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INTRODUCTION

Malignant small round cell tumor is a general term for a collection of tumors, which usually devel-
op from small, round, and undifferentiated cells and have a high nucleus/cytoplasm ratio. The 
tumors included in this group are Ewing’s sarcoma (peripheral neuroectodermal tumor), primitive 
neuroectodermal tumor (PNET), rhabdomyosarcoma, synovial sarcoma, non-Hodgkin’s lympho-
ma, cutaneous neuroendocrine carcinoma (Merkel cell carcinoma), retinoblastoma, peripheral 
neuroblastoma, hepatoblastoma, and nephroblastoma (Wilm’s tumor). Other tumors in the group 
of small round cell tumors are small cell osteosarcoma, undifferentiated hepatoblastoma, granu-
locytic sarcoma, and intraabdominal desmoplastic small round cell tumor (1-6). Sarcomas are the 
most common small round cell tumors that spread cutaneously. Although they can primarily be 
seen as cutaneous lesions, they may also be seen as metastatic lesions (5).

Differential diagnosis of malignant small round cell tumors is difficult because of their primitive 
character. Positive markers, such as cytokeratin, epithelial membrane antigen (EMA), desmin, 
vimentin, neuron specific enolase (NSE), and CD15, can be found in histopathological examina-
tions (2). In this case report, the treatment process of a patient in whom an excisional biopsy was 
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Abstract

Small round cell malignant tumors are the general term given to tumors that are small, round, and 
usually develop from undifferentiated cells. Tumors included in this group are: Ewing sarcoma (pe-
ripheral neuroectodermal tumor), primitive neuroectodermal tumor, rhabdomyosarcoma, synovial 
sarcoma, non-Hodgkin lymphoma, cutaneous neuroendocrine carcinoma (Merkel cell carcinoma), 
retinoblastoma, peripheral neuroblastoma, hepatoblastoma, and nephroblastoma or Wilms’ tu-
mor. In histopathological examinations, positive markers, such as cytokeratin, epithelial membrane 
antigen, desmin, vimentin, neuron-specific enolase, and CD15, can be found. The patient consult-
ed our clinic with a diagnosis of neuroectodermal small round cell malignant tumor after an exci-
sional biopsy was performed at an external center following a complaint of a mass in the thigh. A 
40-year-old female patient with a complaint of a mass in the right femoral posterior region for over 
1 year had excisional biopsy performed at an external center with a diagnosis of malignant tumor 
infiltration. Biopsy material was evaluated by our hospital’s pathology clinic. The result was found 
to be small round cell malignant tumor. The patient was admitted to our clinic for re-excision. 
Re-excision was made from the previous incision line on the posterolateral of the right thigh with a 
2 mm surgical border. Small round cell tumors are a heterogeneous group of tumors composed of 
malignant neoplasia. Even though they are often observed in childhood, some primitive neuroec-
todermal variants may be seen in adults. Owing to their low surveys, early diagnosis and aggressive 
treatment are significant in these cases.
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performed in an external center due to a mass on the thigh and 
whose pathology result was malignant small round cell tumor 
originating from the endoscopic neuroectoderm is described. 
PNETs were first described by Stout (7) in 1918 and were classi-
fied under the Ewing sarcoma family. Batsakis et al. (8) divided 
PNETs into three groups: those originating from the central, 
autonomous, and peripheral nervous systems. Particularly, 
tumors which are originated from peripheral nervous system are 
rare (7).

CASE PRESENTATION

A 40-year-old female patient was admitted to our clinic when 
the result of an excisional biopsy performed at an external cen-
ter due to a mass in the posterior part of the right thigh showed 
a malignant tumor infiltration. The biopsy material was evaluat-
ed by the pathology clinic of our hospital Figures (1-4). The 
patient was hospitalized in our clinic for re-excision when the 
result was malignant small round cell tumor.

In the physical examination, a 6 cm-, oblique-, and hyperpig-
mented-incision scar was observed between the posterolateral 
proximal onethird and middle onethird of the right thigh. No pal-
pable mass was observed in the thigh. No mass was seen in the 
bilateral inguinal and popliteal regions. No pathology was found 
in the abdominal computed tomography (CT), gluteal and pelvic 
region magnetic resonance imaging, and positron emission 
tomography (PET)-CT scans of the patient. The patient was oper-
ated under general anesthesia. Re-excision was performed 
through the previous incision line with a 2-cm surgical margin in 
the posterolateral region of the right thigh, and the muscle fascia 
on the base was also included in the excision material. The result-
ing defects were primarily repaired. No problems occurred in the 
early postoperative follow-up of the patient.

DISCUSSION

Malignant small round cell tumors are a heterogeneous group 
of neoplasms, and they are often observed in children or young 

Figure  1. Infiltration of malignant small round cell tumor 
cells under the skin (hematoxylin–eosin staining, 40X)

Figure  2. Infiltration of malignant small round tumor cells 
(hematoxylin–eosin staining, 100X)

Figure  3. Malignant cells that have a uniform appearance, 
spread in a diffuse pattern, and have a hyperchromatic nucleus 
and narrow cytoplasm (hematoxylin–eosin staining, 400X)

Figure  4. Immunohistochemical diffuse neuron specific 
enolase (NSE) staining in tumor cells (NSE, 400X)
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adult males (9). It has a predisposition of involving the skeletal 
system and soft tissues. This tumor group is composed of cyto-
morphologically similar neoplasms with different origins. Ewing 
sarcoma, PNET, rhabdomyosarcoma, synovial sarcoma, neuro-
blastoma, lymphomas, and desmoplastic small round cell 
tumors are the most common tumors of this group (3). In the 
differential diagnosis, minor differences are effective in terms of 
the patient’s age, the location of tumor, and structural and cyto-
plasmic properties. Immunohistochemical staining and chromo-
somal studies are useful in classifying the tumors (4).

Malignant small round cell tumors may occur in specific regions 
of the body, such as the abdomen, gonads, head and neck, 
upper thorax, and internal viscera. Some malignant small round 
cell tumors are very rare, but they can occur in different parts of 
the body. Involvement of the extremities is very rare.

An exact protocol has not been established for the treatment of 
these tumors. Surgery, chemotherapy, radiotherapy, and com-
bined treatments can be applied according to the size and local-
ization of the tumor. Due to the aggressive clinical pattern, an 
accurate diagnosis is important for the application of correct treat-
ment and for not applying unnecessary procedures in patients. 
Both early surgical excision and extensive surgical excision (per-
forming tumor excision with a 2–3 cm tumor-free margin) due to 
local recurrence after resection are the important points to be con-
sidered during the treatment (11). Adjuvant chemotherapy regi-
mens containing agents, such as vincristine, doxorubicin, and 
cyclophosphamide, and/or adjuvant radiotherapy are also recom-
mended in patients who are diagnosed at an early stage (9-11).

CONCLUSION

Although the prognosis is poor, care should be taken in terms 
of making the definite diagnosis and applying the correct treat-
ment in cases of rare and atypical tumors. The best treatment is 
early surgical excision and adjuvant chemoradiotherapy in 
selected patients.
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