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ABSTRACT

Undifferentiated (embryonal) sarcoma of the liver (UESL) is a rare tumor arising from mesenchymal cells. This tumor, which is 
generally encountered in children and adolescents, is rarely seen in elderly patients. Early diagnosis and treatment have a 
positive effect on survival. Here, a 77-year-old patient with UESL had giant masses in his liver and spleen, underwent liver 
resection and splenectomy, refused adjuvant chemotherapy, and started chemotherapy 18 months after local recurrence 
and distant metastasis were detected, is presented in the light of literature data. Our patient is the first case in the literature 
diagnosed with synchronous UESL in the liver and spleen.
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INTRODUCTION

Undifferentiated embryonal sarcoma of the liver (UESL) 
has been defined as an aggressive tumor with a generally 
poor prognosis, originating from the mesenchymal cells 
of the liver, and can be seen in benign or malignant 
forms.[1] Its incidence is 0.2% among all liver tumors, 
and most of them are detected incidentally by ultrasono-
graphy and computed tomography. It has shown that 
modern multimodal therapy and supportive care 
improve patients’ survival with undifferentiated 
embryonal sarcoma.[1–3]

Here, a case of UESL originating from the liver and 
showing spleen involvement in a 77-year-old patient 
who has reached large dimensions is presented in the 
light of literature data.

CASE

A 77-year-old male patient was referred to the surgical 

outpatient clinic with complaints of increasing fatigue, 
weakness, and abdominal pain for the last three months. 
On ul trasound and abdominal  computer ized 
tomography (CT), malignant masses were detected in the 
liver and spleen. No pathological data were found in the 
laboratory tests of our patient, whose tumor markers 
were normal. Heterogeneous hypodense lesions were 
detected in the liver segment 5 to 8 and in the upper 
pole of the spleen by whole-body positron emission 
tomography (PET)-CT performed on the patient. It has 
been reported that lesions with pathologically increased 
F18-FDG uptake have malignant characteristics. The 
patient underwent central hepatectomy and splenectomy 
(Figure 1).

In the examination of liver specimens (415 g) and spleen 
specimens (782 g), it was determined that the tumoral 
tissues in the liver and spleen were similar to each other 
and were well-circumscribed and contained large areas 
of necrosis. The surgical specimen consisted of a 

lobulated yellow-reddish neoplasm sized 13.8 × 12.5 × 2 



Etlik et al. • Volume 1 • Number 5 • 2023 https://www.git-journal.com

2

Figure 1. This figure shows synchronous lesions in the liver and spleen on 
abdominal CT (A) and PET/CT (B).

cm in the spleen and 7.8 × 6.8 × 8.4 cm in the liver with 
cystic, hemorrhagic, and necrotic areas on the cut 
surface. A fibrous discontinuous pseudocapsule 
separated the tumor from the adjacent compressed liver 
and spleen parenchyma (Figure 2).

Figure 2. This figure shows that the cross-sectional cut surface of the 
specimens consisted of a lobulated yellow-reddish neoplasm with cystic, 
hemorrhagic, and necrotic areas in the spleen surface and solid and 
gelatinous areas in the liver.

Microscopically, the tumor was variable in appearance. 
Some areas appeared to be composed of a relatively 
uniform sheet of undifferentiated cells, while other areas 
demonstrated wildly pleomorphic anaplastic cells, some 
with multinucleation. Characteristically, scattered tumor 
cells showed multiple, different-sized, eosinophilic, PAS-

positive globules in the cytoplasm or the extracellular 
stroma. Prominent intratumoral necrosis was seen, with 
moderate mitotic activity (Figure 3).

Figure 3. Microscopic view of tumors. A. Microscopic view of the densely 
cellular area comprised of pleomorphic round and spindled cells 
(hematoxylin and eosin, ×200). B. Cellular region of the tumor with 
anaplastic tumor cells and variably sized eosinophilic globules. C. Alpha1-
antitrypsin immunohistochemistry diffusely staining tumor cells and the 
globules (×200). D. Immunohistochemistry shows strong diffuse positivity 
for vimentin.

Tumor cells stained positively for vimentin alpha1-
antitrypsin, CD68, and CD10, while negative for 
myogenin, CD34, desmin, CD117(C-kit), hepatocyte 
paraffin 1 (Hep-par1), anaplastic lymphoma kinase 1 
(ALK1), and S-100, cytokeratin AE1/AE3, melan A, B-
cell lymphoma 2 (BCL2), Glypican 3 (GPC3). The 
morphological and immunohistochemical profile was 
consistent with undifferentiated embryonal sarcoma.

In the HPB council, the case was evaluated as an 
undifferentiated (embryonal) sarcoma originating from 
the liver and metastasizing to the spleen, and 
chemotherapy was decided. According to our literature 
review, it is the first case in which UESL was detected in 
the form of a synchronous lesion in the liver and spleen 
in an elderly patient. The patient’s postoperative period 
w a s  u n e v e n t f u l ,  b u t  h e  r e f u s e d  a d j u v a n t  
chemotherapy.Follow up controls of the patient were 
performed with USG and abdominal CT at 3-6 month 
intervals. Malignant cells were observed in the bone 
marrow examination performed to investigate the 
etiology of anemia 17 months later. Abdominal CT 
performed in the same period revealed recurrent lesions 
in the liver, abdomen, and lung (Figure 4). The patient 
accepted chemotherapy and was discharged with a 
chemotherapy protocol including six cycles of 
gemcitabine plus docetaxel combination. Despite the 
partial regression of his lesions, he died at the 
postoperative 30th month with intra-abdominal 
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recurrences and lung metastases.

Figure 4. Abdominal CT at the postoperative 18th month shows local 
recurrence and new lesions located in the liver and left upper quadrant 
(arrows).

DISCUSSION

UESL is a rare neoplasm that is frequently seen in 
childhood and is seen in adults and advanced age. Due 
to the very progressive course of the disease, data on 
elderly patients are very limited. The number of cases 
reported in the literature is around 350. We searched the 
literature data of the last 50 years to reveal the diagnosis 
and treatment protocols. There are very few clinical 
series in the literature. There are studies conducted 
mainly in the form of case reports.[1–3] Series involving 
more than 40 patients, even in children, have been rarely 
reported.[2–4] We could not find any study in the literature 
reporting synchronous UESL lesions in the liver and 
spleen.

In the literature, the mean survival is 29 months; long-
term (10+ years) survival after surgery and cases with 
complete cure have also been reported.[1,2,4] UESL is a 
chemotherapy-sensitive tumor.[1] The Italian and 
German surgical groups reported four patients who 
underwent complete surgical tumor resection followed 
by adjuvant chemotherapy. All patients in this report 
achieved a complete remission at 5 to 10 years.[1,2] 
Patients who underwent complete tumor resection and 
adjuvant chemotherapy survived 32.5 months of follow-
up. They also had significantly better survival than 
patients who underwent surgery alone.[1]

In the literature, it has been reported that tumor 
recurrence developed in only 23% of the patients who 
received adjuvant chemotherapy in a mean follow-up of 
28 months.[1,3,4] It has also been reported that the tumor 
recurred in 42% of the patients who underwent surgical 
resection but were followed up without adjuvant 
chemotherapy, frequently in the eighth month 
postoperatively.[3,5] O u r  p a t i e n t  a l s o  r e f u s e d  
pos tope r a t i v e  chemothe r apy  and  a ccep t ed  
chemotherapy after local recurrence, and distant 
metastases were detected 17 months later.

In conclusion, synchronous UESL involving the liver 
and spleen is a very rare condition. Curative treatment of 
UESL is possible with surgery followed by adjuvant 
chemotherapy. Adjuvant chemotherapy has a positive 
effect on postoperative survival.
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