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A Case of 1gG4 Associated Sclerosing Cholangitis without Clinical Manifestations of

Autoimmune Pancreatitis
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IgG4-related systemic diseases are characterized by a diffuse or mass forming inflammatory reaction rich in lymphocytes and
IgG4-positive plasma cells (lymphoplasmacytic infiltration), fibrosclerosis of variable organs and obliterative phlebitis. They usually
involve various organs including the pancreas, bile duct, gallbladder, salivary gland, retroperitoneum, kidney, lung, and prostate.
However, most of them are accompanied by autoimmune pancreatitis, and good response to steroid treatment is one of the
hallmarks of this disease. We report a case of an 67-year-old man with 1gG4 associated sclerosing cholangitis, who was
diagnosed by endoscopic retrograde cholangiopancreatography and successfully treated with steroid therapy. (Korean J

Gastroenterol 2013;62:69-74)
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A = a3t 458 fdets Adow IEA o’

IgG4 AT F3HA P (IgG4-associated sclerosing
IgG4 A HAl AH}A A2KIgG4 associated systemic cholangitis)& IgG4 A AAl AL de = sht=A
sclerosis) THe 2419 A oM vHg- 4 H2d da U 7S] B B2 542 7HAAL jlont e AA
] (obliterative phlebitis)¥} A= o] IgG4 Aol FAAE O] Xzof 2 vrg-5lal dHtd o7 o=A] AR SHinflamma-
o QIm7rl AHEL @EWe S SH0 s, Mid 2 tory bowel disease)i FUIEIA] ko], F2 604 o4l
ol 1 o] F-EEI Sl A4l AR AF W Aol 1o Fapof @o| o]3E]= EyE Agto|r} ok Ack
o} o] Ago] 7bg Mgl Fel= ArE A Hgd oA FAIY] A2 Y 5 e o HEESelY
(autoimmue pancreatitis)o|H, A2 tfF22] IgG4 A oA} £5E 4 Qo ARE AR A Aget Al
A4l Bopd Ak A7PAYd Adnt sHtE o] Yeue Zgto] ule- Fgslet. ofo] AR FHOE THEE
A7) w}, 7|20 AZEY type 1 A7PAAA HAAL Tt(hilar cholangiocarcinoma)©o] 2JA] = E Txjof| A,
0G4 Q12 WA 43Py Aol AgolHe WHoR Ay pla R g Soju Radow Ak AdRols
I Qdek ESE o] ke FPRETE ofyet Al ARIsho] of £ AENeS HIlH IgG4 oI oM ' SdE

S SR 12d, A, wwA, A, AL T Sell= BEst7el A ET G Eisk= Biolot.
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¥ 189,000/uLol i, & Al AfelA AST 23
IU/L/ALT 30 IU/L, ALP 64 IU/L, GGT 30 U/L, £W2|F4]
0.6 mg/dL, amylase 35 U/L, lipase 20 U/LE E5%& FAF ¥
9o CEA, CA 19-9& 717} 0.6 ng/mL, 12 U/mLE &

7ol A bkt kel IR}, FDNAGA|, S5 7A
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J& HAth 55 CTolA 75l

& we} 27450

H

S

A7t HEseIekEiG. 2). olol WA A4 T 294S
ARG ARSI FHGONA] HAH P g 59l
Yol WAEYUL. Lok AYe] A % BB 29%
ARE FHT AN oA AZE FHEA STHFg.
3A). TEQITHE] TP Sla) AE A WE ANk
ol AE B4 £2S Heth ol Wit 29E Bz
RPER. gaielo] ol4Egiot oe ZARlA Bk 9]
Habe Holx] i, FHwe] Ho] FUT YT FAA
oL, ek S RO FUS AR Beow, T
Y2 29e] Bgo] glo] SPYFFHLIE HoY HHAT
S BHE Aoyl ke PRAne TR Aol ot o
WA B 294 thl Aete] FEuelA ol% 247
AFE AHBHALL, 1964 ASBRIGAS ARt 84 10G

Fig. 1. Abdominal CT findings. (A) Initial coronal CT scan showed diffusely enhancing ductal wall which was thickened from the intrahepatic duct
to proximal common bile duct (arrow). (B) Follow up CT scan after 2 months of steroid treatment showed ductal wall thickening of the biliary
tree improved (arrow). (C) The pancreas initially appeared swollen and somewhat enlarged in the axial scan of abdominal CT. (D) After steroid
treatment, the size of the pancreas decreased compared to initial CT scan. However, there was no other evidence of pancreatitis.
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9} 1gG4= 77} 1,780 mg/dL (AFHA] 700-1,600 mg/dL),
47.2 mg/dL (GAFX] 3.92-86.4 mg/dL)&E Z7}E]0] 9IA] ¥gko.
L, 2AHA Ay Jx P UM E 32K lymphoplasmacytic in-
filtration) A&7AY} 7 GHAE] Ao 1gGa7t 78t
HME = AEE BYal shte] auiE& Alokhigh power field,
HPF) & 70719] 1gG4 ¥/ JA27}F ER1=]%lckFig. 4A, B). ©]
T TAb= 1gG4 A A3 @Y Zddtol| predni-
solone 40 mg/day® AH|REo|EQ] Fol& A& oH, A
HRo|E Fof T 1287 AJYet B HArshchEEdof A

_{
2
Ho

= iR Bl e 2] 5] SEeE ek A Ed
SHRME A7S, U FREe] w57l olglAe Ak o
2 3H"E &34& EYtFig. 1B). A 2527} prednisolone
& Rt ¥ 12% 7708 5 mg¥ A&HoR AL

Fig. 2. EUS findings. Diffuse wall thickening of the common bile duct
was noted on the EUS. The wall seemed to be hypoechoic,
homogenous and smooth.

mg/day)2] prednisolone® & S-X|8}1 gl o LTfjofA 77

G FAWE Foltt

IgG4 A3 AA A3 A2ke 19844 Montefusco £°90]
AdAT Aol HESol Siogren’'s Skt sHHE TR}
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Fig. 3. ERCP findings. (A) Initial ERCP
cholangiogram demonstrated diffuse
and relatively irregular stricture of the
intrahepatic duct and common hepa-
tic duct. (B) After 2 months of steroid
treatment, narrowings of the common
and intrahepatic bile duct were resol-
ved.
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Fig. 4. Pathologic findings. Photos of H&E stain and IgG4 immunohistochemical stain of bile ductal tissue which were retrieved during ERCP.
(A) H&E stain showed diffusely infiltrated inflammatory cells and some plasma cells were observed among numerous lymphocytes (x400). (B)
Before steroid treatment, plasma cells were strongly stained by 18G4 immunochemical stain (x400). (C) After 2 months of steroid treatment,
lymphocytes and plasma cells were not seen (H&E, x100). (D) 1gG4 immunohistochemical stain was also negative (x100).

AFA61%), BEE6%), A%, AZe Tl & PGS UT S Golrh R GBI fAR 271
(E%) Folit Thdle] FurE/IE Bkt et 1G4 BB Bl 9G4 A FEHY GG SYOIAE M HuE F
q gugel gEEe AEdy Aau FiEel was  dvk glout oW Fd) A9k A 799 Aol A
W, FA oA AT AmEs SHol By vEe] AAE  glx, HoNHAlelA ol4ade] SIgld HelA old F4
9G4 Z3HY T Ao R AVl 4L R T Sk 2 ol Btk Te} AdRols AR o, 37

B ofgth O Aol mE Aluoy AYY B4 ARSI EAOIA e D17k o gadhe PS
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AT AP Fukslo] WY 457k o0%e] o2 Y 8 AR & gk Aol ek
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