HiHAb&RE 41 (6) © 640~645, 20084F

FEBIERE

Budd-Chiari fiEfi#E 12 THEAE L 72 JREMIaNE O 1 61

HBRFERERE BB G ERHNALR - — BRI 0 0, st v & —Jkesiph

HIF R B BREK O WH M R H
W B SR s mil R

JEBIE 63 O B, B8, EEBHE FRGERZ 22 L, BT LS T KR
SR VERRZE\Z X B Budd-Chiari SEBERE & 2T S 7z, S22 00 R PRI SR 2 300, VIR 2 145
ETE WO RERBIEMN 2 54T L7z, I S8 IS T REIR IR 418 5em OfER (ZEHTid
i~ LRIBRE) % 38, BFPINER & i3 2 TP/ o RV A T KEHIR 2 % & AA 72720
|2 Budd-Chiari SEBEREAE U2 b 0 & E 2 SNz, &Y v oNilns, EIBHERE O 720 YR ik
CHIBT RN AHMBETHICEREE 2RO R e, BB A N5 7
ThbH I EPSIEEMBEOTHAIEE L. & {b5#E: (gemcitabine + irinotecan) # 4T -
7275, ALIEEBRIGE A S 8 7 H B IZJEAE L 72. Budd-Chiari FEMHEEIC TIAE L 72 A I 0 s
6Bl (B ZEL)EENTHY, Budd-Chiari IEBEFH DR KRREOBRICHEEIRETH 5.

SIS

J-#ilasE 1 Budd-Chiari SEBERE OHRK D —D T
HDHEINTEYY, HERIC X 2 T REIR%E
F 723 T RERA~OEHEREIC X D Budd-Chiari
FEMERE R B L 7ol iU S e Y — T, IR
HNa9E 2 X 5 Budd-Chiari SEBEHEE O 5 13D T
FNTH 5. 4N, K4t Budd-Chiari SEMBEH
WZCHHE L7 IR o 1 &2 B L 72D T,
W EZE 2 IMA THRiET 5.

E Bl

B 63, B

FFF o B, BEIE

RIGRE  FFLI_&ZER L.

BEAERE © FFila_&Z & L.

BURIE © B, BT EIRICEE & %
Z L7z, CT, MRIL, TR#IREZHRAI T LI
TREMR A %2 % 589, Budd-Chiari 4 f#%
BL Bz, BRAEMoONRE 721 3MENA T
v MEE H Y B OB I AV R R R
7. CT TF KEHR O BR7 HE P52 A3 TE
L, BEMENER % B ETE W7o H I L8

<2007 4 12 A 19 H2 B > BURIRSRE « £ B3
T951-8510 Hr i i v e X UMY 3 1—757 iR K%
REFBEE R U e R LS - — B2 i

~ARBEL 72,

ABEREBUE © 53 173cm, K3 60kg. IfE 130/
84mmHg, NR¥H 92 [bl/45. AEWUCFIM, ¥ % 3R
Do 7z, DEEI R % =R A L 7228,
JEHE % N U 72 2r o 72, BREEOJERB X ORI -
JERED LATYER: T RRIR B AR & R0 7.

ABERFRAAT L+ i A b2 MAs < ld, WBC
5160/ul, CRP 02mg/dl & 4T % #80 ¢, Plt
129375 /ul LIETFLTWwWz, BE Y IVE Vil 25
mg/dl (HEY Y VY /E05mg/dl) & EHETH
D, IEREZD LA (ALP 4271U/1, yGPT 167
IU/D) b7z, BEFHRERE (GOT 401U/,
GPT 281U/I) ¥ A B N7z, S RBA TIEPT
58% (PT INR 1.40) LK F LTz, JERE~— 7 —
1%, L% CEA il 6.7ng/ml, Il i CA19-9 it 978
U/ml & &ETH - 7.

i 5 Bl X AR AT B ¢ A R B I oD 2 1 % R
»7- (Fig. 1).

CT AT b FF B3 F KEIRE PR A & 45 DA
BN 2T THRERSE 2 500, T RERIR (A MBIk
ARk MEL T/ (Fig.2). 4 -
HOFERIR IS T REIRICIRA T 2 IERI T, 2 DK
B AEFRTHRIMEL T, IFEEOY
DIIBEIRT, 9 -MFOFTREZEL T TN
NRELIRIE 7 <, FFEPICIIEKEZ RO 7.



20084F 6 1

Fig. 1 Chest X-ray. Note the elevation of the right
hemidiaphragm.

Fig. 2 Contrast-enhanced computed tomography
showing severe compression of the inferior vena
cava by a low density mass (arrows), which ex-
panded to the site of entry of the hepatic veins.
Note ascites and enlargement of the liver with
patchy enhancement after contrast. Secondary
dilatation of the azygos and hemiazygos venous
system was seen (arrow heads).

MRI R, BT R E IR PR 2 & 450 55 12
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Fig. 3 Magnevist-enhanced magnetic resonance
imaging. Note the obstruction of the inferior vena

cava by a non-enhanced low intensity mass.
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Fig. 4 Inferior vena cavography. a : Note the ob-
struction of the supra-hepatic portion of the infe-
rior vena cava (arrow). b : Hepatic venography.
A catheter has been passed retrogradely into a
right hepatic vein. Arrow indicates a narrow oc-
cluded hepatic vein. Arrowheads show short he-
patic veins to the inferior vena cava. c:Note secon-
dary dilatation of the azygos and hemiazygos ve-
nous system.
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Fig. 5 Histologic examination of excisional biopsy
specimen. a : Moderately to poorly differentiated
adenocarcinoma (hematoxyline and eosin, original
magnification x200). b : Immunohistochemical
study demonstrated that the tumor cells were dif-

fusely positive for cytokeratin 7 (original magnifica-
tion X 200).

(Fig.5b). K LEo~—h—Thor¥ 4 b r5
F 20 1ZBHTH - 72

R (R - TEHNESERA, W CT %
E) TIESHREZRD o/ &, JEEH
AR A v roFr 7B TH o722 e H)E
BRNIE OB 2HeE L7z, FESTEIT R IR 3
#) 45 A C TANIM1 =Stage IVB & Hl & S h
7z.

MIBREBEIFICT, 610 ICiEkE L, 451k
FHBEOHEE L. REFEHELTHLZ L, Al
e oW g 7 &+ 457 informed consent ®#%,
gemcitabine (LL'F, GEM) # X OVirinotecan (LA
T, CPT-11) 2 v 7= b# ikt irH) 2 & &



20084F 6 1

Fig. 6 Tl-weighted magnetic resonance imaging at
2 months after chemotherapy.
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Table 1 Reported cases of cholangiocellular carcinoma presenting as Budd-Chiari syndrome

. Size Histology
Author (Year) | Age/Sex Location (em) | (Status of Budd-Chiari syndrome) Treatment Outcome
Katoh® (1999) 67/M Segment 5 Combined HCC and CCC Supportive care 82 days ; DOD
VI-VII (thin membranous obstruction of
the IVC and tumor thrombosis of
CCC in the IVC)
Krel'®  (2000) 53/M Segment IV 94 CcCcC Supportive care ND
(direct invasion to the IVC)
De?  (2000) ND ND ND CCC (ND) ND ND
Law®  (2005) 70/M Adjacent to ND CCC Supportive care 8 days : DOD
the IVC (tumor thrombosis in the IVC)
Kwon? (2007) 44/M Left lobe 8 cce ND ND
adjacent to (tumor thrombosis in the IVC)
the IVC
Present case 63/M Segment VIII 5 cCcC Chemotherapy | 8 months ; DOD
(direct invasion to the IVC)

M : male, ND : not described, IVC : inferior vena cava, HCC : hepatocellular carcinoma, CCC : cholangiocellular carcinoma, DOD :

died of disease.
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Cholangiocellular Carcinoma Presenting as Budd-Chiari Syndrome :
A Case Report and Literature Review

Toshifumi Wakai, Yoshio Shirai, Jun Sakata, Makoto Inoue,
Masahiro Minagawa, Katsuki Muneoka® and Katsuyoshi Hatakeyama
Division of Digestive and General Surgery, Niigata University Graduate School of Medical and Dental Sciences
Department of Surgery, Niitsu Medical Center Hospital*

We herein report the case of a patient with cholangiocellular carcinoma presenting as Budd-Chiari syndrome.
A 63-year-old man with shortness of breath and abdominal distension. Thoracoabdominal CT and inferior
vena cavography showed inferior vena cava obstruction diagnosed as Budd-Chiari syndrome. Soft tissue den-
sity around the obstruction on CT indicating a malignant tumor necessitated exploratory laparotomy, which
revealed a 5cm tumor arising in hepatic segment VIII involving the inferior vena cava. Histologic examination
of excisional biopsy specimens showed moderately to poorly differentiated adenocarcinoma. Extrahepatic
stromal invasion involved the inferior vena cava and led to Budd-Chiari syndrome. Radical resection was con-
traindicated due to distant nodal disease and peritoneal metastases. Immunohistochemical study confirmed a
diagnosis of cholangiocellular carcinoma, because tumor cells were diffusely positive for cytokeratin 7, a
marker for biliary epithelium. He underwent systemic chemotherapy with gemcitabine (250mg/m?/day) and
irinotecan (25mg/m?/day). No adverse effects were noted. Eight months after chemotherapy was started, the
man died of disease. In the literature, we found only 6 cases, including ours, of cholangiocellular carcinoma pre-
senting as Budd-Chiari syndrome. This case and a review of the literature suggest that patients with cholan-
giocellular carcinoma arising in the liver adjacent to the inferior vena cava may present as Budd-Chiari syn-
drome and clinicians should consider this in differential diagnosis of Budd-Chiari syndrome.
Key words : cholangiocellular carcinoma, intrahepatic cholangiocarcinoma, Budd-Chiari syndrome
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