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with MTX than MTX alone. However, all children reach an normal range IQ 
in validated psychometric tests. MRI lesions cannot predict neurocognitive 
function. 
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Cancer in relatives of children with haematological 
mallgnancles 

J. Rooanovic’ , A. Radojcic-Badovinac2, M. Smokvina’ , 
A. Duletic+lacinovic3. ’ Department of faediatris, Division of Haematology 
and Oncology; 2 Department ofSio/ogy: 3Department of Internal Medicine, 
Division of Haematolog~ Univetsity Hospital of Rijeka, Rijeka, Croatia 

Familial aggregation has been reported for virtually every form of human 
cancer. Accordingly, many multiple-case families wtth haematological ma- 
lignancies have been described and this led to the suggestion of genetic 
susceptibilliy to these diseases. We undertook a family study of the fre 
quency and type of cancer in relatives of 76 children affected by acute 
leukaemia and malignantlymphoma treated at the Division of Haematology 
and Ontology, University Paediatrtc Clinic Rijeka, in the period from t 960 
to 1999. The information.was obtained from interviews with the parents of 
affected children regarding the occu~~c~lce and type of cancer in relatives. 
Whenever possible, medical records and death certificates were sought 
for reported turnours. In the absence of medical confirmation, a question- 
naire covering the same information was sent to the interviewed parents 
to cross-check the information. If there was any discrepancy, a second 
interview was scheduled to mncile the diierences. The control group 
consisted of 76 healthy chiiren of the same age and sex. Our results show 
that there is a significant excess of cancer in the familles of children affected 
by leukaemia and lymphoma. The higher frequency was obtained for the 
first- and second-degree relatives, while there was no difference in the 
incidence of cancer among more distant cases’ and controls’ relatives. Re- 
garding the type the cancer, leukaemia, gastric cancer, and cervical cancer 
were significantly more frequent. Our results suggest that genetic factors 
play an important role in the aetidlogy of haematological malignancies in 
children. Continued large epidemiological and molecular genetic studies are 
needed to estimate precisely the inherited fraction of childhood leukaemia 
and lymphoma and to identify individuals at risk. 
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High dose chemotherapy in children with malignant 
lymphoma 
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Purpose: This retrospactive analysis was undertaken to determine overall 
survival and prognostic factors of children and adolescents with primary 
refractory or recurrent malignant lymphoma, treated with high-dose chemo- 
therapy with autografting. 

Method% Forty-fnre children with poor-prognosis malignant lymphoma, 
of whom 27 were boys, ument megafherapy between January 1992 
and April 2000. The reasons for high-dose chemotherapy were: poor initial 
response to first-line chemotherapy (14x) or relapse (31x). There were 
26 patients with Hodgkin‘s disease and 17 with non-Hodgkin’s lymphoma. 
The mtiian age was 157 years. The conditioning #for Hodgkin‘s disease 
patients contained cyciophosphamide, etoposide and busulfan or cannus- 
tine. Patients with non-Hodgkin’s lymphomas received cyclophosphamide, 
etoposide and busulfan ortotal body irradiation. Bone marrow was used as 
the source of hematopoietic stem cells in 10 patients, peripheral blood in 
twenty-eight, and both in seven. 

Result& After a median follow-up of 47 months the overall survival is 
61%. Eleven patients did of disease progression, 4 secondary to infectious 
complications, ohe of car acckknt. Median time to relapse after transplan- 
tation was 7.5 months. In the univadate analysis, minimal residual disease 
before transplantation was significantly associated with improvd survival. 

Conciuslon: Further improvement of these resuits will require earlier 
transplantation, improved preparattve regimens or early posttransptant im- 
munotherapy. 
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The prognostlc value of the tlmepoint of relapse in paedlatric 
rhabdomyosarcoma-like tumors 

A.C. Mattke, D.S. Kunz, R. Knietig, E. Koscielniak, J. Treoner. 
Olgahospital, CWS Study Group, Stuitgart, Germany 

Introduction: Rhabdomyosarcoma (RMS)-like tumors are a tumor entity 
consisti~ of embrvonal (RMEL alveolar (RMA). RMS not other specified 
(RMS), e&osseo& ewig sa&mas and $rim&eneuro&odefmaitumors 
(PNET). Pro-gnosis (EFS and SUR) correlates with sub- (favourabte: 
RMS, RME, ;nfavo&able: RMA, EES, PNFT). -. 

We evaluated EFS (time from first to second event) and SUR after ffrst 
relapse of RMS-like tumors depending on the time.of relapse. Early, inter- 
mediate and late relapsing patients were evaluated concerning histology 
and type of relapse. 

Patients: Of 1461 patients with RMS-like tumors 1323 met evaluation 
criteria (no pm-treatment for malignancy, nosecond maligrtanoy, no relapse 
at registration, age 121 years). Of these 294 relapse@..after the end of 
therapy. 164 patients had a local, 110 a metastatic retapse. 166 patients 
had favourable, 61 unfavourable histology. 

ResulEs: Of 294 patients 34%, 32% and 34% relapsed within 6 (early). 6 
to 12 (intermediate) and more than 12 (late) months respectively after the 
end of therapy. 5 year EFS to second event was lo%, 16% and.2996 for 
early, intermediate and late relapsing patients rea@acttvely.{p~.OOl). 5 year 
survival was 12%, 20% and 32% for earlyintermedii and late relapsing 
patiens respectively (p-&01). 5 year EFSand SUR aft& lo@ relapse was 
16% and 19%, 32% and 35%. 38% and 41% for early, intetiediate and 
late relapsing patients (p<.OOl for SUR and EFS). 6 year’EFS and SUR 
after metastatii relapse was 0% and 0%, 0% and,6%, 8% and 12% for 
early, intermediate and late relapse (px.001 for EFS and SUR). Favourable 
histologyshowed 5yearEFSandSURof 13%and’t3%, 27%and30%,36% 
and 45% for eady, intermediate and late relapse (pc.01). For unfavourabie 
histology 5 year EFS and SUR was 6% and 6%, 6% and 8%, 6% and 10% 
for early, intermediate and late relapses (pc.01). 

Discussion: Relapsing patients with FtMSJike tumors “have an un- 
favourable prognosis both concerning EFS and: SUR. V&ether mlapse 
occurs within 6,6 to 12 months or after 12 months has si~nffk&nt lnftuence 
on prognosis. EFS and SUR after metastatic rel#se an&or unfayourable 
histology is almost null, after local relapse and/or favourable histology and 
late relapse SUR remains at 45%. 
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Response rates and prognosis dwding,on r+qWnse in 
non-rhabdomyosarcomas. A report fro& tfWCWSMudy 

D.S. Kunz, A.C. Mattke, R. Knietig, E. Koscielniak, J. Treuner. 
Olgahospital, CWS Study Group, Stuttgart, Germany 

Objective: To asses response rates in non-rhabdomyosarcdna (NRMS). 
To evaluate prognosis depending on response rates in NRf$!3. 

Patients: 101 patients with localized NRMS (4 l$gest groups: synovial 
sarcomas (SS): n=20, neumfibmsaarcomas (NFS): n=l6, &@iffe@ntiated 
sarcomas(UDS): n=l3, malignant rhabdoid tumor (MRT): n=tO) r&stared 
with the CWS study between 1961 and 1997 met evaluatkjn criteria (age 
~22 yrs, no pretreatment, surgery ,within 6 weeks of begin of.r$tem&?erapy, 
no second malignancy, no relapsed patient at ragistration). Respo$se was 
measured by CT or MRI. Depending on tumor-regression’fesponse was 
assessed after 9 to ‘16 weeks of chemoth@py: complete regression: 
complete response (CR), regression >2/3: gocd response-&P), m&&on 
x2/3 but 2113: partial response (PR), regression <l/3: non resporlse (NR) 
evidence of tumor growth: progressive disease (PO). 

Results: Response rates were: CR ll%, GR 24%, PR IA%, C$l46% 
and PD 6%. Response rates for different histoiogies were: C)DS: tjfa% SS: 
45%, MRT: 40%, NFS 39%. EFS for non-responders vs.’ 

EZRA 69% vs. 29% (p<.OOOl). Prognosis correlated well with f 
CR 62%, GR 74%, PR 50%, NR 30%; PD 17% p-z.007). in NR irsadiation 
went along with unsignificantly better prognosis (EFS wilh lrradiatibn 37%, 
without 22%). Secondaty resection (sR) influenced prognosis significantly 
(EFS: sR0 67%. SRI 60%, sFt2 0%; p-=01). 

Conclusfon: Response is an important prediior for prognosis in.NRMS. 
There is a linear relation between prognosis and response. Irradiation may 
improve outcome but numbers are non-significant. Treatment of choke in 
non-responding NRMS remains secondary -if possible complete -resection. 


