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Abstract Cystic malignant pheochromocytomas are un-
common. Differing from solid pheochromocytomas, which
produce catecholamines and present adrenergic syndrome,
cystic pheochromocytomas, may not produce these. Preop-
erative diagnosis may be difficult. Ct scan is useful for
preoperative management. In this report, we describe a case
of a giant malignant cystic pheochromocytoma in a young
woman (17 years old) which presented as giant abdominal
mass. The malignancy was confirmed by the presence of
liver metastasis. Two years after curative resection, the
patient is in good health with no recurrence.
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Introduction

Malignant pheochromocytomas affecting young people are
rare. They rarely presented as predominantly cystic masses
[1]. The histopathological evaluation cannot distinguish be-
tween benign and malignant tumours. Few cases of cystic
pheochromocytomas have been reported in the literature
review. In this case, we describe a malignant cystic pheo-
chromocytoma which presented as an abdominal mass in a
young 17 years old woman.

Case Report

A 17 years old woman was referred for evaluation of an
abdominal mass. Physical examination revealed a slightly
tender mass of 20 cm mass in the upper right quadrant. Basic
Cardio vascular examination was normal. Ultrasonography
examination showed a giant heterogenic and cystic mass. A
computed tomography (CT) scan revealed a big mass in the
left adrenal gland with dimensions of 21×15 cm (Fig. 1). This
mass seemed invading the right kidney. There was central
necrosis and peripheral calcifications (Fig. 2). The laboratory
tests were all within normal limits (carcinoembryonic antigen,
CA19-9, CA125, hydatid serology, alpha-fetoprotein levels,
and 24-hour assays for catecholamines and their metabolites).
At surgical exploration, a 20 cm fixed round well-vascularized
retroperitoneal mass that involved the right kidney and 1 cm of
the liver nodule was found. The patient suddenly suffered a
myocardial infarction suppressed under medical treatment. En
bloc right radical nephrectomy and lymph node dissection was
performed. Histological analysis showed a solid-cystic adrenal
neuroendocrine tumor that involved the right kidney. There
was no lymphatic metastasis. The result from immunohisto-
chemical staining confirmed the presence, in specimen resec-
tion and in liver nodule, of malignant pheochromocytoma.
There were no post-operative complications. MIBG was not
done due to its non availability. A combination of chemother-
apeutic regimen was prescribed, consisting of Doxorubicin,
Cyclophosphamide, and Vincristine. It was stopped after three
courses because of its toxicity. Two years after the surgery, our
patient is still alive, with no recurrence or distant metastasis.

Discussion

First described in 1886 by Fränkel, pheochromocytomas are
rare catecholamine-secreting tumors derived from the
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chromaffin cells of the embryonic neural crest [2]. Malig-
nant pheochromocytomas are rare. As with other neuroen-
docrine tumors, the diagnosis of malignancy is not primarily
based on cytological characteristics, but is defined by the
presence of local invasion or metastatic disease. The pres-
ence of metastases of chromaffin tissue at sites where no
chromaffin tissue should be expected provides the only
currently widely accepted means of defining malignancy

[3]. In our case, the discovery of small liver metastasis
confirms the diagnosis of malignancy [3]. The incidence
of metastatic pheochromocytoma is between 13 % and
26 % [4]. Pheochromocytomas occur most frequently
among adults. Children constitute 10 % of the affected
people. Cystic giant and no secreting pheochromocyto-
mas are rarely reported in these cases [5]. Our patient
presents an abdominal mass without any clinical sign.
In pheochromocytoma, the classic triad presentation is
episodic headache, sweating, and palpitations [6]. Once
a pheochromocytoma is suspected, the diagnosis is
based on demonstration of catecholamine overproduc-
tion by measurement of urine or plasma catecholamines
and their metabolites. These metabolites were negative
in our patient, from where the difficulty of diagnosis. In
these cases, the radiological findings are helpful for the
diagnosis. Ultrasound should usually be employed as a
first exam. In our case, it evoked a hydatid cyst of liver
because of the size and the cystic component of lesion
[7]. CT scan and MRI are sensitive to localize the
tumor. Abdominal CT has high sensitivity to suggest malig-
nancy [7]. Because there is currently no effective cure for
malignant pheochromocytoma, most treatments are palliative;
however, in some cases, tumour and metastasis resection, if
resectable, prolong survival and reduce exposure of the car-
diovascular system [4]. Alternatives to surgical resection
include external beam radiation, cryoablation, radiofre-
quency ablation, and chemotherapy [8]. Treating meta-
static lesions with therapeutic doses of iodine-131 MIBG give
good results [8]. Without treatment, the 5-year survival is
generally around 50 % [4].

Conclusion

The giant asymptomatic and non secreting pheochromocy-
toma is rare. The big size of the tumour, the excessive
excretion of dopamine, and the local extension are argu-
ments in favour of the malignancy. We would like to em-
phasize the importance of preoperative diagnosis and
performing radiographics that can establish the right diag-
nosis in non secreting giant pheochromocytoma. By doing
that, we can reduce the mortality and the complications
related to the disease. The treatment in these forms requires
a multidisciplinary management.
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Fig. 1 CT scan showing a giant pheochromocytoma pushing the veina
cava and the rignt hepatic lobe

Fig. 2 CT Scan with intraarterial injection of contrast revealing a huge
rignt pheochromocytoma, with peripheral contrast enhancement and
cystic, necrotic and calcifications components
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