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Fig. (1) Shows the 3-years over all survival
rates according to the IRS system.
Group &Il have a better survival
outcomes in comparison with g:roup i
& IV (P= 0.0005).
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Fig. (2) shows comparisons between RMS
& NRSTS with respect tc:} the 3-
years over all survival  rates.
NRSTS have a better survival
outcomes than RMS (P = 0.0136).
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MRI shows soft tissue mass in the popliteal

region proved to be synovial sarcoma

MRI shows soft tissue mass in the left shoulder region
proved to be malignant fibrous histiocytoma
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Soft tissue sarcoma of the extremities

Shows congenital alveolar rhabdomyosarcoma of the left
foot with multiple skin nodules . _

R'h"éiidom'yoéarcbma of the left anterior thigh and the
surgical specimen after wide surgical excision.

N L i e i

Fibrosarcoma of the left buttock and its local excision

3

~ Wide surgical excision and primary Theirsh grafting in
an infant with fibrosarcoma of the left anterior forearm.
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Fig. (3) Hematoxylin and eosin stained section shows
rhabdomyosarcoma (alveolar variant) with
a high nuclear to cytoplasmlc ratio .

Fig. (4) characteristic microscopic appearance of
classical dermatofibrosarcoma protuberans
with interwoven fascicles of cells forming
a storiform pattern’. . '
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With a median follow - up of 29.5 months, the over all
survival rate, for all patients at 3-years , was 38.1 % , whereas
the 3-years disease-free survival was 28.5%. A significantly
better survival out-comes were recorded among patients of
groups I & II in comparison to groups I & IV counter-parts.
In group I & I the 3-years over all survival rates were 100 % &
80 % respectively whereas they were 14.2% & zero %
respectively in groups 111 & IV (P =0.0605). Moreover , wide
local excision recorded 100 % & 60 % J-years disease free
survival in groups I & 11 respectively (P= 0.0001). As regard to
the overall survival period , patients with metastatic disease
(group IV) had a lowest mean over all survival (8.3 months) in
comparison to patients with group I disease (70 months), group
H disease (42.2 months) and grouy i1} diseasc (21.1 months) (P
=0.003) .

For patients with RMS , all the 6 patients who presented
with stage IV disease died within a median period of 8.3 months
(range 2-12 months) after presentation, Of the 3 patients who
had group I disease , 2 developed distant metastasis {patients
4,9) (20%) and died within 8 median period of 14.5 months and
one {10%) developed local recurrence (patient, 7), 21 months
after the primary surgery. Re-excision was performed to this
case and the patient was still survive but with distau? relapses.
One case only in this series who was staged as group I (1095)
(patient 10) showed no evidence of disease for 37 months .

For NRSTS | 5 cases (45.5%) died of their discase within a
period of 26 months (range 16-25 months). Of those patients , 4
had group IIE discase (36.3%) and one had group Il disease
(9%). Local recurrence was recorded in another case of group
IE (9%) (patient 8). This patient was underwent surgical re-
excision and showed no evidence of disease during the period of
follow — up. The remainder 2 cases of group Il (18.1' %) and ali
cases of group I (n = 3 ; 27.2%) showed no evidence of disease
for median period of 60.2 months .

By comparing the NRSTS 2 main types of sarcomas
(NRSTS versus RMS), it appeared that patients with NRSTS
had a significantly better survival outcome than those patients
with RMS probabiy because of high tendency of the later to
metastasize. The 3-years over all survival rates were 54.5 % &
20. % for NRSTS aml RMS respectwely (P =0.0136) (fig 2).
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Among patients with NRSTS, patients who died differed from
survivors only with respect to the clinical behaviour of the
primary tumour. Infantile fibrosarcomas, malignant fibrous
histiocytoma and malignant heamangio-pericytoma were

clinically, less aggressive, non metastasizing and treated
successfully with surgery alone or surgery & radiation than
other types . . ; '
By concerning turiiour location irrespective to the histology ,
“it “was clear from this study that survival outcome was
~ significantly better in extremity tumours rather than other sites.
. The 3-years overall survival rates were 50 % (6/12) & 22.2%
 (2/9) for extremity and the other location respectively (P =
© 0.005). The trunk and retroperitoncum had the worest
prognosis among all sites of presentation. (1/7 5 14.2%) . '

DISCUSSION

Soft tissue sarcomas are the fifth common solid tumours in
children and account for 7 % of all child-hood malignancies
(pappo & Pratt , 1977). They have'great differences in histologic
type, distribution and response to therapy , (Miser ef al, 1997).
- So the present study was planned out to give an idea about the
different hehaviours wnd outcomes of childhood STS and to
standarize a suggestion about the prior lines of treatment. For
this purpose 21 children had been treated and followed — up for
a period of 9 years. According to the clinical behaviour they
were classified as RMS and NRSTS whereas they were staged as
~group I, II, I & IV according to the post-surgical IRS

grouping system .
: o I

Most studies support the concept that RMS is a highll}’

malignant and locally aggressive neoplasms that tends to

disseminate rapidly carly in the course of the disease (Hayes er

al: 1983 & Walterhouse er al; 2001) .Jt comprises
?appr'oxilila:tély 55% 1of all soft tissue sarcoma in children
 between 10-15 years (Grundly ef al., 2001). Data veported from
the National Cancer Institute, Cairo , Egypt by Hussein er al,
(1994) showed that 58% of the children with non-metastatic
© RMS were staged as group Il whereas children staged as group
1 & 1 didn’t exceed 7 % and 35 % respectively. Gross ef al

(1997) found that 63.6% of children , with RMS of the hand ,
had metastatic discase as the onset and died 4 to 23 months
from diagnosis. These results agreed with that reported in our

. . 5
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study. Patients with RMS represented 47.6% (n = 10) of our
patient poputation. Six out of the 10 patients (60 %) had
metastatic disease at the onset whereas 3 patients (30 %) were
staged as group 111 and only one patient was staged as group 11
(10 %), reflecting the iate stage of presentation of our patient
population .

On contrany to these observations on RMS , many
investigators agreed that pediatric NRSTS have differrent
clinical behaviours . (Dillon ef af 1995 ; Enzinger er of 1995 ; and
Marcus er af, 1997). Infantile fibrosarcoma and malignant
heamangio-pericytoma in voung children, dermatofibrosarcoma
protuberance and angiomatoid variant of malignant fibrous
histioycytoma are typicaily less aggressive , rarely metastasize
and can often be treated successfully with surgery alone
{Ceccetto et al, 2001, Ferrvari ef ai, 2061 and Miser et al, 2002).
Synovial sarcoma , liposarcoma and fibrosarcona (adult form)
usuafly occur in older children and they have high metastatic
potential (Grouch er af, 2003). In our study , among patients
with NRSTS (n = 11 ; 52.4 %) patients who died differed from
survival omnly with respeet to the clinical behaviour of the
primary tumour. Infantile fibrosarcoma, malignant heamangio-
pericytoma , and malignant fibrous histiocytoma had less
agreesive , non metastasizing clinical behaviour than eiher types

By comparing RMS versus NRSTS, it was clear enough that
there were no statistically significant differences as regard to sex
predisposition , tumour location or thie mean duration of
symptoms, A statistically high significant differences between
RMS and NRSTS were recorded with respect to the median age
at presentatien (10.3 years versus 7.3 years respectively ;
P=0.011) , median tumour size (7.8 x 5.2 ¢m versus 9.1 x 6.4 cm
respectively ; P =0.013) , tamour grade (high in 100% versus
45.5 % respeclively ; P =0.021), regional lymph node metastasis
(70% versus 18.1 % respectively ; P =0.009); and lastly distant
metastasis (60% versus zere % respectively ; P =0.0003) .

For eradication of RMS , many investigators agreed that
beside surgery and radiotherapy , all patients should receive
chemotherapy with the quantity and duration depencoat on risk
factors. They concluded that withkout chemotherapy the
majority of children would die of metastasis which are present
at diagnosis , even through they are too small to appear on scans
(Hayes er al, 1983; Husscin ef al, 1994 , and Walterhouse ¢f al,

361 .
Vo_l. {8) No. {2), June 2004.




Alaa El-Suity & Ali Abd El-Rahman

L

2001). In our study , the use of various kinds of surgery up to
amputation together with chemotherapy (preoperative &
postoperative) & irradiation didn’t show any survis ... benefits
in group I & 1V of this series. Only a single case of group Il

showed no evidance of disease for 3-years. It was clear enough °

that the prognesis in patients with RMS waus stage dependent.

For . mon;:— matastatic NRSTS , Miser e/ ol (2002)
recommended :that wide local excision alonc is considered
curative -in -patients with microscopically negative margins
(group. l) and must be combined with radiotherapy in patients
with microscopically positive margins (group II). Dillon er a/
(1997) found that the efficacy of compartmental resection of
NRSTS over wide local excision , in achieving local tumoyr
control has not been demonstrated. More recently, Badrawy er
al (2003) found that wide local excision is successful in 10 out of
13 patients with infantile fibrosarcoma (77 % success rate).
Grouch and his associates (2003), reported a survival rate of 82
Y% , 67 % , 12 % and 5 % for group I , 11 , 11l and IV
respectively and concluded that the degree of rese.. ability at
diagnosis is the most important prognostic factors in patients
with NRSTS. In our study , wide local excision alone was
successful in group I with no evidence of recurrence for 3-years

(100 % suceess rate) whereas in group II, wide local excision .
combined with radiation reported an overall and disease free

survival rates of 80 % & 60 % respectively. The use of
multimodality therapy (surgery ', irradration , and
chemotherapy) didn’t improve survival results in pat:ents with
group III NRSTS.

Analysis of the effect of some prognostic factors on overall .

survival rate was done in an attempt to define the high risk
group of patients with PSTS. For NRSTS , most studies on

prognostic factors agreed that, age is an independent prognostic

factors. Infants and young children (< 4 years of age) tend to
have a better prognosis than in older childer and adolescents
with similar diagnoses (Grouch ef af , 2003). Kothari ¢, af (1999)
and Trobes ef al (1999) stated that the age of presentation is a
very critical factor regarding the prognosis of infantile
fibrosarcoma. On contrary to these obscrvations , congenital
alveolar rhabdomyos:arcoma is a highly malignant tumonr with
no record of long term survivors (Crundly ¢ al, 2001). In our
study , the 3-yca‘rs overall survival rate was 60% (3/5) in
patients < 4 years of age versus 31.25 % (5/16) in patients > 4
years of age (P =0.01). Almost all studies on prognostic factors
362
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on PSTS agreed that extremity tumours carry the best
prognosis among all sites of presentation , whereas trunk and
retroperitoneal tumours carry the poorest prognosis (Rao , 1993
+ Hussein er af, 1994 , and Grouch er al, 2003). In our study ,
extremity tumours had a better survival outcomes than other
sites (50 % versms 22.2% respectively). Retroperitoneal and
trunk tumours had the worest prognum among all sites of
presentation (14.2%) .

CONCLUSION

RMS is a highly aggressive neoplasm that tends fo
metastasize early in the course compared with NRSTS . NRSTS
have different clinical behaviour depending on the ape of
presentation.  Infantile  fibrosarcoma  and  malignant
heamangiopericytoma in young children ave typically less
agressive , rarely metastasize neoplasms. Treatment as defined
by the IRS protocols is acceptable. Wide local excision with
patheologically proven safety marging is the (reatnient of choice.
Preoperative chemotherapy is of benelit in cases with extended
tumours to achieve tumour regression. Poswperative
chemotherapy and radiotherapy are the primary mode of
treatment in incompletely resceted , irresectable and
nietasiasizing tumours. The prognosis in infants and children
with NRSTS is much favorable than in older children with
similar diagnoses.
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