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ABSTRACT

Paragangliomas are uncommon tumors arising from the neuroendocrine elements (chief cells) of the paragan-
glia and symmetrically distributed along the aorta in close association with the sympathetic chain. Although 
functional tumors are easier to diagnose due to the clinical fi ndings caused by excess secretion of cat-
echolamines and an elevation of the urinary catecholamine levels, however the diagnosis of nonfunctioning 
paraganglioma of the retroperitoneum is diffi cult and only few cases have been made before exploratory lap-
arotomy. Although our patient was initially planned and operated by our gynaecological team, the incidental 
fi ndings had to involve the general surgeons. She is fortunate that the tumour did not show any features of 
malignancy nor metastasis, however a long time follow up is needed in case of  any possible recurrence.
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INTRODUCTION

Paragangliomas are uncommon tumors arising from the 
neuroendocrine elements (chief cells) of the paragan-
glia and symmetrically distributed along the aorta in 
close association with the sympathetic chain. This tis-
sue either accumulates in the adrenal medulla, where 
it gives rise to intra-adrenal paraganglioma, also 
known as pheochromocytoma, or remains in its para-
aortic sites, where it may develop into extra-adrenal, 
retroperitoneal paragangliomas.1 Males are affected 
more frequently than females and most patients are 
diagnosed between 30–45 years of age. Most tumours 
are hormonally active (functional) and cause clini-
cal fi ndings associated with the excess secretion of 
catecholamine. These include headaches, sweating, 
palpitation and hypertension. The most common ori-
gin for extra-adrenal retroperitoneal paragangliomas 
is the paraganglions between the inferior mesenteric 
artery and the aortic bifurcation, which are known as 
the organs of Zuckerkandl.
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CASE REPORT

 A 54 years old para 3 presented with a history  of 
menorrhagia for the past six months. She has a his-

tory of  partial thyroidectomy which was done 15 
years ago, currently she is under  surgical follow up 
for recurrent toxic multinodular goitre.  Because of 
her  current treatment with  carbimazole 10mg  two 
times a day she is asymptomatic of palpitation, heat 
intolerance and there was  no climacteric symptoms.
She did not have a  history of hypertention or diabetic 
mellitus.
Obstetric history revealed a three previous  caesarean 
section and bilateral tubal ligation. On examination 
she found to be pale with a 3x3cm thyroid swelling, 
the pulse and blood pressure were normal. Abdominal 
examination revealed an 18 weeks size uterus with 
ultrasonic features of fi broid, a normal fi ndings for  
hysteroscopy and diagnostic curettage and the his-
tological results showed a secretory endometrium. 
Pelvic and abdominal CT Scan was not done. She was 
counselled and  booked for total abdominal hysterec-
tomy and bilateral sulpingoophorectomy (TAHBSO) on 
23rd March 2009. 

At laparotomy the uterine fi broid was noted and a 
standard TAHBSO procedure was performed. Inci-
dentaly another tumour was noted at the abdominal 
aorta just before the bifurcation of common iliac ar-
teries, during manipulation of the tumour the blood 
pressure shoot up to 230/130 mmhg with pulse rate 
of 120 beats  per minutes. She was given intravenous 
(IV) labetolol and IV esmolol (2 times).Considerable 
dissection was required to remove the tumour from 
the vessels, the tumour with its marginnwas succes-
fully removed measuring 5cm by 5 cm (Figure 1). No 
intraabdominal metastases were observed.

After the removal of the tumour the blood pressure 
suddently dropped   and because she did not  respond 
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The specimen consist of an oval encapsulated grey-
ish tissue measuring 50x35x30mm. The tumour was 
already cut to show fi rm greyish surface.No haem-
orrhagic area seen grossly. A complete cut sections 
submitted in two blocks.. Section of the well circum-
scribed tumour shows to be composed of well-defi ned 
nests of cuboidal cells seperated by highly vascular-
ised fi brous septa.. The nuclei was centrally placed 
with granular cytoplasm.

Figure 2. At the bifurcation of the aorta, a complete 
ressection of the tumour was ensured

to ephedrine and phenylephrine , she was started on 
intravenous dopamine and  post operatively she was 
admitted  in intensive care unit (ICU) for closed ob-
servation. The estimated blood loss was 1000ml and 
two units of packed cell was transfused post opera-
tively. She was given standard antibiotic prophylaxis 
and subcuticular heparin as thromboprophylaxis and 
blood pressure monitoring. She was transfered to gy-
naecological ward the following day with an unevent-
ful recovery before allowed home on the fi th day post  
operation to be followed up in clinic.

Figure 1. Gross specimen showing a cut section which 
shows a fi rm greyish surface, no haemorrhagic areas 
seen

Immunohistochemistry:
Cytokeratin – negative
Chromogranin – positive
Neurospecifi c enolase – positive
Synaptophyrin – negative
Epithelial membrane antigen – negative
S- 100 – inconclusive
Interpretation: Paraganglioma
The uterine specimen shows a uterine fi broid and both 
ovaries have endometriotic cyst.

DISCUSSION

Paragangliomas have been reported on multiple loca-
tions.Retroperitoneal paragangliomas are divided into 
adrenal, whereby 10% have distant metastases at di-
agnosis and approximately 25–60% are functional, with 
symptoms and signs of norepinephrine overproduction 
compared with the adrenal paraganglioma (pheochro-
mocytoma) in  which there may be overproduction of 
epinephrine and norepinephrine.2 The exact incidence 
of extra-adrenal retroperitoneal paraganglioma is not 
known. Diagnosis of retroperitoneal paraganglioma is 
infrequently made unless the tumour is functional.3 
Our patient who had been asymptomatic with bilat-
eral endometrioma and a large uterus with uterine 
fi broid and a history of three previous caessarean 
section, it was not easy to diagnose retroperitoneum 
paraganglioma preoperatively. Functional tumors are 
easier to diagnose due to the clinical fi ndings caused 
by excess secretion of catecholamines and an eleva-
tion of the urinary catecholamine levels.4 In nonfunc-
tional extra-adrenal retroperitoneal paragangliomas, 
diagnosis usually depends on nonspecifi c factors re-
lated to the growth of a retroperitoneal mass or occa-
sionally showing incidental symptoms of metastases, 
which could be seen up to 7 years after resection.5 For 
this reason, patients should continue to be followed 
carefully for recurrence. 

Previous reports in the literature reveal a malignancy 
rate of 22%–50%.3 By comparison, the rate of malig-
nancy is about 10% for paragangliomas of the adrenal 
gland. Malignant tumors tend to be large, necrotic, 
and poorly marginated. However, these same features 
maybe found in tumors that are not malignant, and 
therefore they cannot be used as predictors to dif-
ferentiate between benign or malignant nature of the 
tumor.6 The criteria that are applicable to other tu-
mors such as cellular atypia, necrosis, vascular inva-
sion, and mitotic activity cannot be used to defi ne 
malignancy and are therefore of no use for an assess-
ment of prognosis.6 The only reliable indicators of ma-
lignancy are an extensive invasion of the surrounding 
organs and remote metastatic spread.

Once the diagnosis of retroperitoneal paraganglioma 
is made, every attempt should be made to perform 
a complete surgical resection. These tumors progress 
slowly, and patients have a fairly good survival rate 
even when they recur locally and develop remote me-
tastases.7
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CONCLUSION

The diagnosis of nonfunctioning paraganglioma of the 
retroperitoneum is diffi cult and only few cases have 
been made before exploratory laparotomy. Although 
our patient was initially planned and operated by our 
gynaecological team, the incidental fi ndings had to 
involve the general surgeons. She is fortunate that the 
tumour did not show any features of malignancy nor 
metastasis, however she needs a long time follow up 
for any possible recurrence.
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