
INTRODUCTION

Undifferentiated embryonal sarcoma of liver (USEL) is a rare 

disease that 90% occurs in children between age group 6-10 
(1)years with no gender discrepancy Typically presents with 

pain, fever, abdominal mass and normal serum AFP. USEL is 

often misdiagnosed as other types of hepatic malignant 

tumors. Diagnosis of USEL relies on postoperative pathology 
(2) and immunohistochemistry It has difcult diagnosis 

because of overlapping of epidemiological, clinical, 

radiological ndings with those of other liver tumors. 

According to current studies, management of USEL mainly 

comprises surgery with postoperative chemo/radiotherapy. It 

has good prognosis but large tumors may rupture and cause 

death.

CASE REPORT

An 8 year old female child brought to surgical OPD with severe 

abdominal pain and fullness since 1 month associated with 

early satiety. Patient had no any other complaint. On 

examination there was a diffuse lump in epigastrium and 

extending to left hypochondrium which could not be examined 

properly due to tenderness over it.

Patient was advised CECT abdomen (Figures 1 & 2) which 

s h o w e d  6 x 6 x 6  c m  w e l l  d e  n e d  m u l t i l o c u l a t e d 

heterogeneously peripherally enhancing cystic lesion arising 

from body of stomach extending into greater omentum and 

abutting left lobe of liver p/o. myobroblastic inammatory 

pseudotumor of stomach appears more over GIST.

Patients AFP and liver functions were normal.

Figure 1

Figure 2

Since patient had severe abdominal pain unable to control 
with medical management exploratory laparotomy with 
excision of tumor sos partial gastrectomy was planned for the 
patient  with working diagnosis of strongly tumor of stomach. 
Left subcostal incision kept with extension to the right. 
Intraoperatively, on opening peritoneum, a 9x7 cm massfound 
arising from left lobe of liver (Figure 3 & 4) which was free from 
stomach and surrounding structures. Rest of the liver was 
normal. Left Lobectomy performed and Hepatic mass was 
resected and liver margin was hemostasized. Small bowel, 
kidneys and spleen found to be normal.
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Figure 3                                                             Figure 4

Cut surface found to be brownish, hemorrhagic and few 
whitish areas.

On microscopy (Figure 5 & 6), liver parenchyma was 
predominantly replaced by a tumor with a pseudocapsule 
and displaying fascicles and sheets of spindle to polygonal 
cells with moderate to marked nuclear atypia. Foci of 
extramedullary hematopoiesis, myxoidstroma with thin 
walled and ecstatic vessels along with entrapped hepatocytes 
and bile ducts seen. In areas there is complex and 
interconnecting vasculature lined by atypical cells, consistent 
with angiosarcoma component.  

 

Figure 5                                                                Figure 6

On immunohistochemistry, tumor was CD10, CD 31, CD 56, FLI 
1, Desmin and SMA positive. It was negative for CD 117, SALL 
4, Myogenin, Heppar 1 and CK. Diagnosis was consistent with 
undifferentiated embyonal sarcoma with foci of high grade 
angiosarcoma and a component of mesenchymal 
hamartoma.

DISCUSSION
Undifferentiated embryonal sarcoma of liver is also known as 
malignant mesenchymoma as it is considered to be a 
malignant evolution of mesenchymal hamartoma.it is 9-15% 
of pediatric hepatic tumors and rare in adults. It is a rare 

(3)hepatic tumor and rst case was reported in 1978  Around 
260 cases are found worldwide in pediatric age group by 2015. 
The tumor is mainly localized or found in the hepatic right lobe 
(59%), while it rarely develops in the hepatic left lobe (22%) or 
the bilateral lobe (20%). UESL typically has a diameter of 10-
25 cm with a solitary clear boundary. Hemorrhage, necrosis 
and cystic degeneration are frequently observed while 
clinical manifestations include abdominal mass, pain, fever 

(4) (5)and rarely jaundice.  A denite diagnosis of UESL is not 
able to be determined preoperatively; the diagnosis relies on 
postoperative pathological analysis and immuno 
histochemical results. UESL ought to be differentiated from 
hepatoblastoma, embryonalrhabdomyosarcoma, hepatic 
mesenchymal hamartoma and hepatic echinococcosis.. It is 
often associated with mesenchymal hamartoma and rarely 
with vaginal embryonal rhabdomyosarcoma.

Undifferentiated embryonal sarcoma of the liver usually 
occurs as a single and well-circumscribed lesion grossly. The 
well-demarcated appearance is created by a brous 

(4)pseudocapsule 

It appears to be a primitive mesenchymal neoplasm with 
possible foci  of  di f ferent iated sarcoma, such as 
angiosarcoma. USEL is considered to be highly invasive 

malignant tumor with primary hepatic mesenchymal tissue 
with distant metastases. Prognosis is not based on size or 
differentiation of tumor but is solely depends on invasion, 

(6)diffusion and metastasis The key management of the disease 
is total resection followed by postoperative combined 
therapeutic measures, including chemotherapy, radiotherapy 
and interventional therapy. In recent years, survival rates have 
signicantly improved due to improvements in therapy, and 

(6)long-term survival cases have been reported Studies have 
shown improved survival rates ranging from 70% to 100% in 
patients who were treated with multimodal therapy. The 
recurrence rate in UESL is higher during the rst 2 years after 
surgery and the risk is higher with positive resection margins 
and cases with spontaneous or iatrogenic rupture of the 

(7) (8) (9)hepatic lesion. 

CONCLUSION
Patient underwent chemotherapy including Ifosfamide, 
Mesna and Doxorubicin. Currently, the patient's physical 
status is normal with no distant metastases shown in PET-CT. 
We conclude that preoperative and/or postoperative 
interventional therapy, combined with radiotherapy and 
chemotherapy, may improve survival rates and times in 
certain cases. The precise timing of the total surgical resection 
is crucial to prevent invasive growth of the tumor, and a liver 
transplantation is the most effective therapy for a patient 
whose tumor cannot be surgically resected.
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