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[ Abstract] Objective To explore the clinical characteristics , treatment strategies and prognosis of rhab-
domysarcoma of biliary tree (RMS/BT) in childhood. Methods A retrospective analysis was performed for 6
RMS/BT children from January 2013 to March 2020. Results There were 5 boys and 1 girl with a median age
of 28.5(7 =50) months and a median follow-up period of 21 (3 —43) months. The originating places were in-
trahepatic biliary tract (n =2) ,extrahepatic biliary tract (n =3) and proximal common bile duct of hepatic hi-
lum involving left and right hepatic ducts (n =1). Most extrahepatic or hilar cases presented initially with bili-
ary obstruction while intrahepatic cases showed abdominal pain or local mass. According to the pre-treatment
staging criteria for TNM , the types were T, NoM,(n=2) ,T, N M,(n=3) and T;,N;M,(n =1). And based
upon the postoperative pathological staging system of Rhabdomyosarcoma Research Group (IRS),the stages
were [l (n=5) and 1 (n=1).Comprehensive treatments of surgery,chemotherapy and radiotherapy were of-
fered. Two patients underwent primary resection and resection was delayed for the remainder after induction
chemotherapy. All cases received postoperative chemotherapy. Three children received radiotherapy at primary

sites. One case of chemotherapy received radiotherapy. And tumor rupture occurred in 1 case during the first di-
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agnosis and treatment, followed by biliary fistula and biliary peritonitis. Except for one death,five children sur-

vived. Two tumor-free cases completed treatments, another two received ongoing treatments while another recur-

rent child was still treated. Conclusion RMS/BT is sensitive to chemotherapy. If diagnosis and treatment fol-

low the order of tumor biopsy,chemotherapy, delayed surgery and radiotherapy,most cases may achieve radical

resection so as to effectively reduce local recurrence.
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Table 1  Clinical profiles of 6 RMS/BT children
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Table 2 Treatment courses and outcomes of 6 RMS/BT children
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Table 3 Live unction test and bilirubin laboratory tests during initial presentations

e ALT AST GGT ALP DBIL LDH
(U/L) (U/L) (U/L) (U/L) (umol/L) (U/L)

1 137.6 147.7 498.3 490 74.5 406

2 246.5 96.8 297.6 415 8.13 192

3 127.5 219 637 937 24.59 389

4 31.4 27.3 147.8 220 1.24 221

5 312.4 376.4 664.6 1165 107.45 375
6 191.4 149.4 1242.4 1882 48.08 200
%k 164.5 148.5 567.6 713.5 36.3 298
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Fig.1 Case 5 Abdominal enhanced MR Fig.2 Case 5 during operation showed that the tumor originated from the common hepatic

duct and the common bile duct. The upper pole was located above the level of the left and right hepatic ducts into the common hepatic

duct, the lower pole was located in the pancreatic section of the common bile duct, and the back was close to the portal vein Fig. 3

RMS/BT pathological picture
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