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A CASE REPORT OF DUODENAL GANGLIOCYTIC PARAGANGLIOMA -
IS DUODENOPANCREATECTOMY NECESSARY?
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Summary

Gangliocytic paraganglioma (GP) is an uncommon finding in
the periampullary region of the duodenum. In the Department
of General and Digestive Surgery of the Albacete University
Hospital Complex, a 45-years-old patient was diagnosed with
a 17x13mm hypervascular nodular lesion in the descending
part of the duodenum during an examination for hepatic
hemangiomas. Ampullectomy was performed, followed
by a favourable postoperative period. Histological analysis
proved GP. There were no involvement of lymph nodes
and a malignancy potential, so the clinical and radiological
follow-up opted. In conclusion, because such tumours have
unpredictable behavior, we recommend local resection of
the tumour, except in cases in which local or ganglionic
progression is suspected or confirmed, and thus cephalic
pancreaticoduodenectomy (CPD) and lymphadenectomy are
suggested.
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Introduction

Gangliocytic paraganglioma (GP) is a rare finding
in the periampullary region of the duodenum [1].
It is characterized by triple cellular differentiation
(epidermoid neuroendocrine cells, spindle-shaped
Schwann cells, and ganglion cells), reported by Dahl
et al. (1957) as duodenal ganglioneuroma [2]. The term
GP was adopted by Kepes et Zacharias (1971) [3].

The case description

A 45-year-old patient was admitted with a history of
right hemithyroidectomy and a histological result of
nodular hyperplasia. The patient affirmed penicillin and
streptomycin allergy and arterial hypertension under
medical treatment, and no family history of interest.
One year later, after the removal of a bone lesion
in the right femur compatible with bone metastasis
due to papillary adenocarcinoma of thyroid or ovarian
origin, ovarian pathology was ruled out, and total
thyroidectomy was performed to allow the use of
thyroglobulin as a tumour marker (being reported as
healthy thyroid tissue). After the intervention, body
scan revealed a positive result, so treatment with
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radioactive lodine 131 was administered.
During the subsequent six years, the routine
annual clinical examinations were performed
(computerized tomography or CT scans for short,
tumour markers, etc.) without evidence of tumour
recurrences. A follow-up magnetic resonance
imaging (MRI) scan at the Gastroenterology
and Hepatology Department for hepatic
hemangiomas revealed an asymptomatic
hypervascular nodular lesion sized 17 x 13
mm in the second duodenal portion. The MRI
findings were compatible with a solid duodenal
tumour similar to a neuroendocrine tumour.
Endoscopic  ultrasound was performed

with fine-needle biopsy, finding a hypoechoic
submucosal duodenal tilting lesion of 11 x 18
mm with well-defined periampullary walls,
without expressed adenopathies. No pathologies
disorders were found in the pancreas and
Wirsung‘s channel. The histopathological
examination proved the presence of malignant
tumour cells, suggestive of poorly differentiated
carcinoma. Positron Emission Tomography
(PET) scan was requested, which revealed a
duodenal nodular lesion with a SUVmax of
6.4 and a metabolic diameter of approximately
18 mm of destructive metabolic behaviour
(Figurel).

Figure 1. Duodenal tumour

The abdominal examination elicited a marked
increase in metabolic activity at the left pelvic
level that could correspond to ovarian activity.
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Figure 2. Pelvic tumour

Gynaecological assessment (SUVmax-6.3) was

recommended to rule out malignancy at this

level (Figure 2).
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With the suspected diagnosis of malignant
duodenal periampullary lesion (ampuloma vs
neuroendocrine tumour vs duodenal carcinoma
vs paraganglioma), the patient underwent
elective surgery, finding a periampullary
submucosal tumour less than 2 ¢cm in diameter,
pedunculated intercavoaortic  adenopathies,
and enlargement of the left adnexa. Given
the findings, cholecystectomy was performed
with papilla catheterization, duodenotomy,
ampullectomy, left adnexectomy and intercaval
aortic lymphadenectomy. The postoperative
period was uneventful, and the patient was
discharged on the fifth postoperative day. The
histological result was GP with clear surgical
margins, and with no lymph node involvement.
The left adnexa showed no evidence of
malignancy.

Recently, three years after the surgery, the
patient was asymptomatic with a clear clinical
and radiological follow up.

After local surgical resection with free
margins and no lymph node involvement, the size
being less than 2 cm and without exceeding the
submucosa in a middle-aged patient, we debated
whether to complement the treatment with a
cephalic pancreaticoduodenectomy (CPD) or, on
the contrary, to perform a postoperative follow-
up. The case was presented to the Hepato-Bilio-
Pancreatic Committee of tumours in the hospital,
and we opted, along with the patient, for a
strict clinical and radiological follow-up. After
two years of follow-up through imaging and
endoscopy, the patient remains asymptomatic
and free of disease.

Discussion

The GPs are rare tumours usually located in the
periampullary region of the duodenum. Because
of'this and their tendency to ulcerate, these lesions
typically manifest with abdominal pain, upper
gastrointestinal bleeding, anaemia, or obstructive
jaundice. They are often asymptomatic and
diagnosed incidentally during endoscopic or
radiological studies for other causes, as it was in
our case [4]. It is difficult to make a histological
diagnosis employing endoscopic biopsy due
to its submucosal location, and resection of
the lesion is usually required to establish a
definitive diagnosis [5]. Histological diagnosis

highlights the presence of three distinct cell
types: neuroendocrine epidermoid cells, spindle-
shaped Schwann cells and ganglion cells.

Historically, the GP was considered benign,
and simple excision was, therefore, the treatment
of choice [5, 6]. Recently there have been
opposing publications of patients with recurrence,
lymphadenopathy and distant metastasis, which
reveal their potential for malignancy [7, 8]. The
characteristics of the tumour or the clinical case
that should make us suspect such possibility
are size greater than 2 cm [9], young age, and
tumours that infiltrate beyond the submucosa
layer [10]. It seems that these last two factors are
more important than tumour size as predictors
of malignancy. Despite the considerations as
mentioned above, the treatment of GP remains
highly controversial. Some authors recommend
performing a CPD with lymphadenectomy
[1], and some even advocate postoperative
adjuvant radiotherapy [11]. However, these
procedures are associated with significant
morbidity and mortality, and the vast majority
of GPs have benign behaviour. Nevertheless, it
is still recommended to perform total resection
of the local lesion [12], either endoscopically
or surgically [13]. The criteria proposed by the
American Society of Gastrointestinal Endoscopy
(SAGES) for endoscopic excision are size under
Sem, no macroscopic or histological signs of
malignancy, and no ductal invasion or one that
is less than 1 cm [7].

Conclusions

GP is uncommon, often asymptomatic, and is a
diagnostic challenge, whose optimal treatment
is still under discussion. Given its uncertain
behaviour due to its malignant potential, local
resection of the tumour is recommended.
However, in cases, in which local or ganglion
progression is suspected or confirmed, CPD and
lymphadenectomy are recommendable.
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