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A Young Woman With a Pancreatic Head Cystic

Neoplasm™

e
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Mujer joven con tumoracion quistica en la cabeza pancreatica

Solid pseudopapillary tumors (SPT) represent 1%—2% of
pancreatic tumors.! Described by Frantz in 1959, they have
received several names: Frantz tumor, Hamoudi tumor, solid
cystic pancreatic tumor or papillary epithelial neoplasm. In
1996, the WHO established their denomination as solid
pseudopapillary tumor of the pancreas.’

The epidemiology of this neoplasm is very characteristic,
appearing almost exclusively in young women in their second
to third decades of life."*” It is usually an incidental finding on
imaging studies that are ordered for other reasons. In spite of
the fact that 15% of cases can present metastatic dissemina-
tion, it is considered a tumor with a low potential for
malignancy, with overall survival rates of more than 95%
and a recurrence rate lower than 10%.*°

We present the clinical case of a 23-year-old woman with
no history of interest who consulted for abdominal pain in the
right iliac fossa. Physical examination as well as the basic
work-up presented no alterations. Abdominal CT showed
thickening that was inflammatory in appearance in the
terminal ileum and a 4-cm mass with well-defined margins
and a cystic appearance in the head of the pancreas (Fig. 1).
The study was completed with a colonoscopy, that was
normal, and an endoscopic ultrasound with needle aspiration
of the pancreatic lesion. The result of the cytology was not

conclusive and the suctioned liquid contained a concentration
of carcinoembryonic antigen of less than 2 ng/ml.

With the clinical and radiological suspicion of a pancreatic
SPT, the neoplasm was resected by means of pancreatico-
duodenectomy with resection of the pylorus (Fig. 2), followed
by a Child’s reconstruction. The postoperative period transpi-
red without complications.

The pathology report corroborated the diagnosis of
pancreatic SPT, with the characteristic solid and cystic
components and areas of intratumoral hemorrhage. All the
resection margins were free, although foci were found of
perineural invasion, but not vascular. In the surgical speci-
men, 11 lymph nodes were isolated, none of which showed
evidence of malignancy. The immunohistochemistry study
was positive for alpha-1 antitrypsin, beta-catenin, vimentin
and CD56, as well as weakly and focally positive for
synaptophysin. These findings also favored the diagnosis of
pancreatic SPT.

The mostimportant retrospective SPT series was published
by Papavramidis,” who reviewed 718 cases reported in the
English literature in 210 articles published by American,
European and Japanese groups between 1933 and 2003. All the
series reported the predominance of females, with a male:-
female ratio of 1:9.78. Mean age at presentation was 21.97
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joven con tumoracién quistica en la cabeza pancreatica. Cir Esp. 2014;92:565-567.
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Fig. 1 - Cystic lesion with a solid intratumoral component located in the head of the pancreas.

(range 2-85) and the mean tumor size was 6.08 cm (0.5-
34.5 cm). Around half of the cases presented abdominal pain,
one-third of them due to the sensation of the abdominal mass,
and 15% were asymptomatic. The most frequently reported
location was the tail of the pancreas, followed by the head and
body of the pancreas.

The existence or absence of metastasis or invasion was
described in 497 patients, 19.92% of whom presented
metastasis or local invasion. The usual location of distant
disease was the liver. Data about the surgical procedure was
available for 553 patients and showed that only 2.53% required
a palliative procedure, while in 3.07% no therapeutic proce-
dure was performed. The remaining patients underwent
surgical resection. The overall survival rates were 95.5% at
5 years and 93.4% at 10 years.”

SPT of the pancreas is a rare neoplastic disease that is well
characterized by its epidemiologic, imaging and histologic
peculiarities and by its biological behavior. The typical
radiological appearance consists of a cystic tumor with a
solid component or wall nodules.*® Macroscopically, it is a
solid neoplasm with degenerative, hemorrhagic or necrotic
cystic areas. Histologically, what is typical is the configuration
in cell cords along a fibrovascular axis, composing pseudopa-
pillae. Although the cellular origin is unknown, immunohisto-
chemistry studies and those with cell markers probably

ot e

Fig. 2 - Surgical specimen from the
pancreaticoduodenectomy including the mass located
in the head of the pancreas.

mean that they are derived from a pluripotent precursor as
they share similarities with duct and acinar as well as
endocrine cells.*

In spite of its well-defined radiological characteristics
and a relatively indolent biological behavior in most cases,
the finding on imaging tests of a lesion that is cystic in
nature with a solid component should direct the therapeutic
algorithm toward intensive management and, therefore,
toward radical surgical excision.® Even in those cases with
evidence of vascular invasion of the portal vein or the
superior mesenteric artery or with metastatic dissemina-
tion, SPT should not be considered unresectable, as the
survival rates continue to be very high.” It has not been
demonstrated that extensive lymphadenectomy is requi-
red.? The use of chemo and radiotherapy in certain patients
who are not considered candidates for surgery has also been
described.’ Intra-arterial embolization can also be of use in
selected cases.®
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Mucinous Cystic Neoplasm of the Gallbladder

o

@ CrossMark

Obstructing the Common Bile Duct, a Rare Entity With

a New Name”™

Neoplasia mucinosa quistica de vesicula biliar con obstruccion
intraluminal de colédoco, una entidad rara con un nuevo nombre

According to the latest WHO tumor classification,’ mucinous
cystic neoplasms (MCN) of the gallbladder are defined as
epithelial cystic neoplasms composed of cells which contain
intracytoplasmic mucin. Traditionally, it is also known as
mucinous cystadenoma (or cystadenocarcinoma when asso-
ciated with an invasive carcinoma) and it shares many
histologic similarities with other neoplasms with the same
name located in the pancreas or in the intra- or extrahepatic
bile duct. They are extremely rare.

We present the case of a 75-year-old woman with no prior
medical history of interest. During studies for abdominal pain
and obstructive jaundice, an ultrasound image was seen of a
cyst in the hepatic hilum, associated with choledocholithiasis.

Magnetic resonance cholangiography revealed a multi-
septated cystic mass in the region of the hepatic hilum
(Fig. 1A and B), in addition to mild dilatation of the intra- and
extrahepatic bile duct with a filling defect in the common
bile duct, suggestive of choledocholithiasis. Serology for
hydatid cyst was negative.

CPRE confirmed the dilatation of the bile duct, and a
calculus was extracted. No other obstructive cause was found

in the bile duct. As no malignancy was suspected, the patient’s
evolution was followed-up in the outpatient consultation.

After a couple of asymptomatic months, the patient
presented a new episode of obstructive jaundice with no
radiological changes in the previously described cystic tumor
formation. Another CPRE confirmed the existence of another
calculus in the bile duct, which was extracted.

Given the recurring symptoms and the lack of a definitive
diagnosis, the patient was scheduled for surgery. Using
laparotomy, we located a solid-cystic polypoid gallbladder
mass with a small implantation base in Hartmann’s pouch
that occupied the entire lumen of the cystic duct and
prolapsed toward the common bile duct. Cholecystectomy
and choledochoscopy were performed; dilatation of the bile
duct was observed with no other findings. The intraoperative
study of the tumor formation was negative for malignancy, at
which point the intervention concluded.

The postoperative period ran its course with no notable
incidences. A postoperative magnetic resonance cholangio-
graphy showed complete resection of the cystic tumor
formation.

* Please cite this article as: Zevallos Quiroz JC, Jiménez Agiiero R, Garmendi Irizar M, Ruiz Montesinos I, Comba Miranda JW. Neoplasia
mucinosa quistica de vesicula biliar con obstruccién intraluminal de colédoco, una entidad rara con un nuevo nombre. Cir Esp.

2014;92:567-569.
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