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Desmophstlc small round cell tumour In children and 
adolescents 

J. Ronanovfct, G. Bisogno’, G. Sot@, V. Ninfo3, M. Carli’. ‘Department 
of Pwiatric Haematology and Oncolcgy; ‘Depafiment of Radiotherapy; 
3 lnsfitufe of Patho/m University of Padua, Padua, Italy 

Desmoplastic small round cell tumour (DSRCT) is a rare highly aggressive 
neoplasm. We report six cases of children and adofescence aged 6.9 to 17.5 
years with DSRCT (5 abdominal, 1 paratesticutar) registered by the ltalian 
Cooperative Group (ICG) for soft tissue sarcoma over a g-year period. 
Patients received a multidisciplinary treatment, including aggressive initial 
or delayed surgery and radiotherapy. Chemotherapy regimen was based on 
the use of ifosfamide, vincristine, dactfnomycin, and doxorubicitiepirubicin. 

Complete surgical resectfon was possible only for paratesttcular primary. 
Among the patients with abdominal lesions, macroscopically radical excision 
was possibfe in only one case. All patients received multidrug chemotherapy, 
and tumour reduction was obtained in four patients. No relapses were 
evident in the irradiated fields in four patients who received radiotherapy. 
Two patients remained progression-free 22 and 63 months after diagnosis, 
one is in the third complete remission, whereas three patients died 10 to 2.5 
months after diagnosis. 

Our results confirm an extremefy aggressive nature of DSCRT despite 
multimodality treatment, although DSRCT seems to be chemosensftive. 
Longtemt survival can be achieved in selected cases. Surgery plays a 
cruciaf rofe, especialfy when the tumour is confined, Radiotherapy is useful 
in aohieving local control of the disease. The best chemotherapeutic regimen 
has yet to be established, Utough some evidence points towards an intensive 
use of alkylating agents. 
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Thyroid cancer in Bulgarian children and adolescents. 
Prognosis and facts ten years after Chernobyl accident 

T. Hadiieva’, R. Gabrovskfs, R. Pandev3, G. Vasilev’, S. Danon5. 
1 Medical University, Radiothempy Dept., Sofia, Bulgada; 2 Regional 
Oncckwfcal &wire. Rec@na/ RT Centte, %umen, Bulgaria; 3 Medic& 
L&iv&& Endcci’iie S&e% Sofia, Bulgaria; 4 National kentre of 
mdiobiolcwy and Radiation Protect&n, Section for Radiatkm Prvtecticn, 
Soria, But&r& sNational Cancer Institute, National Cancer Register, 
Sofia, Bulgaria 

Purpose: 1 .To compare thyroid cancer (TC) rates one decade before and 
after Chernobyl accident as well as tumour hiiofogy, biology and treatment 
outcome for both periods. 2. To make a prognosis on radiogenic TC risk 
among the irradiated children population. 

Methods: In the period 1987-1996 26 cases aged 6-19 were diagnosed 
and treated for differentiated TC. Ten years before, 19 children and ado- 
lescents underwent treatment for TC. The International Commission of 
Radiation Protectfon coefficients were applied to assess radiogenic TC in 
2,l million contaminated childrens’ thyroid glands after Chernobyl. 

Results: No difference in TC rate, age, sexand pTpNM were recorded for 
both groups. Recurrence rate was also similar (6.6% vs. 13,3%) leading to 
nearfy equal 92% 19-years and 83% 15years progression free survlvef. 24 
radiogenic TC cases were predicted to occur in 2.1 million irradiated children 
over 5& years time interval after 1986. They could not been distllguished 
over the spontaneous rate. 

Conclusion: The low predicted risk of radiogenic TC in young Bulgarian 
population and real facts on steady TC rate with similar cancer biology and 
outcome probabfy will probably relieve public and medical anxiety due to 
Chernobyl irradiation. 
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Survival of Ewing’s sarcoma patients in Hungary 

E. Leoavel, 8. Kocsis. G. Nemeth. National institute of Oncc/osv; 
Radiotheram Budapest, Hungary 

Background:Patfents wfth localiied Ewing’s sarcoma treated with com- 
bined modality (surgery, chemotherapy, radiotherapy) have the acturial 
5-,lO-, and 15 years disease free sun&al 3551%. 3243% and 32-370/o. 
Local recurrences are not common (15-250/o), but incider$e of distant 
metastases are 4456% at 5 years. Four prognostic factors may associate 
with a worse overall survival and disease free survival, presence of distant 
metastases at diagnosis, axial primary site, older patient age and large 
tumour size. 

Procedure:Between January 1987 and February 2006,46patients (25 
male and 21 female, mean age 12.2 years, range 5-16years) with Ewing 
sarcoma were anafysed retrospectfvefy. We examined the clinical charac- 
teristic, treatment and outcome. The tumour was fecated centrafiy in 18 
patients (39.1%) in the extremities in 24 patients (52,%)and other sites in 
4 (8,7%) cases. These patients were treated wfth a muftimodaf approach 
character&d by surgery, chemotherapy and radiotherapy. 

Resufb With a median follow-up of 46 months (range IO-128 months) 
for the surviving patients 20% failed distantly, 7% failed focatiy and 39% 
suffered from the progression of previously estebfished metastatic disease. 
The overall survival was 51,8 months. The 5 year overall survival and 
disease free survival were 44.7% and 35.1%. 

Conduslon: Our results are in correspondence with the international 
results and the combined modality treatment is effective in patients wfth 
Ewing sarcoma. 
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Prellmlnary results of three dimensional conformaltherapy 
for pediatric brain tumor 

S. E. Choi, H. Chang, J. Kim, 8. Yf, S. Chang. Asan Medical Center, 
Radiation Oncctogx Seoul, Korea 

Purpose: Radiatlon therapy is a effective treatment modalff for pediatric 
brain tumor. 

However long-tern survfvafs of pediatric brain tumor show some radiation 
induced neurotoxicity.WeQused three dimensfonal conformal therapytosolve 
these problems and compared the isodose distribution, DVH and NTCP to 
standard radiationtherapy. 

Methods and Materials: From June 1995 to December2060, thirty five 
patients with padiatrfc brain tumor were treated by three dknensfonal con- 
formal therapy in Asan medical center. All had Cfsimulatfon. ‘Multiple struc- 
tures were contoured,incfuding tumor, both eyes, brainstem,:pftuitary gland, 
cochlear area, and spinal cord. Three dimensional dose diatrfbutfon were 
calculated fortarget and normal brains organs for the standard pararell 
opposed plan and three dimensional conformal pfarl.,We also ahalysed the 
value of DVH,NTCP to compare both techniques ih each case., 

Results: We used 5 to 7 beams with statfcnoncoplanar technique In 
three dimensional conformal therapy. Three dimervzikmal donfonal therapy 
technique showed better target coverage than @andard.mdfation therapy 
techniqiue. Three dimen$ional conformal therapy technique ako reduced 
3040% of radiation dose to normal brain organs comparfng to standard 
radiation therapy technqiue. 

Conclusion: We concluded that three dimensional conformal therapy 
is very useful treatment modality for pediatkc b&n tumor with improving 
target coverage and sparing normal brain organs. 
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The elective place of radiation therapy (i?T) in the 
management of Iqoal&ed soft tissue klasi@TS) In 
children. An update of the MlblT 89 study ef the’kternational 
Society of Pediatric Oncology (SIOP) 

J.L. Habrand’, D. Spooner2, A. Rey3, S. Heffre”, M. Stevertss, 
0. Oberfir@. ’ IGR, radiaticn therap)! villejuif# ‘FR;2Queen:Elizabeth, 
Rdiation theta& Birmingham, UK 31Gt7, Epidemialdgyr Wll&i~ FR; 
4 lnstitut curie, mtiation tirerep)! pads, FR; sChildren hospital, Pediatric 
oncolosv. Birmingham, UK 

Purpose: to evaluate the place of outcome of RT in a multi-institutional 
study in which chemotherapy (CT) ptays a major role due to the high 
chemosensitivity and propensity for ea$y dtsseminatfon in this age-group. 

Methods: from 1/1969through 11/1995,352@64(63%)childin at “high- 
risk” with pathological central review received RT in their management. This 
included I) svstematic RT of *parameningeal’ (PM) sites above 3 years= 
132; 2) deiay&t RT if residual disease at the comlspletion of CT (generally 
6 IVA= ffosfamlde, Vincristine, Actinomycine D)= 130; 3) f?Tas a part of 
salvage in failing children not irradiatedinitfalty~ 99. Tote} dose was 45 I 
boost administered either mono (QD=5’1.6-2GyNv) or bffractfonated (BID= 
lOY.5/W). 

fteautts: Irradiated sites were PM (50%) genftourinary (GU =ti%), 
orbit (9%). extremities (9%) head and neck non-f?M (8%); others (13%). 
Compared with the entire population ft rep&sen@d between 17% (GU) 
and 84% (PM) cases. 75% were rhabdomy&ar&mas. 5 years survival 
(9) and DFS were 66 and 60% vs 72,anr.t 58% for tfte entire popufatkm. 
Mean age of children irradiated a the time of refapse was older than that of 
children irradiated in the initial corse (especially GU non bladder-prostate: 


