibros is . Type  I is  th e  m os t com m on
type  of all age s  but pre vale nce  of type  IV m ore
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