Tg64 BEERRBHEEL 7LD ) XL () OFER

ERXFMRFAR Y < F - BRAENE )15
REF+FRIR) VTR EesE

BRI L LTO [Te64 BIREARR) 12, BTk AIP) OBSNREN, L8047z
JEERHIERD HD Z L DB SN REEE TH 5, BRI T, 2004 450 ATP BE1
GO LICBREDBRELIR, 2< OEFIVEBSNTE L, 0%, AIP 24072 VBUREA
RBAROAZ IR UTHER b HE S5 K 9127V | TeG4 BB OB W ED /e LB
Lipolz, £ZT, BABRES 164 BRERIEY —% 2 7 7 —7Tik, 2010469 A& 4
[FIEERL Y. (164 BREBRISOBMIENE & [RBIO-0OT LT X5 (ERICET L
ZTORR. 2011 FF 1 HOESEISHETT N T Y XLBRENTEN, F, TATY RAE
TERROMEAR T, 1G4 B 13 61, FF 1eG4 Bf 21 HIASHBRIT TG4 BRERTEERA OISR
BOBRIZAT T2, TORR, BEENRITR.E UTBEINIRSRES, TR, SR
BRISTAS, BEEDRME LD ATHE, BERRFTRE L CESEMERA, PIZEEMERE, fFhEk
B, SEORNERD ATEE MR Sh,

PWEEC OV T S TRED 5 HE OAG IOV TR CTH S,
[1gG4 BB i AL ]
L. EHR ERHEERRERTR (CEAMBIER, BREOSRISELRE, BEE, B
BEIEINAS) #3805
2. RATAL, BRI O OB 2380, MEREIC TEy 727 E, Sk
MfE, & IgE MEEDV VS NHEERD 5
3. MERFHNTE 164 MFE (135 mg/dl LAE) %38 %
4. BlROIREREBFANLAT D 2 DO R385
@O AEFTR - FAR2Y LBk %E‘-‘f&lﬂ@@{xf%m
7272 U TgG4 B MERS EIHRRAS 1964/ TG BEMSHIRa L 40%LJL\ & BHY N 10/HPR
25,
© RiEHEA Y BT RS e LA R 5
5. BRI OIS OB IR FENEI 2 Y LBk, TR HIRADIRE & B L 232 5
72721 164 IMETEETNIAS 1G4/ 1eG BEMERIRELL 40%LA L. 3B\ N 10/HPF 2482 5,
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PHEEFKSENR ~ 64 BEMRBER

ELX¥ RBEBvLUS— BHEET
ERAEXRFRMEABEFTREAT EREHET
AEFINRB7ZLILX—EREYS— FULLX—RAE RAZH
EMNREEFHENHPFE—HBE LK F
EMXEEXHNHFE—HE ARER

BRI hRFRBSHRE HLE X

EREMKFRHRE  FEAR

TgGd — R I —F 4 72BN T, 1g64 BEMNRBRBOBUEZRLIZ L& H
Aol . BERE (BILKYE - BILKRFES) 2HAREICHRFLCHREZBE LT,

F— FI—F 4 VP CHEEREREOBEL RTINS, FRRERE X %I
B BEFABR DN LR, BRIZE > TH D 1g64 BERBOBBRRE IR Y
Rd- L bHELMNTR T, 2T 2010 EEURK, B ORBEEREOFRIRR
B oW TRBREBEREMNRZOEERBNFHCEBMIEE | HioIZHERIENICE
WEBERE T —F U S N—TF W) M LT (X 3—13 kR,

We TiE., — RKI—F 4 v 7 TOREFTEMNKRFEOEMEZML, EBEOH
el O b RREt L, WKL - HEFIEAR O 1g64 BER B aFEBIEERIIBYT
% R ERRE OREH A MER Lls, £/ WHERR Y 1964 BAE FER R EE S 2 5
LI LT, 20K B FEARN2EEEBIT T OLERDD I D,
SRR FROFELLEL, BELURFEHREFEZRELOAREZRF/T.

BFFesHE : 1904 BERBICR ) 2 MREREORKRBEFHNRREALNITT S
7= D% MR LR % G RAERR % (R 22-57 &)

(NI T LY KV ¥y m— FEHE)

http://www. sugitani. u—toyama. ac. jp/hokekan/other. html

Ak, LEROFRICHENDOE L ORERO ZHHEZ BV L2V,
FRBEEMASTASOHNETEE ., BBRBHEEER~ORELHD T
W T diT. ERBRSEIC T AR [EA N BR 2L MR B
WreEE OCAMMERCETIRAEMENE HERRE HUzkd BIE
ERKFEHE) | &, BRZEEITo TN ZERTFESNR TN S,
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PTGC 2 1G4 B8&E 1) > 7 \HITHE 0D B PR /R B 2 R AR AT

BILKZXRZPREEERFRAVUREY FEELT (EHRE/FEZRE)
B ER KPRE
1 B PR B N 5% E

M EREMERE K (priogressive transformation of germinal centers, PTGC)
. R L=y PVERBRFLDRNICAYIAL, ZOEELZEBEHRL TO B2
e l, REAHORIGHERE L EZ DTS, AL 2009 42 PTGC B 1g64
B U > RERE & ST SEBET THE L7228 (Mod Pathol. 2009; 22: 589-599)
BAEETELE-EMATORE TR, BERBEFZHERICOWVTHRER S,
Lo TR,

A [El Bx 13 PTGC B TG4 BRE Y > NHE 36 EFIZ xR L L THT 21T o720
T, TOBRKREFNHHIZOVWTRET S,
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|g64 B EZRRICH 1T 2P - EHHREROERICIOVT

EIREMKEERKRESF
Rl 2 27 & HEEZ

[#2] oG4 BB ARIL, M Tg64 Bl & FH 7 Ie64 B EMEORE
WLl THE ST ONASHBEbMEET, e OBSBRNSERZRBEICEEIN
5, BiEIOI—F 47 (201048 A) T. Ig64 HEREBIIR MBS, RA—9kH
e ERATIC LD . MREEMERE(LIR (19641 (+) ] & FEMRMEMERE (L3R [1gG4-1 (-) 143
HAHZEERLE, . 1g64-f(-) TIX IgGd-f(H) It L, BERHEFICBTS
TgGa MEMERE ML A % < . 1g64/1gC Bt EMBLL bm< b Z &R LT,
W, HIfME T MR (Tregs) DR~ — I —Tdh D FOXP3 B v/ ERE G |
Ig64—f(-) TIXE < BEEINT, 40, FHxid 1g64-f(-) & Tg64-f (D) IR H4F
BRER AL, BSOS A 2HAI L, MREEVEE(L & 1g64/1eG BHMER B MM L & O BEM
WZOWTHRE LT,

[$h3 LU 1) 1gG4 B L 2 U7z 19 1 ((U o380, 3 ;3 B S 1,
i1, EEWRAR: 1D W, SRR 2D [g64-£(-) & 1g64-f(+) & %5 0>
FRBIR L, HEAEA L b A P 7 —Ye (pHT. 0) & AV T, BfEE b REiC R
% AT ER R ET & RERT R % & & L 72,

[EEB L OS] 1g64-F(+) TiX 1g64-T(-) L L, FEEERER. FERMRE
£ BB LN, Fio. [g64-T(H)ITRIT B 1g64/1g6 BB EMALLEL 22 D
W, FERERE. ML 2L 25 EARD T, T O DRERIX. &
BRER & BT AERLIT 1eG4 BIEIR B OBMEMEICEE LTV D ARE 2RI L,
IgCA B BEEBROFEELEZRTH L CHARBEL RV IS ERDND,
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| gGAMOLPS DRI A IRERER AL DBARSR L

FREXMESENE
IERERSE BRALE

BHY : TROBHIDI=DIZ, 2 >ORITFRNBERIZE R D TN B,

(1) IgGAMOLPS (IgG4 PEEZEHEAR Y o/ HBBIEMRRY) DORWIEER LRI A RS 0%
esrv 2,

(2) IgGAMOLPS DTS L ONBRSHROFIEIE AR M), BGEFFH, Esn~—
A—ERET D,
BIJTARERPRAIZE :

1., ZWEREIODOMZE :  IMIN :R000002823

[TgGAMOLPS (TgGARSEIZHRRS U o HFEERAE) | CastlemanfiE DMOD% Y o — My 7
17 M AEDER RO T2 O OEERRAEFIRTARROERARRTZE )« 24ERIT, HAZ10064 1
2. BRIREHENIOT-ODRFZE :  IMIN :R000002820

[TgGA'MOLPS (IgGABSHZIRAR | o SHIFHIERRS) DAT A NGB ERET 270011
FRS MR RIRTHIREIAREATSE) © SERMT, BAZ46f
RERZ B EEGRES L UYERPESRIAIN -
20114F1 B 14 R BE, 23faR (SIRERKE, KRR HT9/b. ABEARE & —, BINRE,
BIURE, ARG, FBRSIRNA T & — FURERIRS:, BITEERAE, SRR AIHRRT
BB, RIERYE, MSENARRE, FUEARZE, SRR, MEERERR, EEAE, &Rk
P RRIERE, BNRAZE, ML, EEEMAR, RIFERYF—, UEASE CEHC
RHEERRFERER TN D, £0 2 LRWIIGE, YA &SRS 0 IX16/E%. 2l
DHDREIITHERL T D,

011114 BEIFE, DRI, IRFIIIEI2FIOERIA B S e,
ELd:
B OB L DOFEFADERINC L Y 2 IHIRE R SRR L . BEHER & E T
TETC, AFROIGCABERBIZHNT D, L VEOBNT T R e M 57D R EE
FRAFGERMZA T Y . 45 bIBERA/ERPEEE BRE O L2V,
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T+—RI—T 1 VI BRSHSR

1. lgG4 B EEETREZMEECOLT

(E=4]

HEsx4E  AMEEBAHIHPOERELSICENS>TNSZDH,

WEEL  BEESHECA-STVEESDEZAFEZTTIW, SH&, BIEEIC
A>T EFEYES,

EHE%E  PEHEEFAENIZHE->TVSH, RIBFROZHMELELHY . double
criterialZE>TLESIM?

HIESELE « |gGd-related disease (FEAMRBVEHAHH 5.

EHAL  EBWMBEELFETLECANBNEMELNS, £540B0K S ITFED
E#EHLELNTWS, (264 ANEETE ENTITT [gG4-relarted disease
[CHELBNEWVWS ZEEFHRALLSEOELEIEENF S,

FEHEEEADDZERELZFE>TAID LB SN-OTHNIL, 1g64-related disease

EEDLLELTHAID TLLDTIEGELD,

NB%4  BOEEZE--AMSELETEL3 L. BENEEEFE>THELR
ANF-OTHNIE 1G4 EEBEEEZSM. 1264 BEERBEDHD 1864 B
BEBETOLDTE?

2. BTRIETERE S DU R IS ET DRI

€ E£X29
FE%EE 2010 FIZHET SN AIP BB EFBHEECBESRENENMNIZDIZ,
HOREMHEWVWSRETRLTHLION?
NS4 - AIP OBEABSRESEN ES M, ELSLEINSHERIHIAHNA LK
EIZHEZL-TAIIERLTHS.
EARSELE  BHDT—4 Tk AlPtypel, type2 E—#IZL THHT L TLSHH, EATL
Laom?
%4 : B AL, PBPIZEEL TH AR TEBR L EARRICHEENH -, (BXTHR
PBP B51E3E 60%F2 )
BHALE  HOAEMBEXDOADIBEIL 1564 BBEREL VS EHEBLATELILD
M7
NEE  A—EBEEZTRVWERSIHAREREL,
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EBEELE AP E—DERRILEREO—RRBLLEZ NN, thORE. tho
FTRELTVASAREMELEA oM S, TNICEL THRESBETREL
A

NEE: TOREELHIEBS50T, SEERSIAERNZELTRELTWL

3. PMBEEFNHSHEIM 1564 BEE Mikul icz %5

(E=%]
1864 £ 20U v VIROBIREER. SSAHA-TNS, B> TLHEVDEVRSHS
M. EDOBEMRZEST B,

4. |gd B EBMmBMELELTINTY XL (F) OEK

(EEH]
IERSEHE : 1864RD TEREDAHDIEN L H 5D
NEFERE - |ETE 241,
BEHEE BrynJU o mESETIDENBELH B,
NEFEE & g6 MEE LE=-ANBLERS,
TESEA : 1g64RD TIXA L T, g4 BIETH > =EHILH DD,
JNIEFFRE - $|ETIL Churg-Strauss GEIREE 3 HIAY 12G4135mg/dl LLETH =L EShT
W35,
EBEE : BIIERSLE TLREBETHAH>TERT I L IgMRELRHDHEMN
- HY. BITEBMICEE LT LIRS,

5. DEEEFKLSEE~ 1564 BEEFRBER

(=]
EEELE : DG EE VATS Z LAV EHBRZIATELR LN,
ERELE : MEZTELKOBHEENLEL,. QEZHELLTTRLOTIE?
WHRE FRBARMEFSERICEH T IR, BHOZT oM ITLLIEE,
PHEBEELETLDLCTLFIIEARELRDA S,
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6. PTGC %! 1G4 BEE 1) >/ \EfifiE D BR RS ERF RO AR 4T

[BEER]
hitsed  HEPIGC EZWMEh=HDIE. TT |ghd-related disease TRLY
DM,
EgRSsE BT V/EHITE2fA G4,

7. |lgGABEERBICHITHFEE - BHHRSEOERICONT

€ £33

BHELE ;- IgE & 164 EDBEEIX?

BHLE: HOEBHETOF-B I L 2BML. HEIBHHT ILAITKB7LILF—R
BIZELTWBDTELELAEEZITIND,

BEALE  HAEMREEREaY FO—ILEEOTLEANRLO TIEAZLD,
FULE—RIGERTLILF—DEHEGVEE 1M, A—DRE
(CHRLBROBRESNDH S EEZLANRLOTIIELD,
CIREILEEROAH D

BHRHE BRARGRETHREI LT

8. 1gG4MOLPSD RIS RERK AR DIRRIEE

(#E8]
- 18G4/ | g@80UNEECADHEM > T=DIX, > 5% THED LEEDHEETSFN
BEFLH T L LAHEVSEEIFEOERELSHETLRLIELS LR
B R,
EXRESE  REDRBELLRBET,
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[ &t o]

HEROFEHBRE» BT, eG4 BERBUEZHERE & [FRABSBHOZEE
#) OIFEM, double criteria 272 BV E D IHERHEW-FEE L, TRET
D IgG4 HFFEIZHB T 2B DA L FEROF T, OlgG4 BHEER I LI —oDKA
entity ZFE T 523, WERIIZBI/CHE L 2 5, OESIC XY | BHRER LI R
DFMBRLR D, OFRFICEHERICHRTIHRELH 203, B—gam0Babd 5,
@< IgG4 BEERBZBEM L, —RETHFATEZ 52MEERNLETHI—FH, &
g#s DEMARIC L SRR AR EE L NECHS, 2B LTEEL
7o IgGA BERB L WVWIHIF LWEBHMEEZERZLEZH L TIT< LT, ¥5 LTHLEE
BMERZ & LB ->THETHR, double criteria (272 HR V2D, K a NEAMEL
LR O L S ICED TITS ZENEE L BT,

FLBRE R DIUARFEN ST, ¥ = — 7 VI ERBE OB L -+ BEEEF O®E
DZZVWE L, IgG4 BERBOMN LT, TEIRVBLEGEOKRALEZ LN

INTRRATE B BT TOETH, BEFRABOREEIZIT 1gG4 BERBABAERIZA
STVWERA, FIEREBESTHDOTYURDOZ LT, Gk, 1gG4 BEERED
FHEH I THIZ2N, BEFRAOESCEBHERIZ LI Ahbh T o L B
FT, e E b, Vx— VL EGRHOBKIEREICE L T, BRANERO—ITZ
bhd L OTEDET,

FERREZO=ZFEERZENOIX, ZOBDMEEEZRETHICHLY BRELBEEORIE
OEEMZIEM LU THEE £ Lz, /A CREOR A TH WL EORISMEER & B
7, BRA T, 2nETHREINTE - H DAEMFERAIIOHL . IgG4+MOLPS @
WE, URERDOLUARLEEDOHRSE, £ LT, BEMTHOFRIOES, &IRKFE)IE
SEEDRER, 72 &, ﬁﬁ&w~7mf@% ODWHBIIY IO EERERIZLTE
LIV EBoTWETOT, ZHHEBEVELET,

&I, [TgG4 BEEE B AL WAL ) OFIZRIT TOREE L SEBOIIRITONT
7,
2011 10H4B—7R0Z»7 T, A > TDr. John Stone £ The First

International Conferencce On IgG4-Related Systemic Disease (IgG4-RSD)H3BifE &
NET, BANG S, MEBEAE, IIASLAE, EAEL, EHEAEVBHFREINEZE
W7o TWET, ZNETHEH LM AllJapan & LTRYVBEATEE LR EYSRF

ROLND X O, B, 1gG4 BEREDIRL . DIEZWEEOZ S, BAES
BMHIBMITCHITA Z L2 ThAERA,
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EAHBR AR B R R F LR SE [FHESE IgG4BE LR Y o/ SRR B (IgG4+MOLPS)
DHELDT-DDIE] 74—AI—FT 47 20102 A12B @7 V&R FREP RS

TRE R =

TRERRZ T — A

g
A
NS
R

CIESSE

1E
KF
B
£

1EAR

Fek
s
Fek
etk

Ll

a7 b

(I L1 2R 2K 2 B s el 2 R A A A EL )

(B HBRFEF - REFEZ R RN EMLIE )
CBREMRFREFE)
(&RERKFREZHIES)

(GREHKRFE MERENFE)

VT — g
BER 7 LB B IER 2 4y (KA TREBNICEEVLET) .

FRELETRR L& IER 8 4

1. FEKRF PR AN SBE
2., RIgRE o B &
3. MFEHERRR wHE F A
4, EXEMNRZFE FHEKRRR o4k
5. &RERKF g FE A
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BEA S BR E RS R B R IR R OB G B TR A, eG4 E LIRS U o R R A (g G4+ MOLPS)
DIESLDT=HDFFR] 74 —AI—F (7 2011428128 @ L5 V&R FEPRZKE EFY~ U —

MERR A B KB B HYE FHEA, FEFZ

Efp 47 k. MR A, EFF EIRECER. OFENELER. @O -ARBIEIR
JRPE 20008 L 0 7 L LR —PERSK, 2008448 XV IR, OFENEEREY B
o 20104F5 8 L v Ml LERIGIEIR, K& XuE, EFEBAHE, v 2—F Ly
ERRECT L aA R—V AREDI, YRHEN AR 2o T,

HARTR - Al - FHEZ2 L, DEENESBZ L., AU LERBIEEHD . HFR -
HTMBERZ L., FRBERZ L, BV o, OERERL, §f
FIE, EMREFRAR L, BHOMEE - BRe L. BBkl

F—4 : Hb_12.7 g/dl, WBC_7100 /1. 1,(Seg 56.3 %, Lym 24.3 %, Eos_2.9 %),
PLT 24.4 75 /u1, CRP_0.03 mg/dl, BUN_12.0 mg/dl, Cr_0.51 mg/dl, T-bil 0.6
mg/dl, TP_7.2 g/dl, Alb_4.2 g/dl, LDH_173 U/, AST 17 U/, ALT 16 U/l, ALP
169 U/l, v GTP_16 U/1l, Amy 50 U/l

IgG_1363 mg/dl, IgA 176 mg/dl, IgM 64 mg/d], IgE_238 U/ml, IgG4 202 mg/dl,
C3.95 mg/dl, C4 27 mg/dl, CH50.49.1 U/ml , IL6.3.1 pg/ 1 1, sIL2R 296 U/ml
RF 0 U/ml, ANA <20 f& (_ pattern) ,ADNA (RIA) 2.0 IU/ml

HU SS-A fuikfatt/it SS-B Hulkfat:, #i RNP ikttt (47 # o =—i%)
LT AN :172m 1 I b~—5 : 14mm/19mm

IR A - 2050 MRI : mANRIRER, Y > \EiEELZRD 5, W TR - B
TRRIERR 72 L

EHEE CT : WANRIRIER, MIZESEEY > <8 - FHE TN Y o EiE %
WD, MICHERY U EERR L, MEBRERL, B - RIEBEE 2L,
BEBERAEER L, TEREDY, ELFEIC6 mmOREEH Y

EEHUS: FEBENCA  HE US: EABENKIGHEY > 38 Tmm

Ga ¥ > F . WBNRIRICEFEE

#1:1gG4 BERA (IgG4 &fE, MANRIRER, RRAERTY V38K - BE
MO RE LD, 1gG4/1gG=62%, U > /3Fi - B TR v 3 - £9,
BN o EhER)

#2 7 VAF-MHERR [EXWE, HRS

IR AR IgG4 O L RIZRE Th o720, RIBEROER L &b T2W
FEE LTz, U U EiERLSMNC EERESREEO SO L, A& HT%E (2.
169%) O8O k., PSL30 me/ B % B4R, IRARIE AL 1 BRI Tl L7z,
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[ A S R S R R A M L IR R S SRR (i A TG4 IS U o - SRR A (IgG4+MOLPS)
ORESEDT=DOFE] 7+ —RAI—F 47 20115FE2A12B@FT V&R R RS EfY<Y—

Mask 4 _ R RKFHE—NF GERSAR) M0

6 7. MR @&

FREE : 20094E4 AE & 0 A LIRIBIERR S 0 . FE6H 29 IFEIRNZ D%, Hbe
RAHRE AT,

[F4E7A 310, MRITIREES 2580, PET/CT TEM Y -/ YENEEDIL,
FIE128 1 R I SBERRARHOARAT S, B2010F 1A 8H ., RIS H i
7o o

FEFR . A LIRBOER (+), REESEE (—), 811 (-)

i 5T AR IEAR ()

T

Hb_ 13.9 g/dl, WBC6200 /ul(Eos_ 15 %), PLT_ 24.3x10* /ul
CRP.0.15 mg/dl, BUN 16 mg/dl, Cr_1.07 mg/dl,

T-bil 0.7 mg/dl (D-bil 0.1 mg/dD), TP_7.7 g/dl, Alb 4.3 g/dl

LDH 226 U/, AST 30 U/1, ALT 33 U/, ALP 407 U/l, v GTP 41 U/l
Amylase 124 U/, Lipase_ 144 IU/

IgG 2601 mg/dl, IgA_ 395 mg/dl ,IgM_ 44 mg/dl, IgE 759.3 U/ml,
IgG1_ 1300 mg/dl, IgG2_ 807 mg/dl, IgG3__ 78 mg/dl, IgG4_ 539 mg/dl,
C3_ 111.7 mg/dl, C4_29.1 mg/dl, CH50__40.8 U/ml

IL6_ 2.2 pg/ul,sIL2R_ 914 U/ml

RF 8.0 ,ANA<20 f% ( pattern)

D

EeET R : PET/CT : FIRE. MY /38, EEE, ZEEICERE (1)
BRZE CTMRI : AIREICHEE (+). M XP:IES ., Mg CT : fF. U, .
B OBERICEE (—), BAERY UNEIEE ()

ERER 2T -
#1:BEEEE #2 7L AX—MaRk #3:HEER #4:s50E

RRE S — IR EIEE., A7 oA FIBROBEIL
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BAGBB FM AR B R R R0 5E [HRE R IeGARE LIS | o BREE % B (IgG4+MOLPS)
DRESLDT=DDORE] 7+ —AI—F 12 2011E 2 A12B@ KT AER RERRZES EfY~ U —

i o ¥ 2 5 52 HYE_ 2 &

Fir: _81 k. MRl B %O

JREE - 20108 7 A6 LR BAICIEE, F10H21H B4R, V¥
Ty MIEDBIETEEREE  FREAMRET RIZMALT Y o3& 2 oRZ
LSRN HAUO TIRBIEEH V. U /L S5 bIEERE,

HRET R | E R

T4

Hb___10.7 g/dl, WBC_4910 /ul(Eos 8.1 %), PLT_20.5 /ul
CRP__0.08 mg/dl, BUN__15.6 mg/dl, Cr_ 0.48 mg/dl,

Tbil_0.5 mg/dl (D-bil__0.1 mg/dD), TP__ 7.6 g/dl,Alb__3.6 g/dl
LDH_ 174 U/N,AST_16 UM ALT_8 UM ALP277U/N, vyGTP_9 U
Amylase 55 U/, Lipase. ND I1U/

IgG_2396 mg/dl, IgA_ ND mg/dl, IgM_ ND mg/d]l, IgE_ 2220 U/ml,
IgG1_ND mg/dl, IgG2 ND mg/dl, IgG3 ND mg/dl, IgG4_ 691 mg/dl,
C3_91 mg/dl,C4_18 mg/dl, CH50_ND U/ml

IL6__ND pg/ul, sIL2ZR___ND U/ml

RF ND ,ANA % ( ND pattern)

< DAth,

BT R WIREEE EIRERA L

BRI

#1 :RBES MALT U o3&

#t2:

RERE R HFFIE

IgG4 BMEMRIITAET 208, SE T 40% LT L b3,
1 34FFIHE MALT V U RETH- -2 EbhL A,

U 2 SEIZ IgG4 BEER BT - 7 FTREMEIZ 2R Vv 2
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LA SR T T S IR B IR T S S R SRR 08 [T R TgGA B 2 eS| o/ SHETE% K B (IgG4+MOLPS)
DFESIDT-HOMI] 7+ —AI—F 47 2011E 2 A12B@FTLE&R jREhRZES Y ) —

i 5% EEERRFEE N HME LB - YH - TR
37 . MR Bl & GEGIES 63)
FE . 201085 AE X Y RRFER £F D M L ALBE SRR b 2 H IS HB LT
. NFRbifasnficss, M08\ T, all. L7 LAF LG s h
B, 2~3HBREBHHBAL TV, TORLFEKROEAHB LD, (T
HOBIBEDNTHICH 2 RERNEZD, B LOZ LT, M/ R, 7V
LR —EANRE AR 2R, —BREITT S H00, BERZEHHET IR
BECH -T2, 5 AL, WTFEER Lo 2 EEBR LD, RHE
ﬁm’i’x;:/o TEE. WA, RARROY o HER, MRKREIZTCRP 86 & RIE
K bR xR, FERNESETIRE - T 2EBIORERL Efz=a—, CT
WCTHHEOMREREIIRDONNoTz, Vo EilER, KESS LR X 'O .
UL oSfES PO MIRERERDIL. 68 THICUMNEAESREICRITZ2 L2
o7, HEFTRE LT, é‘%’OD% FRBRRDRE S, U o \BIEREZ RO, MK
BETIZ.CRP7.083¢ LR . EADEIC Ty 727 v E5F IgG 2680, IgA 633,
I@HHD‘TE@H&RUW&Ighlﬁkgﬁthmd%%v7u7)/mr%
2w, 1gG4 L5 X 0 IgGABTBYEERE /e & U o SBEFEME R & Bt bivic, iIERCT.

EEMRITIIENRC H OB RER 258 ) BT RIER O b o Teis, U o8
AR T, BRI TREMEOZR N B b, R TllgG4bntt
M OB EEHEIN, TL-6F N b, JWEMREL HIX, idiopathic
plasmacytic lymphoadenopathy & fREEZMT =i, IgG4BERA, Castleman
BORREMN B E TERNE Sz, TH26RICYURRN =2, £/ n—H&
y 7 a7 CMEE,. U SRR OREE - IR BRI T8A 11 HICE R AR
Elrotz, RBHIZRBITEED T, FERIRL,

[BEAEIE] 1455 £ 80F B ifope BMAEC) [T LAF—E] v¥ Y =il TEM
% [ %K) collagen disease (-), malignancy (-) [4ETEFE] appetite: so so,
sleeping: so so, urination: 5-6/day, alcohol: f £ —/L14(124f#), smoking:
(10~154/8  204ER) [HE¥) BEEE (BE—7 VEGR)

EE&FFR, . BH: 173.9cm, BW: 57.8 kg (BMI 19.1), BT: 36.7°C, PR: 64/min, BP:
106/57mmHg, %4577 L, Consciousness: alert, Skin: Reynaud(-), livedo
reticularis(-), Mok - JEHS - RERICFEARMZIE L=+, —iath), fLapz i

(+), Conj: not anemic, not icteric, Face; Oral cav; dry (-) , aphta (-), Neck:
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B SR FH AR BRI E LIRS E (FRE A IeGE s L U o < Em MR A (IgG4+MOLPS)
DN DI=HDHFE 7+—AI—F 47 20114E2 A12B@F T L 4R REEFRZMS EFY< Y —

stiffness (-), struma (), bruit (-), SLN: Wil lem F8ROER S A7 U o 7 SE & fil
M35, AIEMERLF, EJE7e L Chest: fine crackle(-), HS; IS(—) IIS(—) IIIS(-)
IVS(-), no murmur, Abdomen: flat, normal bowel sound, soft, no mass, no
tenderness, defense(-), ope scar(-), liver & spleen; not palpable, Extremities;
cyanosis (), edema(), L, TRUICEELZ £ BEMIHD O, E Y 3
fii « BAEEYD T 1em KOS e FEMERIFO Y i xfildn, FERe
L Neurological; DTR: n.p, vibration; n.p, sensation; n.p, joint :MS 0, TJ 0
SJd 0

7—% : Hb_12.6 g/dl, WBC_7400 /1 1,(Eos 6.0 %), PLT 32.4x10%/ul
CRP_4.81 mg/d]l, BUN_11 mg/dl, Cr 0.76 mg/dl,

T-bil 0.4 mg/dl (D-bil 0.2 mg/dl), TP 8.1 g/dl, Alb 3.2 g/dl

LDH 135 U/, AST 13 U/1, ALT 9 U/, ALLP 233 U/l, y GTP 23 U/
Amylase_ 64 U/l, Lipase 20 TU/1

IgG_2668 mg/dl, IgA 541 mg/dl , IgM_160 mg/dl, IgE 925 U/ml,
IgG1.1710 mg/dl, IgG2.1370 mg/dl, IgG3_107 mg/dl, IgG4. 171 mg/dl,
C3114 mg/dl, C4 27 mg/dl, CH50_59 U/ml

1.6 6.5 pg/ 1 1, sIL2R_729 U/ml

RF 4.4, ANA 80 f#% (_Speckled pattern)

< DA,

O n~—T A Matk, v—XXUHL7 R MNatk

OH LT A bt

OfEEm : 2t

AT R

ORI X #2 - LaEikt 45.14%, CP angle sharp, lung field clear

OHEE XM : RET 2GR L, BEARKZL

OECG : 56/43, %, ST &L L

OF - ZBE X AR : intact

OIER BB~ MR~ FHBE CT: IRBRICH L 2R L, HETR, SR
HERZR L, MARSES, BTE, ETICER lem 8O ) Vo 3EHY, $HE
EECONI R UGBV, BEY Vo, BRY CEEED Y, WEIC
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A S B R T S M R R IR S F S AR B (R B TgCARE S R U o/ STt IR AR (IgG4+MOLPS)
OFESIDT=HDOFR] 74 —ZI—F 17 201152 A12B @K T ALER RHETRZHS EfY<Y—

B L, BEOEMORE S EFEHFAN,

O =— : JB : np. AT : NER— 2 — 3% —T SOL() MFERmEFEE izt
b)) BE:n.p. B BE (—) WE:np. K- KEAREB LN. : swelling() &l
BRI B 5772 mass(-) BEESKEINR : Aneurysm(-)

Obhxma—  EROBERESCAEL KT EEEEEHREE 2L, LVEF=
55-60%FRE, AR T REIROILKIEZR <. TR 226 OHEEIUEEAMBIARE
35mmHg(PVR<2), LFEHKITEZL,

OfFra—: fAE TR ETR: H527% mass() FMAISEH : LN.
swelling(-) A H T : L.N. swelling(+) #tf# maxsize 14 X6mm 7 H i
#5 - L.N. swelling(+) #%f8 maxsize 13X6mm FHEE : L.N. swelling(+) (&
maxsize 21 X Tmm ZEWE : L.N. swelling(+) #8 maxsize 17X7mm £/
A% : LN. swelling(+) # {8 maxsize 10 X 6mm Z&£ Y 7 A4 # : LN
swelling(+) #(f8 maxsize 16X 6mm

OB EERE: L2-4; BMD 0.843, T-score -1.5, L-Femoral; BMD 0.705, T-score
-1.2, L-Radius; BMD 0.797, T-score 1.0

ER IR 2B
# 1 : Mulicentric Castleman's disease

20104 5 H L VRSB HEL L, KIERG LR, ®my 77V yifE, U
SREARIZ T idiopathic plasmacytic lymphadenopathty & fREER2IT S AU72iE
i, NREsEOHEICB L TiX, U v/ 3E  RIEY V8D lem 59 RDERZ O
%, Blg: REAG), REMGDZ2RD D, K : HBE®R Y RTERBRK
BOHBRERD D, i R, ERICTHMEFICRFEFRRAR L, O iE
Win< , DER, LTa—ZTEREERD RV, IR  mgRT R TR FEAT
R7aL, BIE-ETR - FFR: HEFA. BRI THHLARER iiﬂ&)iﬁ
VY, IERHEE I TIRIESIME T IR D 220, RS &I THER 2 WME T 258
B, BERIT LY Vo8EARIC T, IR ERROEZERLEREZEO
FI/NERR, ARE. REOAKRTHTINRY IgG4/1gG Fﬁ@ﬂﬂﬂ@iﬁtm)%k
TH) Q0%FEE Thh - 72729  IgG4+MOLPS W EEICE LT #1 L2 LT,
ARIET 7T LT BADTEE LT,

BB R FRC & FHEAR L,
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e PEEEERKFE N HYME_ EH EXA
i 37 mk. MR [Bl & GEFIBS 63)
PEE:  2010F6A LV EBRZ O HBE L A LT LA ¥ —ETHEET,
5H THICMERE & 52a2ks, B, M. B Y o/ HilER, CRP 8H %R
Teo LERPIHEE, Mz a—IC TERFEIROONT, V@R 2EbR, 6
ATHIZKFERES 2, CRP 7.03, IgG 2680, IgA 633, IgE 1110, Al3EHIL-2R 1070,
IgG4 144% 8%, IgG4BEERE 7 K a bhiz, U o EARIC T, B
CIE MR OZE L EREA B AL D | R R TIITgGA R T B AN AR OO R BE HE AN,
IL-6[51% 2538 % b7z, idiopathic plasmacytic lymphoadenopathy & /RHEZ
Wrx i, IgG4R8ER A, Castleman/Bm D A REMEN T ETE 2N E &Nz, TH26
BIZYRRNTZ2, &7 u—Way 77 ) U iE, Vo SEEEREBOR
H-IEERIZCTEAIIBIZYRI AR E ooz, BIBHIZRE, KERDZL,
[BEAEAE] 147RA8 B Birope MMAEC) [7 L AF—] o =2 THER
2 | FHERE] ¥t F 1872 U [4A1E ] alecohol: 1 B —/L1A(124E /), smoking: (10
~15A/H 204ER) (M) BfEFEE GafFFr—7 VEER

[Z#&pr 2] BH: 173.9cm, BW: 57.8 kg (BMI 19.1), BT: 36.7°C, PR: 64/min,
BP: 106/57mmHg, Z#%:72 L, Consciousness: alert, Skin: Reynaud(-),
livedo reticularis(-), B3 « BEED « REBICRRIEM Li-KB G, —@M), itk
JEHEFL(+), Conj: not anemic, not icteric, Face; Oral cav.; dry (-) , aphta (-),
Neck: stiffness (-), struma (-), bruit (-), SLN: Ml lcm59 K D8R & 2373 U 2%
"z a4 5, FTEMERL, EE 72 L Chest: fine crackle(-), HS; IS(—) II1S(—)

ITIS(-) IVS(-), no murmur, Abdomen: flat, normal bowel sound, soft, no mass,

no tenderness, defense(-), ope scar(-), liver & spleen; not palpable,
Extremities; cyanosis (-), edema(-), EFi. TRUCHREA L9 BEMAKH Y,
TR D 38 - B S HIZ lem KOS 2N 2 FIEIWE BAF D VU > < Hi & fil
., ER72 L Neurological; DTR: n.p, vibration; n.p, sensation; n.p,
joint :MS 0, TJ 0 SJ 0

[7—%1] Hb12.6 g/dl, WBC_7400 /1 1,(Eo0s 6.0 %), PLT 32.4x10%/u1
CRP_4.81 mg/d]l, BUN_11 mg/dl, Cr 0.76 mg/dl,
T-bil 0.4 mg/dl (D-bil 0.2 mg/dl), TP 8.1 g/dl, Alb 3.2 g/dl
LDH 135 U/, AST 13 U/1, ALT 9 U/l, ALP 233 U/l, v GTP 23 U/l
Amylase 64 U/l, Lipase 20 IU/1
IgG 2668 mg/dl, IgA 541 mg/dl , IgM_160 mg/dl, IgE 925 U/ml,
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IgG1.1710 mg/dl, IgG2 1370 mg/dl, 1gG3_107 mg/dl, IgG4 171 mg/dl,

C3.114 mg/dl, C4 27 mg/dl, CH50 59 U/ml

1L6. 6.5 pg/ 1 1, sIL2R_729 U/ml

RF 4.4 , ANA 80 f% (_Speckled pattern)

Z DA,

Ovnw—T R MM, m— X AT A etk

OH LT A Matk

OB« f2tE

BT R

ORER X & - DEREE 45.14%, CP angle sharp, lung field clear

O XK BE AR L, BREARKLL

ORECG : 56/47, #, ST &{k7e L

OF - EBIET X B : intact

OYE 8 ESEE ~ B~ 525 CT: HEAR. F MR, S TIRICERZ2 L, AR
SEEL, ETHES, TSR lem A Y U \EiD Y, $HE EEIZ B/ o3
b, WEY A, BBV CAHERSD, MEFICRERL, EOMEMED
FRE S EFESEN,

OHV UL F Ao REBUAZEZR L

ERIR 2T -
# 1 : Mulicentric Castleman's disease

2010 4E 5 A X VSRS BB L, RIERIS LR, By 707 U ifE, V>
RE AR TR T idiopathic plasmacytic lymphadenopathty & JREZ2HT =
hiz, Vo 3GEELE. REAG), RBMGED, ERBEREZEZRO Db, A,
O, NTREEE, R - BT - B FRIIER C, FBiK - EmESWET 7O,
BEMAT L2 v 8iARic T, BRMICEEROEARRE LR, £/
NG RR . AR, RBOAR T TG IgG4/1gG BBtEMAaEEL 2 RN TR
20%FEETHY ., MCD L 2ZMWi L=, 5%IIT 7T AT7HADH#H L LTz,

RIRE R,
MCD & O2ZM D4R LU 1gG4+MOLPS & OZEEIZI DWW T,
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TR FR R BRI S ST 425 B (K B TgGARSE SRR ) o SHIAE M7 8 (1gG4+ MOLPS)
DRELDIHDOMRE] 74 —AI—F 427 201142 A12A@FFAER RETRBNE EFY <) —

e A RN Y S AN o 1 57 HYE K FE

WP 0 60 Wk, MR Aotk

TARE © 3k ; AT EES, BEERE ; 52881 Livedo vasculitis

FIGRE ; Frri B2 L

BURME ; 2010F4 AR LV R THERE A2 BE, RA IRl EETELIER
LT&7, AFEITERZ L, MiKRE TR LM I n7-, EELTCT
T, WA TRER, REEY o EERERD T, 5ARITYREN S, 6
A HEIZZT 72PET-CTC, % TS L ORI ERIZFDC R H £ 43
o 6AREBRIBILEBNBZYIZ2, THREEETRAEREZZ T, 327V v VK
LHEERKT SN, TORBIRERED - DBILBENR AR R T, 8AFKYF
APt & I otz

S RET R - AR A, MR T BRAER, el R BRI MBI R B . A 2SI Smm
ROMBEIER 3 7»Fi. MESHEF 2L, BEY O G@iEKRA L,

T—4

Hb_12.2 g/dl, WBC_.6400/u1,(Eos 1.8 %), PLT 24275 /ul

CRPO0.1 JI'F mg/dl, BUN_15 mg/dl, Cr_0.66 mg/dl,

T-bil 0.7 mg/dl (D-bil_% mg/dl), TP_6.7 g/dl, Alb 3.5 g/dl

LDH 221 U/, AST 21 U/, ALT 26 U/, ALP 324 U/, y GTP 14 U/

Amylase 60 U/l, Lipase 34 U/

IgG_1150 mg/dl, IgA 363 mg/dl, IgM_168 mg/dl, IgE 667 1U/ml,

IgG1.603 mg/dl, IgG2 481 mg/dl, IgG3_63.6 mg/dl, IgG4.110 mg/dl,

C3_87 mg/dl, C4.16 mg/dl, CH50 44.6 U/ml

IL6.1.1 pg/ml, sIL2R 649 U/ml

RF 15 LA F IU/ml, ANA (=)

Z DAt - 51 SS-A Hifk ()| HUSS-BHifE (—) .P-ANCA (—) . C-ANCA () .
R A (mRF ) 3.4 pg/ml, 7047 07" )y (=), INE747 V)= (=)
KIL.-6 386 U/ml.ACE 13.1 U/1,CA19-9 - DUPAN-2 - Span-1 #iJE LN

BEATR . CT : MHAI%E TAR - MiANRNRIEAR . BRI Y o ik
HEER CT : BIRAE CT CHIEEIARSEZE(+), % MRCP : BER ZRIER T1 iso. T2 low
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B A R R e A M e B T AR S T SR B A B (TR AR JeGABaE S AR U v RV B (IgG4+MOLPS)
OFESLDT- OO 74 —AI—F 12 201142 128 @F T &R JREGRBES EFAYU —

PET-CT : ifAI28 FisiEA(SUV 8.0). HEREMERESUV 7.18), ElfH#E Y o/ i
B AR(SUV 3.0)

BRI
#1:3272V9VR
# 2 EREERE ; B OREEREROREND

RRER R -

1. JRZS AT 1G4 BEEIR R IC e Bl & b 2 2%, RO ALRI3AS &
TR, F7. ME 164 fHH 135mg/dl LA RIZEEL TW7RWY,

LT - TR & WVNIAT O O ?

2. HEHREZEIZBZDLMN?
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