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BACKGROUND 

Adrenocortical carcinoma (ACC) is a rare endocrine malignancy accounting for 07-2.0 cases/
million people per year with an increased incidence in the first and fourth-fifth decades of life. 
Women are the most affected. 

Materials and methods 

This study involved 4 cases of ACC admitted in the department of medical oncology in Salah 
Azaiez Institute between 2012 and 2015.  

Results 

Three patients were male. Mean age at diagnosis was 43.75 years [40-50]. Incidentally discovered 
mass in only one case. Two patients complained from abdominal pain and the last patient pre-
sented with a flank mass. CT scan was the initial imaging test in 75%. The tumor was located on 
the right adrenal in 2 cases. Median radiological size was 17.5 cm [12-22]. Only one patient had 
functioning tumors (hypercortisolism). According to the European Network for the Study of 
Adrenal Tumors, initial Stage was III in all cases (T3N0M0). Surgery was performed in 3 pa-
tients, 2 of whom had a radical nephrectomy and one underwent conservative surgery. The 
fourth patient had an unresectable tumor. He had a transparietal biopsy of his abdominal mass 
to confirm the diagnosis of ACC. Mean Weiss score was 4.25 [3-6]. None of the operated pa-
tients had adjuvant mitotane chemotherapy. They presented distant metastases along the clinical 
course of the disease with an average relapse time of 4 months [3-5]. Two patients had lung and 
liver metastases. The third case had a bone relapse discovered by a malignant hypercalcemia. All 
patients were treated with Etoposide (E) and cisplatine (P) chemotherapy in the first line, includ-
ing the patient with unresectable tumor. Two progressed under first line chemotherapy, one of 
them received doxorubicin chemotherapy in second line but progressed after 3 cycles. The pa-
tient with bone metastases and the one with unresectable tumor had respectively, disease stabili-
zation and partial response after 6 cycles EP. Currently, they are still progression free. Median 
OS and PFS were respectively 15 and 6 months.  

Conclusion 

Despite the enormous progress achieved in the biological knowledge of this tumor, ACC re-
mains burdened by a high mortality. Future efforts should be made to investigate innovative 
therapies in the clinical field.  
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