
The Seoul Journal of Medicine

Vol. 35, No, 3: 217-224, September 1994

Intra-Abdominal Desmoplastic Small Round Cell Tumor
- Immunohistochemical and ultrastructural study -
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= Abstract = We report a case of malignant intraabdominal tumor in a 14 years old
Korean girl that presented with abdominal pain, distension and palpable mass. Emergen
cy laparotomy revealed bulky peritoneal masses with numerous satellite implanting no
dules. Ught microscopically the tumor was characterized by discrete islands of compact,
small epithelium-like cells encased in desmoplastic stroma. Immunohistochemically the
neoplastic cells expressed vimentin strongly and diffusely and also neuron specific eno
lase strongly and focally. Ultrastructurally the neoplastic cells showed whorled intermedi
ate filaments, a fair number of mitochondria, dilated rough endoplasmic reticulum, a
few fat vacuoles and zonula-adherens type junctions. However there was no evidence of
specific differentiation. Histologic, immunohistochemical, and electronmicroscopic obser
vations indicated a primitive malignant neoplasm simultaneously expressing mesenchy
mal and neural differentiation. Our case did not express any epithelial markers including
pancytokeratin, epithelial membrane antigen and CAM 5.2.

Key words: Small round cell tumor, desmoplastic, abdominal, children, immunohisto
chemical study, ultrastructural study,

INTRODUCTION

"tntraabdorninal desmoplastic small cell tu
mors with divergent differentiation" is a recently
described and rare clinicopathologic entity.
Gerald and Rosai (1989) firstly described bulky
peritoneal tumors occurred in children and in
variably displaying nests of small cells set in a
dense fibromyxoid stroma. Ordonez et al. (1989)
also reported similar case in a 28 year-old male
and there were several more reports (Swanson
et al., 1988; Gonzalez-Crussi et aI., 1990). Clini-
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cally, this tumor is characterized by occurring in
children or adolescence, predominant or exclu
sive intraabdominal location, their large size, per
itoneal dissemination mimikinq metastatic nature
but the absence of an apparent primary site. His
topathologically, this tumor is a primitive small
round cell malignancy of uncertain histogenesis
capable of simultaneously expressing epithelial,
mesenchymal, and less consistently, neural
phenotype by immunohistochemical and eletron
microscopic observation. This tumors showed a
male predominance and male to female ratio
was 5 to 1 (Gerald et aI., 1991 ) In Korea, still no
reported case was found, therefore, we report a
typical case of intraabdominal desmoplastic
small cell tumor with clinicopathologic, Immu
nohistochemical and ultrastructural study.
















