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MMF=1,000 mg/H, LEF=20 mg/H, MTX=12.5 mg/i8
AZA=100 mg/H, IGU=50 mg/H, HCQ=400 mg/H
CYC=50 mg/H, trypterygium glycosides=60 mg/H




gG4-RD Responder Index

Int J Rheumatol 2012:2012:259408.
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- 27 Yy

Pituitary gland

Orbits and lacrimal glands

Salivary glands
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Thyroid

Lymph nodes

1: Improved
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3: New / recurrence

4: Worsened despite treatment
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Maintain Maintain
,EL.%'I\ :%5 ;I% Withdraw IM alone GC+IM
GC+IM (n=48) (n=49) (n=49) Overall p value

Sex, male 33 (68.8) 24 (49.0) 28 (57.1) 0.146
Age, years 56.0 (48.0; 59.2) 53.0 (45.0; 61.0) 56.0 (48.0; 65.0) 0.470
Disease duration, months 61.0 (44.9; 84.2) 56.1 (40.3; 85.0) 63.3 (50.4; 87.1) 0.631
Allergy 29 (64.4) 26 (53.1) 27 (56.2) 0.519
Eosinophil before induction treatment, % 3.15(1.92; 6.15) 3.05(1.12; 3.92) 2.05 (0.62; 4.35) 0.121
ESR*, mm/h 7.00 (3.00; 11.0) 6.00 (5.00;10.0) 8.00 (5.00; 12.0) 0.396
hsCRP*, mg/L 1.06 (0.60; 2.14) 1.01 (0.50; 1.68) 0.76 (0.38; 1.76) 0.286
IgG*, g/L 11.2 (2.94) 10.9 (2.49) 11.9 (2.86) 0.189
lgG4*, mg/L 1420 (738; 3365) 1490 (832; 2815) 2450 (1130; 3450) 0.158
2019 ACR/EULAR score 27.0 (22.0; 38.0) 26.0 (22.5; 37.8) 30.5 (21.0; 39.8) 0.763
IgG4-RD Rl score 0.00 (0.00; 1.00) 0.00 (0.00; 1.00) 1.00 (0.00; 1.00) 0.288
PGA score 0.00 (0.00; 0.50) 0.00 (0.00; 0.43) 0.30 (0.00; 0.50) 0.250
Organ involvement

Pancreas 20 (41.7) 23 (46.9) 18 (36.7) 0.592

Biliary tract 8(16.7) 10 (20.4) 11 (22.4) 0.770

Submandibular glands 29 (60.4) 29 (59.2) 25 (51.0) 0.596

Lacrimal glands 20 (41.7) 26 (53.1) 24 (49.0) 0.524

Parotid gland 8(16.7) 8(16.3) 8(16.3) 0.999

Retroperitoneal region 11 (22.9) 4 (8.16) 10 (20.4) 0.118

Lung 11 (22.9) 10 (20.4) 9(18.4) 0.857

Kidney 4 (8.33) 6(12.2) 3(6.12) 0.590

Prostate 7(21.2) 5(20.8) 4 (14.3%) 0.780

Lymph node 21 (43.8) 15 (30.6) 22 (44.9) 0.276

Sinus 15 (31.2) 15 (30.6) 15 (30.6) 0.997

Involved organs, n 3.00 (2.00; 4.00) 3.00 (2.00; 4.00) 3.00 (2.00; 4.00) 0.710



Withdraw GC+IM  Maintain IM alone Maintain GC+IM Overall p
(group 1, n=48) (group 2, n=49) (group 3, n=49) value p.-1vs2 plvs3 p.2vs3
Dose of GC at enrolment, mg/d (equivalent of pred)  4.39 (2.17) 3.51 (2.13) 5.15 (1.48) <0.001*  0.072 0.132 <0.001*
Time for sustaining stable GC doses, months 11.5 (6.0; 22.0) 11.0 (6.0; 16.0) 11.0 (6.0;14.0) 0.578
Dose of GC at induction treatment, mg/d (equivalent  41.7 (13.5) 39.9(12.2) 36.5 (10.6) 0.105
of pred)
IM as maintenance regimen 0.75
AZA 6 (12.5) 2 (4.1) 4(8.2)
HCQ 0 (0.0) 0 (0.0) 1(2.0)
LEF 8(16.7) 9(18.4) 12 (24.5)
MMF 14 (31.2) 16 (32.7) 13 (26.5)
MTX 15 (29.2) 16 (32.7)) 17 (34.7)
Iguratimod 3(6.2) 5(10.2) 1(2.0)
TII 1(2.1) 1(2.0) 1(2.0)
CYC 1(2.1) 0 (0.0) 0 (0.0)
Time for sustaining stable IMs, months 12.0 (6.0; 22.0) 12.0 (6.0; 22.0) 12.0 (6.0; 22.0) 0.986
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Type of adverse events Adverse events, n
Withdraw GC+IM group
Pneumonia 1

Maintain IM alone group
Herpes zoster 1
Nephrolithiasis 1

—

Gastrointestinal bleeding due to duodenal ulcer
Maintain GC+IM group

Newly onset steroid-induced diabetes mellitus

Newly onset hypertension

Pneumonia

Gingivitis

Papillary thyroid carcinoma

_ =

Bladder carcinoma

Multiple occurrences of the same adverse event in one person were counted only
once. The flares of [gG4-RD were not considered adverse events.



Characteristics No relapse (n=108) Relapse (n=38) p value
Sex, male 60 (55.6) 25 (65.8) 0.363 k O) I) X 7 j( -ji
Age, years 55.0(46.8; 63.0) 54.0(46.0; 59.0) 0.191 B VARRY

Characteristics at baseline of the trial

[ IgG4, mg/L 1550 (770; 2980) 2620 (1160; 4970) 0.023* ]
IgG, g/L 11.3 (2.68) 11.4 (3.08) 0.846 4 L o o N\
S e e om | SFBARARIAE. A5

sCRP, mg . .50; 1. : 45; 2. . R

19G4-RD R 0(0;1) 0(0;1) 0.352 Bt A ANBIOMBIgGAE
PGA 0.15 (0.00; 0.50) 0.00 (0.00; 0.50) 0.518 ﬁE }: U X 7
GC dose mg/d (equivalent of pred) 5.00 (2.50; 5.00) 5.00 (2.50; 5.00) 0.605 \ 71N

[ Duration of stable therapy 12.0 (6.00; 18.0) 6.00 (6.00; 12.0) 0.030* |

Characteristics before induction treatment ( L e

( Eosinophill1 proportion 2.40 21 .00; 4.10; 3.50 §2.30; 6.60; 0.010* | %‘J %tl: &_F]\E# /f E'ﬁ ;z T J D) _[ﬂ]_;
ESR, mm/ 12.0 (6.75; 34.5 22.0(7.50; 38.0 0.412
hsCRP, mg/L 1.42 (0.58; 4.56) 1.17 (0.58; 4.35) 0.857 G = fE &?Eﬁﬁkl‘é % , T- |gE
IgG, g/L 16.4 (12.8; 20.1) 19.6 (15.7; 24.9) 0.006* Ek U X 7
IgG4, mg/L 5390 (2440; 11 200) 13200 (6390; 18900) <0.001* \ AN
T-IgE, KU/L 197 (71.9; 380) 364 (169; 666) 0.013*
3, g/l 0.93 (0.80; 1.09) 0.86 (0.71; 1.07) 0.435 (
C4, g/lL 0.17 (0.13; 0.24) 0.14 (0.08; 0.19) 0.085
IgG4-RD R 6.00 (5.00; 9.50) 8.00 (6.00; 12.0) 0.053 %& T:i: VAN 3 v f—

Organ involvement " DRI T E;H\:H FIEﬁ ﬁ IE L/ T
Pancreas 4(40.7) 17 (44.7) 0.812 WA EBBRY X7 (FET
Biliary tract 0(18.5) 9(23.7) 0.653

[ submandibular glands 4(50.0) 29 (76.3) 0.009* | N J
Lacrimal glands 4 (50.0) 16 (42.1) 0.516 / \
Parotid glands 7 (15.7) 7 (18.4) 0.897
Retroperitoneal region 0(18.5) 5(13.2) 0.614 __
Lung 2(20.4 8 (21.1) 1.000 28 FIRIEZ ZHEPAL LT L
Kidney 1(10.2) 2(5.3) 0.515
Prostate 8(13.3) 8 (32.0) 0.066
Lymph nodes 41 (38.0) 17 (44.7) 0.588 \ J
Sinus 30 (27.8) 15 (39.5) 0.255
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