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Biliary rhabdomyosarcoma is the most common cause of
malignant obstructive jaundice in pediatric patients. After
obtaining a prompt diagnosis, confirming the response to
neoadjuvant chemotherapy can orientate liver-sparing
surgery with favorable outcomes. Direct cholangioscopy
is a well-established diagnostic and therapeutic technology
in adults with an evolving role in children. We report a
3-year-old girl (15kg) referred for unexplained jaundice
despite an extensive workup. Magnetic resonance
cholangiopancreatography demonstrated a right
biliary dilatation and an aberrant anatomy. An en-
doscopic retrograde cholangiopancreatography
(ERCP) was performed with cholangiogram, biliary
sphincterotomy and a nasal-biliary tube placement
for cytology that was not contributive. A computed
tomography scan demonstrated a 4 cm x 2 cm mass
in the right biliary duct, gallbladder, and common
duct. Direct cholangioscopy confirmed intraluminal

obliterative polypoid mass arising from the common
duct without the involvement of the major papilla
(Figure 1). Cholangioscopy-guided and X-ray-gui-
ded biopsies were taken and a plastic stent was left
in place. Histology confirmed a well-differentiated
embryonal biliary rhabdomyosarcoma positive to
Desmin and Myogenin, with a high proliferation
index (Ki67 40%). A tailored neoadjuvant chemo-
therapy according to European Pediatric Soft Tissue
Sarcoma Study Group protocols was carried out for
3 months. Another ERCP with direct cholangioscopy
was employed to confirm the tumor's response with
a relevant mass reduction and to obtain negative
biopsies from the left main duct and from the con-
fluence (Figure 1). The patient received a right
hepatectomy with  “Roux-en-Y”  hepaticojeju-
nostomy. This report suggests a possible role for
direct cholangioscopy even in small children for
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FIGURE 1 Cholangioscopy-aided diagnosis and evaluation of response after neoadjuvant chemotherapy to support the preservation of the
left liver lobe.

difficult diagnosis or X-ray sparing endoluminal

therapy.

ACKNOWLEDGMENTS
The authors have no funding to report.

CONFLICT OF INTEREST STATEMENT
The authors declare no conflict of interest.

ORCID

Valerio Balassone © http://orcid.org/0000-0001-
5398-4275

Mario Brusco © https://orcid.org/0009-0008-
4169-3516

- /
Free leftbiliary
duct

main biliary
ation

Common duct
Mass reducti

REFERENCE

1. Perruccio K, Cecinati V, Scagnellato A, et al. Biliary tract rhabdo-
myosarcoma: a report from the Soft Tissue Sarcoma Committee of
the Associazione Italiana Ematologia Oncologia Pediatrica. Tumori.
2018;104(3):232-237. doi:10.5301/.5000692

How to cite this article: Balassone V, Faraci S,
Brusco M, et al. Direct cholangioscopy supporting
diagnosis and conservative surgery of a biliary
rhabdomyosarcoma in a child. J Pediatr
Gastroenterol Nutr. 2024;1-2.
doi:10.1002/jpn3.12404

8518017 SUOWIWIOD BA 181D 3|ceol dde 8y} Aq peuenob a1e Sa(ole VO ‘SN J0 S8INJ 10} Afeiq 1 8UIIUO /8|1 UO (SUO I IPUCD-PUe-SWLBH LD A8 | IMA eI 1[U[UO//SY) SUORIPUOD pUe Swie | 83 88S *[7202/2T/T0] uo A%iqiauljuo &M ‘B8 L A #0rZT €ud(/200T 0T/10p/L00" A8 |IMAlelq1jeuluo//Sany Wwo} papeo|umoq ‘0 ‘T08Y9EST


http://orcid.org/0000-0001-5398-4275
http://orcid.org/0000-0001-5398-4275
https://orcid.org/0009-0008-4169-3516
https://orcid.org/0009-0008-4169-3516
https://doi.org/10.5301/tj.5000692
https://doi.org/10.1002/jpn3.12404

	Direct cholangioscopy supporting diagnosis and conservative surgery of a biliary rhabdomyosarcoma in a child
	ACKNOWLEDGMENTS
	CONFLICT OF INTEREST STATEMENT
	ORCID
	REFERENCE




