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Cystic Dystrophy of the Duodenal Wall: From Diagnostic
Uncertainty to Pathological Confirmation™

Distrofia quistica de pared duodenal. De la incertidumbre diagnostica
a la confirmacion anatomopatologica

Cystic dystrophy of the duodenal wall is a rare complication of
the aberrant pancreas. It is usually asymptomatic, although
there may be symptoms such as gastrointestinal hemorrhage,
acute and chronic pancreatitis, biliary obstruction or cystic
dystrophy. This is a rare condition that almost exclusively
affects the duodenal wall and is characterized by the presence
of intramural cystic lesions associated with fibrosis and a
notable inflammatory component. In most cases, it poses
important diagnostic and therapeutic difficulties as it fre-
quently simulates tumors of the head of the pancreas.*™

We present a case of cystic dystrophy of the duodenal
wall in which the definitive diagnosis was determined by
pathology studies.

The patient was a 60-year-old woman who complained of
abdominal pain with vomiting and weight loss over the
course of the last 3 months, with greater intensity in recent
weeks. Abdominal ultrasound showed evidence of a hypoe-
choic solid mass measuring 4-6 cm adjacent to the head of
the pancreas that seemed to be dependent upon the 2nd
portion of the duodenum. Abdominal CT scan demonstrated
concentric wall thickening of the second portion of the
duodenum, important narrowing of the lumen and occupa-
tion of the pancreaticoduodenal groove; cystic structures
were identified in the wall of the duodenum (9 mm) and in
the uncinate process of the pancreas (12 mm) (Figs. 1 and 2).
Gastrointestinal endoscopy of the second portion of the
proximal duodenum showed a 2cm segment that was
slightly distensible, stenotic and with erythematous and
edematous mucosa. The appearance was one of extrinsic
compression. Magnetic resonance cholangiopancreato-

graphy revealed an altered signal in the region of the
second portion of the duodenum, without being able to
distinguish whether the disease was inflammatory or
tumor-related. Finally, during endoscopic ultrasound-guided
fine needle aspiration biopsy, the pancreas was seen to be
discretely heterogenous in the body and tail with dilatation
of the pancreatic duct, while the head presented signs of
chronic pancreatitis and thickening of the pancreaticoduo-
denal groove. The duodenal wall did not seem to show signs
of significant alterations. A hypoechoic area was identified
in the head of the pancreas, with irregular edges measuring
27 cmx32 cm. The fine-needle aspiration was not effective
for diagnosis as not enough material was obtained. Tumor
markers Ca 19.9 and CEA were within normal limits, and
the octreotide scan was negative.

Pancreaticoduodenectomy was performed and the patho-
logical study revealed chronic pancreatitis. Furthermore, in the
duodenal wall there was inflammation and cystic dilatations
both in the Brunner glands of the duodenal wall as well as in
groups of ducts located in the submucosa of the duodenum,
compatible with ectopic pancreatic tissue. These lesions were
compatible with cystic dystrophy of the duodenal wall. As an
incidental finding, a carcinoid tumor measuring 0.6 cm in
diameter was found in the duodenal submucosa, which had not
been detected in any of the preoperative tests, with positivity for
the neuroendocrine markers chromogranin and synaptophy-
sin. The postoperative period was uneventful, and the patient
was discharged on the 12th day post-op.

In 80% of cases, cystic dystrophy of an aberrant pancreas
is associated with chronic pancreatitis. It is characterized by
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Figs. 1 and 2 - Abdominal CT showing evidence of a mass around the duodenum with cystic lesions and narrowing of the

duodenal lumen.

* Please cite this article as: Jiménez-Fuertes M, Costa-Navarro D. Distrofia quistica de pared duodenal. De la incertidumbre diagnéstica a

la confirmacién anatomopatoldgica. Cir Esp. 2014;92:498-499.
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the irregular thickening of the duodenal wall and the presence
of cysts of varying sizes in the interior of the thickened wall.
The cystic lesions, located in the submucosa or muscle itself,
are outlined by cuboidal epithelial cells. Meanwhile, in the
underlying ectopic pancreatic tissue, fibrosis is observed
along with chronic inflammatory changes similar to those
described in chronic pancreatitis.” It may be asymptomatic,
but on most occasions the symptoms are abdominal pain
with associated vomiting. In this case, there was also a
neuroendocrine tumor, an association that has been described
by other authors.®

Treatment is controversial”® and options include medical
treatment with transitory results using somatostatin analogs
and parenteral nutrition, endoscopic fenestration of the cysts
when they are few and superficial (which is not usual) and
surgery. Surgical treatment is usually the best option for the
definitive treatment of the symptoms, including pancreatico-
duodenectomy, gastric bypass or duodenal resections with
pancreatic preservation.’ Pancreaticoduodenectomy is the
classically used procedure and should be considered when,
despite different diagnostic techniques, the nature of the
tumor continues to be uncertain.
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REFERENCES

1. Potet F, Duclert N. Cystic dystrophy on aberrant pancreas
of the duodenal wall. Arch Fr Mal App Dig. 1970;59:223-38.

2. Leger L, Lemaigre G, Lenriot JP. Cysts on heterotopic pancreas
of the duodenal wall. Nouv Presse Med. 1974;3:2309-14.

3. Ishigami K, Tajima T, Nishie A, Kakihara D, Fujita N,
Asayama Y, et al. Differential diagnosis of groove pancreatic
carcinomas vs. groove pancreatitis: usefulness of the portal
venous phase. Eur J Radiol. 2010;74:e95-100.

4. Pezzilli R, Santini D, Calculli L, Casadei R, Morselli-Labate AM,
Imbrogno A, et al. Cystic dystrophy of the duodenal wall is
not always associated with chronic pancreatitis. World J
Gastroenterol. 2011;17:4349-64.

5. Adsay NV, Zamboni G. Paraduodenal pancreatitis: a clinico-
pathologically distinct entity unifying cystic dystrophy
of heterotopic pancreas, para-duodenal wall cyst, and groove
pancreatitis. Semin Diagn Pathol. 2004;21:247-54.

6. Casetti L, Bassi C, Salvia R, Butturini G, Graziani R, Falconi M,
et al. Paraduodenal pancreatitis: results of surgery on 58
consecutives patients from a single institution. World J Surg.
2009;33:2664-9.

7. Thomas H, Marriott P, Portmann B, Heaton N, Rela M. Cystic
dystrophy in heterotopic pancreas: a rare indication for
pancreaticoduodenectomy. Hepatobiliary Pancreat Dis Int.
2009;8:215-7.

8. Repiso A, Gémez-Rodriguez R, Garcia-Vela A, Martinez-
Chacén J, Gonzéalez de Frutos C, José Pérez-Grueso M, et al.
Distrofia quistica de la pared duodenal. Una complicacién
infradiagnosticada del pancreas aberrante. Gastroenterol
Hepatol. 2006;29:345-8.

9. Egorov VI, Butkevich AC, Sazhin AV, Yashina NI, Bogdanov
SN. Pancreas-preserving duodenal resections with bile
and pancreatic duct replantation for duodenal dystrophy.
Two case reports. JOP. 2010;11:446-52.

Montiel Jiménez-Fuertes®, David Costa-Navarro

Servicio de Cirugia General y Digestiva, Hospital Marina Baixa,
Villajoyosa, Alicante, Spain

*Correspondencing author.
E-mail address: montieljf@hotmail.com (M. Jiménez-Fuertes).

2173-5077/$ - see front matter
© 2013 AEC. Published by Elsevier Espafia, S.L.U. All rights
reserved.

Ruptured Liver Caused by Peliosis Hepatis™

Rotura hepatica secundaria a peliosis hepatica

Peliosis hepatis (PH) is an uncommon condition characterized
by the presence of multiple cavities or blood-filled pseudocysts
with varying morphology and size. Its clinical presentation
ranges from the absence of symptoms to serious complica-
tions (hepatic failure, portal hypertension, cholestasis, and
intraperitoneal hemorrhage due to liver rupture). We do not
know the exact incidence of liver rupture secondary to PH, but
in the literature only 20 cases have been published." We
present a case of hemoperitoneum due to spontaneous liver
rupture secondary to PH.

We present the case of a 52-year-old woman who came to
our Emergency Department due to sudden-onset abdominal

* Please cite this article as: Veguillas Redondo P, Ramia Angel JM,
Kuhnhart Barrantes A, Cobos Mateos JM, Garcia-Parrefio J. Rotura
hepatica secundaria a peliosis hepatica. Cir Esp. 2014;92:499-501.

pain in the epigastrium 4h before. Her personal history
included COPD and treatment with oral contraception.
Physical examination showed peritoneal irritation in the
epigastric area. Lab work revealed leukocytosis with neu-
trophilia, hemoglobin 12.8 g/dl, normal coagulation times and
a pattern of cholestasis. Abdominal CT scan (Fig. 1) demons-
trated a round mass that occupied practically the entire left
lateral section of the liver that was predominantly subcapsular
and approximately 10cm in diameter, with hypo- and
isodense areas, poorly defined, with inner vascular structures
and areas of probable bleeding. Abundant free abdominal fluid
was observed, which was predominantly perihepatic.

Given these findings, an urgent laparotomy was performed.
The intraoperative findings included: hemoperitoneum of 2 L
secondary to a ruptured subcapsular hepatic mass located in
segments n-m. A left lateral segmentectomy was performed
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