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F%lgG4 RDIEE!

ABEERFRENIQGA-RDFTEMRARE, BEEMBEEENT Lat-Y136FEE/NE,

REKEAGARAXER (immunoglobulin G4-related disease, 1gG4-RD) 2—FpigitE, HHTIEISEM
HFHNANER, RRSENFERERE, NPRHERSK. BIR. EREE. PWRE. M. ZLAR. BR. B
. k. BHE. BiZIBR. FEE. REMREES, RERRARAR[ENRE, BREBREMAE,
MIERRZROKENLZR, BRZRNESREMERK, BESRNBUMEER, BRESZRNERE
BEA%#NE,

BRBERNARNBZEAE, 19G4-RONIEKZRAZR, EZHEHEANEERFZFNREZER, SF: 1)
MEIQGAKTEFE; 2) WREMAEXREREMENRMARZE; 3) THEARMBHREARZBHEEIER,
HESK TR RB[ENRHRGMALKN] (Figl) ; 4) AEMEKKE,; 5) BEPEERERNMAMRSIE,
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Xizpo X, Ma X. Clin Rev Allergy Immunol. 201854:344-351.

Fig1. IgG4-RDH Tk EE 4 A AN B 2 408 < (B B9 E/E B

IgG4-RDE 2011 F A REERFE—IATRERG S, #EIEBH], 19G4-RDNBFENGEIEATRERE, £
ERRABRZEEMUENYER, BRRERE T /LAIgG4-RDEXFARAVNRER : Cd28HEHINOD
INER[2], Tgfbr2-KO/NER[3], Elal-LTab/NE&[4], Aire-KO /NE[5], HLA-DRB1*04053ERE/NE[6], 1B
XENFALBTHNA BB TERAD/SERR, BEThITENRNERNATSHE., B, BREFAH
B EhYAE B 2 Bh i E 19 G4-RDBIBUR AL & .

IgG45Lat-Y136F/NRIEER

HFIgG4-RDE—FBEBREMER, STARNSS5EAREAXYE, MESTHRELNEEMEEH
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ALAT (THIFEHEERER) , Mlat#TERRENERZRNRRDMRE N —FMHBE,

LATERAFEAAN36-38kDa, TJLAETCREREREKEHMRHBUNER. LATE TENBREES
H, FEDEENRNMMIEBCFIEMNTFTAR FNESEENERXE, 2TARRESHSPZAP-705F
HESREBNETEEARNZ—, HuUBSMEKFSTRHESHF, EWGads, Gro2 A KXBIEESC-v1
(PLC- Y1), S5TRNENESKE, HETHERABIECNIETESERR,

Lat-Y136FREN/NRARE, 2R/NRE13MUNBREREBLITAIER, SHEEXESPLCYIHNESHEE
INREMARBANEMERIZERI, FERIEOOHTARNY IEMSHTh2R AR FSFRIX[7,8], EY,
BAMAEEH, MEIGGIFIGE[OPKFEAT ., XLEXR 5|gG4-RDFFEZEM+2EM, AL, HRA
BFMLatY-136FRIN/NE 2 — T EMBFE AZEIgGA-RDIARGFINEER, ATIELX—WS, WNEFT
—LETI A9 R RV SLIE

1. Lat-Y136FEBIAN/NE XM B 519G4-RDEEHLUN S BE R RIS

ARAR[0]XSLatY-136FREN/NEHIERAR . BRI ST T HRRBEEZDF, 6FREILatY136FERA
NBEEBERIE. BIRSE. BRI, SHEERNEREBEBSEHEENRERE (Fig2) .

Fig2. Lat-Y136FRAN/NRERER . EERARF] S AR VB R RIB A4S

REREERLat-Y136FRNNRRTALRDPFEZ BZ MR (Fig3) . EIERR. BRIRMSEXER
Mol AR . COA+THEABERMAEENKERE, URDECDS+TABEEEH, EETENE, BHESE
ENEAREERIXIQGT(AZEIQGANEIEY).
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Fig3. Lat-Y136FRAN/NERT AL PR ML, THARNERABRNRREE
2. Lat-Y136FRIN/NR O] R & tH 4F 4L #0 i) 1 B3 Bk 3¢

BRYMBERETARHMMREMRBEIZIE, AzanERERFAELat-YI36FRNNENERR . BERNSHES
ARUTENAHENRE., 6FIRE, Lat-YI36FRANNBHNALU TN EES THREANE, HEFERIE
KEFHEUEERHME.

AEMEIKX Z19G4-RDIY S —4FEMHET ., 1N LI 10ERF20EEEEILat-Y136FRN/NE, PSS
IMER AR M EEGKK, BRPESEMERMUNMERET (Figd) ,

Fig4. Lat-Y136FRXA/NR oI & & H A 4 R P =58 BX 3

ZE, Lat-Y136FRRA/NEERIEIgG4-RDEBEHBN R RFIESFE (Tablel) , XEHIEZF T Lat-
Y136FRN/NE O[E R A EIgGAHE X BB SRR,

Table1. IgG4-RDEE SLat-Y136mN/NB RIS LU

LEmABREYMRRRHERASE www.modelorg.com 400-728-0660 3/7



o> =
gz:ﬂﬂ
SoH
B

| Hhuman 1gG4-RIV |2, 3, 20-25]

Lat"*** knock-im mice

[This study and [16, 17])

Major Affected organs | Salivary glands, Lacrimal glands, _ Salivary glands, Pancreas, Kidney,
| |':r||,mlii||m::f. [} ||n&].‘|m|Ph minlies, | | ||n&|:f|n1||| ikl .‘ilﬂr;\rn. Liver
Retropersioneum ! peraoma, Bile duc
Labaratory data

Serum human g4 or mice IgG 1 lord
Serum IgE level

Type I cylokine production
Pathological findings

| Elevated

Elewated

| 104, L5, amd 1L 15 4, 28]

Elevated
| Elevated
| ILed IL-5, and [L-15

Fihrosis/S narilonm (ibrosis

Presenti Proseml

Presentipartially present in lung

Oibliterative phichitis | Prowent Absent

Type af imflrrated cells Masmma cells {1g, 1gld and 1gE), Masma cells {10 g0 and IgE),
B cells, Macrophages, B cells, Macrophages.
CDH T cells (Cytotoxic CD4 T cellsh CDH T cells
".r‘lllllllt'f T cells

Treatnmemt !

Corticosternid Effective Effective

Immunesappressanls Arathioprine and athers A

Anti-CIvHY monoclonal antibody Effective NA.

Ko, not available; DL, mterlouking AIP, awtoimmune pancreatitis; IFN, interferons PMAL Phosbal 13-Myristate |3 Acctate

EiEEYLat-Y136F/NB ISR

ETFUAHREM, AHEEARFREXIQGA-RDFITEIMRIATRR, mEEYBEEEM T Lat-Y136FEE

INE, BRIMZ/NRET THRXREEN (Fig5-7)
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Fig5. Lat-Y136FRAN/NEHIEE. MEAMEERERONREEKEEESTWI/NR

EEmnEXEYRERDERAE
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Fig7. Lat-Y136FRmA/NEAEAE P BAAEAIMHC || K FFRIXIEN

MREYVIRMERRENE, REEHVEXNENMRS, SEERSMMSREMHN, MEECREES. 11
FEB. REDH. ARINE, BEARTREFR.
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