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Figure 1. High power magnification of the omental mass 
biopsy showing a cellular proliferation of uniform small 
round cells involving fibrous stroma and necrosis 
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ABSTRACT  
Desmoplastic small round cell tumour (DSRCT) is a malignant pathologic entity with a mesothelial origin. It is a rare neoplasm of small round cells 
located in the abdomen, mainly affecting male adolescents and young adults. Herein, we report a 17-year-old man presented with ascite and growing 

very fast abdominal mass. Laparoscopy was performed showing thickening of omentum and peritoneum and normal internal organs. Histopathologi-

cal examination of the peritoneal samples concluded to desmoplastic small round cell tumor. The patient was treated according to the cyclophospha-
mide, vincristine and adriamisin. He responded chemotherapy and reduced intraabdominal, pelvic ascites and intraabdominal masses. 
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ÖZET 

Asidin Nadir Bir Nedeni: Dezmoplastik Küçük Yuvarlak Hücreli Tümör  

Dezmoplastik küçük yuvarlak hücreli tümör mezotelyal orjinli malign patolojilidir. Abdomende oldukça nadirdir ve başlıca genç erkeklerde görülür. 

Oldukça malign seyirlidir. Burada çok hızlı büyüyen abdominal kitle ve asidi olan 17 yaşında erkek hasta sunduk. Laparaskopide periton ve omen-

tunmda kalınlaşma saptandı ve iç organlar normaldi. Histopatolojide periton örneklerinde dezmoplastik küçük yuvarlak hücreler saptandı. Hasta 
siklofosfamid, vinkristin ve adriamisin ile tedavi edildi. Kemoterapiye cevap verdi ve hastanın intraabdominal ve pelvik asidi ile inraabdominal kitlesi 

azaldı.   

Anahtar Sözcükler: Asit, Dezmoplastik küçük yuvarlak hücreli tümör, Genç hasta 

Desmoplastic small round cell tumour (DSRCT) is a 

malignant pathologic entity with a mesothelial origin. 

It is a rare neoplasm of small round cells located in the 

abdomen, mainly affecting male adolescents and young 

adults. Microscopically, the morphologic prototype of 

the tumour shows nests of small, round cells embedded 

within a desmoplastic stroma, 

giving it its descriptive name as an 

entity. It is a highly malignant 

disease, with only 29% of patients 

surviving up to 3 years (1). He-

rein, we report a case presented 

with ascid and  growing very fast 

abdominal mass.   

A 17-year-old man was ad-

mitted to the gastroenterology 

department with a one  month 

history of abdominal distention 

and discomfort, accompanied by a 

10 kg weight loss. His past medi-

cal history was unre-markable. On 

physical examination, his abdo-

men was ditsended and tense  with  

the presence of shifting dullness. Laboratory tests 

showed table. Ascite cytology was normal. Ultrasonog-

raphy revealed massive ascites, thickening of mesen-

tery and omental matting and multiple metastatic lesi-

ons in the liver.  Upper gastrointestinal endoscopy and 

colonoscopy were all normal. Computerised tomog-

raphy of the chest, abdomen and 

pelvis demonstrated extensive 

mediastinal and retroperitoneal 

adenopathy, diffuse omental mas-

ses and extensive pleural, intra-

abdominal and pelvic ascites and 

multiple metastatic lesions in the 

liver and lung. Laparoscopy de-

monitrated showing thickening of 

omentum and peritoneum and 

normal internal organs. Histopat-

hological examination of the peri-

toneal samples concluded to des-

moplastic small round cell tumor 

(Figure 1). The patients with me-

tastases in the liver and lung trea-

ted according to the cyclophos-
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phamide, vincristine and adriamisin as in our case. 

DSRCT is treated with therapy including 6 courses of 

multiagent chemotherapy. He responded chemotherapy 

and reduced intraabdominal, pelvic ascites and intraab-

dominal masses. He was discharged and was free of 

symtoms at the follow up.   

 DSRCT is a rare aggressive sarcoma that occurs 

predominantly in male adolescents or young adults (2). 

Less than 200 cases have been reported (3). Median 

age at diagnosis is 21 years. Most DSRCT first appear 

at the peritoneum in the abdomen and spread into mul-

tiple masses affecting the intraabdominal organs and 

extend posteriorly with metastases occurring in lungs, 

bone, or ganglia (4). DSRCT is characterised by the 

formation of nests of small round cells surrounded by 

fibrous tissue. The most common diagnostic tool is the 

CT scan. This shows a characteristic pattern of multiple 

intraabdominal masses without apparent relationship to 

the primary organ. An open biopsy is needed for an 

accurate diagnosis so that the pattern of the cellular 

nests can be seen. Laparoscopy has also recently been 

used for biopsy of these tumours (1). Immunohistolo-

gical studies were focally positive for desmin and dif-

fuse positive for vimentin. CD 99 with cytoplasmic 

immunoreactivity and  negative for myogenin, CD20, 

CD45RO, CD99, SMA, S100, PAS, WT-1, CK20, 

pankeratin, NSE, LCA and chromog-ranin. Among 

causes of ascites in a young man are present sclerosing 

epithelioid fibrosarcoma, hemophagocytic lymphohis-

tiocytosis and mucinous cystadenoma of the perito-

neum (5,6). Treatment should begin with chemothe-

rapy according to various protocols, followed by sur-

gery to resect all or most of the tumour. Kurre et al. 

have described three cases treated with radiotherapy 

with good results (4). Finally, peripheral blood stem 

transplantation is another option.  

In conclusion DSCRT is an exremely rare tumor 

and should be among the differential diagnosis of asci-

tes in a young patient.  
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