721 ZofRT, 2801 VEERY =
7o 9 1gG4 BE#Z BB Cld, miF IgG, IgG4
EPBOTEETH S EPHALP E -7z,
Z T, UVIEREORED 5\ NI ZDIEH
D 75 1gG4 Ba##E B B3 DO IE 1gG, 1gG4 i &
BRI, MBI 5Dh, HERGIZH VIR ZT
> 7o (& 2).

AFIZBWTIDCP 3w EEZ LN TE
D), SPR21EE & D YHRFICES T, £
DEREZH 50T 572D % %L R PFFE 3
fThhlc. 2Tk H, Uk kT 5 IDCP
FEGIA F VT, WEERBROBERE (B 3) %
T-7z.

B. IRRAE

it 1 : LPSP 1541, IDCP 2 i, BEEE 7
FOYERMBAE AWz, RENLNNS T 4T
0w 7 % W T CD163, o—smooth muscle actin
(ASMA), IgG4 Otz ifTL, MHE
RE & D HlRE 217 - 7.

a2 : IgGA BIERZE L 2 S /- BB D
T, CT, MRI % %\ 3 FDG-PET | T4
DOEBRBPITONI2UER xR & L7z,
AERIE AIP 1661, 1gG4 Bad Y v/ EifE 3 #,
WEAL MR AR 28 2 61, fif SR s IS 1 6,
RIEMEN R 16, BEEER 1 (EEED
N)Ths. AIP OZMTIIAKRILOBKIZELES %
WieddD &L, ZOMOERFITEBFIIC
IgGABIEIRE TH H L HEEL 72 b DDA %X
GElL7.

U NSRBI EM Y v/ E O Ann Arbor
WA EIC#EER L, CT, MRI & %5\ i FDG-
PET IC TENZENDOFBIC KT 5 V) v/ Hifd
KOFELZHE L. lem U ED) VI Hi%
fEADD & L. MmiFlgG, [gG4 i3 M Bk
HEAHOLOEXEHAL /2. T X nOHIE
TEICUVNHEHERD D, &L OFF TIgG,
IgG4 % L, SHICY V/HEXDOAD
N7 L G, [gG4 EOMBIZ Mt L /2.

Bt 3 - VIBREOREFRIR T IDCP &2
Bran/c2EMCOE, TOEKE LREMA
BBROFHRF 1T - 72,

(PR~ DELRE)

Z ORI BB RREESRER AR S LU
BARIAT, BEABROREICHELL\ 2D
Sfrbhiz. COMREZK BN CGREICLES
N-BET— 2 2BV AEE PR T, Prest
RECH 2 5, fabattE i3 &/ MR TH D,
T/ WRE O 2B I Rt K. fmE
HOMBEZZZWEEZ2S. BT 1, 3122520 T
i3, BB IRIREEERREEAERZ BSIC KR
iz (BRIRTFFE AT 555461, 5445 ).

C. AEHER

BEr1 : LPSPIC 3\ Clid, BRI IS5
&, NERN, BEERRABRICAONS RIERIC
—H% LT, ¥ OCDI63 #HEE~r o~
7 —VDBFEEI N, FERBEREEKICS VT,
CD163* #582 <~ 7 1 7 » — v T storiform
fibrosis IZ—% L CTHEEMICHEA L, storiform
fibrosis DF BB S &E 2 b/ (K 1).
ASMA+ #RfEZF M f i3 CD163+ #5§E ~ 7 1
77—V ERFEL, #HifE{LE &L 7 stori-
form fibrosis IZ 3\ Tid CD163* #5#EH < 7
07y —YVORERZRA L Tz, LPSP O/
ERE ORI, BEMREAEA L TWAICZYh
PO LI NEBEOERPZL VW ETHS
2, NENTREET SBEEOMIC, CD163*
WS~ 7 07 7 —VPHEEL Tz NER
KRICABN S, RIFBEOH—ZETRIT,
CD163* 5~ 07 7 —VIC LB HDTH
HTEDHELME ST, NERIBEED LR
FICADNSRIEHRICH, %5 CD163+ #
SE~r7n07 > —YRBEIn/:. —RL T
JEL7: “BEEBE” DL D5ICAZ A, BEROHE
I RIEMERA CHICBRE CTh - 72, LRET
ICHIRICA BN A RIEMBREEICKS W TD,
CD163* $ifIE < 7 07 » — U HRBEAE L T
7o RIEOTALIZ b 5¢, 1gG4* HEM
fans3Aiik, CD163* Wi~/ 07 v —I 0D
EHEBIC—HL TROLN-.

IDCP R P&z IC 35\ Tid, CD163+ #58EH
<787 7 — I PNETFRINERRE TR L
T, B5WIIHRMELENICHEERICERD bh:
(K12). LPSP s k89 5 &, ZOMEILEAH
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(a)

1 LPSPIZA& BN 5 storiform fibrosis.

(a)

K 2 IDCPickiF % CD163 DR, /NEWH D, storiform fibrosis DB A BN \WAFER (a; H & E §+fa)1c, CD163+ <
707 7 —V xRS 5 (b; CDI63FESAE).

YN g Y e

BeEt 2 ¢ 1k & 8 fHIIC U v/ NEilE KA
AN, 13FEFITIE 3 FIBEL EiC ) v/ HifE
KaBD7-. IgG iz epflTHRREIN, FAMid
1,500~7,953 (Fh[Eifi2,432) mg/dl C, 17#iiE
1,800 mg/dl LA EO @ fEizm L7z, IgG4 %19
Bl CTHREBE SN, DAIE67.7~4,140 (FRE#E436)
mg/dl G, 17%1-Ci3135 mg/dl Ll EOEETH
- 7.

TS L ICHET 5 L, IgGIt oW TiE3E
i, M, MR, e K@k, BE, BEY v
INEIDOERRA LN/ T, IgG4 Iz o\ Tik
W, BEREIR, BE, REY Vv EOREAR
AONIHTEEICLVEMETH-7-(K1).

UV OREIE KO & DN HIBE T 1gG

(b)

(b)

3 LU [gG4 EOHBIIIR 3 ICRIED TH
% . 1gGfE O FHES R %0130.80 (P < 0.001),
IgG4 [EDMHEAR$0130.81(P=0.004) T, g
NLFEELHEBELRA LN,

Bt 3 FER 11330 B 7L a— ik s
SR, 1 - ARNC EIEER CRBEL, 2MERE
RrzMInTunwi. FETBEAERL, B
k. BEEEEOER (7 I5—+¥24210/1, U
N—¥7351U/D) %Dz, =77y
DOLEFIZAGNZ - 7o, BEERBREIC THREIESS
IC17 mm KD Z i PERERE, FEIC—39 55
BEOMELILED D, BE DN, HWPRE
FREFE+ BB YRM AT I Nz, YBRah
BRI O EAMICEAL Tz, AR
IS/ NERIBEE TP RER, UV oRER, TWEME
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F 1 RGN v EIEAOELE LM 186G, 1gG4 EDHEE
IEEE I 1 IgG (mg/dl) 113 IgG4 (mg/dl)
(% - 21) A | Mk P EAH I A Pl
B 10 4542 + 2524 2189 £572 0.031 1563+ 1565 741+1043 NS
HERR 17 3392+2121 2960 + 2383 NS 1338+ 1450 351+154 NS
il 6 3040 +2181 3417 +2158 NS 1393+1847 1060 £+ 1253 NS
i T 4 5869+2067 2707 £1667 0.008 2305+1152 817+1242 0.017
PRI 5 5086+ 2484 2754 +£1717 0.018 1700+ 1502 927 +1281 NS
e KENIR 6 6195+1783 2155+520 0.001 2158 +1609 656 +£930 0.009
15 R 10 3462 2659 3171 +£1599 NS 1037+1535 1234 +1182 NS
BE 5 53332385 2677 +£1633 0.009 3010+1210 629+ 857 0.015
BEE - Khg 3 6755+1216 2732+1620 0.013 2600+1212 855+1209 0.029
NS: not significant
IgG 1gG4
=0.80, p<0.001 r=0.81, p=0.004
9000 — 4500 - =
8000 @ 4000
5 7000 + $ 53500 - & A4
> 6000 ® 3000
£ 5000 - . £ 2500 - -
S 4000 2000
¥ 3000 ‘ $ o p% 1500 - P S
2000 s & o & 1000
1000 500 - ’ * ‘ &
0 ‘ . 0
0 2 4 6 8 10 0 2 4 6 8 10
12 \EE KSR 1) BB R PR
B3 YUv/SEEAD AR BN SIS & i 1gG, 1gG4 [EDOFHB.

(a) (b)

K4 (a)/NERIPEE O LREMICFRERBEA RO 5 (KA. ERORMEICIEY v/ 3k, REMRAFRCEEL T05. (b)
INEERNCIERL S NSRRI, BEDIEK L 7-ARESFMIa s B 52 2.

ORMEAD 0, HHRIEEEA, ABICRE
L, Wb 5 granulocytic epithelial lesion
(GEL) #TER L Tz (K 4a). /DEEZRREAM
JapiE I, FBMEE &L Twic. NENE
BICFPRBRESEIL L, NEREIC DS
BREERICY VB, TWEMROREAA LN
7o, —ETIRBUNBE LR IN T\, NE

RHTRRAENE CTH o 723, RSB BEICREIN,
EA L 7oA AESF Ml OB A 2 A S AR T
- 7-(X 4b).

FEFI 2 1376kt SRERER L. Rz E
FICKBEL, BE#EBIChbIrICEEINS 2
cm KOEE IR IN/. WER, T/ <7
o7 UV ERZALNLP -, BEDEED
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N, BPRIE AR IR B VIR 2 T X h
7o, UIERBES IR R I E T, #9301 B Ohg
FEMEDLS cm KOFEHIHARD BNz, FEEIE
DFEEBETHMBAC, IREMROE L W Bi%
SRS OWNA T L, BHEEMSICE X
T\, NERIEB LUV NERBES D LR TIC
XU VNER, BREMBEORBEAERICRD S
N, ZOMNMUAFFHERFRSE D BA T, B
BEO—MIERITIEL T/, GELii4
HICZ LW DOD, LR L 7B O—H 2/ N E
WEEE O—IRITIFPERIZIEN A B N7z, REWN
DOFFHEMEERIIAES 1 & Ak, BiFminE
T, XL BHEFERROBEENRD SN

D. &%

LPSP ICBg 59 % RIEM & LT, IgG4 5
HREMESL T Y v SRRICOWTiE, 4% T
G DOWEDPRINTEL. LIErLENRS, <
787 7=V DORENOBG IS E OBRET S H
TEHT, i h T, Mk DR
RICOWVWTRMNOEN T WD, FLlcb R
WEHZH W= CD163 11, #E - ~7o7 5 —
VICEBREOICRBEL TWAEEZLNTED,
HETEINEZOEV/NT 7o v EEE
DZFBFER (AN Y % —FFK) THH T &5
MOLPIZINTWAY, LPSPIZA BN 7
CD163 FEtEmiiais, #i8EF CIREEMICHE
HkOMICELL TWwWb D, CD163D
BEMAEETLL, <707 57— iSRS
HIEDELBLEEZONS. FoblTIbic—
HORERFIT, CD163* #hsEI M- CD45 B
THAHZEHBZELTEY, ZOEILLHE
HSROMIME & 13875 C AT IS, Bk
W\ L2, CD163i% Th2 Kt & B9 L 7=
M2=</7m7 7 —VDOX—N—LtEz26NTE
N1, LPSP CTid Th2 KIGATLHEL TW5
EaEZ L EERBEVKERTH 5.

€K, storiform fibrosis # R 3 5 fifaD
RETHATH > 7228, FIcbOBAMLD, £
ETERSITCDI63 HE@EK <~ 707 » —I T
H5HEHEEZE XN S, Storiform fibrosis D E 3%
i3, BZH< AIPOREZH L §5REE
DEITHLELHZ EDXTFHIN, ThEEHEL

TW ET3 CD163 O fEgeta i A M & #ifF
SNAS. T/, REMBEAEEINTHNAICD
PO LTPNEOFEMHEPR bW &, KE
EEBABICH P LEORELZEBHYE S LD
%, MAHBLERERIERINSZ &L
LPSP 0¥ TH 575, Thd CDI63* ffsE
B~rn7 7 —VOBEIZLELDTHHI &
DHLMEL -7, DX DT RIE, IDCP
PHEETEIRDONT, 5% LPSP ORE
ZhHr, BiCAEm2Zk o LT, CD1630D %Yy
BREFREZY—ILE L THigEIh 5.

AP 5 XU Z OB ERZEICY VI NFifER %
GOHTALRUFIALERBINA TV S,
Kamisawa & (32561 d AIP B O <, 4
BNCERES ) o HidER 2, BHIEMfT DTNz 8
BIDS>H 5 FUTHES Y v/ SFHER 2 E D Hh
7o &3 L2, Hamano 6, AIP BE O
8025 ICHfiFT U v /BRI BNz &
L5222, Sa], K< IgG4 BY## B % %}
FELIWET, IgGI3ES, WE, MPYEE,
EREINR, BE, BEOZY VSEIEALAS
NIHEGIT, 1gG4 13, KBk, BE,
REEDE ) VINEEK D4 B NIFEFI THREIC
X DEMETH - 7. Hamano 53 AIP B EIC
BT, BfiPI Y v SE B O L & s 1964
B EROBIEAHE L TWAR, SEIOKRT
BTN ZHERT A LI TELRL-7. TORE
H& LT, BBREITEIMAEY v/ HilEE%
Z—7y b & LR BRI nTuhizn
T &R, LTI A BERAFRITAE S BT U N
HiEKAHT5EEHS L, 1gG4 BAERKEZE T
e v EHIER S ERD D FEICED B/
AREMESEZ OIS, SHIILVEEOE V2
WrELHE, BRHIEOBE SRA 25 L T\ < b
THELEZEZOLNS.

Hamano & (% AIP @ B4R 2 © B & 1 i
IgG4 EPHEBI L, JRE DIEEIM: % K9 5 Fr
REBEL TWHD. SEOKFT, U8
EfifE K 25 AL BRI & B N7 E BNE & I 1gG,
IgG4EXEETH ST EBHLMLERD,
VINEREE DR ) D IEEME & KBRS % & 5 —
DORELIEN 55T EHRREINT.

IDCP OiREFRVEENT, Ao WRErhi &
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L -ifhER 2 S O RIEMAZRE Th 52, /NEE
R IZ B\ CIE LPSP [[ff, EEoEbH D
ICRIEAIRER A DN A D, EEBEETH
%5 LPSP & i3 8z v, LEREMlaE&ORIEN
b, $7abb EERN, BEANDIFFERRE
2 EEOBAEREPEBDONS. TNHOE
iz kD, BREITAHANCIETL TA25. £
7z, LPSPICA LN A—REEREOIEE % Eb
¥ 5 LD RIERRIZR <, UV VN, EM
fad B FICHEIRICRET 5. RIS 264
NYU VSRR, HEMRORBICEALAENS &
SICAZBTELDAH. FEERPL LT HRIE
NERNBEFICL A DN, X HICKIEMTRHE
BIEEMREEIC LA S, REMT S X%
REICEEINTWAD, TIiba— VRS
LHEET A LT OBRERIRETHAH. LPSP D
B CH HPAEMEIR R I T, #IRFMEICY
VINEROEERRDH C Lidd 50, RO
FEOMME L, WEMRREY /o342 i3k
(AN

SEIOF /B OB T, IDCPICADN SR
ML 7 L a— I ERERICALNS XD
IR ORE, MBS OZ L WML &1
Bix 0, SR —T, BEAL /RRMESFM
OWEZHES CERBHLM RS, AL
AR B SIEIC W TR, Tl
HEBMRETEIL ALNAHRTHA. fEHF 1
BAMRERICTRIEL TEY, COFTREZER
T ARRBEEZONS. T, EMLIIUE
AMEDEREL, FEF 2 IIRBFHHRELZEL,
FEGI 2 CTIXERIRICIRER L 7o/ NERIBEE S
RInsl, 2OMBBICILENLA DN,
IDCP 8B — DB &, SHEORFBLHE
ThHh.

E. &/

LPSP iz 3\ Tix CD163+ §i@~ 7 1 7
7 — O JNPEE T, storiform fibrosis, 7
ERE, BE ERRBEORIERE, HEHILR
HArROBERICE 5L TWwas. ZORTRIIE
IDCP & ClkiRd b N T, CDI63DMEE
Yt 354, LPSPH2Wid¢ %5 L COFERK
vt LTINS, IgGAB#EER T

i3, BEOHEBOY VFHELA, 261y N
HilE KO AL N BB S, IME IgG, 1gG4
B &\ B, HBARL, IgG4BAEEED
EEEE R T LR TH S ERREIN
7o U VNEIEKRIC L0 BERER, BESAD
DEREPHETEZAREELD D, 1gG4 B
FREROBHEIZBWTIY VETRE DR 4K
BT AHAZENEHTHA. 2HEHIO IDCP OF
B2 S, IDCP OA < &b —FiiE
MRIETH A uJREH BRI X 7.
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FEAS BRI EME (BEER BRI 7ERESE)
BE o HEpEREE

% 4 BIEZREE S ERFHE

MroesReE BB #E AKX LTRIEERE Bik

el

AR, IUABT GERAFAFREEAERY), HHHE (AAR TGRSR TRETRENR)
i —ER, B CRAFAFEREARGEY), FHEUIM, HEME GOERFRFEHRERES)

(AREE]
20094 1 £ 36 & UNi 55 1048 ) O R ZE i A e (ZERMEARAERE) B & ICBE o 558 4 e EEFRAE T
EH L 7. FHRBA00L EOBERED/NERH s L OVNREFEEE (F1688Mia%) 12X 4" 5 —KFREIC
£ 0, 563FH([EINESL.8%) A bk 1FET114, BEIEMC23ROBERELZ T 2. KRR
BIUBEOLEFAE) DR L EAICK T3 EIKAEZ TV, #HHECIE L &R, 20094
hOBERIT154, BEIEROEBBHRIMBREE LEZ 6N,

A. BIZEE®Y

e 28 oo A3 AEAE (ZE M AR MERE ) 13,
fibrosis transmembrane conductance regulator
(CFTR) DEGTEEXFERE &+ 5 H R thS
MECHEBTHS. AATERDLSWVIERME
RETHAHDB, BAANEGLT V7 AETEMH
THY, bHEOBIERITHAEL50~20077 A
21 ATH A, CFTR T, &850 kKA
BICREITLC- Fr RV ThHA. /- T,
EERBHEAE R T O Cl- BED LA % b
L, CFTR OBEARLORBEIC LD, B, H
L%, SoE, WREER S IR EENEL S
YirREL R, EEMTIE, HEER» O
FEA LA, EEASERGE, HLRBR
BRERILTRARTHS.

JELA: 55 (84 D R YE R BRI B 3 A IR A TSR
PEIE, 199444, 199945, 200442 L, 54
31058 3 mORERFHEE2EEYRE T
fT- T&EJ. 20040 &EHFEIC T HERIK
FEBFAA T, B0 IR TIERERRGUC X PR
REeNHEFTL15~20i% TR T A RIEFFI
D2 TR, ZTOMNKPUNETH A LHY
Lpblrode. BARADBIEIIKRMEE DBEEK
IEFEICIEIE L, WiE, REIEGZHONTL
T2ZW - BEREH AR T2 LB EL
T, BERGBHEOR 4 mLEEFRAELE
ML 7z,

cystic

B. A% A %
1. FEH A 20094 1 F£/M B LU BEEL04E
& L7,

2. —RFAZLEL T, 2EDOHFKEL00LL ED

BEREO/NERS JOVNREFREEIC,
@3 1 FEM I L U104 i O BEZE R SR AEE &
FZORE ENR FECH b ET) VWG
by, FAEIETEEETITV, 2010481
BICHKRIEER, ZWrit#E, REREEXD
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