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			Introduction

			Ten to 20% of pheochromocytomas are malignant and generally have a poor prognosis [1]. The malignancy of the tumor can be considered at the outset or during a recurrence, even late, which justifies clinical and biological surveillance at least every two years, of all patients with pheochromocytoma [2]. We report this case of malignant pheochromocytoma. The diagnosis was made immediately in one case and in a recurrence. Surgical treatment of pheochromocytoma is based on the complete excision of the tumor. It is the only curative treatment. This is often difficult and specific surgery due to the importance of the vascular supply of the tumor and its major risks of inducing blood pressure variations. Preoperative imaging allows elective approaches to be chosen.

			 Observation

			A 55-year-old man has presented clinical symptoms suggestive of pheochromocytoma for 10 years. In 2007 before the exacerbation of the symptomatology the patient consulted. The exploration found a right adrenal mass with lesion of the 

peritoneal fat on the abdominal CT scan. The renal Doppler showed a inferior vena cava and permeable renal veins. The procedure (laparotomy) performed the same year consisted of a total removal of the adrenal gland. Histological examination confirmed the diagnosis of pheochromocytoma. The immediate postoperative course was favorable, but without biological confirmation of recovery. In 2012, 5 years later, the same symptomatology recurred. Ultrasound and abdominal CT scan concluded that the right adrenal gland expands.

			The patient was operated in 2012, and the locoregional tumor recurrence with infiltration of the surrounding adipose tissue was confirmed. The patient no longer consulted until 2017 for abdominal mass syndrome, such as pain and vomiting. An abdomino-pelvic CT scan (Figure 1) found a 66-64-53 mm right adrenal mass invading the kidney; segments V and VI of the liver and the right diaphragmatic pillar. The tumor infiltrates the lower vena cava over 4 centimeter; a Doppler ultrasound confirms the invasion of the left renal vein (Figure 1).
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			Surgery

			Steps of surgery

			- Thoraco-Phreno-laparotomy (Figure. 2).
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			Installation

			
					The patient is installed in an intermediate position between the dorsal and lateral decubitus.

					The thorax held by supports at 45° to the plane of the table, which is broken, the pelvis remaining as flat as possible to cause a slight rotation aimed at opening the intercostal spaces.Incision


			

			
					It follows the 8th or the 9th intercostal space or even the 7th, starting at the level of the posterior axillary line, it goes towards the umbilicus to the outer edge of the rectus where it can bend in para-rectal. Procedure
Vascular access, from the inferior vena cava (clamped) (Figure 3 & 4).
Resection of the tumor mass carrying the right kidney, the infiltrated hepatic parenchyma, part of the right diaphragmatic pillar and a pellet from the wall of the inferior vena cava (Figure 5).
Follow up
 Favorable and patient discharge 8 days later.
Anatomopathological study
In favor of a recurrent metastatic malignant pheochromocytoma (Figure 6).
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Indication of chemotherapy most often combining the CVD protocol, which includes cyclophosphamide (Procytox), vincristine (Oncovin) and dacarbazine (DTIC).
Discussion
The prevalence of metastatic pheochromocytomas is estimated at 10%, it varies from 5 to 26% according to some authors] [3-5]. The large size of the tumor, its ectopic site, an excessive excretion of dopamine (precursor of noradrenaline and adrenaline) and a tumor invading the capsule, or the neighboring organs recognized intra operatively are arguments in favor of the malignancy. In fact, only the presence of lymph node metastases or at a distance affirms the malignancy; histological examination does not provide any definite information. The malignancy is therefore affirmed preoperatively on the presence of lymphadenopathy on CT or MRI.
The distant metastases are most often pulmonary, hepatic and bones metastasis . Brain metastases are exceptional [6]. Liver metastases are formal proof of malignancy. While the loco-regional recurrence of the tumor, the invasion of the diaphragm pillar and the surrounding fat confirm the malignancy. Because metastases are microscopic at the time of diagnosis and malignancy is only declared after a delay of the initial surgery, generally after 5 years or even 10 years or more, clinical, biological and even morphological monitoring of all operated patients of a pheochromocytoma must be continued for a long time [2,7-9]. Moreover, in our observation, the malignancy was revealed late on 2 occasions and the diagnosis of recurrence is made thanks to the thoraco abdomino pelvic CT scan .
Survival at 5 years is generally less than 50% [10], but survival over 20 years without any treatment has been reported [11]. Due to the absence at present of an effective treatment of malignant tumors, several therapies with palliative aim allow tumor reduction and improvement of survival. From the diagnosis of malignancy, the therapeutic objective is to control blood pressure. Surgery is rarely curative, but tumor reduction or resection of metastases particularly reduces the cardiovascular risk [12,13]. Malignant pheochromocytoma surgery, even at the metastatic stage, increases survival [14-20]. Chemo-radiotherapy and MIBG are part of the therapeutic arsenal. The management of these patients requires multidisciplinary cooperation (surgeon, oncologist, endocrinologist, histopathologist, geneticist) [21-27].
Conclusion
Any pheochromocytoma should be considered as potentially malignant and monitored regularly over the long term. MIBG scintigraphy is widely used in the diagnosis and extension assessment of pheochromocytomas; the Pet-scan is also of considerable help in detecting recurrences. Progress is being made and others are expected in the treatment of malignant cases: surgery, embolization of visceral metastases, per cutaneous plasty of bone metastases, in situ radiotherapy with MIBG, anti-secretory treatment with metyrosine or somatostatin analogues.
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			Summary

			Pheochromocytoma is a rare tumor, of very variable clinical expression and probably underestimated in incidence. The last few years have been marked by advances in genetics with the identification and clinical and evolutionary characterization of new familial forms and the progressive generalization of screening. Significant progress has also been made both in terms of biological assays and imaging, facilitating the diagnostic process. Surgery currently remains the only curative treatment and the therapeutic possibilities remain limited in malignant or inoperable forms.
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Figure 3: Dissection of the right kidney carrying away the pheochromocytoma after clamping of the inferior vena cava.
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Figure 6: Malignant pheochromocytoma with infiltration of the kidney.
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a: Renal and hepatic infiltration. b: Infiltration of the diaphragmatic pillar
and the inferior vena cava.

Figure 1: Abdominal CT scan: Malignant Pheochromocytoma.
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Figure 4: Partial resection of the inferior vena cava.
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Figure 2: Thoraco phreno laparotomy.
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Figure 5: Resection carrying the kidney, hepatic parenchyma, diaphragmatic pillar and part of the inferior vena cava
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