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ZF A K (daily dose)
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o) M8 HAREIXBRIEHNICE EEBHZ &
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e) KB : ==— - CT TBEHERILKRD 20, PIEMRICEEE LZEEICE EEDAZ & G
4) | o, MEZ VT F = AEREESRB AN E 72X E R ISR LR EI & U F
5Tk
4) 175 1gG4 BEOHIE (BELYE)
SR EMERF O ESS « M 1gG4 BEDNEEN ARIO 70%LL T2 135mg/dL L FICE EEBH T &
5) 1gG4 BIERB DO HBEN RN &

E 1 RO JRAI THRKRE] TR 2, BEOLE ITIHEBITMAISE CIHMId 2, B8R
#& (%, RE, [REXRLY) OBEITERECHMT 5,

3 BB (ayxbitayxbytagxbyt...) OEMEAEIL, Cheson 51T L 25 EEEIZE#{L non-Hodgkin
lymphoma Z RHFEHHE (J Clin Oncol, 2017) @ Partial Response (PR, 50%) LA /&35,

a: BB (BKBEcem) , b: i @QIZERTIRRKE cm) , a=1.5cm ODEEO L LA &K 6 8%
CEIRCRESN

FACPRERT N - REAVT TN EOREILAEREELH > 25E S, MIEE SEMRE
TR, BEfEET 5,

&5 CAERAARD B OER

(EFIENREOFIEE) RFEMAARNS, HYERN THREEMIL. RS A, RSB, B C Th
D) EVD XHITIRFERRE (R 2BE LT 5,

(I ABTEHAME O FRTFEER) 1REM ARTOME 1gG4 IE &, f8E LN IS CTmEE Y
Ney, MEIVTF=r, YAw—TFT A, BV UT A MNEDRIEME, —a— - CTHEDE
HE (EEfERE) sk (EE) 15,

(R EMRFOFHAMETEL) &3 T, IRENAR., EFROBEMEMHETHT- Lz L 9I0 TRD TR,
MmiE 1gG4 R L, EAERRIZ U TEREME, —==— - CT B OFHAE (EEENS) i

(BE) L. UBOEMEHER - BRHEORRELT 5,

(FBROER) BIROEEIIIY —BEMLUI7-%., BRBELZBEED 1 DU LDV TTFRD
D3PI B 12O EEHEZT I L FE. OHERENHIT S Z &, BEMEIZ HOMIE 1gG4
BEOHREELBL TER L CEEHEEEH T TEMBEMER LEXRTD (RFERILITET.
[EEABREEEITY) .

) BENARNCIESERERZE (FRIR - MERAR - - B - gige E) BbooRNERL-5E
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2) TRENMAFNCY v REIRA E I3 EAEYEIRE (IREREE. WENEE, REBESRE) 2
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FHoEE - TJEEEN GE3) BNIRBIARIO S0%LLT 2 #EF T & K
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FROER : TiE a)-e)ll DWW TIER ER or WIEMRRICTE L fHIEOE W T OEZ R T
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i) KB ma— - CT CBREKBEPIEMGICTRE U-HEL T EBL, £z
WL, g7 V7 F = ERTER LR or FIEMRRFIZFEE U7 BHHE OB G OfE & R
& PES L
4) Mk IgG4 REDHE (BB HHE)
HROBEFR, « 175 1gG4 1REE NIRRT ABID T0%LL T £ 7213 135 mg/dL L F 2 #ERrc& ¢
H
5) IgG4 BEEE B OB IR A O H 3

BB ARNZRRO 202 72 1gG4 BIER B OB R A D HB & 38D 7
O AR A TERKRE) TEMET 5, BOLA IXEEEBITH A
& (g, JRE. [EX L) OBAITREECFn 5,

33 AT (ajxbit+ayxbytasxbst...) (X, Cheson 51T & % [EFZEYE(L non-Hodgkin lymphoma %)
BHIEFYE (J Clin Oncol, 2017) (2S5 <,

a: B (K, cm) , b: R (a ICHEAZTDHHEKRE, cm) , a=1.5 cm DJEROIH FALHEK 6
Hxai#Hd 2,

alF, BRETD
~’G

%
BTN 5, BRI

# 6. SEEHINFIZED wash out

ABMRrFEFH—1F MTX) . ¥Z7aFA773F (CPA) :  BBRANA4BELLERTE Y Bk,

FTHEF ATV (AZP) . 27 ARY L (CSP) . #7nl AA (TAC) . SV U Y (MZR) .
Rave )= REZ =T N (MMF)  JRERAA 2L ERTE Y ok,

7. X704 FBR5EOHE

) v iF=vrer (mg

) AFALT L R=vrr (mg) 7L F=ynr s&E58 (ng) +1.25
) REAFZV Y (mg) T R=vnrn 58 (mg) +7.5
KENENOEREFIZMH O BT, BB FICEEEZAVD
FETHAELERGEZUWIEHEAT DRFOEN  FELHEM LT

1) v R=vnry:25mgAH

2) AFATF L R=Y a2 mgZli

3) RERAH V025 mg A

K 3. 1gG4-RD responder index (1gG4-RD MEEKRZX 7))



IgG4-RD responder index

Date form completed:

Case number:

Scoring rules

Scoring:

O Normal or resolved

1 Improved

3 New / recurrence

4 Worsened despite treatment
Definitions

Symptomatic: Is the disease manifestation in a particul

Scoring refers to manifestations of disease activity presentin the last 28 days

2 Persistent (unchanged from previous visit; still active)

Organ/site score: The overall level of 1gG4-RD activity within a specific organ system

ar organ system symptomatic? (Y = yes; N =no)

Urgent disease: Disease that requires treatment immediately to prevent serious organ dysfunction (Y =yes; N=mno)
{presence of urgent disease within an organ leads to doubling of that organ system score}
Damage: Organ dysfunction that has cccurred as a result of IgG4-RID and is considered permanent (Y = ves; N = no)

Activity Damage

Organ/site

Organ/site
rgan/ score (0-4)

Symptomatic Urgent Present
{Yes'No) (Yes'No) {¥ es/No)

Pachymeninges

Pituitary gland

Orbiis and lacrimal glands

Salivary glands

Thyroid

Lymph nedes

Lungs

Aoria and large blood vessels

Retroperitoneum, mediastinum, and
mesentery

Pancreas

Bile duct and bver

Kidney

Skin

Other sclerosis/mass formation

Descripfor Level mpdl

Score (0-4)

Serum 1G4 concentration

Steroid dose at the time of assessment:
mg/day prednisone equivalent
Cumulative steroid dosein the past 28 days:

mg prednisone eguivalent

Totat activity score
Organ/sites (X 2 if urgent) + serum IgG4 score:
Total number of urgent organs:

Teotal number of damaged organs:

(£3Z 30k : Carruthers, Int J Rheum, 2012, doi:1

0.1155/2012/259408)




BEAEFEREMREME HIAEREEBORT RS
1G4 BAER B OB WAL CNTIR R e $t Oz 2 B8 L7258
SR EE

1264 BERBICE T AR TOA FARROBRHIOMBEN
WHFEsyE (EE F

Wt & PR TEA
WIT Fd

P RFELEFRNR (B - VU~ - 7T Lbd—) 2%
PO RFELERCRNE BER - UV U~ - 7 Lv%—) 5
PR FELEFRNE (BFUS - Y U~<F « 7 LbF—)

WREE : A7 a1 FIER%EO [g64 BIERE O FREIOEERIVFFEEZ B 62T 5
T 2008 47 H72 S 2016 4E 3 AL TIZHB TRAT u A FIRERLZ B L7 164 B
PR B DOMEEZBIE (2011 4F 1964 BAER B AIEZKIEUE T definite) DO B, JHEH
6 6 1 A DL ERGE U7SER] 25 B2 fRHT L7z, 25 Bl DX #RIE 64. 3£10. 9 7%,
BE 14 B/ 2t 11, AT v A FBRLERTO 1g64 fEIL 1074+ 1054mg/dl Th o7z, 4
Bl CHEBRZRD., BRREIL 16. 0% Thotz, FREI 4 F)) X, FEFERSE Q14A) &
il LT, BEICEBRNE < (53.3+16.5 1 vs 66.4110.3 5%, P<0.05), FIEND
1BRRBIMAE COHMMNEN -7 (4.5%2.2 % A vs16.7+15.3 % A, P<0.05), —J7
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X2 M THEREIT e olz, BRI AT o1 B 26.5214.2 » A, B
B 7L K=Y (PSL) #EE1%6.513. 9mg/ B . RIS OIRESHR L II W2 IZER
D ONTRED TN (RIR, BHIEE, Vo HilER, B OmEEER) Tho
Tro U EDFEENS, 164 BEREBTIEIAT 0 A RIAER 16. 0% THREZRD., &
PRGTEF CRIED DIRFBE E COMMNE . I1REMMBE Y 26.5 v A, FH

PSL #5-& 6. bmg/ H T, WIBRFIZH DNTZHBICTHREROD Z LR ST,

A. WHEER

TgG4 BB (IgG4-related disease ;
TgG4A-RD) (ZBEL T, A7 a4 NEEZOE
BRI DR, FRAOTRIEHIEHAL
D725 TR, AWFFETIZ, AT 8rA
RyGHE#% D T1gG4-RD DA D B IR B9
PRAONMITAHIEEEMNE LT,

B. WrHE

2008 4E 7 AH 5 2015 4 3 A £ TITHF
TATuA NeEEHE LT 1g64-RD Off
EZWE (2011 4E 1G4 BEEIR BEEZW
FYET definite ZWi7=7) D9 B, {REM
BEINS 6 o A LI ERRIE LT EREX G L L
7o 1) FRROABE, 2) FRREI L FEFRB

TOREKRE « TRENBEOLE, 3) FREO
BEERRIE . 12 DWW TR AR X TR LT,

(R ~DELE)

B4 BE R e A RAE
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TR E RO,

PIEDORERLID, BENDEHICAT o
A4 FIEFENAZE LEEER, AT7aA4 R
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TgG4-RD TIZ AT 1A KB 16. 0% T
B Z R, FRBIEE S TRIED b IRE
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&1 BRGIEIERRBIOEKGR - ARAEDLE

B JEF PRI
/ T
(N=4) (N=21) | P
T4 Rl Bo-%42 BE12:-%9 0.79
FE#n (%) 53.3+6.5 66.4+10.3 | 0.04
£ HARE (month) 4324120 36.6+235 | 0.39
B HeGAE (mg/dl) 13761847 | 1017807 | 05
SBEETeGIE (mg/dl) 30772679 | 2925+1476 | 0.29
SBEAIDEIREN 30+12 34415 0.62
B L S Ly (1) |
FAEMDIRREIRETOMR ., ), 16.7+153 | 0.03
(month)
#EAPSLIZ 5 = (mg/day) 312421 321439 | 088
PSLHAE % 5 HAR (week) 25405 2.7+0.8 0.68
PSL; prednisolone
2 BROIDOEEKE
B | o (HEADEEBIMPSL MR mMEE
EE] (S (MR [HARS ’(mg/ " HRETOHE [R5E [R5 |CAEBBBPSURSE WEERHRE BRESEE
(month) (month) (mg/day) |(week) (month) (mg/day)
1 |47 | F 59 304 8 30 2 49 7 R RAR
2 |a7|M| 48 | 478 5 30 3 26 9 i§§ﬁ§"§m* BEIE
;‘Eﬂ%‘ﬁ'aﬁ
3 |62(M| 40 | 4570 3 3 | 3 10 10 [EHREZS | cmmx
N
4 |57\ F| 26 154 2 30 2 21 0 %;fngngg iaﬁﬁ"”ﬁ
T [53.3 43.2 1376 4.5 31.2 25 26.5 6.5
SD 6.5 12.0 1847 2.2 21 0.5 14.2 3.9

F; female, M; male, PSL; prednisolone, SD; standard deviation




BAGBR AR RS AR RS BORIT SRR
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A IRl
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MmoT,

RN T 4 B E N REND B miRNeasy
FFPE Kit (QIAGEN) Z VT RNA i 21T
VN, eDNA Z1ERR L7c, U 7 V4 A A PCR X
TagMan Gene Expression Assays (Applied
Biosystems) HWTITW,. S FDO T T A < —
ZfEH L7z : FOXP3, TGF B 1, interleukin
(IL)-4, IL-5, IL-10, IL-13, B-actin,
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[ LR TRB TAGRZFETRY, 74
Do

C. WFestR
IL-4, IL-5. IL-10. IL-13, TGFB 1.
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TIE A L PCRIEEZ AN TR ZIT2 T,

1gG4-RD & 1gG4-associated MZL T %
TgG4-negative MZL & Lbig LT IL-4, IL-10,
IL-13, FOXP3 OB HEIZTLE L TV



(p< 0.05), IL-5 DOFEHFIZOWTITIHE
FELOTLEITR O R o T2,

T 7230 1gG4-RD & IgG4-associated MZL
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TWe,
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