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Abstract

Case presentation. A 32-year-old woman consulted for abdominal pain in the epigastrium not associated with meals. She had
a history of distal pancreatectomy with spleen preservation due to a tumor in the tail of the pancreas five years earlier. Physical
examination showed no abnormalities and imaging studies were performed during his approach. Treatment. Computed
axial tomography revealed a lesion in the left lateral segment of the liver with characteristics suggestive of metastasis due
to his surgical history. Laboratory tests and tumor markers were within normal limits. It was evaluated in a multidisciplinary
conference, and a surgical approach was recommended. A left hepatectomy was performed with an uncomplicated
postoperative evolution. Outcome. Six months postoperatively, there was no evidence of active or residual disease.
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Resumen

Presentacion del caso. Se trata de una mujer de 32 aflos quien consulté por dolor abdominal en el epigastrio no asociado
a las comidas, tenia el antecedente de una pancreatectomia distal con preservacion de bazo debido a un tumor en la
cola del pancreas, cinco afos previos. En el examen fisico no presenté ninguna anormalidad y durante su abordaje se
realizaron estudios de imagen. Intervencion terapéutica. La tomografia axial computarizada evidencié una lesién en el
segmento lateral izquierdo del higado con caracteristicas sugestivas de metéstasis debido a su antecedente quirdrgico.
Los exdmenes de laboratorio y marcadores tumorales se encontraron dentro de limites normales. Se evalué en conferencia
multidisciplinaria y se recomendd un abordaje quirdrgico. Se realizd6 una hepatectomia izquierda con una evolucién
posquirdrgica sin complicaciones. Evolucion clinica. Luego de seis meses posoperatorios, se encontraba sin evidencia de
enfermedad activa o residual.
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Introduction system, of low grade of malignancy, but
with the potential to cause metastasis; with
a report in the literature of approximately
8334 cases as of 2018." The cause of these

tumors is still unknown.”

Pseudopapillary solid tumors of the
pancreas are considered a rare pathology,
representing only 1-2 % of all exocrine

tumors of the pancreas.! Pseudopapillary
solid tumors of the pancreas were first
reported by Frantz in 1959; thus, they were
known as Frantz's tumors at one time.
Currently, the World Health Organization
classifies them as tumors of the digestive

About 90 % of the cases occur in young
women, with an average age of 23.9 years.”
Most solid lesions of the pancreas are
considered malignant; however, this type
of tumor has a less aggressive behavior and
rarely metastasizes.”
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Generally, these tumors do not present
symptoms and are incidental findings. The
presence of metastatic lesions is infrequent,
and there is no consensus as to the ideal
management in these cases since these solid
pseudopapillary tumors of the pancreas do
not respond adequately to chemotherapy
or radiotherapy, so surgical resection is the
ideal curative treatment, even in the pres-
ence of metastatic lesions* Due to the infre-
quent nature of the pathology, this case is
considered to be of interest, as only isolated
cases have been reported.

Case presentation

The patient was a 32-year-old woman
who consulted a tertiary-level hospital for
abdominal pain located in the epigastrium,
not associated with food intake, and did
not present jaundice, weight loss, or other
symptoms. She had a history of distal
pancreatectomy with spleen preservation
due to a tumor in the tail of the pancreas
five vyears earlier. The histopathologic
biopsy result reported a solid pseudo-
papillary neoplasm of the pancreas with
healthy surgical borders; no nodal status
was included. She was referred to a tertiary
hospital for evaluation and treatment by
oncology. She received chemotherapy
and radiotherapy in an unknown amount
and three vyears after discontinuation of
follow-up by the specialty.

Vital  signs were reported  without
abnormalities, with a blood pressure of
120/70 mmHg, a heart rate of 72 bpm, and a
temperature of 37 °C. A physical examination
did not identify masses or signs of peritoneal
irritation. Due to the oncologic history, tumor
markers (CA19-9 and CEA) were indicated and
reported within normal limits, and the rest of
the laboratory tests (Table 1).

Abdomino-pelvic tomography described
a hypodense lesion in hepatic segment Il, with

Table 1. Laboratory tests

Hemoglobin 14 gr/dL (VN: 12-16)
Plaquettes 255 000 (VN: 150-400 mil)
Aspartate 25 Ul (VN: 0-45 1U)
aminotransferase (AST)
Alanine 20 Ul (VN: 0-50 IU)
aminotransferase (ALT)
Total Bilirubin 0.9 mg/dL

(VN: < 1,1 mg/dL)
CA 19-9 antigen 0 (VN:0-35)
Carcinoembryonic 0 (VN: 0-5)

antigen (CEA)
*NV: Normal value.

a well-defined wall and enhancement in the
contrasted phase measuring 5.8 X 4.4 x 44 .cm
with a complex cystic component of indeter-
minate behavior (Figure 1).

A hypodense lesion of 37 Hounsfield Units
(HU) in the venous phase and 49 HU in the
arterial phase was observed, measuring 5.8 x
44 x 44 cm with the cystic component.

Figure 1. Abdomino-pelvic computed axial
tomography

Treatment

The multidisciplinary hepato-pancreato-
biliary committee of the tertiary care hospital
evaluated the case, took into account the
medical history and the characteristics of
the images, and therefore concluded with
the presumptive preoperative diagnosis
of a hepatic metastasis secondary to the
previously removed solid pseudopapillary
tumor of the pancreas; consequently, they
suggested performing a left lateral hepa-
tectomy (bi-segmentectomy [I-lll) without
the need for preoperative biopsy, and
without receiving chemotherapy or radio-
therapy preoperatively.

Surgical intervention was performed
with a midline approach, in which a mass
was evidenced in segments Il and lll of the
liver, measuring 10 x 15 cm in diameter;
no other metastatic lesions were found
(Figure 2). Vascular control was performed
using the Pringle maneuver and continued
with the release of the suspensory liga-
ments of the liver (coronal and triangular).
The transection site in the liver was marked,
and the hepatectomy was performed with
a dissector and ultrasonic aspirator. The
estimated blood loss was 200 mL with an
operative time of 120 minutes. Hemostasis
was verified at the parenchymal transection
site, titanium clips were used to occlude the
segmental bile duct, and hemostatic mate-
rial was left in the hepatic remnant (Figure 3).
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Figure 2. Lesion of the left lateral hepatic lobule, 10 X
15 cm in segments Il and Ill. Release of the triangular
and coronary ligaments is observed

QOutcome

She received analgesia with paracetamol
1 g IV every eight hours in the immediate
postoperative period. She also had a satis-
factory evolution and was discharged
48 hours after surgery with a follow-up
plan in the Oncology Unit. There was no
need for transfusion of blood products or
special care management.

In the resected specimen, a limited
and well-encapsulated large lesion was
observed concerning the surface of the liver
without involvement of neighboring organs
or other metastatic lesions. Examination
of the specimen revealed solid tissue with
some cystic components of heterogeneous
consistency (Figure 4). The pathology report
described a metastatic lesion of a pseudo-
papillary solid tumor of the pancreas, with
negative borders and a well-demarcated
fibrous capsule. No chemotherapy or radio-
therapy was deemed necessary.

Figure 4. A solid lesion with well-encapsulated
cystic components and macroscopically free surgical
margins

Figure 3. Hepatic remnant with the transection zone
and macroscopic edges free of tumor

Clinical diagnosis

The definitive diagnosis, based on the
anatomopathological study, was a solid
pseudopapillary tumor of the pancreas, as a
metastatic lesion of the liver, by the history
of the tumor in the pancreas.

Discussion

Pseudopapillary  solid tumors of the
pancreas are a rare disease that predomi-
nates in young women, with a ninefold
increase.” Although in men itis diagnosed at
an advanced age."" Moreover, more aggres-
sive behavior has been reported in men and
postmenopausal women, suggesting that
the biology of the tumor may be related
to estrogen stimulation’. The biological
behavior is still uncertain.

On the other hand, surgical resection
is considered the best therapeutic option
in all cases, even in the presence of meta-
static lesions or extension to neighboring
organs.”™™ The most frequent site of loca-
tion is the body and tail of the pancreas,
followed by the head,* and the liver, lymph
nodes, omentum, and peritoneum are
mentioned as the organs with the highest
frequency of metastasis.

Abdominal pain (51.6 %) and palpation
of an abdominal mass (40.2 %) have been
described as the main symptoms, although
asymptomatic disease occurs in 38.6 % of
cases.* In approximately 85 % of patients,
the disease is limited to the pancreas and
metastatic lesions are identified during
surgery in only 10 to 15 %.“" On the other
hand, distant metastases are rare events,
occurring in 7.7 % of casesX" In this case,
the site of metastasis was the liver, and was
diagnosed six years after the index surgery.

These tumors do not respond to
chemotherapy or radiotherapy, which
makes surgical treatment their best
option." Because of this, surgery is consid-
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ered to be the standard curative procedure
with a better survival rate, greater than 97 %
at five years, compared to other tumors such
as pancreatic adenocarcinomasX  Other
treatments, such as radiofrequency abla-
tion or chemoembolization (TACE), are not
fully proven as curative.”

Currently, there are no guidelines on the
management of these metastatic lesions to
theliver¥Someauthorshaverecommended
enucleation of the tumors to preserve the
parenchyma in very selected cases, such as
peripheral location and a distance greater
than 3 mm from the bile duct or the main
pancreatic duct; however, they are not
accepted In cases where metastases are
not resectable, liver transplantation has
been reported as a therapeutic option
with acceptable results*' Resection of the
primary tumor and metastasis is also recom-
mended, providing excellent survival as
long as all lesions are removed*"

Because the present case was solitary
and resectable, a surgical procedure was
decided upon to offer the best chance of
survival, even with the uncertainty of its
biological behavior. A meta-analysis demon-
strated a mean disease-free time of approxi-
mately 150 months in cases with systemic
involvement " Another study showed that
patients with local recurrence or peritoneal
implants have a long survival, an average
time to report metastases of 8.5 years, and
generally in patients older than 36 years.®

The presence of metastases to the liver at
the time of diagnosis is common; however,
a more aggressive biological behavior
compared to metastases in other sites has
not been evidenced Some authors have
described cases that have been success-
fully treated by multistage surgery for
multiple liver lesionsX¥* Five and ten-year
disease-free survival is approximately 70 %
and 65 % respectively in cases with aggres-
sive behavior® At the molecular level, it
has been shown that genetic alterations
in BAP1 and KDM6A may be related to the
metastatic potential of this type of tumor.
»I Because these lesions have an uncertain
behavior, it is suggested that follow-up
should be longer than five years
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