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Abstract

A rare case of primary non-Hodgkin’s lymphoma of the main
hepatic duct junction is reported. A 71-year-old man was
admitted for treatment of obstructive jaundice. Radiological
examination revealed stenosis of the main hepatic duct junc-
tion. Biliary drainage was not necessary because total biliru-
bin decreased spontaneously. A left hepatic and caudate
lobectomy, combined with resection of bile ducts and lymph
node dissection, was performed with the preoperative diagno-
sis of cholangiocarcinoma of the main hepatic duct junction.
Macroscopic examination of the resected specimen revealed
tumorous growth in the main hepatic duct junction. Histologi-
cal and immunochemistry findings disclosed a mucosa-
associated lymphoid tissue (MALT) lymphoma. The patient
received three courses of combination chemotherapy [cyclo-
phosphamide, doxorubicin, vincristine and prednisolone
(CHOP)], and there was no evidence of recurrence 45 months
after the surgery. Although primary non-Hodgkin’s lym-
phoma of the main hepatic duct junction is extremely rare and
difficult to diagnose preoperatively, aggressive surgery fol-
lowed by chemotherapy, as here, is a possible curative
option.
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Introduction

Although several case reports of non-Hodgkin’s lym-
phoma (NHL) arising from the extrahepatic bile duct
have been published," primary NHL of the main
hepatic duct junction is extremely rare. We report a case
of mucosa-associated lymphoid tissue (MALT) lym-
phoma of the main hepatic duct junction. The patient
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had a rare type of primary NHL of the bile duct, which
was identified only after examination of the surgical
specimen.

Case report

A 71-year-old man presented to our hospital for inves-
tigation of obstructive jaundice. At the time of admis-
sion, he appeared well nourished, and no erythema or
superficial lymphadenopathy was detected. His head
and neck findings were normal and there was no evi-
dence of parotid enlargement. The lungs were clear, the
heart was normal, and there was no fever or abdominal
pain. Laboratory evaluation revealed white blood cell
count, 5470/mm?*; hemoglobin, 14.6 g/dl; platelet count,
15.0 x 10“mm’; total protein, 7.0 g/dl; aspartate amino-
transferase, 513 IU/1; alanine aminotransferase, 748 IU/
1; alkaline phosphatase, 1113 IU/]; and gamma-glutamyl
transpeptidase, 596 IU/I. Total bilirubin was 8.8 mg/dl
with 5.9 mg/dl direct fraction. Coagulation profiles were
within normal limits. Serologically, hepatitis B surface
antigen and anti-hepatitis C virus antibody were nega-
tive. The tumor marker, carbohydrate antigen (CA)-19-
9wasslightly elevated (56 U/ml),while carcinoembryonic
antigen (CEA) was within normal limits (1.2 ng/ml).
Abdominal ultrasonography (US) showed dilatation
of the intrahepatic bile ducts, but no dilatation of the
common bile duct was found. Abdominal computed
tomography (CT) showed a circumscribed heteroge-
neous mass in the main hepatic duct junction, with dila-
tation of intrahepatic bile ducts. There was no evidence
of lymph node swelling or hepatosplenomegaly. Endo-
scopic retrograde cholangiography (ERCP) and mag-
netic resonance cholangiopancreatography (MRCP)
showed stenosis of the main hepatic duct junction
(Fig. 1). Cytological examination of the bile duct was
not performed. Biliary drainage was not necessary
because total bilirubin decreased spontaneously and
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the intrahepatic bile duct dilatation also reduced  tions of the resected edge was chronic nonspecific

spontaneously. inflammation. The biliary tract was reconstructed with
The patient underwent a laparotomy, with a diagnosis ~ a Roux-en-Y hepaticojejunostomy.

of cholangiocarcinoma of the main hepatic duct junc- Macroscopic examination of the resected specimen

tion. On the opening of the abdomen, there was no  revealed a dense white nodular mass, 5.0 cm X 2.5 cm,

ascites, lymphadenopathy, or dissemination of malig-  in the main hepatic duct junction (Fig. 2). There was no

nancy. A hard mass was palpated on the main hepatic ~ lymph node involvement. Histological examination of
duct junction. A left hepatic and caudate lobectomy, the tumor revealed the diffuse growth of small-sized
combined with resection of bile ducts and lymph node  lymphoid cells, with lymphoepithelial lesions involving

dissection, was performed following the operative diag-  bile ducts and scattered lymphoid follicles (Fig. 3),
nosis of cholangiocarcinoma of the main hepatic duct  which infiltrated a small number of regional lymph
junction. The intraoperative diagnosis of frozen sec-  nodes. Immunohistochemical studies were positive for

Fig. 1. Magnetic resonance cholangiopancreatography Fig. 2. Macroscopic examination of the resected specimen
(MRCP) shows stenosis of the main hepatic duct junction reveals a dense white nodular mass in the main hepatic duct
(arrow) with dilatation of intrahepatic bile ducts junction (arrows)
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Fig. 3a,b. Histological findings of the tumor reveal the diffuse growth of small-sized lymphoid cells with lymphoepithelial lesions
involving bile ducts, and scattered lymphoid follicles. a H&E, x20; b H&E, x100
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both B-cell (CD20) and T-cell (CD45RO) markers,
indicating tumor cells and reactively infiltrating T-
lymphocytes, respectively. Therefore, histology and
immunohistochemistry confirmed MALT lymphoma of
the main hepatic duct junction. The patient received
three courses of combination chemotherapy [cyclophos-
phamide, doxorubicin, vincristine and prednisolone
(CHOP)] after the surgery. He has been well and there
was no evidence of recurrence 45 months after the
surgery.

Discussion

Obstructive jaundice often occurs as a secondary mani-
festation of NHL, but primary NHL of the bile duct
initially presenting as obstructive jaundice is extremely
rare. In both NHL and cholangiocarcinoma, obstructive
jaundice is the major presenting symptom, as the simi-
larity of the clinical and radiological findings in both
cases. Therefore, a primary diagnosis of NHL is very
difficult, and in most cases diagnoses of NHL have been
made postoperatively. In our patient, US, CT, ERCP,
and MRCP were performed for the diagnosis of the
lesion, but they provided nonspecific findings of stenosis
of the main hepatic duct junction, which was diagnosed
preoperatively as cholangiocarcinoma. Cytological
examination, such as brush and bile cytology, should
have been performed to reach a histological diagnosis
preoperatively, although these diagnoses may not
always be complete.

We reported a patient presenting with a transient
icteric episode probably due to localized thickening of
the bile duct. This cholestasis, in association with the
features identified on imaging, suggested a diagnosis of
cholangiocarcinoma, primary sclerosing cholangitis, or
some other rare disease.”’ Surgical resection for carci-
noma of the main hepatic duct junction can be per-
formed safely and effectively, as our colleagues have
described before;® therefore, if there is any possibility
of carcinoma, an operation should be undertaken.

In previous reports of NHL, the intraoperative
diagnoses of frozen sections were chronic nonspecific
inflammation and nonepithelial malignant neoplasm;”"'
in the present patient, the intraoperative diagnosis of
frozen sections was chronic nonspecific inflammation in
the resected edge. In a patient in whom the intra-
operative diagnosis of frozen sections for stenosis of the
bile duct is chronic nonspecific inflammation, primary
NHL should be suggested. Surgical resection for pri-
mary NHL is necessary not only to have a correct diag-
nosis but also to adequately determine subsequent
chemotherapy.

NHL of the common bile duct appears to be a rapidly
progressive disease after the initial diagnosis is made

from surgical exploration."" Therefore, chemotherapy
or radiotherapy, in addition to surgery, appears neces-
sary. Chemotherapy is important; indeed it is essential
for the postoperative treatment of NHL of the extrahe-
patic bile duct;">'"* therefore, sequential chemotherapy,
mainly CHOP, needs to be performed for there, to be
a chance of cure. According to a recent report,” chemo-
therapy is the most appropriate treatment if the correct
diagnosis is made before surgery, and surgical resection
should be reserved to address complications of biliary
obstruction or the failure of chemotherapy. In our
patient, however, accurate diagnosis was not established
preoperatively, and surgical intervention played an
important role in the treatment and for the subsequent
chemotherapy, based on the histological examination.
Although there have only been a few such patients
reported, they appear to have responded well to the
chemotherapy following surgery."*"” Our patient is still
alive and free of recurrence more than 3 years after
surgery followed by chemotherapy, though continued
close follow-up is essential. The role of radiotherapy
remains to be clarified; it may be effective when the
disease is very limited."" Particularly, the use of radio-
therapy should be reserved for any residual disease
after primary chemotherapy, or to relieve symptoms of
pain caused by the disease.”

In conclusion, we treated a patient with primary NHL
of the main hepatic duct junction. Although a diagnosis
of NHL is very difficult to reach because of the rarity
of this disease, surgical resection followed by chemo-
therapy holds out the prospect of a good prognosis.

References

1. Fidias P, Carey RW, Grossbard ML. Non-Hodgkin’s lymphoma
presenting with biliary tract obstruction. A discussion of seven
patients and a review of the literature. Cancer 1995;75:1669-77.

2. Ravindra KV, Stringer MD, Prasad KR, Kinsey SE, Lodge JP.
Non-Hodgkin lymphoma presenting with obstructive jaundice. Br
J Surg 2003;90:845-9.

3. Suzuki S, Tanaka S, Suzuki M, Imazato M, Hayashi T, Hanyu F,
et al. Mucosa-associated lymphoid tissue-type lymphoprolifera-
tive lesion of the common bile duct. Hepatogastroenterology
2004;51:110-3.

4. Shimura T, Kuwano H, Kashiwabara K, Kojima M, Masuda N,
Suzuki H, et al. Mucosa-associated lymphoid tissue lymphoma of
the extrahepatic bile duct. Hepatogastroenterology 2005;52:
360-2.

5. Brouland JP, Molimard J, Nemeth J, Valleur P, Galian A. Primary
T-cell rich B-cell lymphoma of the common bile duct. Virchows
Arch A Pathol Anat Histopathol 1993;423:513-7.

6. Tsushimi T, Enoki T, Harada E, Orita M, Noshima S, Masuda M,
et al. Ectopic hepatocellular carcinoma arising in the bile duct. J
Hepatobiliary Pancreat Surg 2005;12:266-8.

7. Kadono J, Hamada N, Higashi M, Ishizaki N, Nakamura N,
Sakata R. Carcinosarcoma of the extrahepatic bile duct. J Hepa-
tobiliary Pancreat Surg 2005;12:328-31.

8. Sugiura Y, Nakamura S, lida S, Hosoda Y, Ikeuchi S, Mori S,
et al. Extensive resection of the bile ducts combined with liver



M. Shito et al.: Primary non-Hodgkin’s lymphoma of the MHD junction 443

10.

11.

12.

resection for cancer of the main hepatic duct junction: a coopera-
tive study of the Keio Bile Duct Cancer Study Group. Surgery
1994;115:445-51.

. Nguyen GK. Primary extranodal non-Hodgkin’s lymphoma of

the extrahepatic bile ducts. Report of a case. Cancer 1982;50:
2218-22.

Kosuge T, Makuuchi M, Ozaki H, Kinoshita T, Takenaka T,
Mukai K. Primary lymphoma of the common bile duct. Hepato-
gastroenterology 1991;38:235-8.

Maymind M, Mergelas JE, Seibert DG, Hostetter RB, Chang
WW. Primary non-Hodgkin’s lymphoma of the common bile
duct. Am J Gastroenterol 1997;92:1543-6.

Dudgeon DJ, Brower M. Primary chemotherapy for obstructive
jaundice caused by intermediate-grade non-Hodgkin lymphoma.
Cancer 1993;71:2813-6.

13. Das K, Fisher A, Wilson DJ, dela Torre AN, Seguel J, Koneru B.

Primary non-Hodgkin’s lymphoma of the bile ducts mimicking
cholangiocarcinoma. Surgery 2003;134:496-500.

14. Joo YE, Park CH, Lee WS, Kim HS, Choi SK, Cho CK, et al.

Primary non-Hodgkin’s lymphoma of the common bile duct pre-
senting as obstructive jaundice. J Gastroenterol 2004;39:692-6.

15. Gravel J, Lallier M, Garel L, Brochu P, Champagne J, Alvarez F.

Primary non-Hodgkin lymphoma of the extrahepatic biliary tract
and gallbladder in a child. J Pediatr Gastroenterol Nutr 2001;
32:598-601.




<<
  /ASCII85EncodePages false
  /AllowTransparency false
  /AutoPositionEPSFiles true
  /AutoRotatePages /None
  /Binding /Left
  /CalGrayProfile (Gray Gamma 2.2)
  /CalRGBProfile (sRGB IEC61966-2.1)
  /CalCMYKProfile (ISO Coated v2 300% \050ECI\051)
  /sRGBProfile (sRGB IEC61966-2.1)
  /CannotEmbedFontPolicy /Error
  /CompatibilityLevel 1.3
  /CompressObjects /Off
  /CompressPages true
  /ConvertImagesToIndexed true
  /PassThroughJPEGImages true
  /CreateJDFFile false
  /CreateJobTicket false
  /DefaultRenderingIntent /Perceptual
  /DetectBlends true
  /DetectCurves 0.1000
  /ColorConversionStrategy /sRGB
  /DoThumbnails true
  /EmbedAllFonts true
  /EmbedOpenType false
  /ParseICCProfilesInComments true
  /EmbedJobOptions true
  /DSCReportingLevel 0
  /EmitDSCWarnings false
  /EndPage -1
  /ImageMemory 1048576
  /LockDistillerParams true
  /MaxSubsetPct 100
  /Optimize true
  /OPM 1
  /ParseDSCComments true
  /ParseDSCCommentsForDocInfo true
  /PreserveCopyPage true
  /PreserveDICMYKValues true
  /PreserveEPSInfo true
  /PreserveFlatness true
  /PreserveHalftoneInfo false
  /PreserveOPIComments false
  /PreserveOverprintSettings true
  /StartPage 1
  /SubsetFonts false
  /TransferFunctionInfo /Apply
  /UCRandBGInfo /Preserve
  /UsePrologue false
  /ColorSettingsFile ()
  /AlwaysEmbed [ true
  ]
  /NeverEmbed [ true
  ]
  /AntiAliasColorImages false
  /CropColorImages true
  /ColorImageMinResolution 150
  /ColorImageMinResolutionPolicy /Warning
  /DownsampleColorImages true
  /ColorImageDownsampleType /Bicubic
  /ColorImageResolution 150
  /ColorImageDepth -1
  /ColorImageMinDownsampleDepth 1
  /ColorImageDownsampleThreshold 1.50000
  /EncodeColorImages true
  /ColorImageFilter /DCTEncode
  /AutoFilterColorImages true
  /ColorImageAutoFilterStrategy /JPEG
  /ColorACSImageDict <<
    /QFactor 0.76
    /HSamples [2 1 1 2] /VSamples [2 1 1 2]
  >>
  /ColorImageDict <<
    /QFactor 0.76
    /HSamples [2 1 1 2] /VSamples [2 1 1 2]
  >>
  /JPEG2000ColorACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 15
  >>
  /JPEG2000ColorImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 15
  >>
  /AntiAliasGrayImages false
  /CropGrayImages true
  /GrayImageMinResolution 150
  /GrayImageMinResolutionPolicy /Warning
  /DownsampleGrayImages true
  /GrayImageDownsampleType /Bicubic
  /GrayImageResolution 150
  /GrayImageDepth -1
  /GrayImageMinDownsampleDepth 2
  /GrayImageDownsampleThreshold 1.50000
  /EncodeGrayImages true
  /GrayImageFilter /DCTEncode
  /AutoFilterGrayImages true
  /GrayImageAutoFilterStrategy /JPEG
  /GrayACSImageDict <<
    /QFactor 0.76
    /HSamples [2 1 1 2] /VSamples [2 1 1 2]
  >>
  /GrayImageDict <<
    /QFactor 0.76
    /HSamples [2 1 1 2] /VSamples [2 1 1 2]
  >>
  /JPEG2000GrayACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 15
  >>
  /JPEG2000GrayImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 15
  >>
  /AntiAliasMonoImages false
  /CropMonoImages true
  /MonoImageMinResolution 600
  /MonoImageMinResolutionPolicy /Warning
  /DownsampleMonoImages true
  /MonoImageDownsampleType /Bicubic
  /MonoImageResolution 600
  /MonoImageDepth -1
  /MonoImageDownsampleThreshold 1.50000
  /EncodeMonoImages true
  /MonoImageFilter /CCITTFaxEncode
  /MonoImageDict <<
    /K -1
  >>
  /AllowPSXObjects false
  /CheckCompliance [
    /None
  ]
  /PDFX1aCheck false
  /PDFX3Check false
  /PDFXCompliantPDFOnly false
  /PDFXNoTrimBoxError true
  /PDFXTrimBoxToMediaBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXSetBleedBoxToMediaBox true
  /PDFXBleedBoxToTrimBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXOutputIntentProfile (None)
  /PDFXOutputConditionIdentifier ()
  /PDFXOutputCondition ()
  /PDFXRegistryName ()
  /PDFXTrapped /False

  /Description <<
    /CHS <FEFF4f7f75288fd94e9b8bbe5b9a521b5efa7684002000410064006f006200650020005000440046002065876863900275284e8e55464e1a65876863768467e5770b548c62535370300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c676562535f00521b5efa768400200050004400460020658768633002>
    /CHT <FEFF4f7f752890194e9b8a2d7f6e5efa7acb7684002000410064006f006200650020005000440046002065874ef69069752865bc666e901a554652d965874ef6768467e5770b548c52175370300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c4f86958b555f5df25efa7acb76840020005000440046002065874ef63002>
    /DAN <>
    /DEU <>
    /ESP <>
    /FRA <>
    /ITA (Utilizzare queste impostazioni per creare documenti Adobe PDF adatti per visualizzare e stampare documenti aziendali in modo affidabile. I documenti PDF creati possono essere aperti con Acrobat e Adobe Reader 5.0 e versioni successive.)
    /JPN <>
    /KOR <FEFFc7740020c124c815c7440020c0acc6a9d558c5ec0020be44c988b2c8c2a40020bb38c11cb97c0020c548c815c801c73cb85c0020bcf4ace00020c778c1c4d558b2940020b3700020ac00c7a50020c801d569d55c002000410064006f0062006500200050004400460020bb38c11cb97c0020c791c131d569b2c8b2e4002e0020c774b807ac8c0020c791c131b41c00200050004400460020bb38c11cb2940020004100630072006f0062006100740020bc0f002000410064006f00620065002000520065006100640065007200200035002e00300020c774c0c1c5d0c11c0020c5f40020c2180020c788c2b5b2c8b2e4002e>
    /NLD (Gebruik deze instellingen om Adobe PDF-documenten te maken waarmee zakelijke documenten betrouwbaar kunnen worden weergegeven en afgedrukt. De gemaakte PDF-documenten kunnen worden geopend met Acrobat en Adobe Reader 5.0 en hoger.)
    /NOR <>
    /PTB <>
    /SUO <>
    /SVE <>
    /ENU <>
  >>
>> setdistillerparams
<<
  /HWResolution [2400 2400]
  /PageSize [595.276 841.890]
>> setpagedevice


