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(IgG4 BHE S i 2 Wi JEHE 2011 SCETHR)

Diagnostic criteria for [gG4-related kidney disease 2020
(Revision of the diagnostic criteria for IgG4-related kidney disease 2011)
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B B9 : HARR RS 1G4 BER N (IgG4-RKD) 7 — % ¥ 7" 7))L — 713 2011 ££IC IgG4-RKD Wi fkUE 7 F5&
L7z, AR HYIEZ ORGE & WERDIEKTH 5,
FE 201244 HD5 2019 4 5 H £ T 5 > OB T 1gG4 2SHIE ST, H B\ I3 BT 1gG4 B
BRIl SNBIER 2 B THINCER L, 204 THaRERER?E O 0, »ORKBHBIE->E) LTw
25EH %, 1gG4-RKD 2 EEHE 2011 % HW > T IgG4-RKD (2 Wi 5 HE T definite & probable) & 3 IgG4-RKD (possible
& unlikely) I238H L, 53R %2 HIK D2 W (Expert opinion) & E L 72, Z DFERZHE 2, BWEEORER%E
WL OPERL, SRV EREICE W TEWHED R O BN T b D% 1gG4-RKD SZWiALHE 2020 & L TIRE
L7,
OB 105BI3ERE N, BHMKIC X D 55 B8 true IgG4-RKD, 50 128 mimicker & Wi & 1172, Z DEEMIC
D\ T IgG4-RKD Wi HE 2011 DZWIEE I EE 72.7 %, FFHIEE 90.0 % TdH > 72, True [gG4-RKD 72723, JE IgG4-
RKD IZ I N7 15BID ) % < 23 1gG4 BIEE R Z 58 K BT 2 B IMRE 2T 2 b DD, Z Dlifas TAMD
ZINTEST, BHEECHERMELZ R\ Tz, 1gG4 BEEpE B I ML N 2 TR - EERT R b S\ T
Ho S, “WHNRL - B TR - B RIRIER, 1| BE SR I A3 2 BT R, S IRIERHEE o 5
FIROWTN» 2RO 2”7 LHELEINREOHBIGEML 2 L 25, ZOWERITFEREE 90.0 % O F F RN
90.9 % 12 AL 72,
B OEE R - BGTRIC X 2B RBM L 72 2k CWiERE A3 [ L 72 IgG4-RKD 22 WiHEHE 2020 % 1F
L7,

Background : In 2011, the IgG4-related kidney disease (IgG4-RKD) working group of the Japanese Society of
Nephrology proposed diagnostic criteria for [gG4-RKD. The aim of the present study was to validate those criteria
and develop a revised version.
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Methods - Between April 2012 and May 2019, we retrospectively collected Japanese patients with kidney disease,
for whom data on serum IgG4 values and/or immunohistological staining for IgG4 in renal biopsy samples were
available. These patients were classified as IgG4-RKD or non-IgG4-RKD based on the diagnostic criteria for
IgG4-RKD 2011, and the results were evaluated by expert opinion. Accordingly, we developed some revised ver-
sions of the criteria, and the version showing the best performance in the present cohort was proposed as the IgG4-
RKD criteria for 2020.

Results : Of 105 included patients, the expert panel diagnosed 55 as having true IgG4-RKD and 50 as mimickers.
The diagnostic criteria for IgG4-RKD 2011 had a sensitivity of 72.7 % and a specificity of 90.0 % in this cohort.
Of the 15 patients with true IgG4-RKD who were classified as non-IgG4-RKD, all lacked biopsy-proven extra-re-
nal lesions, although many had clinical findings highly suggestive of IgG4-RD. The revised version to which
“bilateral lacrimal, submandibular or parotid swelling, imaging findings compatible with type 1 autoimmune pan-
creatitis or retroperitoneal fibrosis”was added as an item pertaining to extra-renal organ (s) improved the sensitivity
to 90.9 % while the specificity remained at 90.0 %.

Conclusion - The revised version has considerably improved test performance after addition of the new extra-renal

organ item (imaging and clinical findings) .
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IgG4-RD IZHEiE L 7= B Es, V) 7~ F B, BB X D i
B4 T %28, BEk L 72 5E B 23 true IgG4-RKD %> mim-
icker 7>, DZWIOMENZITOWT, HEK, HIR, HHEZE
HBLT Dok, “LRiEL”, “WErT, “JEEIHE
D DT EERL TH 5\, D7, “3?1% IHED” &
W S NISER D A%  DOWFEICHAA N, Thbb,
true IgG4-RKD %> mimicker 7> [¥f 1% Expert opinion IZ &
%, Z0DH, MAANS NTEH % 1gG4-RKD 2 Wik e
2011 IZHE-D %, “definite”, “probable”,
IZ537#A L, Expert opinion |2 & 2 #5H & LR L 7z,

AHIEFE 13 B K 2720 BE o fii BE & B 2 C K ER # (No.
2017M174), EShfEROMEEESTERI N, TXT
DEZINDA Y 75—LF - avey 2B b,

2. & R

1) True IgG4-RKD & mimicker DERA S

EFT el ERI N, 2D ) BLEBIT DOV T L
“IEFEICHEDL"TH > 7 105 Bl 2 EHT R & L 7z, Expert
opinion {2 & © 55 #l7° True IgG4-RKD, 50 5% mimicker &
WS, BEOER%ZF 21T, Mimicker D&
Wik, $iir-h BRI E Hi4 (anti-neutrophil cytoplasmic anti-
body : ANCA) BHIMAE 2 8 # (BEMERN L T8 IME 2 5 H,
TFRRERIE 2 FEMAE 28V AR IEERE 3 491) , ARp oA PRI BT 1
& 4% (tubulointerstitial nephritis : TIN) 5 #, JE#1E TIN 5 4,
BLEE 4 B, > = — 27V UIEBERE46], raAf F—
A 340, ZH0EF v v 2L = ¥ (multicentric Castleman’s

“possible”, “unlikely”
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=1 IgG4 BEERERZETEZE 2011

1. RATR, BEREREICASHDEEZRS, MAREICTS I9G M, EFHEME, S IgE

MEDOWT b ZFEH 2,

2. BR BN GEBERRE(CEAMBERK,
(hypovascular), BHRERERE) =560 2.

BEXEOZHRUERTIRE, EXNEER

3. MEZMICE IgG4 IHE (135 mg/dL L L) Z58H %,
4, BIROBREEBZNICUTO 2 DOMREZZH S,

a. BHFHRLGU VK REMROREZRD S, £IEL,

lgG4 BT EHRED 19G4/19G 5

MEMREEE 40 % ML E, %3 ULN\E 10/HPF Z#B X %,
b. REMREZED BOHHNGRECZRD 5,
5. BERUANOEERORBMEBMZNICERLY /R, EHRROSHEERIELZRD B,
12U, 19G4 BBIERCEMBEhY 19G4/19G FEIERRRZLE 40 % LU L, 3% \\& 10/HPF Z#B X %o

Definite :
1+3+4a+4b
2+3+4a+4b
2+3+5
1+3+4a+5

Probable :
1+4a+4b
2+4a+4b
2+5

3+4a+4b

Possible :
1+3
2+3
1+4a
2+4a

fI5€C -

1, BERLERN*ET 2%E%HS D, Wegener AZEE, Churg-Strauss fEfZEE, extramed-

ullary plasmacytoma 7 &

2. BEREZHICEWTHENZET 2REBZH T, BV V/\E BEREBLRESE), B
BE BHREXWICERNERMERTE YL R—2X, BOBBGRE)

disease : MCD) 3 fill, ANCA &1 DI R BRIAE 52 3 43,
JRPERRAE 3 6, MVRIMERR S &) BSEMERE 2 B, JEN:
W R £ 9 TIN 2 6, 1gM Bk o B il % £ 5
TIN 2 ], JEGUHED TIN 2 6, TgA BFRE 1 61, BEIRWMEE
RE 1B, BEEEY oS 1B, B O HUABE A OG
1BICTH o7,

True IgG4-RKD & mimicker IZ (b REE I E#TBMEICS
<, M 1gG4 BEfETH o7, 7L IVF —OBEEIZEE
TED 5 12, True [gG4-RKD DIF & A E DT 1gG4 5
fili T, ErHHARIC ZE D 1gG4 B E MR 2 320 72 23,
mimicker T 30 % TIILHE IgG4 25 L5 L, Bk o 1264
B PR B AINERE b 32.5 % 12380 & Lz, B 2 B Y

(X5 £D5I/)

FHEe X 9 2 RO Ze BAHEAL (TR IR BRHEAL) 1 true 1gG4-
RKD @ 54.9 % 12388 & 41, mimicker Tl¥ 6 % 1A D 54
72

2) IgG4-RKD ZHEZE 2011 OEKEE

IgG4-RKD #ZWidE#E 2011 2 Fl w7284, 55 B D true-
IgG4-RKD H 39 {4l 2% definite, 1 #1243 probable, 15 #i53
possible IZ3 I N7z, —7, 50 D mimicker D H B 5
%3 definite, 15 5123 possible, 30 #23 unlikely IZ 2 FH I 172,
M 1gG4 D 17 & 2\ I BRI 1gG4 BT E MR
3 10/HPF DA LA & 1L7EH 13 97X T “possible” 1278 S 11
57-%% { O mimicker D3 ZIZHEI NSRS H B
AHFFETUE 105 B9 30 153 “possible” I/ I T3, %
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%+ 2 True IgG4-RKD & mimicker DERERIR & IgG4-RKD EZRTEXE 2011 O ZRTIIEE B ER

True IgG4-RKD Mimicker
(n=>55) (n=50) P

19G4-RKD ZHrsF&n, mean+SD (i) 69.9+9.4 56.7+£17.4 <0.001
St (%) 76.4 44 0.001
FLILFE—(%) 27.5 36.7 0.393
3% 1gG4 (mg/dL), mean=xSD 1,028 796 226+261 <0.001
BEERET (%) 92.7 100 0.120
ZHTEAEER
1. MBEREEHSBES n/total(%) 55/55(100) 36/50(72.0) <0.001
2. BEKREE", n/total(%) 42/55(76.4) 10/50(20.0) <0.001
3. % IgG4 BfE, n/total(%) 54/55(98.2) 18/50(36.0) <0.001
4, BHEBFERR

4a %D 1gG4 BRIEFERERTREY, n/total (%) 48/51(94.1) 13/40(32.5) <0.001

4b TEEERIRHE(L®, n/total (%) 28/51(54.9) 3/50(6) <0.001
5. BARZE' n/total(%) 24/55(43.6) 5/50(10.0) <0.001

CIRFAR, BREREICASHOEEZRSY, MRREICTE IgG MAE, EHEME, = IgE MEDWTh

NERBH D

b : UFRAMBERX, &% CT TOBREDEZHMLE

c . IMi& 1gG4 135 mg/dL M E

d 1 FBHGY Y/ REMROREZRSD S, L,

£ %%V 10/HPF 22 %
e REHIRZ D EORBERIRIEL

f 1 BN DRESE OREEBFNICERLZY /K, REHRORERIELzRDOZ, 2L,

ARIE, BHEMZER (hypovascular), BERELERE

lgG4 BHIETZEMRE DY I9G4/19G FEitERERTEL 40 % X

lgG4 BT

FEHRREHS IgG4/IgG BBIEMRILL 40 % WU E, %2 WI& 10/HPF ##8% %

DI b 15H17 1 D3 true [gG4-RKD TH - 7= (IEZFK 50 %),
312 mimicker T “probable” 125348 & 1L IEF X AAAER T,
DI kD5 AR Tl “definite” & “probable” % IgG4-
RKD &, “possible” & “unlikely” % 3 IgG4-RKD & 73469 %
Lk L7 (B DR A 57148 o HEW BLE T 1gG4-RKD 1%
definite, probable FIDAFREL TEDH, ZDHWIEEY L
BA5%),

ZDFER, 55 B1D true IgG4-RKD @ 5 5 40 75 1gG4-
RKD & 73748 & 41 (definite 39, probable 1), &% 72.7 % T
H oty —H, 508D mimicker D 9 B 45 #il1ZIE IgG4-RKD
LI, FEREEIZ 90.0% ThHo T,

% 3 13 true IgG4-RKD TH % 12 b 92 b 6 T [gG4-
RKD IZ I N ISTEHO—ETH D, ZN6DIH B,
12 B CIE %8 D 1gG4 BT EMIEREZ 5 TIN 2580
2 b DD, LRI & et o 72, 2 I CGE 10,
12) 3BT 7 [ C S e € o0 Bl 2SI 8 C & - 7 (RE
10 TIIAEERBAEAIZ H 1 ) . TEH] 6 13I8 CT TH IR
AR Z B PR ERIZIZIFIEFESchd D, v 7

V7=l bn, 2o 15 60H 13 BB AEE
ZHESTED, 209 6 115 IRER R R o7 IR I
HERE & V2> 72 1gG4-RD 2 /RR § 29828 T - 7203, flfks:
HIIZ IgG4-RD EFEHI LT o 7,

% 4 13 mimicker 7223 1gG4-RKD & 73 S LIREHI 0 — 8
C& % (definite 5, probable 0), 415 DA&ZWTILEFTARK
%I S IEASFIERE 3 6, MCD 1 fil, By > oSl 1 4
TH-o7z,

IgG4-RKD ZHIE % 2011 ORIRES & X ETHRD1ER

1. IgG4 BFHEREMRE & 1gG4/1gG [FEHatt

J5 24 9 {8145 D 1gG4-RD CDC T3, JW AL HE D 75 H D
eG4 BRI EMBRIE IC DT, (a)1gG4/1gG BatER
>40 % 0> (b) 1gG4 B E T EMAEE > 10/HPF & #LE L T
W5, L2 L IgG4-RKD ZWikkHE 2011 OROHIETIE, (a)
HH0IED), LTS, blbiUIET ZDRICTDOW
THGEL 720 AiffZEa R —M2BWVT, (a)H B \0id(b) %,
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3 True IgG4-RKD 725 IgG4-RKD ZHTEZE 2011 TI3IE IgG4-RKD ICHFEE NIHES

\ \ BEHH \
BER J(Ir'f/f’s E(“fg/'if)“ ST | BREAR | 19G4+P0s | T B (18875 L)
(/HPF)
1 1,964 170 - TIN >50 -
2 3,190 860 + TIN >50 — | sa(bil)
3 A 3,316 548 + TIN+MN 20~49 — | Sa(bil), Ly, Lu, RPF
4 B 2,328 378 + TIN >50 -
5 A 2,244 503 - TIN >50 — | RPF
6 A 1,882 223 + minor 0 — | La(bil), Sa(bil)
7 A 4,891 1,430 + TIN >50 — | Sa(bil), Par(bil), Pa, Ly, Lu
8 A 2,102 504 - TIN+FSGS | 20~49 — |Lly, RPF
9 2,632 188 + TIN 20~49 - |Lu
10 4,457 1,430 + TIN+MN | FHiAeE + La(bil), Sa(bil), Par(bil)Ly, Lu
11 B 5,719 2,800 - TIN 10~19 — | Ssa(uni)
12| A B | 2,079 249 + TIN BaliEN:4 — | RPF
13| A 2,400 709 + TIN 20~49 — | La(bil), Sa(bil)
14 4,140 634 + TIN 20~49 - | sa(il), Ly
15| C 3,178 528 + TIN 10~19 — | Sa(bil), Par(bil)
A EFCT TBRESZHREXARE, B: UFAl ’Zﬂijc C NEREEFLAWBREEE
IgG4+PCs : IgG4 MR EMAEL, TIN | RMEHEMEE %, MN: BEHESEE minor | #UNE(L, FSGS | BRAOHiER
BRIARE(LAE, bil @ @Al uni: A, Sa:ZETER Ly: Y y/\“ﬁﬁﬁiﬂﬁ, Lu : FfRZ, RPF : RIEEIRHEGE, La @ RIRK,
Par : ETR%
# 4 Mimickers 25" IgG4-RKD ZHTE % 2011 Tl IgG4-RKD [c A FES N iEH)
. . BERE U
BES J(Ir'f/fs E(”m%g}gf)“ SR | BFEAR |I964+PO0s | T | AR | mih
(/HPF)
1 1,995 645 - TIN 20~49 — | BI2E% | EGPA(ANCA+)
2| A 2,548 457 - TIN+CrGN >50 + EGPA(ANCA+)
3| A 2,443 331 - TIN+CrGN | 20~49 + EGPA(ANCA+)
4 4,854 961 - TIN >50 Ly MCD
5| B 1,992 595 - TIN 10~19 Ly B v/ E
A ER CT CBRESZREXARE, B: VEAKE ﬂijc
IgG4+PCs : IgG4 BBEREMAEE, TIN : RMEMEMNE %, CrGN : EAFERMRIREER, Ly U/ EE

(@)D (D) ICEH L 72 ESR (A
90.0 % T U TdH > 7243,
LML, 20
72 WIER (3 ) 2§ he

BR. EGPA : [FEEERIE 2R ME X ENIFIELE, MCD : ¢¢/L\|$#v v 2LV VIR

, IgG DRI X D +5)

R)EHWS &, FREE
JRFEDS 727 % D35 62.0 % 1235

(@2 L) IZEHL T
25513 CDC & [F U KUt

ralifi T

IZ 1gG4/1gG<40 % T & - 1= FEH
GEN DL Il LB Z Shte, —TEIRZE DR
FHEICOWTIE(a) B B0 id(b) %,
bR, FREEEIAEDRD,

L B NP DY
2. BHEBICH T 2B et (TEERRMEL/

Bird’s eye)
TEEIRABHEIL 1 1gG4-RKD IR TIE & 2 23, A%

a4 — b Tl true IgG4-RKD D 54.9 % I
bbb OWIFHME X K2 > 72, FEE true [gG4-RKD Tl

b 5 D3I 1gG4-RKD IS/ H S 417z 15 Bl 14 411 & R

LD sNT,
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£ 5 True IgG4-RKD & mimicker I 72 BNEE

True IgG4-RKD (n=55) Mimicker (n=50)
RAEZ, n 0 1 (uveitis)
R, n 1 0
BIEREZ, n 2 2
EERE, n 1 4
RAREERR (FAD, n 1 0
RARIERR (MR, n 15 0
BETERER(FED, n 0 1
B TARRERR (D), n 8 0
SHNERRERR (D, n 2 0
3 MERRERR (MED), n 27 0
> /RERERR, n 21 7
FRZ, n 16 4
1 BB RBEERER, n 13 0
HISREIRMEE, n 9 1

6 IgG4-RKD ZHIEE 2011 L IRRSINBXRETROZHHE
BE (%) REE (%) BIELEL PR
2011 kR 72.7 90.0 7.27 0.30
AR 62.0 90.0 6.20 0.42
BX 94.5 76.0 3.94 0.07
C-1% 90.9 90.0 9.09 0.10
C2% 87.3 90.0 8.73 0.14
C3% 85.5 90.0 8.55 0.16
C-4% 80.0 90.0 8.00 0.22
AR BREZWIEBOZEHGY Vv /UK FEMZEICDOWT : (a)lgGs BiEFZEMRSEE>10/

HPF &% % W\ (& (b) 1gG4/19G FEMEMRRZEE > 40 %,
BERIEZMIBER D S "R IRME(L TEERIRMEL) " ZHIBR

BT ZERK - BIRFTR" 28

D) TANRIRER, %5 W\ E 2)MAIEETRSG 2 WSMEIE TRER, H2WE3)1 BEHER
BHT2EBFAR, %2\ ) REREREECEGFREOVWT A ZE
H3WE 4 onwIhhz
H2WEI)DWITNHhERHD
RHB

B!
CE:  BMEZE L& L TI9G4-RD IT
C-1%:
BHEREXICE
1)hD2), HBWE3),
1)H3WVWE2),
1NMD2), HZWEI)DoWIhh%i

C2%:
C-3%:
C4%:

b2 ROT W2 (F£3), 2T, JRHEEMEDS Z OIEER
L2 HIBR L Z2ERE B R) AW L2 5, KEIX 727
% 5 94.5 % 12 ER L 7R EDS90.0 % 525 76.0 % 12

FHLCETL, 030 R 2 BHE I XTI B & T
L7,

3. BARE

1gG4-RKD ZWiHEHE 2011 TIXEIRE Z ZWiIc A D

Z (@2 b)) ICEE

BB
R B

B, Z O oMM AIHEREZ MHE LTz, LaL,

W DD DR - HIRFTRLIZ 1gG4-RD DBWilc 2 b TH
ATH2 LStz B2, W, 5T,
IR, BHTRICET 228y Fd 2 widznll EolER
& o TR BB RS,  BRRRAEIG 2 fE > 7 el D O % A
K & v o 7o R T LG AR 2SS T v e  TH IS
IgG4-RD %R 27, %512 true IgG4-RKD & mimicker
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1. KRR, BEERBEICESHOREZRG, MEREICTS 96 IUE, EMHAME, = IgE
MEDWIT NN ZFRH S,
2, ﬁ%tﬁf&ﬂ’]&%wﬁ%(vimﬁ BEX BREOZRMEXARE, BERXEBER
(hypovascular), BHERERZE) %3R5 3,
3. MAEZFMICE 1gG4 MAE (135 mg/dL LU E) 2588 %,
4, BREOKREBEBZENICUTO 2 DOFMRERD 2,
a. EALGUVIGK FEMREOZEZRS S, 2L, IgG4 BEREMAEN 1IgG4/19G &
MEHAREEE 40 % BLE, %2 \WE 10/HPF 28X %,
b. FEEEREZID BORSNRIRELLERD 2,
5. BIRE
a. BN OlHER OREEBFRICERLY VK, FEMEORESRIELERD S,
22U, I1gG4 BB E MR 19G4/19G EiElAELL 40 % L EHD 10/HPF 282 %,
b. BREUADERICEVWTLUTORRK - BEFMREOWIN I ZRH 2,
1) MRLRARAERR
2) TRIZE ARG B W ISR E T ARERR
3) 1 ECRBEEEXICERT ZEBR
4) RIEEGHEEDBEIRITR

Definite :
1+3+4a+4b
2+3+4a+4b
2+3+5a
1+3+4a+5ao0r5b
2+3+4a+5b

Probable :
1+4a+4b
2+4a+4b
2+5a

2+3+5b

Possible :
1+3
2+3
1+4a
2+4a
2+5b

fI58

1. BRAREERZET 2HEEZH TS5, ANCARENER, ZHOMEFY Y RILIYURKR, B
') > JNEE, extramedullary plasmacytoma 7% &

2, BREHICEWTERZET 2HREZH T2, BV V/NE BRERELERERE), B
BE, BREXFICEROEXERNTFE YL R—V X, BOGRBLRE)

KB 2 EIREE R L, MR - BT - SRIRIE  c-1 % D) mMRRER, & 2wk, 2) Wl RS % v
R, 1#IH 'I‘iﬂ%unﬁz@“%ﬁf%@?ﬁ BRI ETIRER, H2\vi3, 3)1 BECREEREL AT
fE 1 true IgG4-RKD IZ BAEEIZ & 5 415 )% mimicker Tl LRI, & %\ 13 4) BRI o {5 L
EEAER &)ﬁsnm>_a75 bbb, 2 Thitbili C2F:1)»D2), H5VIiE3), H5WwE4)
BAOMRAEDIEH & L T “1gG4-RD % 7R ?%KF-W@F)? C3%E:1), Hbswix2), HBIF3)
H2EMT2IEEL, C-I~4REEZERLTELDOBW C4R: D)»D2), H5»IiE3)

PERE % M L 72, 5 6 13 IgG4-RKD 2 E:HE 2011 & LELD K4 DE DI
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ORAR,

ERATR,
BIgGIE, EFHEME MEESEDOVWT A ERD D

B *ﬁﬁ?&t?ﬂbb\@“lﬁ“i’i
i)

Yes

A4

No
v

[SLE, mE%, MCD% CHMORBE DU TES |

| e, EERER, AR, A, #AEARICIgG4-RD Z R T DERER - BRFTRL'H S

Yes No I Yes
y \4
| EE(CHBT (£ < IFEUnlikely) | | @ImE IgG4 > 135mg/dL l | @B ITIgG4-RKD I BB EIRFTR 1% % |
No Yes Yes
v
[ ommERE | [@0Bigc+RRDCEENABEHRN S5 | | ® 1155 IgG4 > 135mg/dL |
l4a+4b No Yes Yes No
DBFENR |
4a+4b 4 ENEIIE S :
a+ a NENZ S EXy 5
@BEFENE |  ommEms
a : IgG4(+) PC> 10/HPF 3 3\ I IgG4/IgG >40% | REs
b : TR - v
Definite | | ©BomE | | OBIMFE | | 4arab | BBAFE
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