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Hyaline Vascular Castlemanâ��s disease involving the Biliary Tract

Abstract:

SN Kalimuthu, O Traynor, J Albores-Saavedra, K Sheahan, D Gibbons
St Vincentâ��s University Hospital, Elm Park, Dublin 4

Abstract
We report a case of Castlemanâ��s Disease (CD), hyaline vascular subtype involving the biliary tract with obstruction.
A 43 year old man presented with a 5 week history of abdominal and back pain with biliary obstructive symptoms. He was
jaundiced with persistently high LFTs. Radiological investigation revealed a stricture in the extrahepatic biliary
tract. The clinical impression at the time was of sclerosing cholangitis with bile duct cholangiocarcinoma. A
Whippleâ��s procedure was performed. Histology and immunohistochemistry supported the histologic diagnosis of CD of
hyaline vascular subtype. There was no evidence of disease elsewhere and the patient was disease free after a 6 year
follow-up. Our case describes the hyaline vascular subtype of CD, a relatively rare disease occurring in a previously
undescribed location. 

Case Report
A 43 year old Caucasian male presented with a 5 week history of abdominal and back pain with associated pruritis,
anorexia and vomiting. He was jaundiced at presentation. He had no significant alcohol history, recent foreign travel
or evidence of immunosuppression. Laboratory workup showed persistently elevated liver enzymes with a cholestatic
picture. The serum tumour markers including AFP, CA19.9 and CEA were within normal limits.  MRI demonstrated mildly
dilated intrahepatic bile ducts in both the left and right lobes of liver with enlarged lymph nodes in the
gastrohepatic ligament. Maximum Intensity Projection (MIP) MRI showed a stricture traversing the common hepatic and
proximal common bile duct with mild dilation the intrahepatic biliary tree (Figure 1, coronal-T2 weighted image).
Based on the clinical findings the differential diagnosis included cholangiocarcinoma and IgG4 sclerosing cholangitis.

The patient underwent a partial Whippleâ��s procedure with removal of porta hepatis nodes. A mass lesion was not seen
grossly. Microscopy revealed a follicular lymphoid hyperplastic process involving the submucosa of the common bile
duct and gallbladder. The lymphoid follicles contained prominent central hyalinised vessels surrounded by concentric
layers (â��onion-skinningâ��) of predominantly CD 20 positive lymphocytes (Figure 2). Morphological and
immunohistochemical findings are consistent with Castlemanâ��s disease, hyaline vascular subtype. There was no
evidence of disease in other anatomic sites and the patient was discharged after an uneventful postoperative course.

Figure 1: Coronal T2 weighted Maximum Intensity Projection (MIP) Magnetic Resonance Image through the upper abdomen
demonstrating a stricture traversing the common hepatic and proximal common bile duct (arrow heads) with mild dilation
the intrahepatic biliary tree (arrows)

Figure 2. Histological section shows features of Castlemanâ��s disease  with central vascular proliferation with
surrounding hyalinization and â��onion skinningâ�� of lymphocytes (x40 magnification)

Discussion
Castleman’s Disease(CD), described in 1956 is a distinct form of lymph node hyperplasia with two histological
subtypes

1
. The more common hyaline vascular variant (90%) classically affects the mediastinum and less commonly the

axilla, nasopharynx and retroperitoneum but has not been described in the biliary tree
1
. Our case describes this

relatively rare disease in an unusual location adding to the diagnostic difficulty. The mass like presentation with
clinical, biochemical and radiological evidence of biliary obstruction required surgical intervention. The clinical
and radiological findings are non-specific while the mucosal sparing renders brushing cytology unhelpful

2
.  This

emphasises the importance of histopathological diagnosis. The treatment of choice for this subtype is surgery as our
patient has remained disease free for 8 years. Apart from our case, the only other reported case of Castlemanâ��s
disease, in this location is the multifocal plasma cell variant subtype

3
. However, the clinical presentation and

treatment approach differed from our case
3
. We should be cognisant of this entity in obstructive hepatobiliary disease

as accurate diagnosis allows appropriate surgical management with an excellent long term prognosis.
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