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22 AAbo A WE L 6,300/mm’, M4 10.6 g/dL,

3 A9} 296, OOO/mm A A5 AALof| A ofAulH| 0| E
o] 1= %] 0] & 4 (aspartate aminotransferase, AST) 222 TU/L,
oretd ofwm| -7 o] & 4~ (alanine amino-transferase, ALT)
213 TU/L, 78] QA3 & 4 (alkaline phosphatase, ALP)
466 IU/L, gnt 2FEPY doj &
GGT) 559 IU/L, & W& 34 1
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Z~(gamma glutamyl transferase,
54 mg/dL, A5 We£

1.0 mg/dLZE Z7}E o] 9191, o etA] 80 1U/L, ] ufo}A|
76 IU/L= A4 HAKA . $Y A A 5 B4 carbohydrate
antigen 19-9= 52.07 U/mLZ 57 }3}01 O 1} carcinoembry-

onic antigen+= 1.61 ng/mLE ZAF HFAcE @4 & [gG+=

1,535 mg/dL (700-1,600 mg/dL)i AA WMol oy 1%
[gG4+ 136.3 mg/dL (<135 mg/dL) 2 5715 At}

25 A2 (computed tomography, CT)of| 4] 7+
o] ehbof oF 3.7 cm o] o] T o] ol BT Agh w77}
wEE o (Fig. 1) ¥ 7haet elolA vE 4719

Fig. 2. Initial magnetic resonance cholangiopancreatography image.
Mild irregular wall thickening of hilar and extrahepatic duct and dilation
with narrowing beyond the second order of the Both intrahepatic duct
are seen.

Fig. 1. (A, B) Initial computed tomography images. Enhancing wall thickening with mild irregularity of extrahepatic and hilar bile duct are seen.
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ol HolA ehglth. 247157 3| %< (magnetic
resonance cholangiopancreatography)of| A &= CTo| A} A&
HE 9 7)o Hhphele] AT VT AR B 7
) k) A28 A7) 2 9 gAto] TkE oo Fig 2)
ShAjo] HE o] BT Algh w1 W o k) kel

Fig. 3. Swelling of major duodenal papilla is seen on duodenoscopy.
Biopsy was done for IgG4 immunostaining.

Fig. 4. Hilar bile duct is narrowed and right intrahepatic bile duct is not
seen on initial balloon occluded cholangiogram.

retrograde cholangiopancreatography, ERCP)& A| 3§ 3}4i Tt
ROl AA7 2 o)A 7452 PSS o] 2459
Brjaxdo] Hol S Al3Ysklch(Fig. 3). ERCPo A=
20| Yol #aEI90 ) F41 94 Heke 4 (balloon
occluded cholangiogram) | A 2= 7H] -2 2 = oLt
O 7y SIS 29w 7] QUQITh(Fig. 4). ©aketo] ujA 2
IgG4 HAGM S fIoke] The it Htol A A W E5 v =

Fig. 5. Histopathological immunohistochemical findings of endobiliary
biopsy specimen from hilar bile duct. (A) Dense infiltration of
lymphoplasmacytic cells and fibrosis are seen (H&E stain, x100). (B)
Diffuse 1gG4-positive cells (>10/HPF) is seen (IgG4 immunostaining,
%200).
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drainage) & A @3}sict. =5 CT 9 MRCPeA 7F o) Bebat A3arg el 59
Sh] 2 ARl A] QA A BOLOw], Mol g} 9] Fuh vl U £9FRe TAS B

FRERIGURTA Yu JUS FIUYIRATIL  (Fig 6. 7). ERCPAE 1203k o ofef 12X U3
E35p S 0] 1gG4-SCE BT 4 UTH(Fig. 8).

AN Y] g0l E| UTHFig, 5). W 2] S5 A
IgG4 %44 91 B R A L7} B2 QI TH(>10/HPF).
l FO] A © & 1gG4-SCO 7/ o] AR Faers
78] vjASFA] = gt A e ol Al A H| 2] = (prednisolone
30 mg/day, 0.5-0.6 mg/kg/day) £o1 & A A5 ch A R0l =
A5 A 4] 8 kSl HAHE ASTOLIUIL ALT 89 UL,
ALP 382 IU/L, GGT 406 IU/L, & W] 541 1.17 mg/dL, 2 A
g 2] 0.79 mg/dLA T

AE|20|E Eo] 27 T [gG4L= 89.1 mg/dLE 7451,

_\jr_L

[*]

Fig. 7. Magnetic resonance cholangiopancreatography findings after
steroid treatment. Strictures and wall thickening of hilum are improved
after 2-week steroid trial.

Fig. 6. (A, B) Computed tomography findings after steroid treatment.
Wall thickenings with stricture of hilar, proximal common bile duct are Fig. 8. Balloon occluded cholangiogram after steroid treatment. Bile
improved after 2-week steroid trial. duct narrowing is markedly improved.

130  https://doi.org/10.15279/kpba.2018.23.3.127



Table 1. Value of serum IgG4 to differentiate IgG4-sclerosing cholangitis from cholangiocarcinoma

Cutoff value of Ratio of elevated

slgG4 level in IgG4-

Ratio of elevated slgG4 level in CCA

S} slgG4 (mg/dL)  slgG4 in IgG4-SC (%) SC(mg/dL) slgG4 in CCA (%) (mg/dL)
Oseini et al (2011)° 140 T:39/50 (76%) Median: 261.0 T:17/126 (13.5%) Median: 37.5
140 V:30/47 (63.8%) Median: 191.0 V:20/161 (12.4%) Median: 45.1
Oh et al (2010)" 135 12/16 (75%) Mean: 386.4 0/25 (0%) Mean: 40.5
Tabata et al (2013)" 135 5/5 (100%) Median: 903.0 1/18 (6%) Median: 25.7
Ohara et al (2013)"" 135 89.80% Mean: 646 8.10% Mean: 52.3

IgG4, immunoglobulin G4; T, test cohort, V, validation cohort.
*Number of patient is not specified.
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Table 2. [gG4 immunostaining positivity of endoscopic bile duct biopsy
specimens in patients with lgG4-SC vs. cholangiocarcinoma

Positive 1gG4 Positive 1gG4
Study immunostaining  immunostaining
1gG4-SC CCA
Naitoh et al (2009)° 3/17 (18%) 1/11 (3.7%)
Oh et al (2010)" 11/16 (68%) 0/13 (0%)
Kawakami et al (2010)'° 15/29 (52%) 3/27 (1%)*

Positive IgG4 immunostaining is defined as >10 IgG4-positive cells in 1
HPF at a magnification of x400.

IgG4; immunoglobulin G4, IgG4-SC; immunoglobulin G4-related
sclerosing cholangitis, CCA; Cholangiocarcinoma.

*Pancreatobiliary carcinoma.
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