
Gac Méd Caracas S243

 Gac Méd Caracas 2023;131(Supl 2):S243-S247
                                     DOI: 10.47307/GMC.2023.131.s2.22  CASO CLÍNICO

SUMMARY

Introduction: Solid pseudopapillary pancreatic tumor 
(Frantz’s Tumor) is a low-grade malignancy, that 
lacks clinical symptomatology.  It was treatable with 
a favorable prognosis.  
Case presentation: A young female patient presented 
with increasing abdominal pain three years ago.  
Abdominal examination revealed a lump palpable.  
Contrast-enhanced Computed Tomography abdomen 
reported a solid mass measuring 13.9 cm x 13.2 cm 
x 8.9 cm from the pancreas with an enhancing cystic 
component.  Fine-needle aspiration biopsy yielded 
a cellular sample comprising pseudopapillary 
neoplasm of the pancreas.  A distal pancreatectomy 
was performed; she was discharged in satisfactory 
condition.
Conclusion: A multidisciplinary team improves 
treatment accuracy and effective management.  
Prognosis over 95 % cure rate, so it is important to 
distinguish it from other pancreatic neoplasms.
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RESUMEN

Introducción: El tumor sólido pseudopapilar de 
páncreas (Tumor de Frantz) es una neoplasia maligna 
de bajo grado, sin sintomatología clínica.  Era tratable 
con pronóstico favorable.
Presentación del caso: Una paciente joven se 
presentó con dolor abdominal cada vez mayor desde 
hace tres años.  El examen abdominal reveló un bulto 
palpable.  La tomografía computarizada de abdomen 
con contraste reportó una masa sólida de páncreas 
de 13,9 cm x 13,2 cm x 8,9 cm con un componente 
quístico realzado.  La biopsia por aspiración con aguja 
fina arrojó una muestra celular que comprende una 
neoplasia pseudopapilar de páncreas.  Se realizó  una 
Pancreatectomía distal; la paciente se dio de alta con 
condiciones satisfactorias.
Conclusión: Un equipo multidisciplinario mejora 
la precisión del tratamiento y el manejo efectivo.  
Pronóstico superior al 95 % de tasa de curación, por 
lo que es importante distinguirlo de otras neoplasias 
pancreáticas.

Palabras clave: Tumor sólido pseudopapilar de 
páncreas, tumor de Frantz, Diagnóstico, Pronóstico.
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INTRODUCTION

A solid pseudopapillary pancreatic tumor 
(SPPT) also known as ‘Frantz tumor’ is a very rare 
neoplasm of the pancreas.  It was first described 
in 1959 by pathologist Virginia Kneeland 
Frantz (1).  The term SPPT was introduced in 
1996 by the World Health Organization (WHO) 
for the International classification of tumors 
of the exocrine pancreas (2).  Although SPPT 
classification as an epithelial pancreatic tumor, 
in many cases.

Commonly misdiagnosed as a pancreatic 
pseudocyst and curative with total surgical 
resection.  However, it was not recognized by 
the WHO as a low-grade epithelial malignant 
neoplasm until 2010 (2).  Although the 5-year 
survival rate of more than 90 %, some cases 
may be locally aggressive; infiltrative with local 
recurrence, or distant metastases to the liver, 
lung, and skin (3).  

Degenerative cystic changes and hemorrhagic 
areas are typical.  On histological examination, the 
tumor is a solid mass with pseudopapillary and 
pseudocystic structures with rich microvascular 
in variant proportion (4).  With the widespread 
availability of high-quality imaging systems and a 
better understanding of its pathology, the number 
of cases reported in the literature has been steadily 
increasing in recent years (5).  Here, we reported 
the first case for Southeast Asia (Indonesia) of 
a Huge Frantz tumor in a young female patient 
who presented a rare indolent tumor.

CASE PRESENTATION

An 18 year old female patient presented with 
a dump upper abdominal mass in the outpatient 
clinic of our hospital, which was started 3 years 
ago.  The patient noticed abdominal distension 
increasingly lasted one month before (along 
with weight loss of > 10 kg).  At that moment, 
she denied any history of vomiting, change in 
bowel habits, weight loss, night sweats, scleral 
or urine discoloration, and menstrual irregularity.  
She was afebrile with a normal pulse and blood 
pressure.  There was a palpable abdominal 
tenderness occupying most of her abdomen.  No 
history of hepatic-biliary or pancreatic disease 

or other malignancy in her family was noted.  
Laboratory data were within normal limits.  Due to 
prolong epigastric pain, an upper gastrointestinal 
study was performed in January 2022 with the 
conclusion of narrowing duodenal bulbus due to 
extralumen mass (Figure 1).  Contrast-enhanced 
Computed Tomography (CT) abdomen (Figure 2) 
reported a large solid mass with enhancing cystic 
component and necrotic area, measuring 13,9 cm 
x 13,2 cm x 8,9 cm from corpus pancreas.  A large 
mass was compressing the stomach superiorly, 
also compressing the portal vein, inferior cava 
vein, and abdominal aorta without any evidence 
of thrombosis.  There was no evidence of distant 
metastases.  Fine-needle aspiration biopsy yielded 
a cellular sample comprising pseudopapillary 
neoplasm of the pancreas.  Intraoperatively was 
noted a rounded tumor, which revealed a huge 
mass occupying most of the abdominal cavity and 
displacing the stomach.  A radical resection of the 
distal portion of the pancreas was performed.  The 
patient was discharged in satisfactory condition.  
Post-1-year follow-up patient is doing well, with 
no signs of tumor recurrence locally and distance.

Figure 1.  Upper gastrointestinal finding in endoscopy found 
narrowing duodenal bulbus due to extra luminal mass.
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Immunohistochemically, SPPT is typically 
positive for vimentin (Vim), a-1-antitrypsin 
(AAT), a-1-antichymotrypsin (AACT), and 
neuron-specific enolase (NSE) (14,15) which 
is consistent with the finding.  However, the 
unique immunohistochemical features with an 
expression of CD56 and CD10 have not reached 
an agreement in a recent study (15).  SPPT 
cells may also reveal focal immunoreactivity 
for cytokeratin (CK) and synaptophysin (Syn), 
abnormal nuclear location of β-catenin, and 
presence of progesterone receptors (PR), and 
may express galectin-3, all of which are useful in 
differentiating SPT from the endocrine pancreatic 
tumor (16,17).

 The pathophysiology behind the development 
of SPN and its cellular origin is still a 
matter of debate with multiple purposed and 
hypotheses (7,18).  One of the theories that have 
been suggested is the role of sex hormones in the 
pathogenesis of this tumor.  It was proposed based 
on the higher female predominance rate that has 
been reported, particularly during the reproductive 
age, along with the fact that SPPT was usually 
positive for these receptors (19).  During normal 
pancreas development, beta-catenin signaling 
within the beta-catenin/Wnt pathway is necessary 
and in the adult organ, this pathway is usually 
downregulated (20).  The majority (85 %-90 %) 
of SPPT have exon-3 mutations and 10-15 % 
of mutations are present in other exons.  The 
aberrant protein expression in SPPT is strongly 

Figure 2.  CT scan abdomen shows an enlargement mass from the pancreas compressed superiorly to gaster, well-marginated, 
encapsulated, solid and cystic mass.

DISCUSSION

SPPT can be found asymptomatic, and slow 
growing with an indolent course.  Characterized 
by a long asymptomatic course and non-
specific symptoms.  The clinical presentation 
of the tumor is a palpable abdominal mass with 
uncharacteristic abdominal pain, and epigastric 
pain.  Most commonly located in the body and 
tail (7).  This case describes an indolent course 
from three years before admission because of 
non-specific symptoms and came to the hospital 
because palpable huge abdominal mass.  SPPT is 
usually a well-demarcated tumor with a diameter 
ranging from 1,5 from 30 centimeters (cm) 
(average 10 cm).  In our cases were 13.9 cm x 13.2 
cm x 8.9 cm.  Contrast Computed Tomography 
(CT) and Magnetic Resonance Imaging (MRI) 
is superior in identifying capsule (8,9).  SPPT 
is well-encapsulated from the pancreas, with 
large spongy areas of the hemorrhage on its cut 
surface alternating with both solid and cystic 
degeneration.  The tumor contains a mixture 
of solid, cystic, and pseudopapillary patterns 
in various proportions.  Both capsule and 
intratumoral hemorrhage are important clues to 
the diagnosis because these features are rarely 
found in another pancreatic tumor (10).  Park et 
al. studied CT imaging features of SPPT in males 
and females which resulted in a lobulated shape 
that is more common among males and an oval 
shape in females (12,13)35.0 years.
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correlated with mutations in the beta-catenin 
gene (19,21).  Mutations in beta-catenin gene 
exon-3 lead to Wnt signaling activation which 
plays an important role in the development 
of SPPT.  Cell cycle-associated proteins like 
cyclin D1 and cyclin D3 are overexpressed in 
SPPT because of the deregulation of the cell 
cycle (22).  The low tumor growth rate in SPPT is 
explained by the role of cyclin-dependent kinase 
inhibitors P21 and P27 in controlling the activated 
Wnt/beta-catenin signaling pathway (19,21,22).  
SPPTs are considered hormone sensitive because 
they express progesterone receptors (23).  P21, 
P27, and cyclin D1 expression are influenced by 
estradiol and progesterone (24,25).  At pathology, 
a solid pseudopapillary tumor is usually large 
and encapsulated and is composed of a mixture 
of cystic, solid, and hemorrhagic components.  
Both capsule and intratumoral hemorrhage are 
important clues to its diagnosis because they are 
rarely found in other pancreatic neoplasms.

Surgical management with free surgical 
resection margins is the mainstay of treatment 
even with metastasis and vascular invasion, 
surgical excision should be performed whenever 
feasible (26).  In this case, attention to 
complications due to total resection probably 
wound infection; consider the patient at a young 
age.  The recurrence rate after surgical resection 
has been reported to be 3 %-9 % (27).  Regardless, 
the patient should be promptly followed up due to 
the risk of potential recurrence or emergence of 
metastatic lesions with serial imaging examination 
as the best recommendation.  The prognosis of 
SPPT is generally excellent with a 95 % cure 
rate following complete surgical resection.  In 
this case, abdominal discomfort with a palpable 
mass starts at an early puberty age (16 years old) 
when progesterone hormone is still low.  From 
the literature 700 reported cases show a range of 
ages starting from 20 years old.  All data show 
resection (even in the metastatic stage) preserves 
a good prognosis until 15 years old.

CONCLUSION

Solid pseudopapillary tumor of the pancreas 
is a rare primary neoplasm with unknown 
etiology, characterized by a paucity of clinical 

symptomatology, and can reach a large size.  
Radically curable with complete resection, 
distinguished from other tumors with a similar 
location because of its characteristic clinical and 
histopathologic features.  The literature review 
supports the concept surgical resection offers an 
excellent prognosis.  
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