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Ganglioneuroma in childhood: the Italian experience with 127 cases
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for the Italian Cooperative Group on Neuroblastoma (ICGNB).
Background: Ganglioneuroma represents the benign component of the Neuroblastic Tumour Family. Few series have been reported so far making its natural history poorly known.

Patients: 127 cases of ganglioneuroma were enrolled into the ICGNB Registry between 1.1979 and 12.2002 (51 males, 76 females. M/F 0.67). Median age was 83 months (range 2-176). The primary tumour (in 123 cases) was abdominal in 53 patients, thoracic in 48, pelvic in 14, cervical in 8. An obvious mass was the first sign in 13 cases. Symptoms included pain (29 patients), respiratory symptoms (13), fever (11), scoliosis (5), haematuria and dysuria (7), gastro-intestinal (7), neurological (4). 45 patients were asymptomatic. Of 121 patients evaluated for surgery, 77 (64%) underwent radical tumour excision and 29 (24%) partial resection. In 15 cases (12%) a biopsy only was performed, followed by complete or partial tumour resection in 9 patients and follow-up in 6. One patient died of subarachnoideal haemorrhage soon after surgery. Nephrectomy was performed in 2 cases. Other severe non fatal complications included cerebellar haemorrhage, internal iliac artery rupture, aortic rupture (one case each) and 10 cases of  Bernard-Horner syndrome (overall complication rate 13%). Median follow-up (96 patients) was 47 months (range 1-216). 76 patients (79%) are alive without disease and 19 (20%) are alive with stable tumour residue. 7 patients who developed local disease progression or relapse are all alive after partial or radical surgery. One patient developed an ovarian dysgerminoma and another a thyroid carcinoma at 9 and 17 years after diagnosis of ganglioneuroma. 
Conclusions: Prognosis of children with ganglioneuroma is excellent. Early and late complications are uncommon. The only death encountered was surgery-related. Since survival is not influenced by the degree of tumour resection, an aggressive surgical approach can be avoided. 
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