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Botryoid Rhabdomyosarcoma
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including rhabdomyoma, pseudosarcoma botryoi-
des (oedematous mesodermal cervical polyp), and 
malignancies like adenosarcoma and other small, 
round, bluetumorsumours like neuroblastoma, rhab-
domyosarcoma, non-lymphoma, Hodgkin’s and the 
Ewing’s family tumor.4,5,10

The Intergroup Rhabdomyosarcoma Studies (IRS) 
classifies this cancer based on (i) the main site, (ii) 
tumor size, (iii) lymph node involvement, and (iv) 
surrounding tissue infiltration, and (v) the occur-
rence of metastases.26

The stage was established using two systems: 
the Intergroup Rhabdomyosarcoma Study Group 
clinical categorization method (Table 1),5 and the 
TNM staging approach for rhabdomyosarcoma 
(Table 2).20

The management of botryoid rhabdomyosarcoma 
represents a great challenge for gynecologists. In the 
past, these types of tumors were traditionally treated 
with exenterative procedures but today, fertility-
sparing methods like polypectomy, conization, local 
excisions, and robot-assisted radical trachelectomy 
are the ones mostly implemented for the preserva-
tion of the reproductive ability.

Apart from the surgical resection of the tumor, 
multi-agent adjuvant chemotherapy with or without 
radiotherapy plays a crucial role in the effective treat-
ment of sarcoma botryoides. Standardized schemes 
of chemotherapy can be used preoperatively to 
minimize the volume of the tumor or after surgical 
resection to limit the chance for recurrences. Che-
motherapeutic combinations are based on protocols 
which are created by the Intergroup Rhabdomyosar-
coma Study Group. The most common regimen of 
chemotherapy for children and young adults with 
the on-metastatic disease is the triplet of vincristine, 
actinomycin D, and cyclophosphamide (VAC ), usually 
given in 6 to 12 cycles.57

Table 1. Intergroup Rhabdomyosarcoma Study Group Clinical Classification System for Rhabdomyo-
sarcoma.

CliniCal GRouP ExtEnt of DiSEaSE, RESECtability, anD MaRGin StatuS
I A: localized tumor, confined to site of origin, completely resected

B: localized tumor, infiltrating beyond site of origin, completely resected

II A: localized tumor, gross total resection, but with microscopic residual disease

B: locally extensive tumor (spread to regional lymph nodes), completely resected

III A: localized or locally extensive tumor, gross residual disease after biopsy only

B: localized or locally extensive tumor, gross residual disease after major resection (≥ 
50% debulking)

IV Any size primary tumor, with or without regional lymph node involvement, with 
distant metastases, irrespective of surgical approach to primary tumor

Figure 4. Botryoid rhabdomyosarcoma, organized into polyp-
oid structures lined by squamous epithelium with underlying 
cellular aggregates.




