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= Abstract=
Undifferentiated (Embryonal) Sarcoma of the Liver in Children

Dae-Yeon Kim, M.D., Ki-Hong Kim, M.D., Sung-Eun Jung, M.D., Seong-Cheol Lee, M.D.,
Kwi-Won Park, M.D., Woo-Ki, Kim, M.D.

Department of Surgery, Seoul National University College of Medicine
Seoul Korea

Undifferentiated (embryonal) sarcoma is a rare malignancy of the liver in children
and young adults. Seven cases of undifferentiated (embryonal) sarcoma of the liver
pathologically verified at Seoul National University Children's Hospital between 1986
and 1999 were retrospectively analyzed. There were three girls and four boys, and
their mean age at diagnosis was 12.1 years (range 7-13 years). Six patients presented
with an abdominal mass or pain, and one with weight loss. Tumor size ranged from
8.0x8.0cm to 15.0x15.0 cm. Four tumors were located in the right lobe, two in the
left lobe and one in both. One patient died during chemotherapy. Initial complete
resection was accomplished in three patients. Two patients underwent complete
resection after chemotherapy. Five patients with complete resection survived without
evidence of disease for 8, 11, 13, 28, and 84 months. A patient with partial resection
and chemotherapy died of sepsis during chemotherapy 19 months after complete
surgical resection. Adjuvant chemotherapy and radiotherapy were performed in all
patients after complete surgical resection. In conclusion, though undifferntiated
(embryonal) sarcoma of the liver is highly malignant, the combination therapy of
surgery, chemotherapy and radiotherapy appears to result in a favorable prognosis
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Table 1. Clinical Manifestations
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Age at Age at LDH GOT
CaseSex Dx  Op*® Chief complaints Other symptom and sign (ru JGPT Location Size(cm)
(yr/m) (yr/m) /LT
8/11 - Abd.mass and painVomiting,fever 484 Normal Lt 8.0x 8.0

9/0  8/5 Abd.mass and painVomiting
11/7  11/1 Wt. loss
10/10 10/10 Abd.mass and painFever

8/8 8/8 Abd.pain

7/1  6/8 Abd.mass
13/8 13/8 Abd.pain

GO T A W
ERREERE=

Abd.pain.dizziness A/N/V/D(+/+/+/+)" 7155 51/13 Rt

52/51 Both 11.0X 9.5

15.0x15.0

45/71 Lt 9.0x 8.5

255 49/52 Rt 13.5x11.5

Fever ,vomiting pleural effusion 637 Normal Rt 13.0X13.0
452 Normal Rt 15.0x15.0

*Op :complete excision, TA/N/V/D:anorexia/nausea/vomiting/diarrhea,
T normal range:1-9yr.(150-500), 10-19yr.(120-330)
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Table 2. Diagnostic Work-up, Management and Follow-up

Case Histologic Dx Immunohistochemistry

Survival aft-

Manegement after Histologic Dx er Dx/Resec-

tion (months)
1 Open Biopsy - - 1/0
2 Partial resection @ 1 antitrypsin(-), aFP(-), Complete resection after chemotherapy, 26/19
Desmin (), Myoglobin(+) and chemotherapy&radiation therapy
3 Open Biopsy = Complete resection after chemotherapy, 90/84
and chemotherapy & radiation therapy
4 Tumorectomy® Vimentin(+), e lantitrypsin(+), aFP(-), Chemotherapy & radiation therapy 28/28
a lantichymotrypsin(+), myoglobin(-),
5 Tumorectomy” Desmin(-) Chemotherapy & radiation therapy 13/13
Vimrnyin(+)
6 Sono-guide Biopsy aFP(-), B-HCG(-), CEA(-) Complete rescction after chemotherapy, 16/11
and chemotherapy & radiation therapy
7 Rt lobectomy” BFP(-), Blantitrypsin(-), Complete resection after chemotherapy, 8/8

Desmin(-), PanCK(-), S-100

and chemotherapy & radiation therapy

*Complete surgical resection
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Fig. 1. Gross finding of the resected specimen, sh-
owing multiple cystic areas filled with gelatinous and
hemorrhagic materials.

Fig. 2. Microscopic findings (H & Ex100). Large
stellate cells with hypochromatic ~multilobular or
multiple nuclei and spindle cells with enlongated
ovoid nuclei and coarsely clumped chromatin.
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