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Malignant neuroblastic tumors (NTs) in the adolescent (10-18 y). The Italian experience with 51 cases
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Background: NTs prevail in the first years of life with peak incidence around 2. NTs in adolescence are rare, and the information concerning their clinical and biological characteristics and outcome is limited. Patients. Of 2006 cases of NTs enrolled in the Italian NB Registry between 1979–2002, 61 (3%) were adolescents of whom 51 had NB/GNB and 10 GN. 

Results: Of 51 adolescents with NB/GNB, 27 were female, 24 male. 48 were younger and 13 older than 14 years, median age 136 m. Primary tumor was in abdomen (37 cases), thorax (9), pelvis (2), thoraco-abdominal (2). One had no primary. 22 (43%) had localized (5, stage 1; 4, stage 2; 13, stage 3) and 29 (57%) metastatic disease. Histology was centrally reviewed in 30/46; 20 tumors were classified stroma-poor (16 of the undifferentiated and 4 of the differentiated subtype) and 10 stroma-rich (6 intermixed, 4 nodular). 4/34 pts had  MYCN amplification, 11/24 had diploid/tetraploid DNA, 9/22 had 1p deletion/imbalance. In stage 4 disease metastatic sites included lung (6), liver (3), brain (2). Adolescents were treated the same protocols than younger children. 

For all pts 5-y OS and EFS was 41% and 19%. In localized disease (stage 1-3) OS and EFS were 53% and 46%; in stage 4 were 32% and 0%. Among prognostic factors only LDH level above1000 UI/L was significantly associated with worse outcome (OS 52% vs 0%; p=0.0005). Others factors could not be properly studied for low numerosity. Of note that 3/4 pts with MYCN+ died of disease. 

Conclusions: Adolescents with malignant NT tend to have a poor outcome also in localized disease. The reasons of a so bad outcome remain unknown and could be explained only with cooperative multinational studies. 

