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Clinical Note

Desmoplastic small round cell tumor of the abdomen
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M. Ruiz-Echarri, R. Lozano2, A. Tres

Summary

A 21-year old woman  presented with a 2-month
history of abdominal pain. The diagnostic work-up
disclosed a 17-cm intraperitoneal mass. Biopsy
showed islets containing small round cells
surrounded by abundant desmoplastic stroma.
Immunohistochemistry was strongly positive for
desmin and weakly positive for vimentin and
neuron-specific enolase. Pathological diagnosis was
intraabdominal round cell desmoplastic tumor. The
patient underwent an intensive schedule of high-
dose alkylator-based chemotherapy, the P6 protocol,
designed by the Pediatrics Division of the Memorial
Sloan-Kettering Cancer Center. She had a partial
response and subsequently underwent resection of
the residual mass followed by high-dose
chemotherapy with stem cell support. Ten months
later, the patient had disease progression and is
currently receiving second-line chemotherapy. 
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Resumen

Una mujer de 21 años  consultó por dolor abdo-
minal de dos meses de evolución. El estudio que se
le practicó puso de manifiesto la existencia de una
masa intraperitoneal de 17 cm. La biopsia demos-
traba la existencia de islotes de células pequeñas y
redondas, rodeadas de abundante estroma desmo-
plásico. La inmunohistoquímica fue fuertemente
positiva para desmina y débilmente positiva para vi-
mentina y enolasa neuronal específica. Con estos
hallazgos el diagnóstico anatomopatológico fue de
tumor desmoplásico de célula pequeña intraabdomi-
nal. La paciente inició tratamiento con un esquema
intensivo de  altas dosis de quimioterapia basada en
agentes alquilantes, de acuerdo con el Servicio de
Pediatría del Memorial Sloan-Kettering Cancer
Center, denominado protocolo P61. Tras el mismo
presentó respuesta parcial siendo sometida a cirugía
de las masa residuales y a continuación a quimiote-
rapia de altas dosis con trasplante autólogo de mé-
dula ósea. Diez meses después la paciente presentó
progresión de la enfermedad por lo que está reci-
biendo un asegunda línea de quimioterapia.

Palabras clave:Tumor desmoplásico de célula
pequeña. Quimioterapia de altas dosis. Tumor in-
trabdominal.



A 21 year-old-female presented with a 2-month
history of abdominal fullness. Physical examination
revealed a large mass in left hemiabdomen. Blood
chemistries and serum markers (CEA, CA 12.5,
enolase) were normal. Computed tomography of the
body revealed a 17-cm heterogeneus intraabdominal
mass and moderate ascites (Figure 1). The patient
underwent exploratory laparotomy revealing an in-
traperitoneal tumor with splenic extension but wit-
hout an obvious apparent primary site. Biopsy was
performed. Microscopically the tumor showed cha-
racteristic malignant features. It consisted of islets
of small round cells surrounded by abundant des-
moplastic stroma (Figure 2). Immunohistochemical
stains were strongly positive for desmin (Figure 3)
and weakly positive for vimentine (Figure 4) and
for neuron-specific enolase (Figure 5). Epithelial
membrane antigen, cytokeratin, leucocyte common

antigen, chromogranin, synaptophysin, S-100 pro-
tein and CEA were negative. After diagnosis of des-
moplastic small round-cell tumor (DSRCT), treat-
ment consisted of a high-dose alkylator-based regi-
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Figure 1. Abdominal scan showing an intraabdominal mass dis-
placing the small bowel.

Figure 2. Tumor composed of small round cells surrounded by
abundant desmoplastic stroma.

Figure 3. Immunohistochemical  stains revealed strong positi-
vity for desmin.

Figure 5. Immunohistochemical showed weak positivity for
neuron-specific enolase.

Figure 4. Immunohistochemical stains revealed weak positivity
for vimentine.



men, according to the Deparments of Pediatrics,
from Memorial Solan-Kettering Cancer Center, la-
beled the P6 protocol1. From August to October
2002, seven cycles were administrated. Courses 1,
2, 3, and 6 consisted of high-dose cyclophosphami-
de, doxorubicin and vincristine. Courses 4, 5, and 7
consisted of ifosfamide, etoposide and mesna. The
patient received prophylaxis againts pneumocystis
carinii pneumonia and granulocyte colony-stimula-
ting factor (G-CSF) was given. Toxicity consisted
of grade 4 myelosupression and grade 3 mucositis.
After P6 chemotherapy, the patient had a 6-cm resi-
dual mass, two nodules in pelvis and a hepatic no-
dule, which were resected. In order to consolidate
disease regression, a myeloablative regimen with
stem-cell rescue was performed, wich included
high-dose thiotepa (1,2 g/m2) carboplatin (2 g/m2)
and cyclophosphamide (9,6 g/m2). 

Ten months later, intraabdominal progression was
detected and the patient started a second-line of
chemotherapy, which goes on at the moment. 

Desmoplastic small round-cell tumor is a relati-
vely newly recognized neoplams2. It is commonly
seen in adolescent boys and predominant or exclusi-
ve intraabdominal localization, with inconstant or-
gant involvement. Microscopically findings consist
in the presence of discrete islands of compact, small
epithelial-like cells encased in a fibrous stroma and
immunohistochemical studies indicating a primitive
malignant neoplams of uncertain histogenesis capa-
ble of simultaneously expressing epithelial, me-
senchymal, and, less consistently, neural phenoty-
pes3. Prognosis is poor because these tumors are re-
latively unresponsive to coventional chemotherapy,
but a combination of agressive surgical debulking,
high-dose chemotherapy and myeloablative che-
motherapy with stem cell rescue appears to lead to
an improved outcome1, 4, 5. 
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