MgG4 BEES BRELITRBOBMEDHEL & AREDRSICE T HBIREL (RIED OBiR
&

REPEEERI KR 55 =FE
miEERE  REEn—

ARFFETIE, ABRBOIRE L IRREAE, BBIES: & MEOME LR L OVERIEORZIRS % B
e Uiz, ER7eY=7 R LT 1) 1R 2REET 77— ML 2EERE, 2) B
FREBGEBORTR & FAED T DO OREFPESR, 3) MRHMER(IE & U CORBIES & 2MEEAZR DR
2%, 4) 1G4 BHERF LIRS R ORMEREORE LT B ol @17 = 7 MFgEL LT,
1) EEPRAORRNT, 2) SGEEFAUFRNT, 3) 77/ MMM, 4) e T A Ao 47 a7 b
ZEhE U, SEPEIEEOC I EH 20T BRBE RIS &4 B BHEOHHAMER B
WIZEEE L BEE I L C, MEDOZEE 24T LT, FRC, B OSSR o R HERAM:
R EBEATATZCEE (B IBE) & TgG4-MOLPS & LC Y v HEFESE & 0D 2 | Z 72D 1gG4-MOLPS
WFEEE (HEREE) & IR i s L 0 R D, ERATIFSEE 3307, OBEOBFEES
FERICEAL, 2EBIOEET o r— MEECSIEH i COMBEERDORGE%., FEFrIE
BT & FREBBEESE R TARITOT= 0D, JEFPBERIRIL., & DIZ, ARBEHEELES L CRBL
T REBHE S & OWTEETEORREE & TG4 BEERE LR B ORISR L2 wRkET 2,

(]

1K - R —) 0 H SR O T X7 Z— - v'r Y OT7F NIk 5 B o
TRDSRAE ST, BRI T o720 ?

J e ~Y oy B—. vn ) OFUR~TT FORSEIIYE CER L, BE CEIIH2 T,
ARu—F DI —7 13K 60%H MRID B EseE MR Cch -7,

1EK : H OB ERER Dy ) DZEOBIFED B CHEDHRE SNV THNETRESI TL L 990 °?
BN - BRI L QRS B EAUEDET SRRt I® D, @IRKRFTHED K 9 725ER
BHTWD EEINTN D,

W - RS 2 W E A B L QO Ed8, AFERIZED I HIZ LT D0?
MR« TR T 4 A D v a 7SI T LTNW5, SIE2HEEEICE U CidiEY S
DXIRNDTC, B9 LaEfs LT T O B b 5,
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64 BRERENEHRZE Up to Date

REFR+FRE AR
EB8F
1G4 BEEBET—F T T IN—T

AADE X | HARERFSOBREZWHEE( L RE SN 1e64 BEREY —F 7/ /)L —7 (&
BE ; @XY FFESHER) 2P 0IORetnEA TG,
1) IgG4 BEERERRRITZE
1gG4 BRERNEIR & D\ L 1e64 & BHEMEEON D BHER &2 2E SRk S8k L, ©
DEFEFREFAIRET 21T 9 . 1e64 BEE BE BRI 8 (1eG4RNstudy) DGRV h
(http://www. jsn. or. jp/member/registry/iggdrnstudy. php) 23 2010 47 B, HP EloA4—
7, BTHERPRESEATEY | A% —F v LA T A N UTDREIEAR L KT — %
ERTEE LTARRIM TN 5, BRI ToG4 BRELIRMNE RYE MR (tubulointerstitial
nephritis: TIN) 72iJC7<| 1g64 & DBREHEEIOI D HIEHARYLERER, 4% H0
BIWA LB Do TRY, ZINDLOMTAD 1g64 & BRADBRRINELrZ & A\
END, FTTINTET TR AREKAIRZE L 1g64 & OBHEIZ HERNS 72T D,
2) 1gG4 BRERBROBKIEEL 207 N2 Y X ADIER
JNEFFEBLER (@RKREY U~F - BER) 2 000 164 BEEBIRR (BERERE L
BRI E) OWEIEL TOTNAAY X5 (52 MMERS, 2011456 H, BABES
SR (IBER) & a—n v/ Blg¥s FHEEER) TRESh, HIXETHD
[Proposal for diagnostic criteria for IgG4-related kidney disease| IFEFLads
SCEFRFETH S Clinical and Experimental Nephrology (CEN) ~DEBE ST ST |
2011 £F 6 H AT HP Rz sz, X7 U v 7 A =4 2800, kR
ETOETE. BETERET 2011 F50E TIT CEIN ~OB#E » &3, Zpicn FEx o EsE
TRREREET AT DOUNTIE, TeG4 SoERa LIS ORI OV T bR, [ILOZEE (1L
FPEERETZERET) & ( in press), JIIBF, EEEES GHER, &RK. EFFRF4ER
W%, submitted) JBZWIEEHEIZRS VAT Tz,

R o)
AT ODOVEE N E TR,

1) Houghton DC (Oregon University). An abundance of IgG4+ plasma cells is not specific
for IgG4-related tubulointerstitial nephritis. Mod Pathol. 2011 Jun 24

2) RaissianY (Mayo Clinic). Diagnosis of IgG4-Related Tubulointerstitial Nephritis.
J Am Soc Nephrol. 2011 Jun 30

[FE=6R]
JI oW EED PR BT T BN {2
2R Z2ATH RV, BERHIUL BAERTHIR TS, BEREFN2 THERETA L
TSN DFERD D, 2ENIEGEIRE 2 U CERE TRWL
HE : TRERIZEE L C ANCA BEhE & o0&l VT 2
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12{A: ANCA BHEMERITIEHEEDIRKDT=D LV EBO AT v A KR L 572720, BhEZ
TIIVNF RN,

| BIEDHD 1964 BHERERIL ?
AR« FLT= BOIERFICIE 40 BIEFID 2 BlDH T,

DD o T, AFRDS negative JEFIIL ?
B BV FET, AT TETH, BOEEFZHERVEFIPE-> THRE LN TRWE
NHYET,
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1264 B ER B DIREE

RILRFE A REEEAHRATIRE WEENE (SRR 2R
ikERls, 5% IE

B EN KA ERES

Ng B

SR RETGTETRE

#E X

TG4 BREAR AR, ITHEREST S CE 728 LUWREBIES T, BARZ LS LT T #END
DHFED L | Y B DRETRDSRD bivd, STENIRTEE & U o BRI OV T,
F DEFRIERFHIRE: OS2 EORBERIZ OV TGRS,

IRfHBEREI C T, £ D% < A3l riw(iﬁﬁ%sﬁ:ﬂﬁ%%%‘(& L. U U isRZs
AT 5, 1g64 BRERBIZAT 0 A REOSHEORIEMREBE TH LY, Fox 1RMTEES 164 B8
EERBEERICMALT U o SERAEL, S50 1g64 2FEEATD U L NENFET A L %
RH L,

U L SEWRESICRO TR, T OMBMEIIZ% . BIERS T b SO/ S SN D, 4
BRI ) o EEIR A SOl BERRAYIS L OSBRI C 2 iR v v AL~ LR & D
BB L 72503, BT 1g64 HUF%E & HU N B D4 CIIER C & W RINFET 5, %
DTHIH IL-6 <° CRP 72 il — & D32 EEE L 705, FafFERERk E B MIEEEAEIZ LD
TERfIEEE (ALPIBP) JEIANE, MmAE e ZFEkiE T AR Y v SiE L RIS UIE LI ERRE & 7
Do FREMERZE & LCid, I OERMERIENE (PTGC) JR{IB-CIRAEMHAIEERELIA 2 23
0. & <ITPIGC LB IFER T — oA 2T T 5 Z LS D L Ze o T,

(FER]
JI 2 383 LTz 251X 1gGARD Z HfR L Lz U Lo @2
ERE 1 BIRIZFED X 9B,
i - B DOMALT U > i) :t:E/ 7 a—F VT 43> T a7 Z—RE TIRET D08,
ZOEFIDL (11 :18) (X
1R o7 L EVET,
[T BRRERE O MALT V > NEE AT A ROBTIRELIZ S &9 7572
1ERE < 5R E DIERI ISR CIBEIN T\ D, 1864 ODAFEE L T AIERIL H 5,
FEIL : TgGARD3T 4B D A3, TgGARD % Hff & L7z MALT 13RO T 2wy, TR CRist
TFEELL )2
VERE - TRIRD L 5 7/ NEARZEZ L double stain (&K AEHlITEE LYY, HEFEIH % in situ
hybridazation CRHMlid 25 DA LV,
g - FEOGEETIF v v RV LR E OEEBIDEE L, ED XD ITERIT_E N2
P - IR KT & LD, FRIIMIED 1g64,/ 16 LSRR,
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1G4 BEEMTIR SRR B R TARRE DR S

EWRE RMEEEtEUY— WIHFET
ERRFREHREBAEAITIRGNE BRaBET
KERAFIIFFIRER 7 LILA—ERE 2 — T LILE—RNE AR
EMNXFEATAREE—RE LR F
ENMXFEFNAREE—RE ARER
SWLRIThRAEERESTRE HE X

EIRERKERETRE FURAM

2010 FEE DY — NI —7 1 7L, B CouE MR OMERERZEIC DOV TE B o a2
T DIEMNKFOMERZENE OIS ZTEE | MR MERERRE D —X% o 7 7 V—7"(6) %
HERR LT, 20t%, 1g64 BRERMEIZIIT D MERERA DG AT 2 HEY T, eG4 BhE
BRI 1T 2 FER AR A O BRI ER SRR A B O DN 5 7o D O sk HL R 5 R
rge) (BILRE: EER 22-57 &) ZEHEIL, 74+ —AI—7 4 7T, HRILIFTET %
B DHEE DEAEA~D T 1% M8 Uz, 7= AE 3 oD T BEfiE OWFRERE~ b (8 L7z,

BIEETOLEZA 1T kb, 1 RIREOEIEAZTEE . 14 MR D 2 KED 2 &5
“o BAEZDIENTEAT > CODD, BREIEER - B - BILKZOMEEHFRAEFIOMREE
B L EREOMER 2R LT 5,

UL, e8GR 0 D0 5, MAKEFISEER T D 1e64 BREEMER 5V
JEGNZIE, MlEERA AT, MERERRAEIGIN 72 22V, ETFRERRAY, SN
(BIEEZ R, BIZEMERRIS storiform fibrosis 72 EORHEEIFTRIZZ LV, ZD kD
IRIREERER (1G4 BB LRI—0HT IV —& LTI D &0 g - BREE L
TR ARE D SROERPVLETH D, FEBERICEDWIEFIOEE S FATL T, Bl
BB ZE DR AT BB QO R D D,

FERZREHOIE, TE DT O 1664 BHERBAEFI DMK EER-CER DT — & HFEHS
VEETHY . 5% 58| X & ZHE DRSO T % BREO Lz,

[FEFex]

NI E DL I LT DO TTMN?
FASE © T < FERERDSEAEITE > Th B 9 DHWELS L BNET,

VBRI AR ?
AFE : AT A N1y ARG TIRETHA TETS
MR . Lo B CT I TgGa \ZRRERA D IR DT, (TTEEER L7V BT 720 &,
OWE LA CTH TN BERH D L RNET,
e« o v AL~ LV ORWREFAT oA RB—RE< EEWETA, 64 LEEZTL
8 5 BREMENS B D & FBUVET, FL LML U S0 AR LT-RRC G4 & 2 LT ED)
NBH 0 ET,
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[g64 BREREIZH T2 B gy O—F ) 7 1« —DBER

REFRIERMAKFAER WK - BEREE
hUEEtET, IAFHE B B MUAZ, REfit JEhEX SHES

FE = - 1eG4 BB, MIF 1G4 B & 072 TeG4 B ERIRI DT X » TSI &
IHEHMERIEMREB TH D, [g64 BIERAICEEND 27 U v UhEIE, R L OMERIRD
Frett, SIFRED 2 X7 LI EOEIRZ R L, M 1664 BiEDH DV NHFENR, MERIGERR - ZEH
72 1gG4 B BRI Z R0 D D&V D, —JF, BHAY L 3E, 4# MALT VU > $iEiX
PBMEIIEA G RICHAET D Z LD DIV TN DD, Te64 BREREAZ SR B Y o JEIF
FESTDENIFHATH D, SF, Fald BRI OWT, 164 BEER ,%z‘ootUHEH)%z% MALT
U 27 B G R B R AORRET, B IR 7 v —TF U T ¢ —B L OMALT Y o SR A 70
Qutt /KRB DIREREAT -T2,

Mk L UY5E 1864 BREREOBWEMECSET 2 76 (OB 26IEI 2 U v R L2k
FIEL T TRV BER MALT U > & 7 FlEstge s Uiz, BRI T, B
Ml v—F U7 ¢ —OFEL LT, 1) ISH &, Sl (HO), FM X5k /A
restriction, 2) single cell preparations 3L UVIT 7 ¢ LAY K % FV V- FISH 1
(tissueFISHYE) (T L DYLEIRRE, 3) PCRIKICL D g 7 v—TF VU T 4 —DREEIT- 1=,

fitiR « eG4 BHERBOBBIEIEL -9 7 B 1 BTN T, FHRERERET MALT U o S

ERWT L, ISH, IHC B XUFM Tk /A restriction ZfH L7-, —F, MALT U > <& 7 {5
4 BITIL, 1gG4 BREERBODOBRNIAT L2V 3, I 1e64 Bl D\ NIZE 7 1964 BMIvE
HIRZE OV T I E 7Bz,

TiE7E © oG4 BREREATE B & U CMALT U o EOSSE S S ATRENE, & L < I3 OIHHED
BRI RBRAVRE ST,

[%%ﬁ]

HE  EEaEFEET 5, 2407 200 IO MALT  1ymphoma 233 - THETT % 50 12%< S VSE|C
1gG4RD TB%OK“C%% 9 EBZTCND, 72721, 164 BIREFEA=T S lymphoma (33EHITA 70
WeBbns,

EARGFISHIFL (11:14) Rt (14 :18) [ZLTWARVDN?

Fily: LTOWER AL

i : MALT lymphoma (2% L CAT A RIZEND>?

I BOARDOEEILY VXV TIHREL TV D,

AR © B OREERDNE 1gG4RD 2> HRED 9 HIZ MALT  Iymphoma 12 TgGARD 2&63F L CU B8
BiliLd 5,

A ER] 7 OEIE S HULTT?

L 5L BUYTT,

MR : & DRI ISER ICEE CH D, L LIE& OBBEIE LI 1964 & & fB8k Tg64
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ST BETHY . ZDOX S RITHERDH DT OIEE U TERZ 5 TH LS LER B 5,
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164 BREREBEMBED TO T4 I XFH

EREHMXFRAEFVIRN SRERMERER" SRENKE miENiE?
TREMKFREEFHRAN EHiEmMEEE® fSRERAE BlERRE?
SHEE", ARRRY, BRKY. fBEXY. EAEER?, BEEAY. MEMY. BERA
#Y. REEA"

A, Fox i 1e64 BRERBORAIFIEMRIADS 1 e L LT, B340 AEN BX
O NERtR] OIMEZZNEN 2 ROTBERIUKENC L > TR L, R L7218, YL~ T
DHERIZ E->T, NRERT>TREEZ ) OARy MBLO TRERT<IRFEE] OARy M aiER
L, BEOBIOWBIZE A7 LV EBRIEEIT o7, TOfEE, alpha—antitrypsin &7
30 FEEHDGRE - RIER Y XV EHRH/ LT, ELISA ICX BN F—2 g U OREER,
alpha—antitrypsin 1% WRERT (ZRWT TEEE] LVARITHEINL TWA Z L2ER S
Too ETo. {BFERIOBEIMTE & fE ADIMEDHEIZIB T, alpha—antitrypsin OFER
HEIMARRD B,

alpha—antitrypsin %, IL4 & CDA0 BRI L B0 T ARA v FHTHESYE, 1gE & 1gG EA
BRI RET D Z LR ST 5,

RIC, IENRREMEIA DS 2 Bt & LT, B MR A BL U TE3) 260k
ZRAG L, MEEAL VEEIGRAL. [BEREE OV T2 L, by
Wi T VT S AR O TeG WA 4T - 77,

RERHDMTE L > 737 BITHONT, T A vs TREERT) B8 L O TTRIERT vs TBIEL] DR
ZAT DT, MIEH v/ 0 B s IS EE Cy2, Cy3, Cyb TR L. 2 RTESHKENC X
DHRFEAT o1z, Cy BRIy /X7 B0V, Typhoon9400 |2 K> TA ¥ ¥ L %4T
VY, Decyder software6.5 Zffif L7=T 4 77 LY U &{ToT-, ZOFER, p<0.05
DEEZER b T, EFASIRRAL B A <TRERL TR >TRRRE. TRIRT<IBIE D A
RNy MNEHERLIZ, ZDHH L2 F~3ER EOENRH D ARy NBR LT, FANBEIY
HL, BESITBIOWBICL S Z 0 BRIEEZIT> T

Lol EFEOD 2 IRTTERVKBIOD & L 37 Bo Bt (B3R L pH3-10, SDS-PAGE
TZINT I NREE12.5%)  TIE A FE 70 kDa LLEDES RSO S Loy BOT 4 T 7
Lo i RTINS T E D oo, FIC, Filcind L0 BaSREt: (EES LY pHa-T,
SDS-PAGE D7 27 UJVT X RIREE 10%) ZXE LT, [VEEERT vs 5% ORIRIZOWT 2 %K
TCERKENZ L DT 4 77 Vo v vy M & 4T o T2, FOFEER, B FHERIC IV TS po. 05
DEEZEZ b C, IRERI> TR, 1REIT<IAEBOARy FEMER Lz, il R
T ERIEOVEEZHED TS, BIE, ZNHDZ 3 BORRRENESABRah Ch
Do

(FeEE]
: 1gG DFURT 164 HIURZIL 164 12K DN TWAIEHIE BRIV T LE 9 DT ?
i FOmY T, BERFRRORREEELTET,
a7 T MU TACBE U CH CSEMIERIIA L TE L2
mH : AADE FTOTEHITIEIH Y FHA,
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FTCZaT v F M) I AFASTETH
B Ao TRWTT,
AREIIAT B A R T,
B T,
HH - D SLE BE CTH AT A RIBRLTRILE 2 a~T o F MU 7 eG4 IZBHEL
TS ETEZRVDTIE?
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E=1111}
<5

EEDIERES BHNZ publish S¥5Z &,
B OZMEMED - &,
JROZEEIELEIT L T D Z L,
A~

el - BoORTEE

FROFIT by . DEHEEHERIERCIR, L LA T— 2 ) =20
FRFICHENT LE T, BLREE TR
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EA S BRI SRR B L R S TR IR 8 [HHR R IeG4BE L RER U o/ R B (IgG4+MOLPS)
DWESLDT=HODIFE] 74 T AI—F 47 20114E8A6H @K T V&R TRER R B M

WHEBRBZWEE Tus 7 A

Jy L
B
s
N=
]

CIES

PZWrF— LA
1E ek
FENE  JoA
i e
¥ 4

EA FER

(] 1Ly IR 52 R S B i A 1) 5 M S ) A g B )
(] 1L R 2R 5 ekl B e il A 2 s B )
(7 =R R R B RE)
(BREFREREDHIES)

(@REFKRE  MIERENFE)

RSB TF— g
BEER 7 LB 3KIER 2 43 (D 7T REEPICBREV L E ) |

SRERSER I T BIER 8 4y

1., #HFHEIRET I Nt =
2., EREEEZ—  BETNH M SG4E
3\Eﬁ%ﬁﬁ WA S A
4. ZBREIRb HEEEE A
5. ZBRAR EHREHE Sk
5. @RNERKE Kig —% 4
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JEAEF BRI R BT AR e B 0 B TR 2B TgG4BE £ IEas U o 5K - (IgG4+MOLPS)
DWESLDT=H D] 74 TAI—T 427 20114E8H6H @K T AR REPRBHS EfT< ) —

}

MR AR AP BT HYE_ BRI K
Fln .72 . MR B
JRIE © 2010426 H . EEEBRIERZICZHK I U2 A IR, 108, ek - PRk R Rk
BL, RERD (—Tkg) H Y, 2011F4RIZ D DIFELVET o~ a7 ) U jE (16
6690mg/d1) |Z T HBRMIBRPIBHES . FIEMEMTR 25 S B E B C AR,
HARPFTR,  Sp02 96% (room air), BT 36.8°C. i FAHEFIZ fine crackle, % OfhfFFE I <&
A2 Lo

—4% :Hb_8.8 g/dl, WBC 5150 /u 1, (Fos 1.8 %), PLT 10.5 /ul
CRP_7. 76mg/d1, BUN_16mg/d1, Cr 1.0mg/dl, T-bil 0.5mg/dl, TP 12.0g/dl, Alb 2.9g/dl, LDH
206U/1, AST__30U/1, ALT 12U/1, ALP 326U/1, v GTP 21U/1, Amylasel33U/1, 1gG6690mg/dl,
TgA345mg/dl, IgM330mg/dl, IgE 853U/ml, TgGl  3820mg/dl, IgG2  2270mg/dl, IgG3
166mg/dl, TgG4 _ 836mg/dl, C3 _ 82.2mg/dl, C4 _ 8.8mg/dl, CH50 _ 30U/ml, sIL2R
1490U/ml, RF__ <10, ANA 80 f&% (Speckled pattern) ,PA-IgG 368.7. i~V zx X7 & — .
v U Hifk 320/ml
RAE SRR BEE R - KRS 464. 2x10° /ml 43 : MF 46. 2, Lym34. 7, Neu7. 4,
Eoll.5(%), CD4_17.6(%) CD8 61.2(%)

& T R, - PET-CT ; WIfiEF, #tha U >/ &l FDG OE VAR H 0,
&R CT - Bl OVEAME, T TFMBEMIC, [ELERIR> THRIRE., TV 1772
bV, EIERE LR, NEMBEOIEE, [EEIRES V., HEthE D o - fhif Y >
ANEIDIERH Y,

Bl SIE CT « A ESEMICHIIEE., WA H Y, TEEMRT : FEREABEKAR L,
FEPR 2T -
H 1 IgG4 BEhEMaRR &
#2: Bl AR

RIREA R WAENICIRE L TR Y . E&AIZ TBLB T2 L7,
PSL30mg (0. 6mg/kg) ¥ 5-Bits U, ERARIELR - EEFT R & & o ),
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EAF BRI SR S a MR BRI S A R 0 B TR B JgGABE SIHER ) o/ HFE R B ([gG4+MOLPS)
DFELDTZDODWRGE] 74 TAI—FT 47 20114E8H6H @K T V&R FREP RS EfY <) —

Mgk RIGERE X — HYE_H T —A

52 a%. MR B

JRIE o ARdlefdEE. PERT L D ZRBEEERS R LSRR L. 4
WIBEEI ) v~ TF LB SNnGtY U= FEPBMSE SN2, WMEDERT 57290
JREER CT & MifT Liz & 2 A, (R0 KENREEIEE & 4 58 KER(E B 2% &
Ezxbhvk.

T—H

Hb_ 11.3 g/dl, WBC_ 10000 /u1,(Eos_ 2.3%), PLT 524 /ul
CRP__1.63 mg/dl, ESR__ 99 mm/hr, BUN__15.3 mg/dl, Cr__0.7 mg/dl,
T-bil__ 0.3 mg/dl, TP__ 7.6 g/dl,Alb__ 3.4 g/dl

LDH_ 133 U/, AST_ 14 UM ALT_9 UM, ALP 262 U/N, yGTP_18 U/
Amylase 102 U/,

IgG__ 2130 mg/dl, IgA 387 mg/dl ,IgM_ 62 mg/dl, IgG4 204 mg/dl,
C3_ 132 mg/dl, C4_29 mg/dl, CH50_58.4 U/ml

RF_<20 , #fi CCP fiiff ANA_ <40 f%,

1 SS-A Hifk <5.0 _index, T SS-B Hiff _<5.0 index

Z DA

CEA 2.2 nm/ml, CA19-9 <2.0U/ml

EEATR - (4 AHLE) FDG-PET/CT, MIEE CT, THEBIH{LENTREE

Euﬁnﬁ???/\* .
- RERAF) % (IgG4 LR EFE)
# 2 RIBEE (BATREIBER Y BIRT12)

REE AR
(1) KIBEFRIEESRICBT 5 [gG4HEEMBEOFR L Z0OREIT?
(IgG4+EE MBI NEFET 5 & T3 ISHERENE =G L L“Cf?:E
FHDN?
QASER DEALZWTIL 2
[MgG4 BhERKFIEFAR ZH R E LTRE LEREE] & LT on?
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B A= F R R A M R BT IR SR SR JE R G 0 B TR R TG4 E S as U o /<8l 2 22 (g G4+MOLPS)
DL T2 DIFFE] 7 4 TAI—T 47 20114E8H6H @ KT /LR FREE RIS EMY <Y —

[FE el
REFTR & RIG  @EORE, Ly )ETETRE (+) EEMROMICEE
M, AFERER (+)
ol : IgG4: WEMILICIR Yok 5, LRI bR, 1gG4 AW

R

IgG4 BB L T & Hh 2
S LA OIEH KIGHEIZ S 18G4 235 0 | IgG4 ICKIFEAE G LT LB X
TREWEEWET,

ERE - RIBRIRIC IgG4 22T 5 D132 27 Ly M ?

FRE  BIBEMERIBRITRIZH U /A,

HE @EORBEOREMIT IgGA , 1gG4 NN REDDITD N E R
WET,

Rl : IgG4 BERIGR BV D MM A TV D, BHELIZ RN T2

A B0 EH A,
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A BRI A MR BT R R A R B TR B [gG4 B E L ES U o /sl R B (IgG4+MOLPS)
DOFESLDT=ODHIFE] 74 7 AI—FT 47 20115E8H6H @K T V&R RE R RBZES ERY - —

7 A VA 15 41 3 IR G i S = 1S i
i 63 mE. MR B A

W FEARRAE D 7 O REHIRBEIC ABE R, 20014 I Ba ey F BAr
JaHEEEHE R IS neurogenic tumor) Tfollow, 201044 A L8 X 0 MK U > 3
HIERNCT LR SN2 L 91272 o7z, SIL-2RIZ1130U/ml, 7)% 14 H HFe LB
SBHCHEE U o Hi O EMEIT (HE : reactive change) . Y RZ2,
IgG2156mg/ml, IgG4 846mg/dl, 124 1H FHEMKE Y y/<%$$ﬁﬁ517 (HE :
reactive change) IgG45 Yt IE30~40% M, 2011455 H 12 L0 7 Lb
—MHEERIZH LE LV AX IV ERNR, 2 BRI Vo EIERITE R,

R R« RS _ﬂ““?aEEjt LN3 {8, FREICEFEEAR LN3 #, £
ARFESER LN1 B, MREEsIc RET R L, BRIBIE BRI ENR %,

T—H

Hb_ 10.6 g/dl, WBC 6200/ 1,(Eos 6 %), PLT 27.6x104 /ul
CRP 4.67 mg/dl, BUN__18.7 mg/dl, Cr 0.60 mg/dl,

T-bil 0.27 mg/dl (D-bil_ND mg/dl), TP.7.8 g/dl, Alb_ 3.5 g/dl

LDH 219 U/,AST 16 U/,ALT_8 U/1,ALP 409 U/, yGTP_ND U
Amylase 75 U/l, Lipase_ ND 101

IgG__ 2193 mg/dl, IgA_ 143 mg/dl ,IgM__ 65 mg/dl, IgE 527 U/ml,
IgG1.1140 mg/dl, IgG2 969 mg/dl, I1gG3_ 27.6 mg/dl, IgG4.1130 mg/dl,
C3__120 mg/dl, C4_25 mg/dl, CH50_43.3 U/ml

IL6__14.2 pg/unl, sIL2R 1480 U/ml

RF_ 9 U/ml, ANA <40 % ( pattern)

= Dfth,
FLy bV Y AETF REUE>100, 14T 7 F—AKHE 1gG Hifk 16.3AU/Mml,
MMP-3 601ng/ml

BT R
CT : A TESER~ MR HNT TD Y o EERE, A 7 ke Bt R s iak fig (wf
R . AR RBEEE. 2B EE
PET/CT : FSEE~Mm o ) A HilERKEIZ FDG O£ (SUV=5.6), AJF.
T 5 BE B o0 BEER A EE R I FDG O#EFfE (SUV=5.9)

EEIRFZIT
H 1 :1gG4 BEHEZfgias UV o/ SEEFEMERR B O EE W
2B U= TE

HRER R B b AR, BRBIEICAEH D . miEkE LS RA ICFE

L?itb\7‘~§7fc‘§?>o7i7ﬁ§\ AR EZ2 L2 2 A TOA THHFRETH
D, RAIIEEN L2,
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A BB AR BRI A C B 0 B (TR B, IgG4 BB 2 IS ) o SRR B (IgG4+MOLPS)
DOWESLDTZDDIFE] 74 7AI—F 42 20114E8A6H @ KT NLAIR AREPRBHS  ERT~ Y —

ot R

FE R AZIVIETY UANFIERMEZTZE VD DIFETTTN?

AR BELVAZ I TV R=08 26mg Ao TWADTEDEENE LILE

TN, ETHELE L,

JRERFT R, © S9EK CIERF L OB L3880 5, HFHPEREENIR,

ek AR BEETR L BE L TV A 0NIARH, v v A< 3B ERN,
IgG4 Y tt Tld 1gG4 B EMIARIZEE I L T\ 5,
IgG4 oY Tl 1gG4 13 9 T W ASEEMERIL 30-40%,
ZORERE IgGARD EHIE LTIV E 92T LV, ABEE O %AE
DEE LTV ARIEEME DB E TE 220,

JNEF : BEER U ¥~ F OWBBERIT [gG4 BEHEMIN BN 2 L MENRH L3, =0
FHiEY U=FiL?

AR BIEARO DridV o~F L EWIL o7,

TREEERRE: ) U TR D Y U RERE L LTHEETE R, FHE TILIgG4

& DERITE 20,

B Y U~ T OFIAEIN 1gG4 F & o7 100 B 2 DREFIT /o
770

aF LR, BAER D U~ F B EERRBEER O OWEEARK DS IgG4RD &2
Wr L7z, FERICERBEOBEFIRE o7,
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JEAEF BRI MER BT RIS S TSR 0 W [HRE R IgG4AREE LIRS U o S ME S B (gG4+MOLPS)
OWMESLD =D DBFGE] 7 4 7 AI—T 47 20114E8A6H @K T V&R FER B EFY ) —

(154 —BREmbE HYE BERTEE [ FARME
i 0 _ 38 k. MR B .
R - BAEIE ERIO B A EIRGIEE N B U | TE CHRE T A b REARE THGE,
H21.12iZ 13 B lg S R EE 72 R BE & 72 o 72 T2 DT E R JEFRHT 730> D BB EJED 5N T
YL ER A~ , MRUC CTHARRARIELE, MiElgG42 LH L CW\Wizz®H
H23.1.1TIZ S BENEL « IRBFA~FEI & 70D, 1.261CIRB R TIEE DO AR 21T,
ZOFHET R b E 2 TlgG4REER B & 2l Lo
FIEFR, : & 174.4cm, {KE 83.9kg, IM/E 133/74mmHg, ki 99 ¥, KR
36.4°C, Wil FIRIGIERRE BT, THREG & G ORMmIZME IR+, B TROH
TRROMERZ L, IREKES) - BEALER, OMICRER L, BEICEFE2 L, T
BEVIEZ L, #1774 0.3G%1E 0.3) £ 0.2(0.5)
T—H
Hb 15.4 g/dl, WBC__ 9820  /ul,(Eos_ 19.0 %), PLT 24875 /ul
CRP.0.27 mg/dl, BUN 11 mg/dl, Cr 0.55 mg/dl, eGFR 131.38 ml/min
T-bil_ 0.5 mg/dl (D-bil mg/dl), TP 7.9 g/dl, Alb 3.3 g/dl
LDH 203 U/, AST 12 U/, ALT 11 UN, ALP 177 U/, vGTP.7U/N
Amylase 52 U/, Lipase_ 40  TU/,
IgG 2897 mg/dl, IgA 227.7 mg/dl, IgM_ 31.3 mg/dl, IgE_ 219  U/ml,
IgG1l_ 1400 mg/dl, IgG2_ 1220 mg/dl, IgG3_187 mg/dl, IgG4_ 1440 mg/dl,
C3_59.9 mg/dl, C4 2.3 mg/dl, CH50_10.2 U/ml
IL6_ 3.5 pg/ul, sIL2R__ 1300  U/ml
RF [t ANA_ B £ ( pattern)
Z DM, B 2MG 2.4mg/L, MZE A&, ACE 17.3 TU/L/37° 51 SS-A,BHiiEk ek,
PR-3ANCA &, MPO-ANCA [, 7 VA7 n7 Y v Bk
w—T7 A~ A 8mm £ 8mm
M TR - [BEEF CT, MRIIW{FRIR O IR & Fhuic#Emi 3 2 LR, A TiRE O
JERD D . RUEBIEEARRZE, o AEARICE L CMNEE, GIRE T e
KbV, SMEFHIERZ L, BEREF.0e LERISEXD Y,
[k CT] FERIAT PSS - #6ERs LN JERR. T EBithm IE e Be
[IEEF CT] #ratd_& 2 &L [Ga v oF] FPIER & TERHERs - SE0
EEPREZHT
#1:IgG4 BEERE (MRIIRE)
# 2 TR IR HEE S
REE AR ZW M ANRIREIR 25807, FomB b, TE iR R
MEEZEEOFTANHLND,
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A F B FL R SRR MR R IT IR SR S S SE ST i 0 B (R IE R TgG4RIE S as U o/ HEREIER B (Ig G4+ MOLPS)
DEESLOTZHO D] 7 4 TAI—T 47 20114E8A6H @ KT /L&R FREEPRBMTS  JERY~ U —

A

JRELET R - AL CEMIRREE ()

BAEMEDOREEOE R (+)

U 2 BRI A R

FERER R B,

TN ARERIN (+) PEFIERR

T, [gG4 N EDHB THLHEEL TV D

IgG4 HIFFHIi L TERAN G4 TN EBNVET,

AR VT =au—<kDL 5 I1gGe FINREER L TET,
B VAR 2
R BUNIBIEF LN, £EE-TWET,
B SR RIEsR N 2
iR . BRNTT,
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EAE BB AR AR BRI R AT R 00 THTRUR B IgG4REIE S 0Es ) o SR B (IgG4-+MOLPS)
DESIDT=DDIFGE] 74 TAI—F 427 20114E8H6H @ &7 /&R RE P RBES  EFY ) —

i — R B TR HYE_BRMHE | RAHE
s 66 k. MR &
I - H22. .81 %A T ARMEAR 2 A &, H22.1081 = B &R CHi%a FARm e s T,
JRELC TR L MEZE TR I & 2, [R11m AR IR 25 HEBL, 1gG2870mg/dL &
EH LW 2O EBEIREI A~ I, MRITHEATRRER 27O, HrSS-AFik -
PiSS-Bhiikfa Mt CTlgG4 983mg/dL & A L Tz 728, IgG4Bd#EMikuliczii &
ZWr, 5% OIREFEHRET O 72 OH23. 4TS~ R & 72 D
AR, & 151.8cm, {KE 44.6kg, IM/F 125/77mmHg, k¥ 67 &, (K&
36.7°C, Sp02 99%, il EIRAEIEIR. Z& EIRMG O BRI KRERIEREZ it b,
BEFLER, ODCEZE LR L, BEHICRER L, TREER L,
T
Hb_13.1 g/dl, WBC__ 5650 /ul(Eos_ 55 %), PLT 2527 /ul
CRPO0.1 mg/dl, BUN__17 mg/dl, Cr0.72 wmg/dl, eGFR 61.7ml/min
T-bil 1.0 mg/dl (D-bil mg/dl), TP 8.7 g/dl, Alb 3.8 g/dl
LDH 205 U/1, AST 22 U/, ALT 12 U/N, ALP 179 U/, vGTP11 UA
Amylase 129 U/, Lipase__ 35 IU/1, p-Amylase 36 IU/1
IgG 3214 mg/dl, IgA 146.3 mg/dl, IgM__ 39.9 mg/dl, IgE__ 60  U/ml,
IgG1l_ 1840 mg/dl, IgG2 878 mg/dl, IgG3 180 mg/dl, IgG4_ 1370 mg/dl,
C3_48.1 mg/dl, C42.1 mg/dl, CH50__12.0 U/ml
IL6_0.9 pg/ul, sIL2R__1130  U/ml
RF [t ANA M % ( pattern)
Z DML B 2MG 2.2mg/L, u-NAG 4.1 U/L, u- 8 2MG 296 1 g/L, M & [ &,
ACE 17.6 IU/L/37° , $1 SS-A,B fiifk 2, PR-3BANCA [,
MPO-ANCA &, v v~—7 A F A 4mm £ 3Smm
EH{EFT A - [BEE CT] M{ANEARIERR, B BRI R Rk
[ CT] AFFER - kR LN AR, Wil b 58 58 38 PREEAT R
(A5 CT,MRI] FAMRARL DBz & 2 oo J8 P o sk EREE k52 | TP AEE (B2,3) D
EEYLIE S5 12 Low density area: #JEME{ANEESE
[Ga > F] RIEE, MHAIAGFT, FFEZESMANC SR
EEREZ T
# 1 : IgG4 BI#E Mikulicz /i
#2: RE
#3: JEERE
RO B T CICETEIC CHETIRAEAREH S TR Y AT a A RIEREE
b M W B DS D e VO BER, TEAUIHRIOREE N ER O T2 2 £
PTOFTH B LRENoTEBbIAER, MHE L BEERELRD D,
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A S A R TR A M R B T AR SE B R IR 5 B TR B Te G4 R 2 lias U o/ S#FEPE R R (IgG4+MOLPS)
DFESLDTZODHFIE] 74 TAI—=FT 427 20114ESH6H @ KT NLER TIPS ERY <) —

Ji 5% 4 EIRER KT HYE_ RIE AR

il _ 73 g%, MR B

TE © RERBLLHAE, POUE, FURIRILEERE CF FORIROIBR, 2 BUBERIR, —
WM M 7E CERIERE LTz, 2004 E0 HIEMEA R < 5 X 9Tk
STz, 1997 EL/LELPHEE?-%L ik a AR, E IR & [UE SO B v
YV — RCHERARNEHZ @kt L T2, 2010/05 @ FERICE AT v~ a7 ) o
MFEMESERE 2N L, 2010/09 & = — 7 L EERZ OISR SN, &
ESNTOEERBBEL nolz, DE/NEFRIRAERIZITDR o7,
2010/10 FIRREEMTH% D follow up CT THWREEZL Y o NEiEE H 53],
FDG-PET/CT THLUZEMED U o EifER 238D 7=, 2011/06 (ZiXFEER. AfirN.
WEGEERIZSERE L JEAR AN 258, B AR CHE Y o/ EiAEmiTT, 28D 1gG4 Bt
FEMREZRD, ABEL o7z,

BT R BAImEER L, AFEEY 2% ¢ lem, W1V > %8 ¢ lem. B
M, JERAa L, MEmRETE R L, BERL

7 —4% : Hbl14.1g/dl, WBC 12.59x1073/u1, (Eos 85.5 %)

PLT 129X1073 /11, CRP.0.45 mg/dl, BUN_10 mg/dl, Cr.0.8 mg/dl
T-bil 0.5 mg/dl, TP 9.2 g/dl, Alb 3.1¢g/dl, LDH 267 U/1, AST 27 U/
ALT 29 U/, ALP 294 U/l, v GTP_30 U/l, Amylase 70 U/l, Lipase 90 IU/l
IgG_4240 mg/dl, IgA 285 mg/dl, IgM 298 mg/dl, IgE 10582 U/ml
IgG1.2120 mg/dl, IgG2.1590 mg/dl, IgG3 179 mg/dl, IgG4.2129 mg/dl
C3c_65 mg/dl, C4.12 mg/dl, CH5010 2L F U/ml, IL6NE pg/ul

sIL2R 1930 U/ml, RF (), ANA 20 f# (_homo pattern)

T O Ft SS-AHUA(G), L SS-BHIUA(R), AERETEE MEAG

E& AT R : 2010/10, 2011/03, 2011/06 FDG-PET/CT #:&

AR

#1123 NEIER GES. MR, AP, PN, BEEER) . RY 7 a—F
g r=rua7 ) e, IgE @E, ARRERIES . (A A e

#2 o Rk

PR R R . AT v A FIEIZ X0 BRSO IR DN~ 2 75 & 9 7,
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