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Unfortunately, there are several toxic effects cancer 
patients may encounter under chemotherapeutic 
treatment.  The most common side effects of cyclo-
phosphamide are bone marrow suppression and 
subsequently susceptibility to infections, hemorrhage 
cystitis, cardiotoxicity, and gastrointestinal distur-
bances. Vincristine produces severe neurotoxicity 
in patients and less commonly SIADH, myelosup-
pression, and alopecia.60

Other regimens include VAC plus VAI ( vincristine, 
actinomycin D, and ifosfamide or VIE ( vincristine, 
ifosfamide, and etoposide ) plus VAC for 12 months. A 
randomized controlled trial by Amdt et al compared 
the VAC regimen and the combination of vincristine, 
topotecan, and cyclophosphamide for the treatment 
of moderated risk rhabdomyosarcoma. According to 
the results, topotecan didn’t appear more efficient 
than actinomycin D with 68% and 73% survival 4 
years survival rates respectively. Irinotecan is another 

drug with is currently under investigation for its 
efficacy in the management of pediatric rhabdomyo-
sarcoma when combined with the VAC regimen.2,60

A recent study by the Children’s Oncology Group 
reported no differences between VAC and VAC/ VI 
effectiveness for the treatment of intermediate-risk 
rhabdomyosarcoma although patients treated with 
VAC/VI regimen presented with less hematologic 
toxicity. In refractory cases, Intensity-modulated 
radiation and proton beam radiotherapy may be used 
complementary to assist the therapeutic approach 
and limit the high amount of chemotherapeutic 
toxicity.57,60

Although the outcome is not always favorable for 
the patients, the prognosis of botryoid sarcomas has 
dramatically improved in recent years through the 
combination of chemotherapy, radiotherapy, and/or 
surgery. Likewise most other cancers, the prognosis 
depends on the tumor size, histological variant, and 

Table 2. TNM Staging System for Rhabdomyosarcoma.
StaGE SitES t tuMoR SizE DESiGnation n M

I Orbit T1 or T2 a or b Any N M0
Head and neck*
Genitourinary†
Biliary tract

II Bladder or prostate T1 or T2 a N0 or Nx M0
Extremity
Cranial parameningeal
Other‡

III Bladder or prostate T1 or T2 a N1 M0
Extremity
Cranial parameningeal
Other‡

IV All T1 or T2 a or b N0 or N1 M1

T1, tumor confined the to the anatomic site; T2, tumor extension; a, ≤ 5 cm in diameter; b, > 5 cm in diameter; N0, nodes not clinically 
involved; N1, nodes clinically involved; Nx, the clinical status of nodes unknown; M0, no distant metastases; M1, distant metastases present.
*Excluding parameningeal sites.
†Nonbladder and nonprostate.
‡Includes trunk, retroperitoneum, etc., excluding ing biliary tract.




