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Neoplasm of Pancreas

Merve Hamzagelebioglu*, Orhan Ureyen, Asuman Argon, Enver ilhan, Ata Mert Atesci

Izmir Bozyaka Training and Research Hospital, Izmir Faculty of Medicine of the University
of Health Sciences Turkey, Izmir, Turkey

Aim: to discuss the clinical presentation, management, and outcome of the clinical case of solid pseudopapillary
tumour of the pancreas (SPTP).

Key points. SPTPs are rare tumours known for their low malignant potential. They are predominantly found in young-
er females, typically occurring in the tail of the pancreas. Surgical resection of SPTP with negative margins is associ-
ated with improved survival rates and lower chances of recurrence. In this study, we discuss the case of a 69-year-old
woman diagnosed with an SPTP originating from the tail of the pancreas, which had spread to the hilum of the spleen.
A radical resection was performed, successfully obtaining negative surgical margins. However, the patient subse-
quently developed metastasis to the liver and lungs, prompting the initiation of systemic chemotherapy. The patient
died seven months after the development of metastasis and 39 months following the primary diagnosis. This case
underscores that, despite initial successful surgical outcomes, high-risk histopathological features can lead to recur-
rence and metastasis, necessitating reassessment of treatment strategies.

Conclusion. Negative surgical margins are critical for a favourable prognosis in the treatment of SPTPs; how-
ever, close monitoring for potential recurrence is essential. Our findings highlight that even after achieving negative
margins, patients with high-risk features should undergo rigorous follow-up and consider postoperative systemic
chemotherapy. This clinical case emphasizes the complexity of managing SPTP and the need for individualized treat-
ment strategies, as early detection of recurrence can significantly influence survival outcomes.
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ConugHo-nceBaonanuisipHas onyxoJsb NOAXeNyA04HOM Xene3bl
(knMHU4Yeckoe HabnaeHne)

M. Xamsauenebuorny*, O. YpeliH, A. AproH, 3. UnbxaH, A.M. ATecun
U3mumpckas yuebHo-uccnenoBatesnbckas 60bHULA, VI3MUPCKuii MeanUMHCKUE pakynbTeT YHUBepcuTeTa MeanLMHCKUX HayK
Typuun, amup, Typums

Llenb: nucatb KIMHUYECKYIO KApPTUHY, IEYEHNE N UCXOL, CllyHas CONMOHON ncesponanmnnsapHon onyxonu (Crro)
NOLXKENYA0YHON XeNe3bl.

OcHoBHble nonoxeHus. ClINO nooxenyno4HOM xenesdbl — peakme Onyxonn ¢ HU3KMM 3/10Ka4eCTBEHHbBIM NOTEH-
LMasiom, KOTOPbIE Yallle BCEr0 BCTPEYAKTCS Y MOJIOAbIX XEHLLUMH 1M 0ObIYHO pacrnofiaraloTCs B XBOCTE MOOXKEIy-
[04HOWM Xxenedbl. Xupyprudeckasa pesekums CrMO ¢ HeraTMBHbIMUY XUPYPrMYECKUMN KPasMU CBSA3aHA C Yy4LLEeHN-
€M BbDKMBAEMOCTW U CHUXEHUEM BEPOATHOCTU peunamsa. B gaHHOM nccnenosaHum Mbl paccMatpuyBaeM ciyvyam
nevyeHns 69-netHeln xeHwmHbl ¢ CrIMO, BO3HMKLLEN B XBOCTE MOMXKENYOO4YHON XeNne3bl U PacnpOCTPaHUBLLENCS
Ha BopoTa ceneseHku. MaumeHTke 6bina NpoBeaeHa paankanbHas PE3EKLUNS C MONyHYEHNEM HEFATUBHbIX XUPYPruye-
ckux Kpaes. OgHako BNOCNEACTBUN Y HEE PA3BUINCHL METACTa3bl B NEYEHb U IETKNE, YTO NOOYANII0 HAYaTb CUCTEM-
HYIO XmMmoTepanuio. MauneHTka ymepna 4yepes3 ceMb MECSILEB NOCNE PAa3BUTUA METACTA30B 1 Yyepe3 39 MmecsaueB
nocne NOCTAaHOBKM MEPBUYHOrO AMarHo3a. OTOT Clyyan NogvYepPKUBAET, YTO, HECMOTPSA HA YCMELLUHOE XMpypruye-
CKOe BMeLlaTeNbCTBO, HalinymMe rmcTonaTosiorm4eckmx Npu3HakoB BbICOKOIO pYcka MOXET NPUBECTU K peumnamBy
1 MeTacTasam, Yto TpebyeT nepecMoTpa NoAXOLAO0B K JIEYEHMIO.

3aknovyeHue. HeratvBHble XMPYPruyeckne Kpas MMEKOT KJIIOYEBOE 3HayeHue Asis 61aronpusiTHOro NnporHosa
npu nedveHnn CMO. Tem He MeHee HEOOXOAMM TLLATESNIbHBIA MOHUTOPUHI Ha NPeMEeT BO3MOXHOIO peuvamBea.
Hawim pesynbrarbl NOKa3biBaOT, YTO JaXe NOCe Pe3eKuny C HeraTMBHbIMU KpasiMuy NauneHTbl C BBICOKUMW pycKa-
MW [LOMKHbI HAXOAUTLCS MOA CTPOrMM HabnoAeHNEM U AN HUX O0JIXKHA paccMaTprBaTbCs BO3MOXHOCTb noche-
OMnepaunoHHOM CUCTEMHON XMMUOTEPANUN. DTOT KIMHUYECKUIA Clly4a NoAYEPKUBAET CAOXHOCTb iedeHns CIrno
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NOOXXeNYy404HON XeNesbl U HEeobXxoANMOCTb VHOMBUAOYaNMN3NPOBAHHbIX CTPATErMN, MOCKOJIbKY PaHHEE BbISBIEHNE
peungmnea MOXeT 3HA4YUTEJIbHO NMOBJINATL HA Pe3YJibTaTbl BbDKMBAHUSA.
KnioueBble cnoBa: conmaHO-NceBAoNanuaispHas onyxonb, NOOXKENyAo4Has Xenesa, MeTacTtasbl, XMpyprusa, pe-

3ekuns
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Introduction

Solid pseudopapillary tumors of the pancreas
(SPTP) are rarely seen tumors that have low ma-
lignant potential and are usually located at the
tail of the pancreas [1]. This kind of neoplasms
generally affects young women, and even though
there are significant developments in imaging
technology, the gold standard methods of diag-
nosis are histopathological and immunohistochem-
ical examinations [2]. Resection of SPTP with
negative surgical margins provides longer survival
and lower recurrence rates [3].

An SPTP was first described as the “tumor of
Frantz” by V.K. Frantz in 1959, and there is lim-
ited information about these malignancies in the
literature [4]. SPTPs are listed as “rarely seen
low-grade malignant tumors” in the Classification
of Tumors of Digestive System by the World
Health Organization (WHO) [5]. Even though
the prevalence of SPTPs has increased with the
developments in radiological viewing, there is
still limited data regarding the etiopathology and
clinical course of the disease, which is open to
research [1].

In this study, we aim to report a case of sur-
gical treatment of a pancreas tumor diagnosed as
SPTP, which metastasized and led to the death of
the patient.

Case report

Clinical course

A 69-year-old woman was admitted to the gen-
eral surgery clinic with abdominal pain and bloat-
ing. Both her medical history and physical exam-
ination were unremarkable. Approximately five
months prior, the patient had received treatment
in internal medicine department for anemia and
gastritis, during which she did not complain of
any abdominal pain.

Radiology

Abdomen and pelvic computed tomography
(CT) with intravenous contrast revealed a solid
tumor measuring 13.0 x 10.5 cm, originating from
the tail of the pancreas and extending to the hi-
lum of the spleen (Fig. 1a). The tumor described
as displacing the left kidney both cranially and

caudally, and it exhibited a heterogeneous inter-
nal structure with areas of focal necrosis. In the
paraaortic and paracaval regions adjacent to the
greater curvature of the stomach, some lymph
nodes measuring up to 8 mm were noted at the
level of the renal artery. The CT scan did not re-
veal any metastatic lesions in the thorax.

Surgery

The patient underwent surgery following la-
boratory findings and tumor marker levels falling
within the normal range, leading to an early diag-
nosis of a distal pancreatic tumor. A conventional
midline incision was performed. Intraoperatively,
the tumor was determined to originate from the
tail and body of the pancreas and was found to
be invasive to the spleen and its hilum. Tt ex-
tended towards the left kidney and retroperito-
neum, resulting in occlusion of the splenic vein,
which contributed to left portal hypertension and
the formation of multiple collateral veins. An en-
bloc resection of the tumor, along with the spleen,
was performed, ensuring a clear surgical margin of
2 cm in the pancreas.

Pathology

Macroscopic examination of the resected speci-
mens revealed the spleen measured 24 x 17 x 6 cm
and the pancreas measured 8 x 6 x 5 cm. Serial sec-
tions identified a tumor located in the tail of the
pancreas, extending into the hilum of the spleen,
with dimensions of 13 x 9 x 7 cm. A thick cap-
sule formation was noted around the portion of
the tumor associated with the pancreas. The tu-
mor tissue displayed a heterogeneous composition,
containing firm areas alongside soft, spongy, and
necrotic regions.

Histological examination revealed that the tu-
mor invaded the spleen, exhibiting heterogeneous
structure characterised by solid and cystic areas
as well as papillary components with hyalinized
vascular pedicle. The tumor cells were monoto-
nous and displayed medium-level eosinophilic
cytoplasm, containing hyaline globules (PAS pos-
itive and d-PAS positive) and perinuclear vacu-
oles (Fig. 2a). Nuclear pleomorphism among the
tumor cells was minimal. Additionally, signs of
ischemia, hemorrhage, cholesterol clefts, and
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Figure 1. Preoperative CT imaging, revealing a solid pseudopapillary pancreatic tumor (a) and postoperative
MRI, revealing metastatic liver lesions (b)

Figure 2. Histologic view of a pancreatic tumor showing papillary structures with solid and cystic areas (a—b);
appearance of liver metastasis exhibiting morphology similar to that in the pancreas (¢—d)
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histiocytic aggregations were noted. The stroma
exhibited degenerative changes, including hya-
linization, hemorrhage, foamy macrophages, cal-
cification, and cholesterol clefts (Fig. 2b). Two
mitotic figures were identified in 10 high-power
fields. There were no findings of perineural or
lymphovascular invasion, and no tumor was de-
tected at the surgical margins. During the surgery,
three lymph nodes were excised, which exhibit-
ed reactive characteristics. Immunohistochemical
examination revealed that tumor cells’ cytoplasm
was positive for synaptophysin, CD10, vimentin,
and chromogranin-A, while both cytoplasm and
nuclei showed positivity for B-catenin. The case
was diagnosed as “solid pseudopapillary tumor of
pancreas”.

Follow-up

The patient was classified as high risk accord-
ing to the WHO criteria, which identify poor
prognostic factors such as a tumor size great-
er than 5 cm and invasion into adjacent organs.
Additionally, the patient was enrolled in a close
follow-up program based on the Fudan prognos-
tic criteria, which also consider tumor size and
the Ki67 index. This monitoring is essential for
the prompt identification and management of any
potential metastasis. Chemotherapy was initiat-
ed, with capecitabine administered at a dose of
2000 mg/m? every 21 days.

The patient was scheduled for follow-up every
three months, during which abdominal and tho-
racic CT imaging was performed. At the check-
up appointment after 23 months, no pathologi-
cal findings were observed. However, abdominal
magnetic resonance imaging (MRI) conducted
32 months posts-operation revealed multiple met-
astatic solid lesions, measuring up to 5 cm in size,
located at the junction of liver segments 8 and
4A. These lesions appeared separate but tended
to connect with each other and exhibited restrict-
ed diffusion (Fig. 1b). Tru-cut biopsy revealed a
tumor that resembled the primary tumor in both
immunohistochemical expression and morphology,
leading to a diagnosis of “solid pseudopapillary
tumor of the pancreas” (Fig. 2¢, d).

The case was subsequently evaluated by the
Council of Oncologic Tumors, which agreed on a
chemotherapy regimen for the patient. She chose
to continue chemotherapy treatment at another
hospital, resulting in limited data regarding the
chemotherapy regimen administered during that
time. Despite ongoing chemotherapy, the liver
lesions showed progression, and new metastases
were identified in the lung and bone tissue. The
patient died seven months after the development
of metastasis and 39 months following the primary
diagnosis.

Discussion

The limited information regarding this rare
anatomic-clinical situation, coupled with the
low number of documented cases, restricts our
understanding of solid pseudopapillary tumors of
the pancreas (SPTP). An increase in the report-
ing of SPTP cases, particularly the rare forms
with poor prognosis, can enhance our knowl-
edge from etiopathological, histopathological,
and clinicopathological perspectives. This, in
turn, may lead to updated treatment models and
a better understanding of the disease. SPTPs
are characterized by low malignant potential,
and survival rates remain significantly high
when surgical margins are negative. However,
the diagnostic criteria, etiology, and factors
contributing to malignancy in SPTP are still
not well understood. Postoperative recurrence
and metastasis are relatively uncommon [6, 7].
M. Del Chiaro et al. identified several poor prog-
nostic factors, including tumor size greater than
5 cm, male sex, presence of necrosis, cellular
atypia, vascular and perineural invasion, as well
as invasion of adjacent tissues [8]. In our case,
despite the negative surgical margin, splenic inva-
sion necessitated close surveillance. Consequently,
liver metastasis was identified in the short-term,
aligning with findings in the literature.

SPTPs are typically found in the tail of the
pancreas, although they can occur throughout
the entire organ. There have been rare reports of
SPTP cases in extra-pancreatic locations, includ-
ing the ovary, mesentery, and adrenal gland [9].
In our case, the tumor was located in the tail of
the pancreas, which is consistent with the find-
ings documented in the literature.

The primary treatment for SPTP is surgical in-
tervention. In case of irresectable or metastatic
disease, radiotherapy or systemic treatment op-
tions can be considered; however, standardized
models for systemic treatment are still lacking.
Additionally, there is literature available on the
use of mTOR inhibitors, such as everolimus, and
multitarget tyrosine kinase inhibitors, including
sunitinib, as potential method of treatment [9].

In our case, systemic treatment was not ini-
tially an option because radical surgery was per-
formed with negative surgical margins. However,
after the occurrence of metastasis, systemic treat-
ment in the form of chemotherapy was adminis-
tered. The chemotherapy regimen was adjusted
due to disease progression. It has been reported
that surgery following the onset of metastasis can
improve survival rates. In cases of irresectable or
isolated liver metastasis, liver transplantation may
be considered as an alternative treatment option
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[10]. In our situation, the patient was not a
candidate for surgical excision due to general-
ized liver metastasis. A liver transplant was not
pursued because of disease progression, the pa-
tient’s age, and the uncertain outcomes associat-
ed with treatment models.

In a review of 1,384 SPTP cases, G. Mazza-
rella et al. reported that surgeries conducted with
negative surgical margins are associated with high
cure rates and lower recurrence rates [9]. However,
in our situation, contrary these expectations, the
patient’s advanced age, presence of multicentric
metastasis, limited survival duration, and lack
of successful treatment despite negative surgical
margins render this case particularly interesting
and worthy of discussion.
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