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[gGABIES 7V v ViR LW T 3, 7/, ¥
WAL F—=YAR, FXY AL VR, 7257
F—RWHFEE. V) E, BRERT S,
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% LD\,

BT RERBE LT, B v AE
BIWNE., v v A2 Uik, AFERE
EETHLEY VAL F— AR S
F—AFEESET N5, ok
TEEREBOER 2 BHRNIZHET T2
MEFLWEEZLNS,

S, EURREIC, CoZWEED
BEBLVKEEL2 D HHMENRD
5N5,

2-3-2. ZWAEEIRB DA OBE R

Y=V UEREICHL T, — I
BEEROBERBEVHOD, 27V
VIR T b FERRHEERD R WER T,
ROMWMEBE DI T SA NS Z E3H 5,
WRlOBE T, BEOBEVWHDETEH
5L, 39FIF 17 Fliz @A REER
BEDEI, 208 FIFA4<2T R (V7

VYTAL28200TF) 2Bl £72

FRICEBREZRER BEEEZET 5
TEF S FET 5720, FMzEE. BE
BIDEHMASHETH 5,
HETEEETIX, ¥Yz— 2L VIERE
TEEINS X9 % “apple tree sign” X
AN DL,

7Yy VRTE, HRACTIERECR
BREECEHEINS LI, REBEN
HoOffERzBOR WV, REE -7V
VIEERR IR T H B, BT SS-A Filke
JiSS-BHikb el TchHhs, B v~/ H
7 vEEZ BT 354, BRIBET
# DNA #iiE i Sm Fik s S 3
TGS H 503, Piikfiiidfkl, RE~D
Bzl wiEIbhB,
CWRHEBRGITIE, VU b4 FETFE
39 Bl 9 FICEMETH o 72 h3, Z DERER
MERIAHATDH 5, BOREEERT
WEINTwrECHG bR 21T4-
7203, o 7 b7 2V vHLERIZ 52.4%.

#i carbonic anhydrase II Hifd 1% 0% &
BRRRFEN TR 2 72,
HofEMAomELNATR E LT,
& 1G4 ILfE D IF 0>, AR AE S 5
BEATEEIE NS, C3, C4 X%

B2 X2omEp 3o, A) BEHi CT, B) B&
U C) il CT, RER, HTHR® & U3 FARD
EASRBHSNS (KH),
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1500 T -|-
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1000~ T
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80 i
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p<0.0001
40 [ J-
20 el . — 1 [ 3
0 = g
IgG1 1gG2 1gG3 IgG4 IgG1 1gG2 1gG3 Ig&4 |
B MD (n=39) SS (n=30)

K3 A Vv VRLEERE = -1V
TEREBEF OIE IgG Y 77 7 ADEE, I
70y VIiRETIX, EHLZE [gG4 MEZE 2
T35, B) MEEOIE IgG 77 9 A0 IgG
R B R, BEATIE, 1gG4/ # IgG &
A% ThBH, 7Y v VIETIE26.7% &
BEZEL 7,
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WEABEICIE, S 270 vy VRORE
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b5, TR = RIS T B IR
Eﬂ@‘ﬁgbi‘fﬁb) (K 5), Z#id Fas-Fas
ligand % 0 & ISR $ 2 AlaetE 235 7
ﬁnfmémk
2-4. GHPRE

SV VIRICAHT AR LT
EINTVLEHDICE, BOREEER
9 RE MR R O, B8 BRI 1.
REERMA Y, TEAHELY, FRER
N HISZEA O D 5, LR 394
TlE. 16 Bzl & DD EHHEDFRD 6
2o Z DWERIZ, B OREMERER 541 (K
B6A). MEHEEL5H (K 6B), HERE
MHEE O (9 bREZEZIAA, KE
FEICESEMIZ5H) (M6C), T=E
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nolEBREEL FET 2OV TS
HWENET R L, BBREEL2ETS
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mlTH b, BREEELZRDLZVETIE,
I 3% IgG 1% 2223.6mg/dl (p<0.0005).
IgG4 1F 637.1mg/dl (p<0.00005), %
BEEHIT 6.49ug/ml (p<0.05) TH -7z,
BREEDD 2HTIR. BHLRES V<
Ju 7Y viiE, &lgG4ImiE, 8 &0
HBEEAREEZBD 2ERIH S, T
o OEEVEEESZE T 2ER T
BEMROHE—H—Itk VB 3 HEE
Wb 5,
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2-5. 16K Ti&

TV VEOREIX, ATuA FA
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mg/ H (Img/kg/ H) X hEKBLTWw3,
2HRI VT =T AR EBERBICE
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ERORAYY 2 — NV CHER., L F=
Yyuyv b5~ 10mg/ HEIBZHEEL LT
—EHEO#HZEZ LB T3, 2O
M, FEBRZITNIERATuL F2E51C
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= 1gG4 MEAHEAL, U v EE 2R
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FRRICBIERAE 2 REHIC ) v oSEDS R4
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£ DRREICY Vo SETEMER B ASFEE L
PTOWREBHFET 2021 L ThH,
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7Yy YEIX, AIRD LB D, KA
AR OHEEIYE DRI E & OV ERIRER T
EEING, LI L, RIEBEEDADIE
P22, FEAIEOCE TIRERD A2 2T
BREGIDFET 5, & I HFEFERPE
BT MEI» S, Fo b —EE (B
BEAVIESE THRZ) LAIATHERI AT
2o TN DIMEE & CHEBZENBKRE T
E. 27V v VIR ERIRRIC, & 1gG4 IiE
22 L. BERHES ICERHL [gG4 B
EMEREZRDO TS 2, 2+ F—
BB 7Y vy VRO X - 3 E0E.
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BIEERHEIE, RENIRAEFE ICBEERE 23
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EEZ LI, WEBIZEALCTHS LEES
hz?,
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BEBERACHEEBRZREICOW TS,
Z DIREMABEN RS I 7Y v VIRIC
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13 Z DR B % “systemic [gG4-related
plasmacytic syndrome / IgG4-+multi-
organ lymphoproliferative syndrome
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LTw3, 227V vy YKEIFIDSIPS/
I1gG4+MOLPS DR - HERIDHRZETH D |
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EHEREDSIED 6 ATHE, DK
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VIR E W L 7Bz, JRER - EERER D
ALt 5, 2FNRBEENSBET
»5 (7).

Hypophysitis
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Mikulicz’s disease
Kiittner’s tumor

d

Prostatitis

0 ®

)
Tubulointerstitial
nephritis
Glomerulanephritis

e

Riedel’s thyroiditis
Interstitial pneumonia

¢
Retrop 1 fibrosis
Hydronephrosis
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- g R —Y (BEHD) SBEETOTFESEN. Fe, AT04 MaEO&8h SEES
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e— 23 hA] =
< - [3%E%R >i
= L]
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R 2 @ IgG4 BE Mikulicz BOERAA N 5 ¥ (LIRERAZE—ARIR)
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TlmgTOWMEL, #HHFELLTsmgr BRLT A,
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TWw{ ., HFEEOESICHE L CIdERIPTETWR WY, EBAETOATOA F
DEMER L 1gG4 BEREDBEREDT S 2ER LI2%E, 5~10 mg/day BE %
HWEREL LIATU4 FOMRZSVEIOONS. FFIZ AP TIXAIZ IR
SED 1B ULDEKR, Gav v F 7T 7 412X ABENREDETE, BEIME{LE
BEEREZEOSHIERLLTWREE L THE I TWEY,

AIP IZBWTIREESH - BRKRE, BLXUHEEREDERICE > TV 5 ES
T, BEBBEIERTBRE LTATUS FIGEFILEEZRAATD L.
BBLIZEA, ATU4 F2EEDLIVIIERS L, UCEZERL-HZITER
L) IBRCRETLHILPEFOONS.
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C Fv—FCHERIDBETIHA y
ERDEEREZE 2 IF v— NTRT.
* EESEHET
—»[ SR - SRR ———+[ s J
P

EEr o -
TR - FEIRdSD

e TS R - TR
08 - RS474 . .
D=LV L RZVOY(IL RZe)

BE - I8 - HBRRA 0.6 mg/kg/day
KBIE - BES
e
(- : = , T ~
EYOREERE 1 JU R=yOY(FU R=e)
- (1564 EEEERS) J . 0.8~1 mg/kg/day
(- ; § D E e Y i
B ) IL R=YOv(IU R= Vo) EikE
B2 S5
25O RIEiHE J L eI =S
2 @ IgG4 EIERBDEREBBOF vr—
: d BEDREE 3
EFIZET]

69 mEME. 1 EM»OOBETEE, 2»ANCHELZRESTHE A/-0E L
feis, MEFEN+S2 L, ER - ETRERDP S Sjogren IEREFH LD, URHE
NZSrhot, Y7V VTAMI04g LET(FERME2gUE) LTV, Tk
Hifk - i SS-A PiikRe M, 115 2G4 i 482 mg/dL & b (F¥AE 135 mg/dL Ki),
LR AT CHS0 DBEEET 807, BTRERTE 205 71 ZEHS AT,
UV SIERTER & SO 1gG4 FR R EMBBORE 2 B0 /-. MEFEORE XL,
IgG4 BB MD L 28, LT OME CHEL RsE, EL 2R - ERREROHE
LLBEEOEEBEH VY VTFA 33 2B, 7L F=vay (T F=Y%)2mg/
day ¥ CRERZR D ERPHERINL TS,

0
L.lﬁ TJURZ®(5mg) 68 23
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- 5 IgG4 BSiERE 47

I
LZH Rxw (25 mg) 188 21

P2 MD SHR, AIRESLHLT: 1204 BERR)

73R 6 4EHID & LIRIER R R, 14F 6 PARMICEE CHERBLBRI S
BEEZZIT W 1ERMPLOAEETHERZ BE L, SRZ2 L ko, HilHE:
PLSS-A YLk, BETHREEZECRERIXALON 2 o7z, 1T IgG4 1 366 mg/dL
LEETH Y, NERRERERIC T 1064 BHREMEOEE MR L, 1gG4 BE
MD LWL, F72GaTv v F 7T 74 CTRER - ETIRICZ, ERICEEZE
Hic. EECT b, BRIV AMICERL, NEENEITHEESRSEEICCEE
EOTEFME T RO, AP AH0 [gG4 BERB L BWT L7z LT L5 TRER -
FETRERIZERICHKE L. F0MEEIZATO A FEAR, —BAY2AY) EH
B L72A, FORBEASWEOREL 7L F=va (7L F=VO)BEICL YA
BErL), TV F=r®3mg/day IZTEBRIHEREINTWS,

)

TJURZ®(5mg) 8% 93

NAZ%(03mg) 38 93

NERw ~®@25mg) 18 91

IO 5® 188 91

8] [«8] [oE) [=

M3 MD DFEITRIEL, REBRHEICLKDIKBEDICD, [UBEREZ2

......................................................................................

70 B AotE. 10 SERTICTIEIRIG - T HREIR S HE, TEICCEREREA - ETR
KOBBIZTT L F=vury (7L F=®)30 mg/day 23455 3N, 158 CTHiRHIE
Lot R - ETRERIERICR/A L. FOBICER ARTEY S
N BERRECTH o7z, 2 D BHPLEL - ARETIEE, EEARICCEES
BTV, BRI KEESNE SBEREL & ) MRS RS
RSN, BIREE, B LU eG4 BiED S 1gG4 BEEE L SR L, LF
ABEOLE, LTFOMEEfTo7b 25, EKBRONEL BREDEELE 2D,
71 F= 010 mg RB~OBECHE TIRER - BFIREEOHERED 5720, 10
mg FEREL L TEBBETTH .
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48 A BEm-UIRF
I
A TJURZ®(5mg) 1088 23
|
L
%? Ry @s5mg) 18 o1
e
' SO
%? N 5® 188 21
e | WEYIATPy T BEOTRER S T BTEH0 Pont J
- &5
O EEHEESCRYE, BEREOER IGERIGRNICEEIZITY.
O EECT®GaYv>rF2 574, FDGPET (¥F-fluorodeoxyglucose positron emission
tomography) 12 & ) £FRETIT\, 3P OBEFREDFECIER T 59.
® X704 FORERICEEL, BERZETODAT O FRERFFEEONHRICE
CTHIGT 5. FICERE CIIBEEEBREDA ) -2V R4 V=TTV F
(4 23F V) DFHEE, =2 —FEVAFAMEFH DD STEH (V37 @)
D5, BHBRENEE L TEAFRAT7 +2— VEFHIOBHZIT). F-HEE
DATFUA FEATHORBEEEREYEBRTAZ Lb, BB OO, BE
BGE 3 PA COREHI MRIICEZRAZ Y ==V PO LNA.
- f  uneuF—3 3y )

FICEHRE CIEABHEMERAT O, FIANTF—IZL), TEHEHETH»EST
THIEDRDHY, UNE)TF—vay, HEVIIHECTHTTRERLY 394 X%
BY5.

- XittRoOmEEE—ESE J

[gGABERBTHOEMREAICBIIAAT O, FOARMEIZE L TERIT 2V,
ERBEFAOEMbERE-T, 2704 FOBERW LIZHIESHEEET, BRE2ED
BT ENBEEL 2o TETWVS, 200D, THEFF T (4657090
AFRY) YA (FF—=50%), A+ FLFHF—MRAV M FE— }9) % EORIENF]
R EWEREE, BICUYFI ()Y FH ) (FiCD0 HE) 0Ic kB AT H
A4 FREFIREZ EHFEIN TN 5,
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