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Protein-losing enteropathy resolved
after  ventral abdominal hernia
repair�

Enteropatía  pierde-proteínas resuelta  tras  la
reparación de una eventración abdominal

Protein-losing  enteropathy  (PLE)  is characterised  by  an
excessive  loss  of  serum  proteins  through  the gastroin-
testinal  tract,  primarily  causing  hypoproteinaemia  with
hypoalbuminaemia  and  oedema.  When  a  patient  has  hypoal-
buminaemia  with  oedema,  other  causes  of  decreased  serum
protein  levels,  such as  malnutrition,  kidney  disease  with
proteinuria  or  liver  impairment  with  alteration  in protein
synthesis,  should  first  be  ruled  out.1

There  are  different  causes  of PLE,  including  metabolic,
intestinal,  inflammatory  and  infectious  disorders,  and alter-
ations  in  lymphatic  drainage,  such  as  occurs  in intestinal
lymphangiectasia.1

We  report  the  case  of  a  57-year-old  woman  who  had
two  episodes  of  idiopathic  acute  pancreatitis  in less  than  a
year.  In  that  year,  the  patient  developed  palpebral  and lower
extremity  oedema  with  persistent  hypoalbuminaemia,  with
serum  albumin  levels  <2  g/dl  (normal  3.30---5.20),  a  decrease
in  the  concentration  of  �-globulins  and  short  half-life  pro-
teins,  without  diarrhoea.  In  the investigations  performed
at  that  time,  faecal  elastase  and  faecal  fat  tests  were
normal.  Alpha-1-antitrypsin  clearance  was  797  ml/24  h  (nor-
mal  0.00---12.50)  and  the bacterial  overgrowth  test,  stool
cultures  and  stool  analysis  for  parasites  were negative.
Nephrotic  syndrome  was  also  ruled  out as  a  cause  of  hypoal-
buminaemia.

The  patient  subsequently  had  a  further  episode  of  acute
pancreatitis  with  splenic  vein  thrombosis  for  which  she
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was  started on  anticoagulation;  treatment  was  also  started
with  corticosteroids,  as  autoimmune  pancreatitis  was  sus-
pected  despite  normal  IgG4.  She  showed  no improvement
but  instead  had  another  exacerbation  of  pancreatitis.  A
hypercoagulability  study  was  performed  with  factor  V Lei-
den,  proteins  C  and  S,  antithrombin  III,  homocysteinaemia
and prothrombin  20210,  which  were  all within  normal  limits.
A  month later,  positron  emission  tomography  scan  showed  an
increase  in uptake  in the tail  of  the  pancreas,  suspected  to
be  of  malignant  origin.  In  the end,  a  distal  pancreatectomy
with  splenectomy  was  performed  via laparotomy;  pathology
was  compatible  with  chronic  pancreatitis  (inflammation  and
fibrosis  associated  with  areas  of necrosis).

As  the  hypoalbuminaemia  persisted,  the patient  was
started  on  parenteral  nutrition,  leading  to  a slight  improve-
ment  in blood  test  parameters  (serum  albumin  2.6  g/dl)  and
improvement  clinically.  Upper  gastrointestinal  endoscopy
identified  duodenal  and  jejunal  lymphangiectasia.  Causes
of  secondary  lymphangiectasia  were  ruled  out, except
for  chronic  pancreatitis,  which  the patient  already  had.
Colonoscopy  was  also  performed,  showing  mucosa  with  nor-
mal  appearance.  One  year  after  starting  the parenteral
nutrition,  the  patient  developed  pancreatic  pain  resistant
to  first- and  second-step  analgesics,  with  no  diarrhoea  or
weight  loss.  MRI and endoscopic  ultrasound  showed  severe
chronic  calcifying  pancreatitis  in the  head  of  pancreas  and
a  cyst  measuring  35  mm in the wall  of  the duodenum.  She
was  started  on  octreotide  and  FNA confirmed  the inflamma-
tory  nature  of the  contents  of  the cyst.  In view  of  the poor
pain  control,  a  coeliac  plexus  block  was  performed,  which
provided  pain  control  for  a year.  After  that  same  period  of
time,  an abdominal  CT  detected  a subcostal  incisional  her-
nia  related  to  the surgical  wound  (Fig.  1). The  hernia  was
repaired  laparoscopically,  after  which  the  patient  experi-
enced  an improvement  in her  pain.  At  the  same  time,  her
serum  albumin  levels  improved  and she  was  able  to  stop
the  parenteral  nutrition.  Six  months  after the intervention,
serum  albumin  was  4.21  g/dl  and  alpha-1-antitrypsin  clear-
ance was  37.96  ml/24  h.

Resolution  of  PLE  following  laparoscopic  hernia  repair
is  not  a  common  event.  In  our case,  intestinal  lymphang-
iectasia  was  caused  by  chronic  pancreatitis  and  aggravated
by  the  subcostal  hernia.  This  event,  secondary  to distal
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Figure  1  Axial  (A)  and  parasagittal  (B)  view  of  abdominal  CT:  subcostal  hernia  before  repair.

pancreatectomy  with  splenectomy,  caused  lymphatic
congestion,  which  led to  leakage  of  lymph  with  a large
amount  of  proteins  into  the intestinal  lumen.  However,
following  the  hernia  repair  and  the consequent  decrease  in
abdominal  pressure  and lymphatic  congestion,  the condition
resolved  both  clinically  and  analytically.  The  fact  that  the
diagnosis  of PLE  was  previous  to  the development  of  the
hernia  suggests  that this was  a factor  added  to  the chronic
pancreatitis.

Intestinal  lymphangiectasia  can  be  primary  or  secondary;
the  first  affects  children  and  is  characterised  by  ectasia  of
the  intestinal  lymph  vessels  in  the mucosa  or  submucosa,
with  disorders  in the lymphatic  system  in other  parts  of the
body.2 In  secondary  intestinal  lymphangiectasia,  the  lymph
vessels  become  dilated  either  due  to obstruction  in  the  lym-
phatic  system  or  high  lymphatic  pressure  resulting  from  high
venous  pressure.  The  obstruction  may  be  associated  with
heart  disease,  which  is  the  most  common  cause,  Budd-Chiari
syndrome,  liver  cirrhosis,  enterolymphatic  fistulas,  cardiac
surgery  such  as  the Fontan  procedure,  inflammatory  bowel
disease,  sarcoidosis,  lymphoma  or  chronic  pancreatitis.

The  most  characteristic  symptoms  are  peripheral
oedema,  ascites,  pleural or  pericardial  effusion  and
diarrhoea.3 For the diagnosis  of intestinal  lymphangiec-
tasia  it  is  important  to  first  confirm  the excessive  loss
of  proteins  in  the gastrointestinal  tract,  where  a useful
marker  is the clearance  of alpha-1-antitrypsin.  A clear-
ance  >28  ml/24  h  without  diarrhoea  or  >57  ml/24  h  with
diarrhoea  is  abnormal.1 Once  the  loss  of  proteins  is  con-
firmed,  the  definitive  diagnosis  of lymphangiectasia  requires
endoscopic  assessment  with  duodenum  and/or  jejunum
biopsies.

There  are  very  few  cases  in the literature  discussing  any
link  between  abdominal  hernia  or  eventration  and PLE.4---6

In  2005,  Tainaka  et  al.  described  the case  of a girl  with  PLE
caused  by  a  paraduodenal  hernia  whose  serum  proteins  and
albumin  returned  to normal  after surgery.4 In our  case,  it

was  a  subcostal  hernia  after open  abdominal  surgery.  Her-
nia  is  a  common  complication  of abdominal  surgery,  with
an  incidence  that  varies  from  2% to  20%.7,8 The  incidence
in pancreatic  debridement  is  even  higher,  reaching  42%.9

The  signs  and  symptoms  vary  from  none  at all  to  abdomi-
nal  pain  with  complications  such  as  incarceration.  As  far  as
treatment  is  concerned,  in most  cases,  it involves  repair
of  the  wall  with  placement  of  non-absorbable  prosthetic
mesh.10
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Unusual presenting manifestation of
a  rare polyposis, Cowden syndrome�

Manifestación  inicial  atípica de  una poliposis
poco frecuente, el síndrome de Cowden

Cowden  syndrome  (CS)  is  a  rare  genetic  disease  charac-
terised  by  the  development  of  hamartomas  that  can  affect
multiple  organs,  with  an  increased  risk  of  different  types  of
cancer.  Although  hamartomatous  polyps  are common,  it is
less  common  to  find  intestinal  ganglioneuromas  as  the first
sign.1,2

We  present  the  case  of  a patient  with  ganglioneuroma-
tous  polyposis  in whom  the final  diagnosis  of  CS  was  arrived
at  through  the  other  extra-intestinal  manifestations.

This  was  a 39-year-old  man  who  was  referred  for
colonoscopy  with  a  history  of  a first-degree  relative  hav-
ing  died  of  colorectal  cancer  (CRC).  Colonoscopy  showed
more  than  100  polyps,  distributed  throughout  the  colon,  but
more  predominant  on the  left side.  Following  the resection
of  several  of  these  polyps,  the histology  showed  a diffuse
mesenchymal  proliferation  of  spindle  cells with  scattered
ganglion  cells  in lamina  propria,  all compatible  with  gan-
glioneuromatous  polyps  (Fig.  1). In  view  of  these findings,  we
requested  a  gastroscopy  which  showed  an extensive  glyco-
genic  acanthosis  in  the oesophagus  and more  than  100  polyps
in  the  second  part  of  the duodenum,  mostly  millimetric  in
size,  corresponding  to  tubular  adenomas  with  moderate  dys-
plasia.

On  questioning  about  his  previous  medical  history,  the
patient  reported  having  had  a hemi-thyroidectomy  for  ade-
noma  and  the  resection  of  a collagen  fibroma  in  his  right
flank.  On  examination,  we  found  obvious  macrocephaly
(studied  in  childhood  and  attributed  to  rickets)  and  the pres-
ence  of  brownish  pigmented  macules  on  his  penis.

� Please cite this article as: Adán Merino L, Aldeguer Martínez
M, Álvarez Rodríguez F, Barceló López M,  Plaza Santos R,
Valentín Gómez F. Manifestación inicial atípica de una poliposis
poco frecuente, el  síndrome de Cowden. Gastroenterol Hepatol.
2018;41:315---317.

After confirming  from  all  these  findings  that  the patient
met  clinical  criteria  for  CS,3 complete  sequencing  of  the
PTEN  gene  study  was  performed,  obtaining  a  pathogenic
mutation  (p.Arg130Gln)  in exon  5  associated  with  CS. Fur-
ther  tests  ruled  out  an association  with  type  ii  multiple
endocrine  neoplasia.

Ganglioneuromatosis  is  caused  by  hyperplasia  of the
myenteric  plexuses  and enteric  nerve  fibres.  Clinically,
there  are  three  distinct  types: (1)  polypoid  ganglioneuro-
matosis,  which  consists  of few  isolated  ganglioneuromas;
(2)  generalised  ganglioneuromatosis,  which  is  associated
with  multiple  endocrine  neoplasia  type  IIb  and  von Reck-
linghausen  neurofibromatosis;  and  (3)  ganglioneuromatous
polyposis,  without  associated  systemic  disease,  in  which cat-
egory  our  case  falls  into.2

CS  is  a  hereditary  disease,  with  autosomal  dominant
transmission,  due  to  germline  mutation  in  the  PTEN  tumour-
suppressor  gene.  Its  prevalence  is  estimated  at one case  per
200,000---250,000  population.4

Initially,  diagnostic  criteria  were  proposed  that included
major  and  minor pathognomonic  criteria.5 Because  of  their
lack  of  specificity,  Pilarski  et al. proposed  alternative  crite-
ria  which  have  been  adopted  by  the  National  Comprehensive
Cancer  Network.  One  of  the main  differences  is  that  gas-
trointestinal  hamartomas,  including  ganglioneuromas,  are
included  as  major criteria  (Table 1).3

Mucocutaneous  lesions  (98%),  macrocephaly  (93%),  gas-
trointestinal  polyps  (93%)  and  benign  lesions  of the
breast  (74%)  and  thyroid  (71%) are the most  common
manifestations.6 In  the gastrointestinal  tract,  one  of  the
most common  manifestations  is  glycogenic  acanthosis  of
the  oesophagus.  Despite  their  non-specificity,  it has  been
proposed  that  oesophageal  acanthosis  and  colon  polyposis
should  be considered  as  pathognomonic  criteria  for  CS. Gas-
troduodenal  polyps  have been  described  in  67---100%,  the
majority  hamartomatous  and hyperplastic,  but also  ade-
nomas.  As  far  as  involvement  of  the colon is  concerned,
92%  have  polyps, varying  from  a  few  to  countless.  What  is
interesting  is  the  coexistence  of multiple  histological  types,
which include  hamartomas,  hyperplastic  polyps,  ganglioneu-
romas  and  adenomas.7

However,  the most  important  factor  is  the  risk
of  malignant  tumours.  Several  studies  have  reported
the  same  increased  risk  of  cancer  of  the breast
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