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1 Bl
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1gG4; IgG4-related kidney disease; tubulointerstitial nephritis; membranous nephropathy
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w12 AR, M ERERI . 6 ARAR KA - IR 142/
92 mmHg(1 mmHg=0. 133 kPa) , ZEfl#5 F 7] fih K
5 cm kLS5, BB 1 Bl BE A AR T BRI .
ML [ 128 g/L, 1 /M 295 X 10°/L, H 41 g
8.42X10°/Ls JREEH (H) L JRLLANML (—) L JREH
0.82 g/d.JK B TWEREEFH24. 05 mg/1.(0~0. 22 mg/L),
N-Z Bt % 53D 45 Wi 17 B ( N-acetyl-g-D-
glucosaminidase, NAG) 12, 3 U/L(0. 7~11. 2 U/L);
FEH BB EAE 5 Ser 229 pmol /L. A E /N ERDE
7 % (estimated glomerular filtration rate, eGFR)
26 mL » min » (1. 73 m®) ', IgG 33. 02 g/L,
1gG4 33.40 g/L,C3 0. 68 g/L,C4 0. 16 g/L, ifJeg
PR B SPGB B UK B s R R A2/
A RAE Y 108 mm/ 113 mm, #iE K CT 72 BU i
TR OB B I I 5 i O T A R 5 IR B
7R TCTH IR O, B T A B2 B TeG4 A5G/
BIRIBTAAE - 42 WL 18 A /NER, Horp 2 sk i
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KF 9000/ EE R REIR 35 22 26 1145 L, S BCAR )
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IR T AT LIR30 o 1L A PR P S, DL 1A B e od
FeBA M. GepE A gk R (8] B 1gG4 BHM: A9 ik B 41
o [ B b (), #5 78 4~ /HPF ], JLA 1B,

2\

1 £2E 1 SHREE
A ARG (H-E) Y {f,. Original magnification: X 200;B:
192k, Original magnification; X 400,

L2 &F 1yt BHE AN RN IR
4, 1 TgG4 B S 38 w5, 4= B 22 Kb ik B 25 i oK A
i HLE IR TgGA-TIN 2 Wr B . 2019 4F 6 J] 29
H P38 5 Wik e e (500 me, #Hil. 1 /D),
3 A HFIR R A (24 me. OHR.1 /A . BYTF
552 Kk, R SRR A5 W B 45 /N, A Ser 223
pmol/L. 3 JEJGkES Scr 146 pmol /L, JREEH (—)
IgG 18. 9 g/LGAYTHT 33. 02 g/L),1gG4 12. 6 g/L
GRITHT 33. 40 g/L) , B CT 7= Btk 2 45 45 iy 4
AN HBESE 2 A H B ke e B (20 mg, R,
LR/ A Ja Bk Je e R 180 7 2% 1% Dl it » 2020 4F 4 H
& TFHIKR R (4 mg, DA, 1R/d) . 2020 4 6
H Bt Ser 109 pmol/L, 1gG4 4. 76 g/L, JRE#EHH
P AT AR Wk S5 R

1.3 BH2ARTH BHE.BH.684% FH K
AR 3 47T 2019 4 5 A ABt. 2019 4F 2
ARt LR EA ) ~HD I HE A 22 g/L,
Ser 100~112 pmol/L., T8 B (20 mg, AR, 3
W/ D EERIT IO . BRAE R R s 2 A 4, IiLE
I, RS RS : IR 150/81 mmHg, 7] fih & JIfE
Jit B IR X R i R R 4. £ AR 135
g/ L, I/ 232X10° /L, F1Z0 M 10. 23 X107 /L; JR
EEGD R (—), JREAS. 64~7. 22 g/d;
FEH B il 9944 5 Ser 116 pmol/L, eGFR 55, 43
mL + min! ¢« (1. 73 m>) 7', {HEH 22 g/L, 1gG
42.45 g/1L, IgG4 41. 20 g/L,C3 0. 48 g/L,C4<<
0.06 g/L, g 4MA 20. 0 TU/mL; %32 [ 5 B yk 1gG-
ik MO PHME (R BE 17. 6 g/L. 43 H 20. 0%0) s B
JIgHE A2 Z AR (PLAZRFLIA<2. 0 RU/mL; iR 4%
RS /AT KAR 115 mm/116 mm , WU 4
b R R EL A IR CT 25 R Wi fili 2 & /N5
T TN LA A 5 T R A0 4 I A 5% | 7 R

R X 22 J i R bk 2 45 s PET-CT 78 1gG4-RD
R LOBUMITH Bt 22 4 CRUA AR DX 3303 i X 90
By AU ] S B 3 T 0 DX R 4 s B LAl
JE R Wk EL 45 FT R B 8 28 0 7 5 4 o
2.5% A TOIK . B BEIE KR K A Mg H A 2
WA S AN L B A AN 620, I L A v
PEIEA, Gt R AT S0 Hr B Ry 46, XY [ 13 3 [H
P 3 B TS R g B2 Wy Sk SR 5 708 A /0N A8 (] BT 480
R AT UL 32 A B /NER Horb 1 A Bk PERE{L, B 40 1M
EREREN R OEAT AR, BB /N (R B AR, 2
INF SV /INE SR AR R AT i (), S R
M= R AL AT LU A 3. /sl ik o
TZ51 2 NIRSG RS 48 e s, A RES R (8] 2
BREDEEE R  1gG (1) . 1gG1 (H) 1gG2(++) \ 1gG3
(+).1gG4 (+4) , Lambda (+4), THSD7A (+) & i
LR A HORTE 1048 FF ) 18 43 A1, IgA  TgM L C3,C4,
Clq.FIB.Kappa.PLA2R $ 8 ¥E, 'B 18]G &64 1gG
FHMEA SR H 2 T 1eGA PR A0 M. 1eG4 FHMES
IgG PHMES A L <<20 %6 . LK 2B,

A

2 BE2EBHRER
A Ry R Y 6 (PAS) 44 4. Original magnification; X
200;B: H5E 56, Original magnification: X 400,

1.4 BE2%pras BFEM IeG.1gG4 BET
15 s SUTH IR T 22 40 ik B 285 i R ' 3% K PLA2R
ISP S i A /DN T JOE 4 5 B A B 2 1 7 P UK
PR S AELJC B S B O i A B 1 R 3t e e e
HAM<<10% , nJHERR 2 K B 4695 . 1eG4-RKD £
WrEHHfG . 2019 4F 5 H 9 HilL. TESIRIK JEAS (40 mg,
HAR, 1 W&/d) + 3F 8% Bt ke (cyclophosphamide,
CTX)1 g thiiifdr. RITH 2 REFIRBRMHE L
W4 /N SUT oK Mgk, 1A H 5 B 45 4
IgG 21. 01 gGGAYFHIT 42. 45 g/L),IgG4 20. 80 g/L
GBJFRT 41. 20 g/L), Ser 109 pmol/L, JRFEH 3. 61
g/d. 181 35 g/L, HGH] 1 CTX 1 g ik
BT IS WCEFIR 5 9 Ik EmB#imE 2
15 mg qd, VFREH 3. 39 g/d HEH 39 g/L.Scr
107 pmol/L, 2019 4F 11 F 3 3 b 0P i ke
(MRS v o 5D J 2 RN, IREE 6. 33 g/d,
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H&F 28 g/L.Scr 95 pmol/L.1gG4 14 g/L. T LA
PURI IR IT I 56 )5 . 1755 6 Ik CTX 1 g mprifiiGyT
(R & 6) . e fa 7 LA JE S (15 mg, FR.
LW/ A se 52w (1 mg, F R, 1 /12 h, ¥
2.5 ng/ml),2020 4= 7 H keI & 2 10 mg od,
e BE R Ak 2 4 £F (1 mg, AR, 1 /12 h). 2020
2 HZE 10 BV, IRE M 6. 33 g/d R
2.27 g/d, HE A M 35 g/L F+ & 38 g/L. Ser
101 pmol/Lf& % 92 pmol/L,1gG4 M 5. 73 g/L ¥
£3.99 g/L,

P o

B2 1gG4-RD fie i R L& B Z —, 1gG4-
RD 45T 40 % VL b rp 848 5 vk P B4R 88 Oy 65
AU L R AR J I 2 v R R ARG RS B e
— GO B R L [ A g B 3 15 4
FHA 40 % UL E 5 1gG4-RKD A% 0. 9~
3. 1/100 J7 AH i T A HLIERT TeGa e, H A
RATRERE IR . — 0098 [ A i o) [m1 it 1 BE 4 10
AR B A B AEREAE 82 2 Wy 1] ik B A 1Y
e, A 12 B e 65 & TgG4-TIN 1) g 1.
IgG4-TIN (i i B ERE R 100, 07 BT 5 B/ ek
PR TG TG R4 13 %0 » #7m JE 2 P TIN B36 AG Hh
L LT 1gG4 Geta,

IgG4-RD 195 A K & 9 HL AT AS B . 1eG4
PUAA B S AN B0 1Y« i R BT A 0 3 1eG4 1 T8
A REA AR R AH O T g8 SN G o I S A Y
1G4 BT+ I A I 1gGA-RD H¢A R, ik ] W
Z RN, inZ s Castleman 95, 3o BB | 78
FRYER 28 £ 1L 4 & (Churg-Strauss syndrome) |
ZETRET . MORMRZUFIE R XGRS B B R
FHOG T SRR R 2 4 REPE CDAT T 4H i (CDA ™
cytotoxic T lymphocytes, CD4™ CTL) . JE % B T
A (follicular helper T cell, Tfh) ;B EEAEH, 1E
IgGA-RD B4 I HM A I 9 iE L 20 3] i, CDA™
CTL 4 v fe 14 58, I 7T 23 Wb 412 2 4 1k 40 i X+
IFN-y 1 TGF-8. {2 # 1gG4-RD % L2 2% ¥ 1 21 4
flo m RAE A 28 BT, A5 B AR . AT
PP I R 22 1%, 5 CDA™ CTL i il A
K, IR, Tih 4 e TgGA-RD g4 S0 1l &% &%
RSP W F I & 5T L, 1gG4-RD &
) Tih A0 2 2 (2 25 B 40 i3 58 ik L9 T
{012 B A A A AL, e T3 TeGa

SrUAHIEE I o o B BUMRIBYT S - Th 40 LA
SRR 2 25 T B R SR R LR
PN W] 1gGA FHOCER I AL 88 B 40 3 M4 4k
& T A AN B 240 AR B AE ] IRk 2 R 9k BB 14
BEE SRR IR R IRILHIE A Ff ik — 5T
JE SL At Al PRAESE N LATESE o

IgG4-RKD BFERE S EINRIA K., HA
— I Z Hp O IFSE S SR L 153 4] 1gG4-RD f 15% K
IgGA-RKD, ot 96 Vo f77E B AMIESR 52 B, AL 4G THE it
e (83%0) IR EL 45 Il A (44 90) . B 4 33 1 B R 5%
(39%0) JHRR 4 (3020) it 3 (26 %0) e HoAth F B .
Bz BRI D B S R W RS
B A B MR NAG BT 20 ARBF5R
iy 2 Bl B L Ry EE IR, P EEE
THREAH B I UE IR 28 IR L A5 I O 5 2 R BN
B LA G AL R B I RE I . & IRk 4l b o i
W& B 1gGA-RKD 26 JF B bR,
PR E DIRER I B e 728 22 0 B /N R B /N 1Y
AL AFTER R 220 H 1gG4A-RD R 2 K b
P ARH 2 5 1R2 Ry TGV b I 0B I 5 3 it i
CT 8¢ PET/CT A75 51121 .

IgG il IgG4 KP-HS 5 -3E 1eG4A-RD 2 K1) 4
bR, MEBRIZ T F 5 B2, TIgGA-TIN o 88%
B TeG A 1G4 ZKF-T 155 . 56 0 (B AMABEAL, I
W C3 FRE A7 4300, C4 FRES 46% . FE H A B
FE e, BT 1gGA-RKD 5 44 1gG 1 1gG4 11
ThiE. R4 1gG4 K18 E B S HF 1gG4-RD 112
W8 TG4 FFARRE AEFE bR, 1eG4 18 H AP i 52
YK JEE P AR R oh TR R
FhiEt . [ fE 1eG4 IEF WA REHERR 1G4~
RD AT, 208 2011 4F H A B k2= 2 1gG4-RKD
AR SRk s B 1 A A
ERIORZS R d VLN RS EY L N A VA S S G R 1
IgG4=>1 350 mg/L; ZHLUHR 2= 45 5 R K itk i 40
JfL L 2% A R IR T B £F 4E Ak, TeG4a™ 3R 4 Jf 3 1
IgGA™ /TgG ™ K A i Lb i) > 4000, H. 1gGA™ J 41 Jifd
104/t G L . (6] i 5 HEBR W g L T
PRERGAE 5 PR A A 1 R4S 58 | 4k R P I R )5 2F
44k, . Wegener R 2 . 457595 - Churg-Strauss Z54
MEAEPI . b 26 B E s 7 23 B T L TE 22 R 5
AR T A Ak 2 WiARvED . (B Bk
LM EZ HE T 1gG4A-TIN 4%, H 1gG4 iy FHH &
SUA IR . ASBESERY 2 58 1eG L T1gG4 H4H] &
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Thisr s AN B AR, 76 HEBR HoAh B0 5, 3 FF 1eG4-
RKD #ji2#r.

AR T2 W K PE Al 1gG4-RKD (1) 3 22y
EAEF T U B A TgGA-RD RFRIERS 1o 5 % b
FEAFK AW, 1gGA-RKD (& 5 1A 5 e A
KRR . B RSN  FR BE T E
HEARFRIG R iR i8 A8 . TgG4-TIN s CT £
IR LN Ik R i 34 K L SRR B OE R B S I 2
FMR L B IE B8 BRI & IeGA-MGN 3 97 & 7
HEROR BT 8. MRT B0 XU AE T, WA
5% T, WI 2RSL(E 5, DWI 2 5 55 kL, 3 i
FARAR IE 5B A 2R ARHE DS . ARTEIT 2 iR
HE T I AL e 755 » A7 78 36 52 5790 B 0 U, AR A 4
58 CT J¢ MRI K , 55 B 5 24 4 7 U0 A s K
(110 mm+) , £75 I1gG4-RKD %2230,

BE R 12 TeG4A-RKD 1) 4 pnift B 241
Ko 1gGA™ SR AN IR T 2 1gGA-RKD [ F#1iE 1 e
PEAZR L, TR S 5 55 BHLRR 1T g B I 0 K ot
20 i B b B 200 IR L R SR R AR R T AR
JEE 5 (R BT2F 4 Ak o o ] A 8 R M b 248 i =2 3 S A
NG 45 I /N S RT3 28 A 0 R I () I
B R FEOE LT 4R A B NER R AL, B R o &
RKIE . H ARG WG 2= &0 420 K A4
IgG4 " AT 4>10 4~/HPF, 8% 1gG4 ™ /1gG " 3
A EL B =>40 X0 VE R EE TR Z — (HiX—12
Wihs v A7 7 4 1. M SRS T 0 2 4R R4
IgGA-RKD & # IgG4™ /IgG" 3K 40 i b i) <<40 7%,
A 2 B9 B IgGA-RKD 195 1 4 182 o, I T8
TgGA™ JF 240 M 17 f 25 T o5 LS5 A B O A 2 1 B
[ B 4%, LA 2 b k2 28 K, W R R A
P, H A 132 Wb o A 5 R 4 i (R S v Il — 8
PRI . B IERER T 1gGA™ 4HA T & Bl i A
(B 17 B KA AR 14 1 PRI 2 0 DASIE 52, ACBIF 58 R
HRE 1 BN B 2 R I SOIR 2T 44k » 8] S5 7Y
LI g BR PRI IR L TeGA ™ 2R A > 78
A~/HPF, B /R 1gG Gy 8y [ 4%, 1eG4-TIN 12 K
B

IgGA-MGN HBE 45 A 5 B s 1) — fic g 2 %
PR BE B R UL B /NERFE A | TgG4 . C3 LT,
PLAZR BHE™ . I PR 757 2 0 2 B 5 9 A
o) DR A B A A P9 VR A T M i e B
B R R UL, 2808 B4 41 PLAZR BHPE,
i IgGA-MGN Kl PLA2R B, 42 1/3 835 5 /)

BRI T B R IX IR AT e B A v, HZ
AHAMIE B AR, Alexandar R T 9
Bl 1IgG-MGN &, B IS B4 45 G Rt B g 2 30
PR 8.3 g/d HEEF 22 g/L, 7 BiIfEE AR
L5 B FE 1gG4-TIN, G2 5¢ 5t PLA2R e 51 [
PE. BEVT T 6 Bl 323697 B MR BA W R &
=% Py TG B B W B Jie (BB T 20D S VR T RIOCR 1, R
FPRFHEIRZE 1.2 g/d. AR EE 2 RN
B LR G, MYE 1gG. 1gG4 B35 THis . PLA2R [
P AMAFEATG . B8 B TH B M4 B 2 b ik EL 4[] B A7
TEREEVE B  TA] J5 P B A% 1 oo L R, L/ 24
R IgGa™ /1gG 34 L 491 << 20 Y6 Ciig B & i 2L A4
A 43 H) AH 2 R kAT REAEAE R 43 A . HU B
R EIRYT ROV AR T2 Wl 1gG4-RKD & i
PEE M .

MR 2015 4 eG4 AH 51 95 9 87 B ARG I 1Y
B IR a0 W R B R e T T s R 2R
7 1gG4-RD B #H 1 TN — 200 . BRAE B A7
TEWE B VG J7 28 20k (2b/B i) . Hop 1gG4-
TIN J& T P12/ 97 1 1gG-RD I R R M, A K
IHAYT AT B T BOUE B T RE B Al i 45 4 i e
AR B . 38 IR JE AL 0. 6 mg/ (kg « d)
8¢ 30~40 mg/d BT KREZ T 2~4 RS, — K
TR 5 , A B4 /N sl i R 2% B N 38
TIREMEE % 1gGA KR, — 2805 50 T X 4
B R BN BT A] U B2 W 1gG4-RD™ 843
BHEE R R R W R s e TR e k. fEEY
it s SRR e BT 2R R 9T JC A S 3K
ot FIWE Bz BT R B AS BRI AS RE T 52 11, AT LA
B EE A A  AE TR A AT 80P 1 e = RS i A
BEHLIG R BAFI B FE I PAIESE (4/C 40 . — I [ 1
BERLGT REAIFTE Bt L W B o i 2R B 5 W B 22 2% 1y
BRI R I R D BRI R . o5 — T S
JEREALAT BRAFZE S HE W B T 2 A B T i
BT RS W B B A (H R AR 0 (B 7 1
VBRI KR, RPEFIFE X 1gG4-RKD (175
J7 B R SCHRIRTE . A AT PR T R B 7
30 ] 1gG4-RKD 835 1,32 IR Z- 5 Bt 000 mg/ Ik
CEBFIE 2 000 mg) , Horr 14 ] (47 Y0 i T6 4
H e 4508 - 29 611 (97 Y0) & XHRIT A . B A
() B2 5 5 1 3l 48 A 1 [, (L 53 — [l Jost ik fF
ORI s AR Z RS 3T R E TR R & .
PR AR 22 5 BT 97 00 1o i — 28 2 rpuls SR ATLGT
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RGBS DAGIESE . %F F4ERFIE 7 - 48 B A0 = X
W 52 18 LA /N A B BT RR (2. 5~5 mg/d 1k
JERO AR YT - (0 B Hi X T 5 A 4E K576 97 B 18] 8
TCEW . AWIE 2 0] B R B R 5 . 85 H
PR DIRE ORIk B4 TeG e TeG4 7Kg ir B

WHEE, HERE 2 & CTX )7 A A KitE A
JK s %)ﬁﬂ 55 B R P R 56, B R AT A

FF A BB B R A B S 20 2 0 At 7 5 ] L R
I PROKST- A8 i - AR A v 45 it 2 R BRI o
FH/INR S B Jo I8 2% AR S 3 41 7 500 4 4, 3507 900
2K

IgG4-RKD f# 35 BOIE K B i A (HZ J5
HEDREI AR 2 E . —TE 1 41 BT F
g, eGFR™60 mL » min ! « (1. 73 m®)"!
BEIRITIE GFR A #F — 4 &, e GFR<C60 mL
emin '« (1.73m*) 'HREIRT 1 A E SRR
A FrekE . 1ﬁfﬁﬁﬂﬁfﬁ:iﬁqﬂ?&#‘s‘€—7ﬂ% i3 0553
T 2 4 g e B R R B, X R
IgG4-RKD xﬁﬁﬁﬁ@i’%ﬁﬁ@ﬁ, BALES 23 B D fig
PRAE A FT R 2 /N b B o 2R 5
IR B H R . ARG 2 fl B H it 14
(IBETT » ] B SO 3R R A5 A i 4100 1 590 AT LA 3k 3] 3 A
TR BB B D AR R 1 RK P e e i e IR
I ILAE 58 421 1E » 1gG4 ZKF- FEAS F 28 1E . (B 75 1
R S LR RE TR A IR

25 L ik . 1gGA-RKD TE I IR B % &) 12 i
2. B L B AL Ol 1gG4-TIN, IgG4-MGN,
AWFFEH 2 ] R A R AR I 1eG L 1gG4 T
WIPEE AN SR B, e iR A R L 25 i K5, A [] A
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