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Abstract

IgG4-related disease (IgG4-RD) is a chronic fibroinflammatory disease with multiple system in-
volvement of unknown cause. IgG4-related lung disease (IgG4-RLD) is a pulmonary disease in-
volving IgG4-RD and has a series of clinical, histopathological, serological and radiological fea-
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tures. In clinical work, due to the lack of specificity of clinical manifestations, diagnosis and atypi-
cal imaging of IgG4-RLD, people have insufficient understanding of this disease, and misdiagnosis,
missed diagnosis and delayed diagnosis exist. In order to further improve the diagnostic level of
IgG4-RLD, this review will review the clinical research progress of IgG4-RLD.
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1. 9G4 xR

2001 4F, Z—1f 1gG4 W JEAH I B B Fu I gk 7% (autoimmune  pancreatitis, AIP)# i LAK[1],
19G4 AH KM (1gG4-related disease, IgG4-RD) A& ) V2 A H] . 19G4-RD & — MR RIA B 2 R4t
RIS VELAT Y RAE BN [2], IEH RIS, R, M 1964 /K5FItaE, HAAH
SR B 2R E N B SR R AN IR RS SUIR AT AL AN PR ZE ik 28 [3] . IR RRILER = KE e 1, Z 8
WALz, AFE-TIE A R K HURAR. AR, MEVRARFIVEAR. MESSZL. MELS . BER)E.
PG Ml B EBNMK R A 4] .

2. 19G4 ¥ X4 Fhs

19G4 MM (1gG4-related lung disease, 1gG4-RLD)JE4E 19gG4-RD 2 K Jfili&k. 2004 4F, Duvic [5]
RIE 15 149 19G4-RLD &3, Al pirh &I 1 19G4 BAPER 40 =i . A IR, 19G4-RLD K4
(A 14% [6]. TR B2 AHRLFRAT I 5Ok, H &I ARG R 52 B R LY 19G4-RLD i {91 5 BH 2
W2 R, 2021 4, 1l RS BB A G AL 20 8 B e i — TR L B ST R [ 7], % 65 IR {BL 19G4-RLD
B I SRR A AT e LM 2 et 1P 1gG4 119G /K, 3t 10 4 EE AR EL kN
19G4-RLD. KRR R EMEIRA & MR 5 R, IRIKRA 5012 .

2.1, IGKRFTRM

IgG4-RLD H% W[ LB, 1. M. Mgl PPIRE A%, £ aE 2 BRI EE 4 IR 5
IR AR AE[8]. 40% % 50%F 1gGA-RLD S5 A8 b P & 48 Fl/ Bl S0 A A BE I s s [9], — Lk
SEE A R A BRI IR [10] 0 /S50 838 T Hh IR0 s AR [ L L) RNl 1ML 557 52 BR[12] 53R B o HAH IS 7L R,
A 7% A A AR ATRER, Ak S AR 23]

2.2. ALAFRIEE

B 1gG4-RLD 7 B 2 S5O 0,955 55 42 1 bk B0 2% 20 s i) (L1 1) < s SO £ 4 Ak R P11 e ik % (O
Kl 2) [14], AT DA ZEME SRR R [15], NIl REA R I . G it 19G4 PR 41 BRI (L1 3)
AR EENIZ WK .

23 XBERE

1) I35 19G4 /KT M 19G4 /K% 19G4-RLD BB B @ 2 Wi 8, 2 %1 19G4-RLD & 3 i 19G4
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KPR ZE TR, HIER AKCTFABERR S 19G4-RLD.. Wang [161250 75438, 84%F) 1gG4-RLD Hi# I 19G4
IREET R 2L 19G4 WKIE > 1350 mg/L IR, 1218 19GA4-RD (A BBURME RIS 74473530 09 97.0%..79.6% [17].
Culver, E. L. [18]% 5t &3, I 1gG4 (/KT 5 1gG4-RD K% 88 B R AIE Kk KK S IEASE, Bk
TEACE R AR Bh T8 SR AT & K .

2) KUK RKAME KA B RV, 7EEKHIZH 19G4-RLD B, JRANMI 1IN,
Uk, M3 19G4 KPR IEF G, e A=A . BN, i T &t e 1
S SREVE A K[19].

3) Lk y BREEAIMSE: HF7CER, 83.3%[ IgG4-RLD &1 y BREE A/K T H 4 wi[8].

4) FRAY EE T HIBLAE I R MR 4 A SR . LG I9E KPR C RN L L0 RE R T
e LA S AR AMAR LRE[20]

Figure 1. The inflammatory infiltrate is composed of many plasma cells, lymphocytes, and eosinophils
1. KERMHE. HELARFIREER MR 0B 4E AL B 58 14 25

Figure 2. Elastic staining can highlight the involvement of the vessel wall and show occlusive phlebitis
2. MMEREAREMEEMNZRS, BRHIEMEFIKE

Figure 3. Immunohistochemical staining showed 1gG4 positive plasma cells
B 3. RiAlk, RERZ 19G4 PR
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2.4, EERM

FEZONN CT MARRIL, WIREUN A 4 K[21]: 1) SCRET R JIOLPERb IR R B AR > 1 om &
TOLE 4); 2) BIEEBIEEA: UL KEE BRI NI 5); 3) MR mA: RN h
A2, BIETRIEVE B PORE BUR ZORBIR, A s UEYIROLIE 6); 4) SCUEIMAE R SR I
W RN E RS R, A A N AR (LA 7).

Figure 4. Isolated pinpointed pulmonary nodules, biopsy confirmed 1gG4-RLD
& 4. MMIZEYEHSIRANEE TS, FEIIESEA 19G4-RLD

L

Figure 5. Multiple ground-glass consolidation shadows in both lungs
5. XAt %% & BERIBIFSL LR

Figure 6. Diffuse ground glass opacity and consolidation in both lungs, accompanied by a small number of fibrous strip
shadow, local bronchiectasis

6. WAMSRBEWBH R LES, HAELEARRRY, BMAEXSET K

Figure 7. Multiple small nodular shadows in the lung field and the lumen
E 7. FmEFEAZLNETRRERS
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2.5. i

KT 19G4A-RD HiZWibr eI AR GESL, HETHE KA HAR2E#H 2011 42 i WibaiE[22]: 1) IfR
R BB MR R BRPEARIEPEM K, I, 251 a3 B 2) MiE%: 1gG4 /KF > 1350
mg/L; 3) W © WRENE AR, TR R AR @ K& 19G4+ AN IRE (>10/HPF)
FI(ER) 19G4/1gG FAMEZE > 40%; @ ELCRAHENTE K @ FHEMERKA .

[FIF AR A DAL 3 ShndE R FH RIS T £56 1+ 3 Ai2: G 1+2 NEEd.

2017 4£, Umehara et al. [13]% k3K T 1gG4-RLD [Fi2WikriE, SR TR MG A 2%
AR HABSR B2 R 12 CT B, wILLRINN TSR ARGk G AR . S A AR 5 5 0 A0 i s
Pl o MIEFEFE LR RS — M 19GA-RD Wik, (BA —E Wi m . Shka W1, En
A HRIK A o

2.6. £3CH

TERELLTIR (1) 5 IS, 19G4 Fl 19G4/IgG et 3an, W KRG T 28 o MR FT I . 5 217 1
R JERVE PRI . & IL-6 A ESE[23] . FRE IR Z, IR R FXF TR BUAS BT i ah 5 8,
MR %5 19G4-RLD, 1RZ BEEL T ARUIBRRA G IEKIIESL 19gG4-RLD, AL Irn] DLk b0 535 1
ST A KRS 50

2.7. & E

19G4-RLD [¥6YT H R IBRIFGE IR, 4EREITThRE, B7ILiher4etb gt fe[24]. HATE s EIFEH
HITIRE, AT 19G4-RLD VG IT VI Gk Z B UERS A UEHE . WRHE 2015 4F (19G4 ARSI B HEL AN
BT HIE BRILIRFERE) (International Consensus Guidance Statement on the Management and Treatment of
IgG4-Related Disease) [25], i {7 iR i097 H AT N B ik .

1) BRI R TR R AR IT IS E 19GA-RLD B ZM RS —& 25, WRIEEEFAIERERGIT
(25T . WERAE 19GA-RLD J8IT FIPEF R B X+ AIP B BT (SRR 7T, (EIX SRR 0,
FRZGIRYT O] P AR AT BT AL [26] . BEAR, HAR AIP JEIRTE R SO 5 R XU i 1) A SR P IR b
i3 (2.5~5 mg/d K JEFA) KIHGERFIRTT .

HAGIT 8
YIURIRTT WEIRTT HERFIRTT
biilhe P JEF 0.6 mg/kg W RAE W E 2 5 mg/d W Jets 2.5~5 mg/d
IS 8] 2~4 A 36 MHN 34E

2) XA R R AR fa BT B 4R 2R R B, AT EERS . PABERERL . R
WRNS L B IRMG S SN . M ERR, MAKLZAE. MIE 1gG4 M 19G. IgE K FTtm . 4hE
i F R R A KL AR G 22 5, R SRR TS S B 2GR S RO — ST (7] WHTRROR, RS B
BRI A AN HIFRNG YT,  Po s FTBE B2 st 10 2 K R AR[4]

3) EWHIInGT CD20 S5t (2% P HT) UL SE T FIE V22 A58 ] S e 4| 7136 T 7 AN B ) SV 11 A
&, WATLARDBE R R R, ERRRTRE E. 2020 A, MRUIRCE SRR AR 2L AR 27 BT AL T
L IR 25 TR 264 B E St ow 83, L 19GA-RD BRI A RCR e, ARCR N
100%, H )25 g o 24l ol B B0 997 2. 1e4lh, Campochiaro C [28]#F 7S UE], & {145 T 22 #
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PU(EPEE 6 A~ H — k) rT LA 24 10iB)5 19G4-RD Bk, HA RIFHI 2.

3.

BE

IgG4-RLD J& —MNAImbLEI A ImRERINZHE. CT RIMEZA., M 19G4 THEHEUIER . MRIGIT

RN 2 FAMIZ T LT YEPE SORE . 7850 19G4-RLD IR I, 5206 % SO BRs 21, A BT 5k
B AR AT, SR A WK, FRIRRIZ K .
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