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Abstract : The Solid pseudopapillary tumor of the pancreas (SPPT) is a rare tumor, whose etiopathogenesis
is not well defined. It most often affects the young woman. The clinical presentation varies. The gold standard
for thediagnosis is histological examination after surgical resection. Their prognosis is excellent in cases of
non-metastatic tumors. We report a new observation of (SPPT) discovered incidentally in a young man of 19

years who has the particularity of having familial ulcerative colitis .
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1. CASE REPORT

A 19-years-old man, belonging to black race,
has been diagnosed as UC for 2 years under oral
and local 5-ASA. He has never received
immunosuppressant. The interrogation also
discovered history of ulcerative colitis in his
mother and paternal grandfather. The patient
was admitted to our department for moderate
exacerbation with diarrhea associated to
abdominal pain who sometimes mimics an
ilioceacal valve syndrome pain .The physical
examination was non specific .Colonoscopic
evaluation showed a minimal inflammationof
the left colon (Mayo score 1). In order to
eliminate a possible crohn's disease, a CT
enterography was done and it wasnormal.
Incidentally, we discovered a hypo-dense lesion
at the pancreatic tail. A complementary
examination by a Pancreatic MRI revealed a
caudal nodule in hyposignal T1, in hypersignal
T2 with limited contour measuring 22 X 19 mm
containing a zone of necrosis that may be
related to a cystic and papillary tumor.
Endoscopic Ultrasound (EUS)performed
showed a well-encapsulated mass of pancreatic
tail  measuring 22 mm in diameter,
heterogeneous with some calcifications inside
(Figure 1) suggesting either a neuro endocrine
tumor or a pseudo-papillary tumor of the
pancreas. The patient was operated and had a
caudal pancreatectomy by laparoscopy without
postoperative complications. The histopath-
ological examination of the surgical specimen
with complementary immunehisto -chemistry
diagnosed (SPPT). Currently, the patient is very
well.
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Figure 1: Endoscopic Ultrasonography Shows a
Well-Encapsulated Mass of Pancreatic Tail,
Heterogeneous with some Calcifications Inside

2. DiscussIiON

Described in 1959 by Frantz [1],
thepseudopapillary tumor of the pancreas is
known by various names: Frantz tumor,
the papillary cystic and solid tumor of
the pancreas, papillary epithelial neoplasm,
papillary cystic tumor of the pancreas. In 1996,
it was classified by WHO as a tumor of the
exocrine pancreas under the name of solid-
pseudopapillary tumor of the pancreas (SPPT)
[2]. It represents 1 to 2% of the total exocrine
tumors of the pancreas [3]. It is a non- secreting
tumor, which occurs mainly in young women,
with an average age of 28 years and a sex ratio
of 10: 1 [4]. In men, the average age of
diagnosis is higher (37 years) [5].1t is a tumor
with a low degree of malignancy, Kato et al
showed that its growth rate is slow with an
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estimated doubling time of 765 days
[6].Degenerative cases have been reported in
approximately 15% of adult cases, particularly
in elderly or male patients [7].Clinically, in
more than 50% of cases the tumor is
asymptomatic [8]. The diagnosis is suspected by
Imaging (CT, MRI, EUS): This tumor has a
diameter varying between 5 and 10 cm, it can
affect the head, body or tail of the pancreas,
with a predominance in the Caudal region (40%
of the cases). (SPPT )is often encapsulated with
a mixed tissue and cystic composition.
Peripheral calcifications may exist [9] [10]. The
diagnosis is confirmed by the immunohisto -
chemistry after surgical excision. Differential
diagnosis is mainly with neuroendocrine tumors
of the pancreas and mucinous
cystadenocarcinomas. The biopsy should be
avoided because of the risk of extra
pancreaticdissemination, and the transformation
of a well localized tumor with good
prognosisinto an aggressive tumor, so surgery is
indicated for diagnostic and Therapeutic
purposes [11]. The etiopathogenesis of this
tumor remained unknown until now. Several
hypothesis have been reported: the feminine
predominance , the presence of hormonal
receptors on the surface of tumor cells has
raised the hypothesis of hormone dependent
[12]; On the other hand, extra pancreatic
localizations have been reported, which allowed
us to suggest other hypothesis, either a
development from an ectopic pancreatic
parenchyma, or a development from
undifferentiated totipotent stem cells that
migrate and differentiate secondarily into
pancreatic cells[13] [14].hypothesis of ductual,
mucinous, neuro secretory origin  were
mentioned [14]. The occurrence of solid tumors
in patients under immune suppressanth as been
reported [15] but the use of immunosuppressant
was not necessary in our case. The association
of (SPPT ) with ulcerative colitis has never been
reported. Is it an incidental association or is
there a common point between the 2
pathologies? The most likely pathogenesis of
UC, is the activation of the intestinal immune
system due to one or more environmental
factors to individuals with genetic suscept -
ibility. In front of this association, we supposed
that there may be something in common
between the two diseases and 3 other
setiopathogenic hypotheses can be suggested:
most likely is a genetic predisposition to the
tumor as the patient has already a family history
of Inflammatory bowel disease (IBD), an
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immunological anomaly or an environmental
factor. The treatment is exclusively surgical.
The place of the neo-adjuvant treatments is not
defined. The prognosis of solid and pseudo-
papillary tumors is good. Long-term survival
after complete resection of a non-metastatic
tumor is excellent, ranging from 80 to 90% [16].
Survival up to 17 years for metastatic tumors
has been reported [17].Long-term follow-up of
these patients is necessary and particularly in
men. Recurrence can occur even years after
initial surgery. The mortality rate is estimated at
2% [18].

3. CONCLUSION

The papillary and cystic tumor of the pancreas is
a rare pancreatic tumor with a low degree of
malignancy. The diagnosis is confirmed by the
immunehistochemistry after surgical excision,
its prognosis is excellent. The association with
UC has never been reported, this suggests other
pathogenic hypothesis that have to be confirmed
or excluded.
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