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Diagnostic Guideline for IgG4-related kidney disease
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rIgG4 BESHE 2 flrit U > 2 BT R (1gG4 + MOLPS) DfET. D 72 & DfFZE AT %

M JEA i BRR BRI S IR

EU&IC

IgG4 BRI, BRAMRZA 2 b > B ORIl % (auto-
immune pancreatitis : AIP) DAEFIREER % A TR TW» L %
B OHAE LB L BB TH BV, 2001 FEISFEMA
FOUE S, IE 1gG4 RIS DS AIP ZWT D IEHR 124
M~ —h—IC5 2 EaWE LY, ZOBUEICIE AIP
H O X ORIERHIR T I, 8D 1gG4 Bk e
T 2 2 & 2 S 2z L72Y, 2003 4, #EZEDANE
Beofiss o 1%, AIP BTk, BERRDASMIC & RN PHAH AR,
A, MHEE, PO IR, BOREEL, BRhRE, WERLR, Y
voNHL, EHIC 1gG4 B E M EZ CIRIM L Tw» b
Z &ML, Tsystemic IgG4-related autoimmune disease
Lo IR E SR L 22V, 2004 RIS D, AIP HEHIC
G OF U 72 R AHE A 7k B 4 (tubulointerstitial nephritis
TIN) D 2 FEGIZSHS S 039, 2o 2 EfI T, AIP %
RIS U I3REHP I BRI T 23h D, BAROGETHHAR

ICB VT B RIE ORI DML & & $1259, fuEgen T
1gG4 BT EMINE D% $G0 0 5170, 2D, AIP D4
SRS A IS lHRE W TR T8 L S 7 RRREAR T oD 22 o
BHRATO%, AIP 37  BYERF(LIEIRIRSS, WEHIRZS 12
ABEL 72 1gG4 B TIN', & 5102, R OWRM - WK
IEIRZE D 72> b DD DB NI BRIR U 7 R B 7 R A
bEIND L) ko7,

AIP & L CHHR S NRAE, MG+ D 1gG4 mif & AH
TR~ D 1gG4 PRI E M= 2 s i b & 2 5
BThHY, HIMWIZ Mikulicz i & L THIS LT E 2JHEE L
EbOTHEPT 2 2R Enk), ol lrs, HE
55 {84 v 1R R S IR ZE S SE TSR IE T U3 TG4 BY L
) (IgG4-related disease : [gG4-RD) & \» 9 1 L W IEFRAS
PSS NGB E D (EDMR £ 5 72230, 244) AIP 12
B L TEZ O NIBIRAE D, TTWWRLALE) BRI EE
EBREGI O IT X D 1gG4-RD ICRF R ZHE L S,
MoG4 B Hi & ik i | (IgG4-related kidney disease : IgG4~
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RKD) L WEEN 2 12 H o 72, HARE Y2 T, 1gG4-RKD
DIRREMRHD 72 012, 1gG4 BB R Y — % v 7 7L — 7
D3RR S 4, SRR 22 D> © TgG4 BEHE ks o i A
PRI T & 2012 T % 72 D S filias kA% 5 S IEZE
ZFEMT DI LISk, LL, 20k, EEEWNRHE
WEHOEEDICHLT, ~ZbRBERiZzR T &
MTEE 2D, 1gG4-RKD 41 Bl DfFNTHER % K, W7 L
2 L E WA R ST TR LR R L 72,
AfETIE, 20 41 BlOHTIZBI L THE L, 1gG4-RKD
ZHABI 22 EH%Z 130 OENOBERE A  BEFEL T
WEEL DS, BWiOoD TN T XL EBHiRkES
SR L LORT,

MR - FTE

1. ¥ &

2004 225 2011 FEDRIC, SRR EHTEWEE, iR
TEbE, FrR R R AR AL, bR, AL
BERLK A S BE T 1gG4-RKD & 2W7 S 417z 41 6% W5
E L7z, MIEEEE LT, MFED 1gG4 IBEDSHE S NTE D
IgG4-RD & FRRIICHEARL L Z=f0i 2> 72 9 fl % v 72,
T 7% bbH, Churg-Strauss JEMERE 3 #], BHEROMKT L 7%
[gG4-RD TEAEMIC THEREIMUO KRNI L 2 LHHL
T3 24, TIN Z &0 L7z Sjogren FEMERE 1 4, /N
LB % 7 0 — ChEfERE | B, AR IEZ S 7L v ¥ —
B 1 B, TRRSMEL FIRE 28 1 I CTdH %, 1gG4-RKD D2
Wik, faiEgeaz & BUEMPTE, I 1G4 REE, B
B DAS D RN IR, MR 2 & ofldd o 4 0F, 2o
Dl s D RER % & O MR, WRZHICX 2
TG4 BEHLE FE T RER 22 IR T WL 2 IR U T TV, Ity
I 1gG4 BEHUE B O REGIREER DV BN 72 FIRBE D PE 123D
Wiz, A%, HAER AR E X OSSO M
HEOKZBEDOD L, TRTOEHELIDA 7 4—L1F -2
Vv b RS UTbi,

2. ERFK, @E%E@@T

FEh, FEZE - PR, JRAR - MEWAE, B, BRHERE, KEMIR
7% £ DENEN DIEERZEIC o T, WP R & B2 o
WIS T 2 1EME AL T X ODINEL 72, RIS, 1gG4-
RKD D ZWIZH % & > 20 1F Gt R OB 13 8 1 §Ffl L
7o MRT— %1%, G2 V7 F =, I 1eG fH, I
4 1gG4 i, IS IgE fif, ISR > TRETL 72,
RATRICDWTIE, TXRTOBHET, HAWK, MR, Kk
EIZOWTHRT L, IR NAG, R B,MG 12D\ T T BE

RO INEEL 72,

3. BEFAR
IgG4-RKD D#ZWiHZH T, CT | ZWr I I
%f%b,kbbﬁm%CT_;b HHRzfss 2 &

ﬁf?%oL#L&ﬁé,QMHmD¢ ,$%®L&T
TICEREBEIME N LT 2B H D, 20 X 9 ZhiEfi
T, HHCT oA 2 8T L 72, &AM H3a]kE S
nrgA, B EAHD G0 REIROBADATR E LT
il 72, MRI %° FDG-PET, BV LYV F 7577 4%
CT A DG S, BREZH OB TR E LT
BHL 72,

4. HEBIRSLURERERR

BrAmix 41 Bk 28 plChifT S e, s 28l 7
7YREED L IF AL ) VEEIC & 2 BRI OV
T, HE~DY »o8Bk - JPEMIGRIEORIE, ML of
B, iR O A, B X OSRERMEZE %2 4 L 72, 65t
FePiikiETIE, 1gG, IgA, IgM, C3, Clq, 747V ./ —
FUZDWTHRE L 7o, gk, Hlik b 1gG4 Hifk
(Zymed Laboratories, San Francisco, CA, USA, or The Bind-
ing Site, Birmingham, UK)& X OFit b IgG Fiffk (Dako,
Glostup, Denmark) b L { I3t b CD138 $if& (AbD Sero-
tec, Oxford, UK) % iV ’“Cﬁ") 7

ZW7ZILT)XLE L CBHTEE

44%@@@4«D@#m&mm%gu,%%*ﬁma
EZoNT BT 2R i U 72, ko AIP SWHLHE
TdH % 2006 FED RIS DBWIHEAED R Chari & DLW
W BEIZ, A HlEVEBsNMITHREZRAL T
IgG4-RKD DO@ZWi 7 )L 2 R & L SWiHEHEZ ERL L 72,

fm R

1. IgG4-RKD DK
R 112 4 IEFOREIRT - M AWREE R, Ml
S 30 B, M 11 BB AERNE 637 T H o 72, 41
Brh o 8 H1(19.5 %) 13 4% 1gG4-RD & IZBHiEINTES
f;4%m%%%®ﬁ?ﬁm,2%@@@$M~;5%H
SUHEPT R 2 FBIT, 1 BNIRRIREEH 2 BRI 1gG4-RKD
%%émt08m¢%b®1Wiﬁﬁﬁ ZEbwg
RV Th o7, T OIEHITIE, & 1gG IE & AR
MAEDH O, HEFE2XGETY 7 =T AL
2, BRI TSN, T, &Y D 33 #1805 %)
1%, IgG4-RKD DZWiDHIIZ, IgG4-RD LI, Z
DI B 20 HllZ, IgG4-RD D4 EAER I HRZ W <A
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& 1 41 FEGIDERARRY - MR

FEBI R/ #340(%)

F iz EFHELSD*
Fip (%) 63.7+£12.3*
B 30/41(73.2)

IgG4 BIEBRREZHTD = - M T

IgG4 BEER B DB IC 2R 33/41(80.5)

|gG4 Egﬁﬁ% @%%ﬂq:' t_u/llkﬁ L t.i%A

DERDE > DT
IgG4 BBERB DL BRBERICBRZ 20/33(60.6)
9G4 BEEREDR BT ICEHAEET  13/33(39.4)
TEZH

5‘617@“6 9G4 BEREN G EZMUL

BOEZMDE >
EHERET 4/8(50.0)
BSRFTREDESR 2/8(25.0)
RIRFIRDERE 1/8(12.5)
BRRTR & MRREFR

EHR
3+ 1/36(2.8)
2+ 6/36(16.7)
1+ 11/36(30.6)
+ 3/36(8.3)

AR
3+ 1/36(2.8)
2+ 2/36(5.6)
1+ 9/36(25.0)
+ 3/36(8.3)

Mm% Cr=1.0 mg/dL
3% Cr f&(mg/dL)
;% 1gG=1,800 mg/dL
3% 19G fi& (mg/dL)
M3 19gG=3,000 mg/dL
AR IIE

& IgE=250 IU/mL
3% IgE & (1U/mL)
;% 1gG4>135 mg/dL
3% 1gG4 f& (mg/dL)

24/41(58.5)
1.7+1.5%
37/41(90.2)

21/41(51.2)
22/41(53.7)
26/33(78.8)
754.3+876.8*
41/41(100.0)
991.2+604.9%*

3,467.4+1,658.2*

BE&ATR (CT)

EREIERS D 29/41(70.7)

BREED SR MEEZ B 19/29(65.5)

CEAMEEEXGEEZHD) 1/29(3.4)

CFEAMEEXEERL) 2/12(16.7)

BEREDIEEHRE 6/41(14.6)

B 4B FEE (hypovascular) 1/29(3.4)
HBATR

REBERE 28/28(100.0)

FRERIAFRE 11/28(39.3)
BN DOt fERR DRE FEBIER (%)

FEE i 13(31.7)

W AR 29(70.7)

SRR 12(29.3)

i 12(29.3)

1) > JRER 17(42.5)

el 4(9.8)

HINLAR 3(7.3)

EhRRE B 2(4.9)

FLAR, BTEE, i, BRAR, BEFE. B BBET & 1(2.4)

S

BORADHR R SN, 2o 13 #ili%, 1gG4-RD D%l
H, BREREDMET L7c 720 R A L 72/, mAEINIC 1gG4-
RKD & ZWIT IR -7,

2, MRBRFWAR - MF/L7FE

SEH LT 1gG ff 1 3,467.4 mg/dL T, 37 f§1(90.2 %) %
1,800 mg/dL ML LD & 1egG IIETH H, TDIH % 21 fl
(51.2 %) 1% 3,000 mg/dL DA ECdh - 7223, HEHEXKE T
ERY 7a—F g ER L 72, I 1gG4 i iE 991.2
mg/dL TH hH, 2H2 1gG4 BB O FLHETH % 135
mg/dL % 48 Z 72, ARMHIRIIAE & 22 1 (53.7 %) 12388 & 1,
ZDHH 16 HlTlE C3, C4, CH50 DT RTHMEF L T
7208, D @ 6 filth 2 Tk C3 & CHS0 DRI T 23H
D, 1BITIEC3 & C4PMET L7, 51, 1A C3D
ARDIET %, 2 HlH3 C4 DADIKLT %R L 72, I IgE ik
3BHITUE I NTE D, FHMHEIZ 754.3 U/mL TH - 7225,
26 1511 (78.8 %) %% 250 U/mL LA Lo EifEZ R L7, I 27 v
7 F = (Cr) D F¥iEIE 1.7 mg/dL TH D, 24 HlH3 1.0
mg/dL ML L TH - 7,

3. HEMRR

CT 3 &flcifibiicds, @i CT 1 29 BlicifT I 1
72o 41 B, & CT BMrb i 2 flz & 12 iRl
AT RIZRO s Na o, W CT TR LR
It S I E O 2 FaMdE s A RIS (B 1a) TH D, 19 il
R 6N (B2RD 463 %, W CT 2RI 7EHDH &
65.5%), WEINhhro 2H09 L, 2 FTHlifllon
FAMERIEKR (K 1b) 25380 iz, £72, W CT 230EfT
SNTIEGITS 1 BITIE, WD O F AMEFARD H )35
WHIRTH -7z, ¥ CT Sk 6 flT, WEEEDOMIMA
FEE2Eb N E AEBERERE?RS S/ (¥ 1d),
DFTRIL, TgG4 BIEE RO 2B AR ICHAKR I NS 2
LDl o Tz, WY CT MTbN/k ) o 1 Tk, HJ
PEE R (hypovascular) (4 1¢) 235 & & 7z,

. MR

'@‘Mﬁ %, BHEEWREDOH 5 37 Hirh 28 4(75.7 %) Tl
fidntz, T0o TXRTORHITHRIBEICERH R Y v 83k -
TEEMIREGRO S 703 (B 22), 2D 9B 27 Bl
fefbsdp b, Yo 1l icZ Lok, s
DREBNCE T 5, V) v o8BR - TP MINE 2 LD FH T 5 LAl
EHEIL IR RN T H D, 1gG4-RD DA DRI TER L%
BRARBEE ISP 5 DN Z DRHMEL & 136 T 2e > T
oo TOFTRIZHACHRZEEERICED 545 storiform
CELOTHELTE ™Y, 2 DR
5, I 523 Tbird’s eye pattern s & firds L 72 (K 2b) o >

fibrosis
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K1 SHNABOESFR(CT)
a: BREEDOZRIEEXARE, b: UFAMBEK, c: BRUEEREE (hypovascular), d : PIERE
EHEDLBRVWBREDIEEERE

K 2 $SHNABOHEBRRR
a: ZERGY YUK - REEREECRECEZHESBEEER RES S IFREMOERL AR, PAM #E, x40), b R
#RHE(L (storiform fibrosis, PAM 28, X100), c, d: ZA7R IgG4 BB EMEME (c - CD138 &, X400, d: IgG4 FE, X
400)
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FHEERERE 3.4

|

1 2

NOREGITH, REREIc X, FERMEMECS o
IeG ° IgG4 FREEMIEDS HE S 41, % D 1gG4/1gG Bk
HMEEG I 40 2 2 T (K 2¢, d)o —T77, SRERIRHZ
b 11 BH1(393 %) ICFBD S NTs, ZDOWNFIE, BEPEEE
3 #9l, Henoch-Schonlein S8 2 #, TgA B 2 fl, Stk
Sy ERVERE BTV R BRARREE 28 2 B, Rtk b i SR BR AR R
LB, A2 X7 ABPER R 1 lch -7z,

5. BREUNOMEIRFE

IgG4-RD TlZ, E DI IIRE 2 B 5 T & DRI
Thb, WL 41 HITIE, 39 B BHIRDL O I e
EDFRD SR, 2 BlOAFEIZERICIRE L7z, G
B3V 34 THY, 8IESITINEZRD BHEH S & - 7
(B 3), EMELASHC i b SR IIRZS 201 L 72 O 1M
THH 29 H1(70.7 %) IR STz, ZDfth, V) v SHEIRZ
2317 $1(42.5 %), AIP %% 13 1 (31.7 %), RBHRZE & I
EZNZFN 12 H1(29.3 %) ICERD STz, £7-, BRIEFLRL
HEIEDS 4 41(9.8 %), HISZBWHRZEDY 3 41(7.3 %), KEWMRMA
PISRZE DS 2 61 (4.9 %) 12 b, FLHR, AFHE, g, HORIR,
MEHE, MR, BfiofwZz A3 23EMizZzhnzd 1 fic
Hot,

6. X704 RICH9 B3R

3 HINATEA FIckhiGHI N, 20955, 354
E RIFROGZ R L7253, BREREDYME T L7255 D o 3 Sl
D) B 1 FUIIMEGENTEA L 72 0, 2 FITIIE Cr fih
EHELL o,

7. ZW7ZILIVXL

CNF THRARTE % 41 BlOMHTHRE R & B S il
WEOM 2T LT ZLZ2ERL 7 (R 4), —fkiE

4

5

1 =
7 8

6

Sy
K 3 IgG4 BEERREEDEHFRERD G (FHEEHERE 3.4)

EX

JRY L IRIRIEREE ~ —h — D RE, HGAT RRYE, S
BRI T 22 &, BREE 2R TR 41 Gl 40 61(97.6 %)
TR LN, T, & 1gG ME, KAHRILE, & IgE I
fE 7 EDRIZERE 2R L REH S 21D 41 Fild 40 B
(97.6 %) Td > 7, I 1gG HAIER T - 72 4 5EHIT 3
FEGC IS IgE ST d - 7228, S M A X EH T
Hotze Lo T, PLITYRLDBHIDAT Y 7L L
T, TE1gG MRE, {RARARIEE, & IgE MAED W%
Wiz U, —MMR S U < IBIRIIE RS~ — A — 2E, [l
TR, BRRBE T O wWTh» 26T 2 BREOHE %
BIRNTBZEELE, LL, 2OXILRFTHDI B, &
WA 2EED ) T b =F 222 )47 m 7Y i
ETOROLNDE T D6, ROAT Y 7 TING ZRH
L7z, FIRkIZ, Wegener IAZFIENES Churg-Strauss SEfERED
k9 RIMEFERTH 1gG4-RD & FBID 1G4 B MRS E Ml
DERMBHE SN TVRDE I EnSND, s DEEL 2
DWIHLAE IS AT 25813 L 72 (3R 2, wlEHiN).,
H3DAT v ZIIE IgG4 MEDRER T, M 1gG4 I
3 135 mg/dL BL E i, 1gG4-RD IZHBOFUETH 5,
Z D9 Z T IgG4-RKD IR 22 G o A (14 1),
B X OB AEBRICE T 2B S L E DO TEETH
%, IgG4-RD 258 L 72 BT LT H %, 1gG4/IgG btk
HIMEEL 40 %BL b, & 3\ 13 1gG4 BRI 10/high power
field (hpf) LA =@ 1G4 Btk % 34k & 3 2 B HE~ DT
BRI 1% 1eG4-RKD OZMTHHAT A I L Lk
7z, BT S TR LA, IR RIS & o T
PV v oS, PRER RO, TR, BHERERe, W
Wegener FISRIES Y )L a4 F—2 2Y), JEOER &
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[ ORMR, EEFE, BEERES S TSP OBRELRD S |

HhD
[ @&IGnE, ERELE DEIESEOVThrEBDS |
Yes (A) No (B)
| OSLE, mE%E EOBBORBEREICRITES || @ ASRBEER (Type 1) EBBE S T3 |
Yes (C) No (D) Yes (E) No (F)
[ ® mehiga4aBE» 135 mg/dLLLE | ©® @RS IgGA BB S £ 5 bt B BEHRAT B A & V)
MeR1gG4/2E A 135 mg/dL i b
No (H) Yes (G)
Yes (1) No (J)
TTEEME IFE L [ @ BB L EEFRE N 5 5 ] TR (R L
Yes (K) No (L)
[ @mEmrmEsnTLS | [ omEmrmHEATLS |
No (P
No (N) Yes (M) \ o (P
,,

" >NpE, BE(REEEELRLE), Yes (O)
No (R) BEE - BZBALEPRITE S

AIBEME F R LY Yes (Q)

v

[ O BLS OB CEMIEES 5 ) 1gG4>10/pt ¥ £ 1 19G4/1gG>40% | | R BROEMECSENGERFR 55 |

Yes(S) No (T) Yes (U) No (V)
| 1gG4BEBRRAT 53 | | gGemsEBmRrEONS | | lgG4RIEBRRCTAS | [ ATAEEEL

4 IgG4 BEBRRZEDIHDOFILT I XL

= 2 IgG4 EEBRRBHOHDOF7ILTY X L—1FtE—

9G4 BEBKIE, BRERE, BERREZNRET S,

ODERFFRICIEEAR, MERDIENIC NAG BB, B,T/0707VVEE a,2/0707) vEEESE,

@5 IgG ME, {EMEME 5 IgE MEDD R EEENMN1 DERD D,

Q@DERNTNEEMDERICITEFMETY 7TV b—F A (SLE), ME % (Churg-Strauss AEEEf, Wegener A%

BfE), VAT OTY YIENSH TSN, 2L, ZHMEEERLUCBEETHREIC 1964 BEEENT

ESINZDIFTIEHRL, FEHBEGITILMTE IgG4 BEXHET S ENLEFELL,

@OECREEFEXIE, BEICRESNICZHMEECEDVWTEZHich s,

®D@LAD 1gG4 BERE A RB T 2R E LT, BERZE(BLERER), MRZE BEEME, KEES

B%), RIERRE (RIERGHE), RaiR(BE)RE (REERBIARE), > /\ERZE (FFT - Mtk >/ E

BX), RiR - BERIRRE (IEHEIERRA, 1BERCEERIRK), FFERZE (KEEBER) DS 2,

. DBICEEBNRERITEN G %, (REIE U TER CT TIHHET 20, EEENERTFIEEDL E S X BHEEE +50
[CAB L TROD 2,) a BREOZHRMEEHEARE, b, OVFABEDEEK, c BEXMUEBIER (hypovascular),
d REREEZH#DLLTVWBZEDEEERE

. ELMOBEBFMEZZURAIARNESERELT, BEYVNE BR(REBLEEGLE), BEE BLRBL
BRADRE TH B, FEICEIEREE & O#RICITHODERZIAS . (FHlC Wegener AZFEERE, /LI R—Y X,
BOGBBRETHHELUDEREZET DI &N H D)

9. Q2EBRMEME ICHHEISERIRN D 2,

a. ERKGY V/KEREMIEORE

(7272 U 19G4 BZIERE MR 19G4/19G BRIEMBALL 40 %L Ed 2 W (E 10/hpf Z#Z %.)

b. FEMEEZ I D FE ORI IREL

c. TOMODE/IDAER !

BENGR  BRREZHZ 2RE, FHEISE ERERLRE, SEORML
BENGR @ E\etmEx, AFEERE FHIKEE SEORMEX

AEAESETZILTI XL (K 4) DESICHET 5.

AN

[e2NNeé)]

~

[ee]
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Kidney injury

IgGt, Ct, origEt

£ ZAE
kG EE:

No
IgG4-RKD
No
IgG4(—)RKD Characteristic 1
6 - radiology
Renal
pathology Renal dia '\rl:c)Jstic
D _ pathology 9 0
Other dis. | 19G4-RKD 0
excluded e
+ - + =
Definite Extra-renal |Suspected Definite Characteristic No
l|gG4-RKD | histology | IgG4-RKD |gG4-RKD TIN lgG4-RKD
11 2 27 1
0 0 0 2

5 IgG4 BEER 41 fl BB 9 fleWRE LTI TY XLDERE

DOEMNbBETH 2, 0o DREIEN R, &

= 3 IgG4 BEEEER (1gG4-related kidney disease) SZRTE#E

AFARRDIFIRI WA S LT U, Hik o 1gG4/
IgG MBELE 40 BB E, & 2\ 13 1gG4 Btk =i
EANE S 10/hpf DL E OB E MR IC X > T
IgG4-RKD & 2Wil 7z, —75, EIHRZEDIHELHT R,
MRS N2 VAT L [gG4-RKD S\ & L7z, F
7o, R R E{RAT Rs 2 WIGATY, BT R
THNB DM % i 72 973 L\ 1gG4 BtE R =
%S TIN DA, 1gG4-RKD 2 L7z, &5
12, MEMEBHEE % -5 72 1gG4-RD DAL DS &
D IR 70 6, fuEgeta s KR 2 HIE N 2 G
B LT, (1) Bz idiz 2064, (2) AFEEEk
B, (3) WA & IERASTR DI AHIG T L, (4)
REOMMEHLD 4 HH, MENZRAEE LT, (1)
BRI 2, (2) WEHFIEMRZ, (3) AFhBKiRME,
(4) HEDIRMERD 4 HH%Z b\ P, FEEROMHIK
DB TIE, 1gG4-RKD 1% IgG4-RD DAE T I
RIEPINBEZEHL 0D, TILITYALIZD

WHIET 22 MALZZ(X 4 703 X L@,
©), TOTNITY X L% T 41 FEGIZ BT 7
L2 A, 38H1(92.7 %) 1F IgG4-RKD & ZMWiEi, 2
#1d 1gG4-RKD %\ 2 S 7z (@ 5), —7, N
WEHRE 9 1D 9N T T IgG4-RKD I3 E7E S 7z,

Definite :

p=1111]

. RFAR, BREREICEHSHOREZRS, MBRREICTS

lgG IMAE, EABEIEE, & IgE MEDWIThh ERH B,

. BEREFBHNGEEMR(CRAULBER, BREOZHMEE

FARE, BFEMEBERE (hypovascular), BLRERERE) %
BB,

. IMRFEMICE 1gG4 MAE (135 mg/dL M E) =56 5,
. BREOREABFENICLUTO 2 DOFRZRD S,

a. ERBYU VI REMRORBEZRDD, 2L, 1gG4
GBIt EMED 19G4/1gG FIEMRREEL 40 %L L, H 2 W
10/hpf Z#BZ %,

b. =EREZ D BORENRRHEILZRD 5.

. BRSO ER ORIEEBFICERG Y /B REMREOD

EEEBRILERD B, 12U, 9G4 BHEFEMAEN 19G4/
IgG BFIEMAEEL 40 %L E, %2 W& 10/hpf £ Z %,
1)+3)+4)a, b

2)+3)+4)a, b

2) +3) +5)

1) +3)+4)a+5)

Probable : 1)+4)a, b

2)+4)a, b
2)+5)
3)+4)a, b

Possible : 1) +3)

2)+3)
1)+4)a
2)+4)a

R FERI A BT B5E% 515 5. Wegener FISIEIE, Churg-
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HTH 23 &GS 13 AIP OBIKNZ % U Rl D 3755
> & FEMIIZ RS L, small peripheral cortical nodules, round or
wedge-shaped lesions, diffuse irregular patchy involvement 7%
EDVTNHEEARZET 2WEICHEL 72, ZN6 i3
WIS U G0 BIRO % FBIRE T, BRH
IS DA D>, TAARDSEFTE R D 2 EDE VI3 H 5
D, REMWNITIE, SRMEEEARELTELDLI LY

AL EZ 55, SRObitb OB TIX, 41 #ild 19
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73 IgG4-RKD FEH O~ L L THHE L EZ 5,
L2 L, {RAHARIIEE & 1gG IME 12 SLE (R0 72 BT
HThb, F7, EEHRINEZ > 2BEEE 7V 4 7n
7YV VIEDRHETH H 2 2 Lo, Ths OFEEOEN
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