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no  evidence  of  a  causal association  between  mitochondrial
dysfunction  and  IBD.  However,  some  studies  have demon-
strated  alterations  in mitochondrial  function  within  the
intestinal  epithelium  of patients  with  IBD.5 This  suggests
that  mitochondrial  dysfunction  in the intestinal  epithelium  is
an  integral  component  of  the  inflammatory  process,  through
effects  on  epithelial  permeability,  interactions  with  the
microbiota  and  effects  on  the  signalling  processes.5 Thus,
hypothetically,  the  link between  the  VACTERL  association
and  CD  may  be  mitochondrial  dysfunction.

This  case  also  reveals  the need  for  the application  of  cur-
rent  and  future  molecular  technology  in  the study  of  patients
with  complex  diseases,  to  determine  the role  of  the genetic
alterations  that  these  diseases  may  present.

References

1.  Solomon BD. VACTERL/VATER association. Orphanet J Rare Dis.

2011;6:56.

2. Ruemmele FM, Veres G, Kolho KL, Griffiths A, Levine A, Escher

JC, et al. Consensus guidelines of  ECCO/ESPGHAN on  the medi-

cal management of pediatric Crohn’s disease. J Crohns Colitis.

2014;8:1179---207.

3.  Levine A, Griffiths A, Markowitz J, Wilson DC, Turner D,  Russell

RK, et  al. Pediatric modification of the Montreal classification

for inflammatory bowel disease: the Paris classification. Inflamm

Bowel Dis. 2011;17:1314---21.

4.  Siebel S, Solomon BD. Mitochondrial factors and VACTERL

association-related congenital malformations. Mol Syndromol.

2013;4:63---73.

5.  Novak EA, Mollen KP. Mitochondrial dysfunction in inflammatory

bowel disease. Front Cell Dev Biol. 2015;3:62.

Rubén  Peña-Vélez a,b,∗,  Enory Almanza-Miranda a,
Gerardo  R.  Zaragoza-Arévalo a

a Servicio  de Gastroenterología  y  Nutrición  Pediátrica,

Centro  Médico  Nacional  20  de  Noviembre,  Instituto  de

Seguridad  y  Servicios  Sociales  de los  Trabajadores  del

Estado,  Mexico  City,  Mexico
b Facultad  de  Medicina,  Universidad  Nacional  Autónoma  de

México,  Coyoacán,  Mexico

∗ Corresponding  author.
E-mail  address:  rubenpevelez@hotmail.com
(R.  Peña-Vélez).
2444-3824/

©  2018 Elsevier España, S.L.U. All rights reserved.

Primary squamous cell  carcinoma of
the extrahepatic bile duct: A case
report�

Carcinoma primario  de células escamosas  del
conducto hepático común:  a propósito de un
caso

This  was  a 67-year-old  woman  with  hypothyroidism  and dys-
lipidaemia  who  was  admitted  with  a  two-day  history  of
symptomatic  jaundice.  She reported  repeated  symptoms
of  biliary  colic  over the previous  four  months,  as  well  as
anorexia  and weight  loss.  She  did  not  have  pyrexia  and
there  was  no  other  relevant  history.  Abdominal  ultrasound
showed  dilatation  of the  intrahepatic  bile  duct,  gallbladder
with  cholelithiasis  and  adjacent  poorly  defined  predomi-
nantly  echogenic  pseudonodular  liver  mass  suggestive  of
hepatic  phlegmon.  Investigations  were  completed  with  a
CT  of  the  abdomen  (Fig.  1),  which  showed  a  solid mass  in
liver  segments  IV  and  V,  6  ×  8  ×  6.2  cm  in size,  showing  no
plane  of  separation  with  the  upper  part of the gallblad-
der  and  causing  amputation  of  the bile  duct at the  level
of  the  common  hepatic  duct,  suggestive  of  cholangiocar-
cinoma  with  liver  and  gallbladder  invasion  infiltrating  the
origin  of  the  right  hepatic  artery  and  portal  vein.  There  was
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no  radiological  evidence  of liver  disease.  Liver  MRI  and  MR
cholangiogram  showed  a solid  mass  enveloping  the  upper
two  thirds  of  the  gallbladder,  liver  segments  IV  and  V,  the
proximal  bile  duct,  the  common  hepatic  duct and  the  bifur-
cation,  with  moderately  high  heterogeneous  signal  in T2  and
low  in  T1,  restriction  in diffusion  sequences  and  late  hetero-
geneous  peripheral  uptake  in the dynamic  study,  compatible
with  probable  biliary  carcinoma.  Blood  tests  showed  ele-
vation  of  cholestasis  parameters  and  marker  Ca 19.9  of
193.5  U/ml,  with  normal  CA  125,  CEA and  alpha-fetoprotein
markers.  Ultrasound-guided  biopsy  revealed  poorly  dif-
ferentiated  epithelial  neoplasia  with  morphological  and
immunohistochemical  findings  consistent  with  pure  squa-
mous  cell carcinoma,  showing  intense  immunoexpression  for
p40,  weak  positivity  for Gata  3, CK19  and  focal  for  CK7,  neg-
ative  result  for CK20, TTF1  and  OCHE5,  p53  positive  in  90%
and  Ki  67  in around  15-20%.  Further  investigations  included
oesophagogastroduodenoscopy  and  gynaecological  and ENT
screening,  which  ruled  out  the  tumour  being  of  metastatic
origin.  CT  scanning  of  neck/chest  and  abdomen/pelvis  for
spread  of the  cancer  was  negative.  The  patient  was  dis-
cussed  at the  multidisciplinary  oncology  committee;  surgical
intervention  was  ruled  out  as it was  considered  unresectable
due  to vascular  invasion,  and  it was  decided  to  opt  for  right
transparietohepatic  and left  external-internal  drainage.  The
drainage  was  effective,  achieving  normalisation  of  biliru-
bin  levels, but  it  was  complicated  by  bile  leak  and  infected
biloma.  The  patient  made  poor  progress  and did  not  respond
well  to  the  treatment.  She  died  three  months  later  as a
consequence  of  biliary  sepsis.

Cholangiocarcinoma  is the  most common  cancer  of
the  bile  duct,  with  an  annual  incidence  of less  than  six
cases/100,000  people.  Worldwide,  there  has  been  a general
decrease  in  the incidence  of  extrahepatic  cholangiocarci-
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Study description: CT of chest with IV contrast ST: 10.00 mm
CONTRAST
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Zoom: 151%
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With loss (1:11)

Figure  1 CT  of  abdomen:  mass  in liver  segments  IV  and  V.

noma and  an increase  in intrahepatic  cases.  The  mortality
rate  is  high  due  to its  aggressive  nature,  the usually  late
diagnosis  and  the fact  that  it is refractory  to  treatment.1

The  majority  of  biliary  tract  tumours  are adenocarci-
nomas.  Squamous  cell carcinomas  in the  biliary  tract  are
extremely  rare,  the  incidence  being less  than  1.4%.2 The
pathogenesis  of  this  type  of cancer  is  unknown,  although
some  have  suggested  a relationship  with  chronic  biliary
inflammation,  congenital  biliary  cysts,  biliary  lithiasis  and
clonorchiasis.3,4 The  possible  origins  of squamous  cell  car-
cinomas  include  the  transformation  of  adenocarcinomas,
the  derivation  of  a  metaplastic  squamous  epithelium,  a
squamous  ectopic  epithelium  or  undifferentiated  basal
cells.5

Given  the  low incidence  of  cholangiocarcinomas  con-
taining  squamous  cells,  the diagnostic,  prognostic  and
therapeutic  implications  have  not  been  fully  established  and
are  based  on  the cases reported  in the literature.3---5 Prog-
nosis  is poor  due  to  the  aggressive  nature  of the cancer;
progression  is  rapid,  with  invasion  of the liver  parenchyma
and  metastatic  spread,  and  survival  time  is  short.3,4 We
do  not have  standardised  treatment  strategies.  Surgical
resection  is  recommended  as  the only  curative  treatment
available,  with or without chemotherapy.3 Whether  it  is
resectable  or  not  depends  on  the  biliary  spread  of  the
tumour,  invasion  of  the portal  vein  and  the hepatic  artery
and  metastatic  involvement.5 Radiotherapy  seems  to  be
ineffective,  and  the  recommended  chemotherapy  is  based
on platinum  regimens,  such  as  gemcitabine  plus  oxaliplatin
or  cisplatin,  similar  to  that  used in adenocarcinomas.  One
case  of  good  response  to  treatment  with  S-1  and cisplatin
has  been  reported.3

References

1. Banales JM, Cardinale V, Carpino G, Marzioni M, Andersen JB,

Invernizzi P, et al. Expert consensus document: cholangiocar-

cinoma: current knowledge and future perspectives consensus

statement from the European Network for the Study of Cholangio-

carcinoma (ENS-CCA). Nat Rev Gastroenterol Hepatol. 2016;13:

261---80.

2. Yamana I, Kawamoto S,  Nagao S, Yoshida T, Yamashita Y.

Squamous cell carcinoma of  the hilar bile duct. Case Rep Gas-

toenterol. 2011;5:463---70.

3. Kang M, Kim NR, Chung DH, Cho HY, Park YH. Squamous

cell carcinoma of the extrahepatic common hepatic duct: a

case report and review. J  Pathol Transl Med. 2018;53:112---8,

http://dx.doi.org/10.4132/jptm.2018.09.03.

4. Tamaoka K,  Tanemura M,  Furukawa K,  Mikamori M, Saito T, Oht-

suka M, et al. Primary intrahepatic squamous cell carcinoma with

histological collision of adenocarcinoma and squamous cell car-

cinoma: a case report. Am J  Case Rep. 2018;19:1184---91.

5. Yoo Y, Mun S. Synchronous double primary squamous cell carci-

noma and adenocarcinoma of  the extrahepatic bile duct: a case

report. J Med Case Rep.  2015;9:116.

Ana  Delgado  Maroto ∗, Andrés  Barrientos  Delgado,
Marta  Lázaro  Sáez,  Samia  Hallouch  Toutouh,
Enrique  Práxedes  González

UGC  Digestivo,  Complejo  Hospitalario  Torrecárdenas,

Almería,  Spain

∗ Corresponding  author.
E-mail  address:  anadmgr@gmail.com  (A.  Delgado  Maroto).
2444-3824/

© 2019 Elsevier España, S.L.U. All  rights reserved.

http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0030
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0035
dx.doi.org/10.4132/jptm.2018.09.03
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0045
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
http://refhub.elsevier.com/S2444-3824(19)30155-5/sbref0050
mailto:anadmgr@gmail.com

	Primary squamous cell carcinoma of the extrahepatic bile duct: A case report
	References
	Zieve's syndrome, an underdiagnosed entity
	References
	Iron deficiency anaemia secondary to small-bowel diaphragm disease not associated with NSAIDs. Is there anything else to consider?
	References
	Crohn's disease in a girl with VACTERL association: Can mitochondrial dysfunction coexist?
	References
	Primary squamous cell carcinoma of the extrahepatic bile duct: A case report
	References
	A case report of hereditary coproporphyria with neurological, haematological and renal involvement
	Conflicts of interest

	References
	Idiopathic ischaemic ileitis, with overt obscure digestive bleeding
	References
	Bilateral pyoderma gangrenosum associated with ulcerative colitis and restorative proctocolectomy
	References
	Intussusception as the main manifestation of Schonlein-Henoch purpura in an adult patient
	References

