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(4) IgG4-related Disease 
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Autoimmune pancreatitis (AlP) is often associated with extrapancreatic diseases, including sclerosing cho­

langitis, sclerosing sialadenitis, and retroperitoneal fibrosis, that are characterized by pathological features simi­

lar to those of AIP. AIP and the associated extrapancreatic diseases are characterized by high serum immuno­

globulin G4 (IgG4) levels, and lymphocyte and IgG4-positive plasma cell infiltration of the affected organs. AlP 

and the various extrapancreatic diseases associated with AlP are collectively referred to as IgG4-related disease 

(IgG4-RD). The "Comprehensive diagnostic criteria for IgG4-RD, 2011" are the minimal consensus criteria that in­

clude the clinicopathological findings in the various affected organs needed for a diagnosis of IgG4-RD. IgG4-RD is 

clinically characterized by diffuse swelling of the affected organs and an elevated serum IgG4 level, and is his­

tologically characterized by infiltration of lymphocytes and IgG4-positive plasma cells. The diagnostic criteria can 

be applied for each organ to help determine if the organ is affected. Steroid therapy is a considerably effective 

treatment for IgG4-RD, but the relapse rate is relatively high. The most critical factor in making the decision to 

institute steroid therapy is differentiating IgG4-RD from a malignancy. The decision to start steroid therapy 

should be made carefully. 

Key Words: autoimmune pancreatitis, lymphoplasmacytic sclerosing pancreatitis, serum IgG4 level, IgG4-

positive plasma cell 

'1 t.; cY) ,;: 

§ G:fu~tt~~ (autoimmune pancreatitis: AlP) 

'i 19951F~:~~(J)rW1t~l*Jf4(J)JlJJ~1:Jb -:J t.:tfffi 
.P]~BIIH: J: -:J '"( f,l~ ~ n, ;biltOOil~ G itt3'f.~: 36{~ 

~nt.:*}!,1:Jb~l). V'i lv'tt~JIl*, ~i'Ht9~~1ff 
~*IB1t, 1)? 77" ~-=f~ t"(J) § eJJt1*~'t1(J) ~i iI\ 
iU~1tl{A T 0 -1 Filt~~jJT ~ t \t~ ~ Wn,*I¥J~~~~ 

1.GT*,'! t L '"(13: § ~ nt.: . .z- (J)1~, 2001 ~~: 

Hamano G~: J: -:J '"( AlP ,,!,it(J) .Ifi:L1W IgG4 ~1il!ilt¥a 

{§- ~ n 2
), 1fn.1W IgG41il!ilt AlP (J)~Wf~~ ~:ffl \t~ G n 

~ J: ~ ~: ~ -:J t.:. AlP ,'!it~i~m~W-)t}~:H!!~*, 
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iJm4 T~IH$:~, ~~)!¥:'tl1i!Jll~, ~&l1*J~1.lIj11~~I~ 

1~JI,']t~ , ~*JI,']t~ (MikulicdfEf,*m:), D~jijmW2, t~'tlEf3;jj(JI,']t~ 

JtrPr~f5~ , *1iE~ 1) / /'\~p~I*, rEH~H1JtrP~, JtrP~:lfE'tl~~I~ 

$LJI,']t:lfE ' $LJI,'R~ 
Hlf5~ 

1~PR~ 

1~HlJll 

{'lfll~* 
1) //'\* 

§ 2*,~'tlJ1$~, 1i!1t'tl~!!~~, Rf~~I~, ~f~, ?¥Ht~*tiJllmW2 

rEH~nlW~, 1W.lLJI,'R~ 

1~~lJll*9Uff:lfE 
~:lfE'tl~lf5~*j}JIDR~, IJJJl!mJlW~ 
1) / /'\~p:lfE 

[tJ!!~] 

IgG4 rMl]l*}i!;l, C I±, 1) / /U* C IgG4 ~'tl%jUIHffrl.O)~ l..- v)&i~' c *"UfHtl: J: ~, [PJa'f'tl~.0 V) 1±~a'f'lil:~~~t)Ji~O)HI*~*Up , 
~~)!¥:'tlmW2~c·~~fcl6.0~IZspr~f!E]O)*,Ii!;l,1:~.0. '1i,1i!;l,)Ji~c V'lI±JI$)Ji, n!!~, 1~JI,'R' ~*JI,'R, ~{gt$*J*, Ef3;J7(JI,']t, Hm, Hf)Ji, 
1W1t~ , Wit WI.lLJI,']t, 1~Hln~, IJJIDR, 1) //'\~p' JSl..", $LJI,'R~c·7J~~[)t?h"(v).0. mW27J~:mi)()Ji~I:i:>J:U'~~*,Ii!;l,c l..-"(O)tjf 
.~;ffT.0 .:. c 7J~?$- V)7J~, !jt-)Ji~mW2O)jjil <b ~.0. ImWfI9l: 1±4}Jli~mW2l: J: ~ ~~ ·:d.::lfE~:R~ ¥. l..-, Jli~~*, ~~)!¥:I: J: .0 
M~, EE;g:lfE~:R~*lBffrl.t~il'MJ, *"Uff1tl: f-f -? Jli~:tmfi~/p~~ c·H'fI:.m:1i!; ~-g.-m::lfE ~ff -? .:. c iJ~~.0. 1iHlH: 1±7- T 0 -1 F7J~;ff~j] ~.:. 
c 7J>?$- V). 

[ImW~wr£if;] 

1. ImWB91:!jt-i t.:I±1~~)Ji~I:~'f.B9~lfi !v'tl~.0 V)I±~Jt)jjHl~I*, ~I~, *a~p. ~~)!¥:'tlmW2~~fcl6.0. 

2. lfll{1t~fI9l:~ IgG4lfll:lfE (135 mg/dl ~L) ~~fcl6.0. 

3. m:f-'*J!.~~B91:~TO) 2 '0~~fcl6.0. 
CD*li~pjf ~ : ~f!E] ~ 1) / /'\.f;j(, %W*IBij?!O)t~il'MJ c *,,~*ff1t ~ ~Ncl6.0. 
® IgG4 ~'tl%W*IHffrl.&il'MJ : 

IgG4/ IgG ~'tl*IHffrl.!t 40% ~L, li '0 IgG4 ~tl%W*IHffrl.iJ>lO/HPF ~~x..0. 

L~C.O)-? 't, 1) +2) +3) ~TIlilJt':T<bO)~lifOE~wrm: (definite), 1) +3) ~TIlilJt':T<bO)~if;1it~m: (probable), 1) +2) O);Jj.~;Jj.t,:T 
<b 0) ~~U~m: (possible) C T,Q. 
1l! l..-, 1: ~.0 ~i ~ *J!.~~~wr~1J[)x."(, 4})Ji~O)~di~l~ O!, ~dl1) / /'\~I~ c·) ~Ji{J;A*,Ii!;l, (Sjogren :lfEf,*m:, ~3€'tl1i!1t'tlmI~~, 
Castlemanm, =<x'li1~HlJll*,Uff:lfE, Wegenerl~H.f~I, -ij-Jv:r-1 F-~7-, Churg-Strauss:lfEf,*m:~c·) cii5JIjT.0,:,ciJ>.m:~1:~.0. 

*£if;I: J: ~ 1it~1: ~ ~ v)jjill: <b, 4}Jli~O)~~wr£if;I: J: ~ ~~I!JT7J>llJfi~1:~.0. 

IgG4-related plasmacytic disease, Systemic IgG4-

related plasmacytic syndrome, Masaki G 6) ~: J: ~ 

IgG4-multiorgan lymphoproliferative syndrome t 
\,I \ oJ ~ ~ i,)~ .:c tL .:c' tL 0) 7t!l!f l,p G 1Jf: Il~ ~ tL t.: . IgG4 

~ Jl~§U£l,~: ~ T ~ nJ!±#'}j~ B 1il'ti:J§U!t~m~;pJf~¥ 
.O)~~m, .~mO)~~¥.tL~~~~tLk~ 

O)i,)~ 2011 ~O)~tr5~I!Jf£:$-c:j; ~. IgG4 ~Jl*/~, 

~±~IJi~~: J: '0 ~ ~t:t ~ ~~i,)~j; ~ i,)~, -: tL G 0) ~ 

.=.. x A :J / ~ / ~ A t L ~ I Comprehensive Diag­

nostic Criteria for IgG4-related disease, 2011J)8) i,)~f!l1J 

JE~tL, ;bi,)~OOO)C!!,*~O)t.:¥J~:*[]W(O) IIgG4 ~Jl 

*/~,~ti5W;I!Jf£:$ 2011J (Table 1) 9) i,)~1'F~ ~ tLt.:. 

1. ~mtJlf~ 

IgG4 ~Jl*/~,t ~±mJ-'$B"J~: IgG4 m'ti%JUm~ 
t 1) / J\J;j{?~1~, *9~*t1t~tt~~ t L, ~~'tij; ~ \,1\ 

,±~a~'ti~:4':grO)~ilJi~O)nm*, *fff!iJ, n~nJ'tim~ 

~ ¥:t ~ )Jj([t9/f~ O)*/~' -c: j; ~, 'Nt~,:g~1ft~±H~Hi, 

OO~*, ~a, ~.a, ~m~ft*, ~~a, ~, 

HflJi, tW1tlf, ~1Ji, -wntJ],']t tJJHJit 1) / J\f!p, &: 
JI, $LJ],'Rt:t t~4':grO)1jt~IJi~j; ~ \,1\ ~±1li~Hi~~:3S 

~ L (Table 2), ~Hi~m~~:: J: '0 ~1Ji~t~~~/f4':-? 

M£ . J±~~~j\t:t t~~~j\~±~t:t ~. 1il~~±mU~&:J{ 

AT 0 -1 Fi,)~~~jJ-c:j; ~ i,)~~[t9 ~±~ G i,)~-c:~± t:t \,1\, 

2. '21m~I!i¥~ 

IgG4 ~Jl*/~,~tr5~~Jf£$9)-c:~±@1~pjf~, .IfiI.~N 

IgG41@:, mJ-'pjf ~i,)~ffl \,I. G tL~. 

1) C!!,*IW ~:1jt~ i t.: ~±1li~IJi~~:tt~~1W t:t U'i 

Iv'tij; ~ \,1\ ~±~!mHinm*, Jil4il, *fff!P, n~nJ/tim~ 

~~~¥J~. 

2) .IfiI.¥f1$IW~: ~ IgG4 .IfiI.~ (135 mg/ dl ~J::) ~~;g 

¥J~. 

3) mJ-'*J3.~$B"J~: ~ TO) 2 --::J ~ ~;g¥J ~, 

(1) ~~ t:t 1) / J\J;j{, %J{*m~?~i~ t *9~*t1t 

(2) IgG4 ~i'ti%J{*'H~?~i~ (IgG4/ IgG ~i'ti*m~ 
lti,)~ 40% ~J::i,)~--::J IgG4 ~i'ti%W*m~ 10/ HPF ~ 
}1~~Lz. ~) 
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~~~~~~~_~~~~~.~~~D(~~ 

nite) , 1 C 3 ~_t.::~~~~*.~~D (probable), 
1 C 2 ~:tJJrg.~±~~D (possible) C ~ ~. 

'li,llU.~~: J: -::) ~ ~~ ~ ~*m;flf!¥B9~~1t ~ a; 
~, *9~*tit~±H¥, l~~, f~n!1.~1:~±jWjOC1:a; ~ iJ~, 

1~~1t . ®h~~1t1:~±JtlJXB9'!OC1:a;~. it.::, 1) /' /\ 

~pm~1:~±*9~*t1t-?M~JtiMIDR:9~J±~~&I) G n~v\. 

7c~t.::&9 -:. ~~~~£*~±a; < i 1:?lJtiB"J~ ~ ~1:a; 

~, 11m 4 ~)Jl~0) IgG4I}UJl~}!,~~~~£* C L ~ 

+7t1:~±~ <, .{§.)Jl~5JU~.w:r~B9~~~£*c1*ffl~ 

~ -:. C iJ~tJJ &I) G n ~ . 
3. ~JliH(p€J~ 

1) § C:5B:&Jr1H¥~ (autoimmune pancreatitis: 
AlP) 

8 *1:~± 20021f~: 8 *H¥Hi¥~~: ~a*JJ~ § C 
:5B:&JtiH¥~~~~£* 200210)iJ~*IJJ£ ~ n, 20061f~cJc 
~Tll ) ~ff.!~, 20101f~:~00, 77- 1)-JJ, 17 1)7, A 

~ 1 /' ~.{§. 00 ~ ~~ ~£* ~ ME ~ L t.:: International 
Consensus Diagnostic Criteria (ICDC) iJ~fFfflt ~ n 
t.::12). ICDC 1:~±{fJl*l¥B":n: lymphoplasmacytic scle­
rosing pancreatitis (LPSP) ~~~ type 1 AlP c, 
granulocytic epithelial lesion (GEL) ~~~It c L, idi­
opathic duct-centric pancreatitis (IDCP) c ,*~:fn~ 
type 2 AlP ~:7t~ ~ n~. :biJ~oo ~ AlP ~ ti c /v c~ 
~±9='jWj1f~~Jr1~9='JL'C Lt.:: type 1 iJLtp'v\~~:M 
L, type 2 AlP ~±Wc*~:?P < ~ip.~O)ifUij-iJ~?p v\. 

-:. -:. 1:~± IgG4I}UJl~,!,c L ~ type 1 AlP ~:"::)v\ 

~~lm~~. 

(1) § 1tftJt~~j( 

Type 1 AlP ~±~:tiH¥~~ J: -J ~5~v\H!1.1aH±~i1:, 
n!1.:g~~~jU± ~ V~iJ~a; -::) ~ ~ '!OC1: a; ~. ~Jt'~HiH¥1f 

3~*IIH: J: ~ ~1J!UH¥~~,JtiH¥~~~~ ~ -:. c iJ~a;~. 
1/3~ *~ ~ ,!A~'~: M ~Jr1.m: ~ ~~&I), 7c 0) 1m ~± 1f:g~ 
., ~mM&, ~~~.~~~~~~B9~~~1:a; 
~13)J4) . Type 1 AlP ~~J!~~~~±, @itJring1f~~: 

J: ~ M~Jti.m:, {m*m~~~-?:I:~~, 1m~ IgG4 
I}UJl~/!" t~~~~ c~1:a; ~ -:. c iJ~?pV\13)]4) . 

(2) lfn.1~~it¥, ~:&¥B"Jt~1t 

m~iJ~eFi /v'tia; ~ v\ ~±H¥Ej:g~~: a; ~, H¥l*Jng1f 
~~~~~~~~ij--?, @i~~@1f~~~~~~~ 

l7U1:~±, nfng~*M*~M c ~'1) )v~' /'jWj1~~~~. 
lfn.9='H¥M*~±~,'tiH¥~~ J: -J ~~ L v\i%1ii~~~-:' 
c ~±&~ <, lE1t1:a;~j~ij-~?pv\15)-l7).lfn.1g¥B"J~: 

a ~ ~fltB"J~ ~ ~ ~±jWj IgG4lfn.~--C~OC . ~~~OC c 
~ jWj <, AlP ~~I!Jf£* c L ~ ffl v\ G n~ 2) 18)-20). i% 

3 

IgG4 lfn.~ ~± IgG4 I}U Jl*,!J: ~l G T, 7 r 1! - 'ti&: 
11~, x:J&~, ~ 1f ~ PfftL~1-, ?p 9=' JL,'ti Castleman 
m1: ~ ~~&I) G n, i t.::, H¥~1: ~ IgG4 ~1ii ~ ~~ ~ 
~l7U ~ a; ~ ~1:, lfn.9=' IgG41~~J;. -r: AlP c ~~I!Jf~ 
~~~ 1:~±~v\. 7c0)1m, ~ y ~'o 7'>1) /' lfn.~, ~ 

~Glfn.~,m~m~mtt,0~7r1~~~mtt~~ 

~ § c}Jti*~ ~~loc~: ~;g&l) ~ iJ~, }iL SS-A/ B }1L1:~-? 
}iL~ r:J /' ~1) 7}iLi~q±tic/vc~~jJ!ij-~:~'ti1:a;~3)5). 

(3) 001trjf J! 
CDH¥HI* : $~B"J ~ ~ ~ ~±n!1.:g~mif1~t~1t1: ~±~ 

1*~: 1G;.:c:J - ~ ~ L, eli /v'riH¥!1l* ~ ~ L, "'}­
--t - :; 1*" (sausage-like appearance) c 1:( ~ ~ n 
~2l) 22) . CT 1:~±H¥~jfi'§1:O):I:~5~~j]:5IH±1G;T L, r~ 

H*i'§1::ilI}J£Jri~5~/\ 7 - /' ~~~. H¥mJ ItB ~ Jf:x. ~ ItB 
u J: -J ~1!H~U*1~:@ (capsule-like rim) ~±Jtf2B"J~~. 
B"J~pjfJ!1:a;.Q23) (Fig.l-A). MRI 1:~± T15~~1t1: 
1G;1~~, ~'1 T ~ '/ 7 MRI 1:~:ilI}J£'ri:l:~~~/\ 7 - /' 
iJ~tt#It1:a;~23) . ~1)~HiH¥HI*~±H¥~ c O)ii5JUiJ~~ 
.~jJ!ij- ~ a; ~. 

® H¥ 1f 3~ *IH 1t : H¥ 1f 3:k *IH 1t ~ ~~ ~ ~± ERCP ~: 
J: -::) ~1T:bn~. H¥1f3~*1H1t~± IM~-?~~~1t c ~ 
~ ~, a;~*IOCJtv\,~ItB~:&U', H¥1f1£iJ~:ii1t J: ~ 

*IH <, iJ~"::)~~~1*-::) ~v\ ~ H¥1f1tJ c J£~ ~ n 
~ 24)-26) (Fig. I-B). ~~ l7U 1: ~±3~*1H1tiJ~~H¥1f:Bt ~ 

1/ 3 tj.~ ~ t:!i &I) ~ iJ~, 3~*1H1tiJ~ 1/3 *_0) ~R~'ri~ 
m~1: ~, 3~*1H:g~ J: ~ ~11rE1J!lj ~ -=tH¥1f~: ~±~ LV'1,J! 
~~ ~~~&I) ~ v' -:. c iJ~?p V\27)28) . i t.::, ~pJl~'r10)1l~ 

~-=tJl-~1f3~*1H1t(skip lesions) ~ ¥~ ~ ~1JU ~ a; ~. 
MRCP 1: ~± ng 1f T:g~ ~ 3~~ -? H¥ 1f1t ~ ~ it ~ ff.! J&! 
ll~~: ~±1~JL"::)iJ~, H¥1f3~*1H1t~lE.~~~Hiffi~: ~±1~ 
ffl L ~ V\29). 

(4) {fJl*l*B"Jrjf J! 
Type I AlP ~$~B"J*Jl~1t~± LPSP 1: a; ~ 30)-32 ) . 

LPSP c ~±, CDm~~1*~:J;. G n~ ~OC~ 1) /' /\J5j(, 

%jf*lHij~~r~~[Mj c *9~*tit (Fig. 2-A) , ®?p~ (> 10/ 
5~1,J! I1J!!f) ~ IgG4 ~~'ri%jf*IHJrrM~i[Mj (Fig. 2-B) , 
@1t$[ (~± ~ u L 0) tf(*9~*tit (storiform fibrosis) 
(Fig. 2-C) , WM~JtiMJJ!~ (obliterative phlebitis) 
(Fig. 2-D), ® H¥ 1f ~ &: ~ !IX ~ ~ < ~ ~ iWl H~ ¥~ i[Mj 
(Fig.2-A) -C-, *:f~~~I!Jf£*-c-~±CD~w~ -J t ~ 3 

"::)iJ~, OO~~:J /'--t /'-tj-A~~I!Jf£*1:~±®~®o) -J t 
~ 3 "::)iJ~~;g&l) G nn~;f, m~rjf J!~J;. 1:~~iJ~.~ 

~ ~ 12). IgG4 ~~Jri%jf*IHJfrl,O)¥~l[Mj ,± IgG4I}UJl~,!, 
~~~.1: ~± a; ~ iJ~~~~B"J 1: ~± ~ < H¥m -? 7 )v :J - )v 
'tiH¥ ~ 1: ~ J;. G n ~ -:. c iJ~ a; ~ 33)34) . LPSP ~ ~~ ~ ~: 
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Fig. 1 Radiological features of autoimmune pancreatitis 
(A) diffuse pancreatic enlargement with a capsule-like rim on computed tomography (CT). 
(B) diffuse, irregular narrowing of the main pancreatic duct on endoscopic retrograde pan­
creatography. 

Fig. 2 Pathological features of autoimmune pancreatitis 
(A) significant infiltration of lymphocytes and plasma cells. 
(B) IgG4-positive plasma cells. 
(C) storiform fibrosis. 
(D) obliterative phlebitis. 

~j: 1: ~c. 0) Jj § ~ iiliU t-: T;ftir B~J7d~ *U lIJTiJ{~ * ~ h 6. 
(5) §t1IJT£$ 

~ :b66-clfff-Czb6':: C ~Jr,*i;t, ~~*~:1!P Lt-:§t 

IIJT£$ C L -c type 1 AlP ~ Mtl c L t-: § c~:&'ti 

~¥~~*§tIIJT£$ 2011 iJ{~P~ ~ ht-: (Table 3) 35). 2011 :$~:~P~ ~ ht-: ICDC2) ~j:~OOO)~tlIJT£$~: 

l:t~-c~ <b ~OC . ~~~OCiJ{r'§J <, ~r~*iJ{1~)flT 6 

~: ~j: ~ :b 66 -c~)fl c )~":b h6 <b 0)0), -*~~~: C -::J 
-c ~j:.y> .y>1j~l-C zb 6 .:: C, type 2 AlP ~j:t\tiJ{OO -C ~j: 
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(6) mffit 
AlP mffitO)~-~fR'j:~UW-&:~A T 01 F'"fzb 

6. ij£l.~39t~~: J: 6 M~lti.m:.y>f~iWtT 6~l1Wi.y>W 



Table 3 EI G~1~t't:1H¥~Wn,*~WT£~ 201135) 

(B *H¥J1l~~ . ]1J~#iJJ~JuHEr't:1*}iEH:OOT ~ ~~,p]f~W.I) 

A. ~1fJfJj'{§ 

1. mnl:k: 
a. (f'i lv'ttHl:k (diffuse) b. mV~HtHl:k (segmental/focal) 

II. 3:.m~O)/F~~*HIfl: ERP 

m. Jfn.1N~B9PJf J! 
~ IgG4 Jfn.~ (~135 mg/ dO 

N. ~~PJfJ!:~rO)m-®O)PJfJ!O)~~, 

a. 3 ":)~-.t~~£&')~ . b. 2 ":)~~£&')~. 

m~1to) 1) :/ J\;f;j(, ~jUmJJ?LO)r~i~ t, *,UfUt 
®5mM: 1 tJ!!I!f~t:. ~ 10 1f1!1~Jm:t~ IgG4 ~tt~jJmJJ?L~i~ 
®;fE~;jjC*&iit1t (storiform fibrosis) 

G)M~'l1l1-JlJR~ (obliterative phlebitis) 

V. n~)1.m~: 1i!1t'ttlg~~, 1i!{t'ttr~}}~~' ~*~~, 1~nl)J;*)Ht~ 

a. ~WB9~~ 
~WPJTJ!;J3 J: U'filiiflpJTJ!~:;J31t)-C, n~)1.nE!~0)1i!1t'ttnE!~~, 1i!{t'ttr~}}~~' ~*}}~ 
~ (Mikulicz~) a, ~ It) f;):1~nl)J;*9Ut~ t ~1fJf--c' ~ ~. 

b. ~~~B9m~ 

1i!1t'ttnE!~~, 1i!1t'I1~}}~~' ~*}}~~, 1~nl)J;*9~iit~O)t~ItB9~~}!PJTJ!~~??-&,)~. 

<*7Y3:/>AT01rm~0)~* 
~H~~~~:;J31t)-C I;):, mfflj-?nE!~fflj~ ~)1.1~~: , A T 01 Iq: J: ~ m~~j]*~~ItffJj'{§ ~:'2Iu-:' 
t ~ --c' ~ ~. ~tt*}~,O)~~Ij;6{ft L It)t))rg.f;):Jm{frltl*JtJ!~r~:iliUg&51 (EUS-FNA) *HIJJ?L~i--c' 
qT-? -C;J3 < -:. t ;6{~ i LIt);6{, ffl~~B9~~ttnl~O)~)1.~JjJf~ <, AT a 1 r~-9-f: J: ~~~ 
~riJ~B9~tlfJff;):J!!t~t ~~~ --c'a,~. 

B. ~1fJf 

U'i Ivm! ~iJi'Um! ~}!~B9 

~~ Ia + (miNb/ V (al b» Ib + II + (m i Nb/ V (al b» 0) 2 ":) P.J.-.t Na 
it:.l;): 
Ib + II + (m i Nb/ V (al b» + * 7Y 3 :/ 

$~~ ------ Ib + II + (mi Nb/ V (al b» 

--------Jt~ Ia + II + * 7' Y 3 :/ Ib + II + * 7 ' Y 3 :/ 

--------

5 

:gB1iti 0) ~ ~ ~f7UO) ~~ ip, 1i!1t'tim~!1f~, 1ttJ1lJ)l*1~*l 

~, ra'w:'tiIDtJ~, ra'w:'tiW-~~ t'>O) IgG4 ~JI*,Iif,1?t 
~~~~~01~0)~~t~~~~ . • ~~~Ui 

!v'tiHf~mj("z;;~±~ ~ 0 1 ~1E!~ t iT -? -: t iO{tp. v). 
AlP ~±§~JljgliO{~ ~ -? ~O)-r:, L~±'t? < ~:i&!.]~ 
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Fig. 3 IgG4-related diseases other than the pancreas and the bile duct 
(A) Mikulicz disease. lacrimal grand enlargement (arrow). 
(B) IgG4-related lung disease. 
(C) IgG4-related tubulointerstitial nephritis. hypodense lesions of the kidney on CT (arrow). 
(D) retroperitoneal fibrosis (arrow). 
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