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Abstract

Introduction: A paraganglioma is a tumor originating from the sympathetic or parasympathetic nervous system. Its diagnosis is sometimes diffi  cult, especially if it 
occurs in an atypical location. We report the case of a patient who presented with a diagnosis of gastric GIST and underwent surgical resection and whose postoperative 
histopathological examination revealed that it was a paraganglioma.

Case report: A 38-year-old female patient who underwent cesarean section one year ago, had isolated epigastralgia for two years, the clinical examination was 
without abnormalities, and the patient benefi ted from an oesogastroduodenal fi broscopy showing an extrinsic compression aspect at the level of the greater curvature, 
the abdominal CT scan showed an 8 cm intraperitoneal mass in contact with the lesser gastric curvature evoking a gastrointestinal stromal tumor aspect. The biological 
work-up was without abnormalities. Surgery was performed to remove the retroperitoneal mass and a fi nal diagnosis of paraganglioma was made, eliminating the initial 
diagnosis of gastrointestinal stromal tumor.

Discussion: There are lessons to be learned from our case fi rst, paraganglioma can be misdiagnosed. Second, misdiagnosis can be misled by clinical diagnosis and 
imaging. Third, misdiagnosis can lead to high morbidities and mortality.

Conclusion: The correct knowledge of this pathology, including the differential diagnosis, is fundamental to establishing the correct diagnosis. In addition, close 
follow-up of these cases should be considered because of the high risk of metastatic disease.
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Introduction

Paragangliomas (PGLs) are rare tumors with an annual 
incidence of 2-8 per million [1]. Extra-adrenal PGLs arise 
from chromaffi n cells of the autonomic nervous system [2]. 
Sympathetic PGLs arise from the sympathetic chain in the 
thorax or retroperitoneum and parasympathetic PGLs are found 
in the head and neck in association with the cranial nerves [3-
7]. PGLs do not often present with typical clinical symptoms 
and do not have unique radiological features. Their diagnosis 
is sometimes diffi cult and they are easily confused with other 
neoplasms, such as gastrointestinal duodenal stromal tumors 
(gastrointestinal stromal tumors), retroperitoneal sarcomas, 
neurofi bromas, pancreatic neoplasms, and lymphomas [5].

Case report

A 38-year-old patient who underwent cesarean section one 
year ago has had epigastralgia for two years without vomiting, 
transit disorders, or digestive hemorrhages, evolving in a 
context of apyrexia and conservation of the general state, the 
clinical examination found a conscious patient, PS:0, blood 
pressure at 130/70, heart rate at 76 bpm, respiratory rate at 
20 cpm, and a normal temperature, abdominal examination: 
the abdomen was soft, Pfannenstiel scar, hernia of the white 
line, rectal examination without abnormalities, the patient 
benefi ted from an oesogastroduodenal fi broscopy objectifying 
an aspect of gastric obstruction at the level of the great 
curvature, abdominal CT: a large, well-limited, round mass, 
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heterodense, heterogeneously enhancing after injection of 
PDC, delimiting central necrosis zones and measuring 8x6x5 
cm, in contact with the small gastric curvature, it pushes down 
the pancreas and the splenic vein and comes into contact with 
the left surrenal. Biological fi ndings: Hb: 11.6 g/dl, WBC: 5460/
mm, CRP: 1 mg/l, ACE: 1.34 ng/ml, CA 19.9: 9.3 U/ml (Figures 
1,2).

After optimization of his general condition, it was decided 
to perform a laparotomy, under general anesthesia with 
endotracheal intubation. Preoperative prophylactic antibiotics 
were administrated., the surgical exploration revealed the 
presence of a solid cystic retroperitoneal mass 10 cm in 
diameter (Figure 3), adherent to the superior border of the 
pancreas without invading it, adherent to the celiac trunk 
medially and to the adrenal gland laterally, with intimate 
contact with the abdominal aorta, without peritoneal effusion, 
hepatic metastases or nodules of carcinosis. The procedure 
involved careful dissection of the mass concerning the vascular 
structure using Metzenbeum forceps and bipolar forceps, with 
vascular control using wire and bipolar forceps, followed by 
resection of the mass.

The immunohistochemical study of the surgical specimen 
showed that the tumor cells diffusely expressed chromogranin 
A and that S100 was expressed by the supratentorial cells, these 
fi ndings were consistent with an extra-adrenal paraganglioma.

The postoperative course was uneventful, with an 
improvement in the patient’s general condition. He received 

proton pump inhibitors (OMEPRAZOL 40 mg, one injection/
day) and prophylactic heparin therapy (ENOXAPARIN SODIUM 
0.4 ml = 40 mg, one injection/day) and left the hospital four 
days later.

The procedure was performed in the operating room of 
the digestive surgery department by an assistant professor of 
general surgery and two residents of the same specialty. The 
patient was satisfi ed with the procedure and the improvement 
of her health in the short and long term.

Discussion

The World Health Organization defi nes paraganglioma as a 
non-epithelial neuroendocrine tumor arising in extra-adrenal 
PGLs originating from the autonomic nervous system [8,9]. 
Sympathetic PGLs are most often located in the retroperitoneum 
and thorax [5].

Non-functional retroperitoneal forms are most rare and 
isolated [10]. Because of their location, non-secretory nature, 
and slow growth, they are clinically latent with normal 
catecholamine levels in urine and blood [11,12]. In some cases, 
they may manifest as symptoms of mass effect (3,13,14). The 
age of patients at diagnosis is usually around 40 years, with a 
sex ratio close to 1.3 [11,12]. Functional retroperitoneal forms 
secrete noradrenaline and normetanephrine and account for 
30% - 60% of tumors. In the presence of a functional tumor, 
patients suffer from paroxysmal hypertension, as well as the 
typical triad of symptoms associated with pheochromocytomas: 
tachycardia, headache, and sweating [3,5,6,11]. In this case, 
the patient never presented with a hypertensive crisis, and 
therefore we did not perform a catecholamine assay in urine 
and blood.

Reperitoneal PGL is often misdiagnosed on imaging, 
especially in non-functioning cases [7]. In our case, the 
abdominal mass appears to have developed at the expense of the 
stomach and was diagnosed on imaging as a gastrointestinal 
stromal tumor [5]. Indeed, there is no specifi c CT criterion for 
PGL to differentiate it from other retroperitoneal pancreatic 
or gastric tumors or in the case of neurofi broma or sarcoma 
[6]. Abdominal CT usually shows a solid, round, or oval, 
homogeneous mass, but the center may have a cystic or 
necrotic appearance or a calcifi ed appearance [15,16]. MRI 
shows a hypointense signal in T1, which is enhanced on the 
second T2 echo. However, MRI does not provide any benefi t 

Figure 1: An abdominal CT scan shows a round, heterogeneous, dense, well-defi ned 
mass involving the aorta and the left adrenal gland and in contact with the pancreas.

Figure 2: An abdominal CT scan shows a round, heterogeneous, dense, well-defi ned 
mass involving the aorta and the left adrenal gland and in contact with the pancreas.

Figure 3: The excised tumor.
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over CT in the characterization of PGL. (Histologically, 
PGLs are diagnosed by their highly vascular appearance, 
with main cells and sustentative cells arranged in clusters 
called zellballen. The principal cells are often positive for 
neuroendocrine markers (synaptophysin, NSE, chromogranin) 
on immunohistochemistry, while the sustentacular cells are 
positive for S-100 protein [16]. Surgical resection of the tumor 
is the main treatment of choice [5,15] because these tumors are 
potentially malignant. The diagnosis of malignancy can only 
be made retrospectively if distant metastases occur. Sites of 
metastasis include lymph nodes, bone, liver, and lung. Follow-
up with metaiodobenzyl-guanidine scintigraphy can detect 
metastases or recurrences [16].

Given the diffi culty of preoperative diagnosis in the absence 
of pathognomonic features, the fi nal diagnosis of retroperitoneal 
PGL in our patient was made based on the histological features 
of the tumor and the immunohistochemical results of the 
S-100 positive sustentacular cells [3,8], and as we performed 
a complete resection of the mass (R0), we followed up the 
patient with abdominal ultrasound every three months for the 
fi rst year [16].

Conclusion

Retroperitoneal PGLs are rare tumors, mostly benign 
and with a good prognosis, but can be locally invasive and 
metastatic. They may be functional or non-functional. Careful 
clinical evaluation and pathological diagnosis can prevent or 
reduce misdiagnosis of a retroperitoneal mass.
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