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avaokonnong yia 1I91mTn NEAATn, 0 onoioc dIayVWOTNKE HE AVWMAAN
dlaclvdean Tou naykpeaTikoU kal xoAndoxou nopou (PBM).
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Abstract: The purpose of this review is to evaluate
our current knowledge of the embryologic etiology
of pancreaticobiliary maljunction (PBM), its
diagnosis, clinical aspects, and treatment, and to
clarify the mechanisms of PBM involvement in
carcinogenesis. Although the embryologic etiology of
PBM still awaits clarification, an arrest of the
migration of the common duct of the biliary and
pancreatic ducts inwards in the duodenal wall has
hitherto been speculated to result in a long common
channel in PBM. However, we propose the
hypothesis that the etiology of PBM is caused by a
disturbance in the embryonic connections
(misarrangement) of the choledochopancreatic duct
system in the extremely early embryo. That is, PBM
is an anomaly caused by a misarrangement whereby
the terminal bile duct joins with a branch of a
ventral pancreatic duct system, including the main
pancreatic duct. PBM is frequently associated with
congenital bile duct cyst (CCBD). However, these
two anomalies are thought to have different
embryonic etiologies. The diagnostic criteria for PBM
are the radiological and anatomical detection of the
extramural location of the junction of the pancreatic
and biliary ducts in the duodenal wall. However, in
PBM patients with a short common duct (less than 1
cm in length), detection of the extramural location is
difficult. The clinical features of PBM are intermittent
abdominal pain, with or without elevation of
pancreatic enzyme levels; and obstructive jaundice,
with or without acute pancreatitis, while the clinical
features of PBM patients with CCBD are primary bile
duct stone and acute cholangitis. The optimum
approach for the treatment of PBM is the prevention
of the reciprocal reflux of bile and pancreatic juice in
the pancreas and the bile duct system. To achieve
these aims, the surgical approach is the most
effective, and complete biliary diversion procedures

SYNOWH: ZkonOg TnG napouoag MEAETNG e€ival n
a&ioAdynon TNG TPEXOUOAC YVWONG MAG OXETIKA HE TNV
€UBpuUOAOYIKN aiTioAoyia TNG avWUAAng dlaoUvOEoNG
TOU NAaykpeaTikou Kal ¥oAndoxou nopou (PBM), Tn
diayvwaon, Ta kAivika (nTiuarta kai Tn Bgpaneia, kabwg
eniong kal n- OIEUKPIVION TWV UNXAVIOMWV TG
OUCXETIONG TOU PBM pe Tnv kapkivoyeveon. Av kal n
euBpuoloyikn aiTiohoyia Tou PBM napapével akopn
adIEUKPIVIOTN, UMOBETOUME NWG N avacToAn Tng
METAVAOTEUONG TOU KOIVOU THAMATOG TOU XOANGOXOoU
Kal TOU MAyKpeaTikoU MoOpou OTO TOiXWHA TOu
OwdekadakTUAOU, &xel w¢ anoTéAeopa Tn dnuioupyia
MEYAAou pnkouc (pakpl) koivou ndpou (PBM). QoTdoo,
moavoAoyoUupe nwg n dnuioupyia Tou PBM npokaAciTal
and - wia oiatapaxn Twv  XoAndoXonayKpeATIKWV
OlIaouUVOETEWY O€ NPWIKO €UPPUIkO oTadlo. AnAadr, To
PBM e€ival pia avwyuaAlia nou npokaAegital and pia Kakn
dlacuvdeon, Onou TO akpaio TUAMA Tou XoAngpopou
NOPOU EVWVETAI WE €va TMAMA Tou  KolAldkou
OUCTAMATOG nopwv TOU NayKpeaTog,
oupnepiAapBavopévou kal Tou KUPIOU NAyKpeaTikou
nopou. To PBM noAU ouxva OUVOEETAl HE TN OUYYEVH
KUOTN Tou XoAndoyxou nopou (CCBD). Map’ 6Aa autd, ol
OUO auTEG avwpaieg BewpeiTal Nwe XoUV dIAPOPETIKEG
EUPPUIKEC aimiohoyiec. Ta BIayvwoTIKA KpITHpIa yia To
PBM e€ival n akTIVOAOYIK Kal avaTopikh avadei&n
€EWTOIXWHATIKNG  €vTOMIONG TNG OUVOEONG  TOU
naykpeaTikoUu kal XoAndoxou nopou. Q0TOCO, OTOUG
aoBeveig pe PBM kal kovto koivo nopo (Aiyotepo Tou 1
€K.) n avixveuon Tng TonoBeoiac autng (extramural
location) eival dUokoAn. Ta KAIVIKG GUPNT®OPATA TOU
PBM eival diaAeinov koINlakd aAyoc, He i Xxwpic au&non
TV EMMNESWV TWV NAYKPEATIKWV eVIUPWY KaBwG niong
Kal  ano@pakTikOG IKTEPOG ME 1 Xwpic oEeia
naykpeatiTida. Ano Tnv aAAn, Ta KAIVIKA CUPNTOHATA
Tou PBM og aobBeveic ye CCBD (ouyyevry KUOTN TOU
X0AndoOxou nopou) eival  xoAoAiBiaon kai ofeia
xoAayyelimida. H kataAAnAOTeEpn npootyyion yia TN
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with  bile  duct resection (for example,
choledochoduodenostomy or choledochojejunostomy
of the Roux-en-Y type) are most useful. Recently, it
has been recognized that the development of biliary
ductal carcinoma is associated with PBM. That is, the
development of gallbladder cancer occurs frequently
in PBM patients, without CCBD, and bile duct cancer
originating from the cyst wall also occurs in PBM
patients without CCBD. It is speculated that the
pathogenesis of the bile duct or gallbladder cancer in
PBM patients involves the reciprocal reflux of bile
and pancreatic juice. Investigations of epithelial cell
proliferation in the gallbladder of PBM patients, and
of K-ras mutations and p53 suppressor gene
mutations, loss of heterozygosity of p53, and
overexpression of the p53 gene product in
gallbladder cancer and non cancerous lesions in PBM
patients have been carried out in various
laboratories around the world. The results support
the conclusion that PBM is a high risk factor for the
development of bile duct carcinoma.

Oepangia  Tou PBM eival n napeunddion  TNG
NAaAivOpoung ponc TnG XOANG Kal Tou NAayKpeATikou
uypoU OTO NAYKPEAG Kal 0To GUOTNHA TV XOANPOPWV.
Ma Tnv €niTeu&én Tou Okomou auTou, N XEIPOUPYIKN
NPooEyyIon €ival n NAEOV ANOTEAEOUATIKN, KABWC n
XPNOIHONoinNan TEXVIKWV NAPAKAPWNG TwV XOANPOpwv
onwG, n  XoAndoxodwdekadakTuhooTopia 1 N
xoAndoxovnoTidooTopia kal Roux-en-Y €ival  MoAU
anNOTEAEOMATIKEG. OewpeiTal nNwWE n avantuén Tou
KAPKIVWPATOG TWV XOAN@Opwv cuvdeeTal Pe To PBM.
AnAadn, n avantuén Tou Kapkivou TNG XOoAndoxou
KUOTNG NapaTtnpeital ouxva os aogBeveic pe PBM xwpic
CCBD kai o Kkapkivog Tou XO0Andoxou nopovu,
npoepxOUevog and TO KUOTIKO ToiXwHad, €niong
napatnpeital oe aocbeveic pe PBM kar CCBD. Eikaleral,
OTI N NaAivdpopn Por TNG XOANG kal TOU NAyKPEATIKOU
uypou, €mdpa oTnv naboyéveon TOU KapKivou Twv
XOANPOPpwWV Kai TNG XoAndoxou KUOTNG O£ AoBEeVeiC pE
PBM. e 0I1QQopa €peuvnTIKA €pyacTnpid ava Tov
KOOMO, £xouv OleEaxBei €peuveg oe aobeveic pe PBM
Mou agopolv oTov NoAAanAaciacpd Twv emenAlakwv
KUTTApwV oTn XoAndoxo KUuoTn, WeTaAAa&eig Tunou K-
ras, Kalr JETAAGEEIC yovidiwv KaTaoToANC p53, anwAeia
eTepoluywTiag Tou p53 kal unNEPBOAIKN €kppaon Tou
yovidiou p53 oTov kapkivo TnG xoAndoxou KUGTNG Kal
MN KapkIvikeG BAABeC. Ta anOTEAEOMATA AQUTWV TWV
EPEUVOV UMOOTNPICOUV TO OUPNéPAcia nw¢ To PBM
anoTeAei napayovta uwnAou kivdUVouU yia Tnv avanTuén
TOU KAPKIVWUATOC TWV XOANMOPWV.
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