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Abstract Rhabdomyosarcoma (RMS)
of the biliary tree is a rare tumor in
children that has a very poor prog-
nosis. Preoperatively, it is often mis-
taken for a choledochal cyst. We report
a case of RMS of the biliary tree in a
4-year-old girl who presented with
abdominal pain and obstructive jaun-
dice. The RMS was diagnosed at lap-
arotomy; excision was not possible
due to its size and localization. Che-
motherapy achieved complete regres-
sion of the tumor observed at second-
look surgery. Preoperative chemo-
therapy can now avoid mutilating sur-
gical procedures and improve survival.
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Introduction

Rhabdomyosarcoma (RMS) 1is the
most frequent soft-tissue tumor in chil-
dren. The most common primary sites
are the genitourinary tract, extremities,
and head and neck [4]. The biliary
tree, however, is an extremely rare
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site for the primary lesion. Its prog-
nosis is still poor, but now chemo-
therapy can improve the outcome.
We report a case recently treated in
our hospital.

Case report

A 4-year-old female was admitted with sev-
eral months’ history of abdominal pain. One
month before admission she developed itch-
ing, brown urine, and jaundice. No further
remarkable findings were seen on physical
examination. Laboratory investigations show-
ed an erythrocyte sedimentation rate of
17 mm/h, total serum bilirubin 6.7 mg%
(direct 6.2), glutamic oxaloacetic transami-
nase 336 IU/l, glutamic pyruvic transaminase
723 IU/, alkaline phosphatase 714 IU/L,
v-glutamyl transferase 1054 IU/I, lactic dehy-
drogenase 778 UL/, cholesterol 318 mg%,
o-antitrypsin 206 mg/dl (N = 5,000—85,000)
and ceruloplasmin 46 mg/dl (N = 27-56).
Hydatid, hepatitis, and cytomegalovirus serol-
ogies were negative. A barium meal study
showed the second part of the duodenum
compressed by an extrinsic tumor. Liver scin-
tigraphy (HIDA) revealed hepatomegaly and
total obstruction of bile flow. Sonography
(US) showed a 4.5-cm, non-homogeneous,
echogenic mass near the porta hepatis and
markedly dilated intrahepatic ducts. Com-
puted tomography (CT) showed hepatome-
galy and a hypodense mass arising at the
porta hepatis and extending down to the
duodenum (Fig. 1). The clinical diagnosis
before surgery was a choledochal cyst.

A non-resectable, firm, malignant mass
was found at laparotomy involving the extra-
hepatic bile ducts (BD), between the porta
hepatis and duodenum. It included the portal
vein and hepatic artery and displaced the
inferior vena cava posteriorly. There were
enlarged regional lymph nodes. The intraop-
erative cholangiogram (Fig. 2) showed a large
mass in the common bile duct (CBD), dilated

intrahepatic ducts, and the entire afected bili-
ary tree. A diagnosis of RMS of the bile duct
(RMS/BD) was made by operative pathologic
examination. After a liver biopsy, cholecys-
tectomy, and T-tube insertion in the CBD, the
abdomen was closed.

The tumor was designated as stage IV
(pT3B pN2a MO0). Chemotherapy with carbo-
platin, epirubicin, vincristine, ifosfamide, and
VP-16 was given according to the Internation-
al Society for Pediatric Oncology. Twenty-one
weeks later, a T-tube cholangiogram and CT
showed disappearance of the tumor. At sec-
ond-look laparotomy the extrahepatic BD
were resected and a Roux-en-Y hepatico-
jejunostomy was made. No tumor cells were
seen on pathologic examination, which show-
ed only granular tissue and fibrosis of the BD
wall. Three months later, the patient died
during the last phase of chemotherapy (mas-
sive chemotherapy and bone marrow trans-
plantation) due to chemotherapy-related im-
munosuppression with acute renal failure.

Discussion

Rhabdomyosarcoma is the most fre-
quent soft-tissue tumor in children. It
can occur in almost every area of the
body, but the most common primary
sites are the genitourinary tract, extre-
mities, and head and neck. RMS/BD
constitutes less than 1% of all RMS
[10], but is the most common malig-
nancy of this site in children [2]. It was
first reported in 1875 by Wilks and
Moxon [12], and to date 58 cases have
been reported in the literature.
RMS/BD often occurs in children
aged 3—4 year [8], most frequently in
girls (5/1). Obstructive jaundice and
abdominal pain constitute the classic
symptomatology. The best imaging



Fig. 1 Computed tomography
scan showing size and localization
of tumor

Fig. 2 Intraoperative
cholangiogram

procedures are US, CT, and magnetic
resonance imaging, which reveal the
lesion as a hypodense intraductal mass
with intrahepatic BD dilatation [6].
However, the definite diagnosis often
is not possible until laparotomy: the
usual diagnosis before surgery is cho-
ledochal cyst [1, 6, 8]. The most fre-
quent histologic diagnosis is embryo-
nal RMS or sarcoma botryoides. It is
characterized by a high risk of local
recurrence and a low risk of remote
metastases.

Radical surgery was traditionally
considered the treatment of choice
for RMS/BD, and long-term survival
after resection alone has been reported
[9]. Nevertheless, improvement of out-
come has only been obtained by the
combination of surgery, radiation, and
chemotherapy, and the longest known
survivals were related to the use of
multidisciplinary therapy [8], which
might be due to the characteristics of
these tumors (multilocular growth)
that make complete surgical resection
almost impossible. Several surgical
procedures have been employed,
from BD aspiration and curetage [5]
to more aggressive technics such as
partial resection of the liver or pan-
creaticoduodenectomy [1, 3, 9]. The
most frequently used chemotherapeut-
ic agents are cyclophosphamide, vin-
cristine, and actinomycin D. Adriamy-
cin, cisplatin, and etoposide have also
been used. In this case, primary resec-
tion of the tumor was not possible due
to its local extension. Surgery con-
sisted only of biopsies of the tumor
and liver, cholecystectomy, and inser-
tion of a T-tube in the CBD. We
consider it essential to ensure adequate
bile drainage before chemotherapy.

It is commonly accepted that che-
motherapy is the first therapeutic step

when excision is not possible, the aim
being devitalization of the tumor cells
and reduction of its mass. Although
preoperative chemotherapy has proved
to be effective in the treatment of RMS
sitnated elsewhere, results are not so
clear in RMS/BD. While some authors
have reported cases where preopera-
tive chemotherapy did not reduce the
size of the tumor [9], others have
established its usefulness to facilitate
surgery and avoid mutilating proce-
dures [6, 8, 11]. Mulet et al. reported
two cases treated by BD curetage and
chemotherapy, and we think that their
patients’ long survival were probably
due to chemotherapy [5]. Perisic et al.
[7] observed tumor disappearance
from the CBD with chemotherapy
and obtained histologic findings simi-
lar to ours.

In our case chemotherapy proved to
be effective achieving complete disap-
pearance of the tumor at second-look
surgery and histologically. It would be
the second case in the literature of
proven total tumor regression after
chemotherapy. In conclusion, the prog-
nosis of RMS/BD is still poor, but we
believe that surgery with pre- and post-
operative chemotherapy can improve
survival.
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