EARER BilmiT® JILE %‘ﬁﬁﬁ%ltmﬂﬁlﬁﬁﬁﬁlﬁﬁ§w3ﬂlE$4

BEOREEEXE,
JEEAAIGIICEIL TId, BEL DOERIZSIRICHE

EREZHIC CTHERZEZE T IHICOVTRERICEIAEETSH 5. L LEHS,
. MEDERFARZFHHEICREIT ST ENHFETHD

LEblC, BEECGHTIBRWMREICHHE Eﬁljéﬂgb"&)‘%o

HOEERERS, BHEREORRSILE LT
SNTHBY, WHEHEMITY V2K, 18G4
MR EMIRE, TeERMAEL, MEERREE
B350, ZOREBIZIIH,OBEREL R
BLILE o7 REBDDTHBIbBbDS
3, EETREAEELENT A LB H720IT,
ERE L 3R S IR I BR S NP1 L BdR s &
nTWwa*, /-, HORBEEERIZ TSR
EHBSFCEBIRE T T2, IO DIRE
DRBHBEZIIECREEREE 2 DD TERL
TEY, IgcGAFHEREMREEIRD LI L
225, FAFROREELZEZIDNTWS, 2O L%
X¥ 2, HCRAEEERZEEFEBRD—IHELIE
XHBATRIBENTEY, IsGAEEE LIRS
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1gG4 DEEPREAE FIYE & sREE  ZA M Bt

JIl k=85 B B B
FOH B OE-H O kR

T &®IC

M{E IgG4 I A B CRERBER L EE L O
ER 2N RIEBREISE ol BRTHITE
{, IgG4 T ECREEEREREE TEE, FED
WCERT 2, COERFAEEORROER
¥, HOREERABEOEABERKGIRT
b, pruiy)vyru7Yy rOE—7H
DFEHAHE 2D, ME—7 B R7Z51ICBIT
T5p-r 7y I VI, BHNKERKRRELR
DREREE S AT DERE DY,

Zhi, fast 7 70 7Y VABEBCEET S
IgA, IgM, IgG2, IgG4 2 EDEHEMEML
TWAHIZ LERLTVS, BOREEERES
DEL TRDOON BT v I v Fi3hE
WREIC LD IgG4 FEAE 2 TWAH Z LTk
HsaZehBHLrERo72 (B 1o

Ditt, BHORBEERERAS [gG4 BERED
IgG4 fEA% SRID #: (single radial immunodiffu-
sion), 27z aX b —ETHEIN, B,
BB ORBERE L CERREASTEALTE
727, AWML T, HORERREZIILD L
L7-1gG4 BESEBICEB T 5 1gG4 T EDEERK
BWAEREE 1gGV 77 9 APERE 1G4

7 5 X BS-NIA IgG4] OEETFT— ¥ I1ZoWT
BT 5o

I. BECREMEERE 1gG4
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HICEETH S, MHREs 7)) voL
H, WREMBIZY V55K - BEHROZERZE
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IgG4 fED LAY L REMMA~D 1gG4 BB E
MBEOERZEEY, SHLENREDOEHT
b5, BHRERELHICHHL, BRELE
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BFETHLEZ LR, 2HMWRE, [1gG48E
EE] WEESNL X hot,

2. BOREBMEERICEITS IgG4 AIENE
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1) HOREEHEL L ZHERBTO IgG4 1E

IgG 2iX IgGl 55 IgG4 F T4 O DH T 7

1) EMAZRARERE LY ¥ —

2) HASHEZEWMFENER SHRIREER I V-7

Clinical utility of IgG4 and basic evaluation of its assay system
Shigeyuki Kawa et al - Center for Health, Safety and Environmental Management
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K1 BHoREEERAEEOEEBRKEINR
B-7 bridging Z W, RELMIEICL Y IgG4 LRICER TSI LA Hbh Lok
G X 951D,
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X2 BHCREEELRSCCHERETOMmMF IgG4E G X W 5IR)

5 ADELET A, 1gG4 3 xDEWIIH W M RET L7z B2 XS & L7: receiver op-
SET, BEADE IgC OB%ICT Er v, & erating characteristic curve (ROC) analysis &
HERKKBFIA LY, BOREEELT IgG4 Y cut-off % 135mg/dL & &ELZY, HT
O EAPEESN-OT, HELRLTIZEE FIEERERDFK 90% TliH IgG4 ED L7 %258
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0, W

BRIckEEE 2D,
BAL 72

DT L XY IgGd FHORERBERATER,
ZWICERTH D Z &A%

EELES - $£64%5%15-2010F7H 64 : 97
x£ 1 HOREEERICHT 2 EME~Y— 5 — OB HE
R JRE ' EBx
sensitivity specificity accuracy
(BECfEMERE% 100 1) (vs BESE 80 %1) (vs BESRE)
I1gG4 86% 96% 91%
IgG 69% 75% 72%
ANA (GiEHE) 58% 79% 67%
RF (VY a—<FHEF) 23% 94% 54%
IgG4+ANA 95% 76% 87%
IgG+ANA 85% 63% 75%
IgG4+IgG+ANA 95% 63% 81%
IgG4+RF 90% 90% 90%
IgG+RF 78% 73% 76%
IgG4+I1gG+RF 91% 71% 82%
ANA+RF 69% 60% 78%
IgG4+ANA+RF 97% 73% 86%
IgG+ANA+RF 91% 61% 78%
1gG4+IgG+ANA+RF 97% 61% 81%
(mg/dl) i
1,500 (a) 0.6 - (b)
0.5
1,0004 | o 0.47
B .
< . L —9
Q | % 031
- S .
S
500 - = 024 *+
L *
{ 0.1
O T 1 0 T T
YRR 4 BRI YRIRAT 4 BRI
B 3 A70A4 FGEN#OECREERLERE (2) 15641, (b) 1gG4/1eG (STH”
X YEIH):
B, o HoRBEERERIT 2) B E DR
I A a FR&BO L, (B2), BesE & DEBIRE R RETT 2 LIKEE 90%, R

E 98%, IEZ = 9%5% & FEH LE&E"CZ@ >
720990 HEREMEATEAZED LEHE
E[l?%’?-—ﬁ—lgG ANA, RF L [F—ILE Tl
BLTDH, BE86%, FEE 6%, EZEIN%
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64 : 98
K2 IgGAiBERBEBRT 22HOKRE

CFEGA, EEEEEL
R ERRE (329 v V)
- FURBRZ

- HERE - P 3B
- BERYEM %

- BB

+ IgG4 heptopathy
LIRS %

. B

- RAIE IR %
BB

+ /MR PR BEIR ?

EEBRDBBIFThHoTze FloINbDT—F—L
WMAEHLELIETRENDLEAZRD 2 (R
1) 5)6)0

3) WEMEOIRE, BRFH _

A5 04 FIEER#% T IgG4 EIZZEHIET
L, 72 1gG 129 5 IgGs DIESEIC
BETFLE (B3)Y7Y, ok Xy IgGs i3k
BROFEICER T, REFSEL KBTS
LEZ bz, LA L, A7F04 FIBEEICT
RTOEFIDPEEBICETT20TIE%RL, %
{ DEERIFIREE L5 72255 Bl 2 B 5.,
F 72, IgG4 IFIRVSERIRIVICH G 2L 72 B
Ly ERZED, BRATHICERATHS",

II. IgG4 B9ERSE

1. IgG4 BEERB EIE

IgG4 BEEREI, REFEESINTELFHL
WEBEAT, OIF Ig4ED LR, @&
slRaR CERERE R EEEERE 2 B0 2,
® RERFTIC 1G4 YR B L 03 H 212
25, DATFUAL FHEBEICERIFICKET
5, REOEHBIMERTRARTRAEI NS, X
REiZ, HCREMEEEOENRE, Mikulicz &
DBENFEDOREBETZOHFEENHL &
7o T &7 EHO#E L LT multifocal

EELEZ- - $£645515 2010674

idiopathic fibrosclerosis®, IgG4-related scle-
) systemic IgG4-related plas-
) IgG4-positive

rosing disease®
macytic syndrome (SIPS
multi-organ lymphoproliferative syndrome
(IgG4+MOLPS) ¥, hyper-IgG4 disease™ 7
EOERIRE SN TE . TNHIRE2ITFRT
SHACEHREHEORBHETERI N, IgG4
BEDBWERTH 5o

2. X7 IgG4 BERS

1) R - EERR K

FB - NI 2 Y vy (Mikulicz) ¥
WCHNSL, kY- VVERRLZRISN
TWEY, Y e L VERREEOEREE L
T, QEANHEOEKRT, BEEERIIZEA
ENETHRRETH D, @ P SS-A vk,
SS-BHifkiZeETH 5, @ EE LFOREIEIL
BET, NouBRRESE IR RWHIERETDH
B ERBITFLATWEYY, FERFE IR
MALT ) ¥ SEEE OERIDBEL 22,

2) FIEMERS, WP - MR o HilER

IgG4 B EMREFRE & L CHEEM%E, &
B - REERE, Yvad F-Y 2EBRE
IR EE, FFIHERR ) o SEifE K e L0V ERE S
NTELED, BRWREENE, WES, ¥
Va4 F—Y R EBEBNONERERY, S%
LRBEETAY,

3) WILMERRE %

LR E RIIEEER CHEWREL LC/HE
SRRSO T 5o TERERE I BER
W&, WIRERE & O&N2S, FFFE» O FHNEE
REREFEELERE R (PSC) RBEERELE
DEHSBETH S, {EK atypical PSC & L
THEENTWAS, PSC & DERIERN R L
LT, BB TEY», MESEFTEANIZY, £
EEBREROAHI W, 2 EICEETAPP,
JREERERT R X &R T, TEREE Ok
L FFFER D & FFRRRE I T CHEBRI R Wik %
CZORMBEOBMIBESFEHRE SN
599 ERNEE R CIRERIIEE I
EL, IHEGFEERIMTDRERRZRD
HIENDY, EMRTIgGL BHEFEMBOR
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HETD 2P,

4) RIEFERRHMERE

BIEIERAERE X CT, MRIICTRERHE, X
EDIRE B, MR, BREOBRKIER, LB
FREIREBOREITRBED EA L LTHRZS
N, FDG-PET T FDG D&% 70 5%,
R - B L ) KEE, BRERERE
T2ZLXH5Y . KERIEOIEE & S5
HRELXETHELN DY, IgGi-related in-
flammatory abdominal aortic aneurysm & FE#R
Eha?,

5) RAMEREEE%

IgG4 BERERE L L CTRMEREERT L8
WMESNTELY, TREEBTIELET 24
BlbH 200, BREEBIIBERT 58RI
E5H0HHY, MR CIHEHEIEZ&SE
@0 5%, CT, MRI TIZBREICLFEMEN
TEE, ERRES, BRE, TROEBRELRZEZ
FH5Y, RAMERECHERE, REEEE
[ 1gG, 1gG4, WAEDBERARIEE 2580, B
KD TEDENPIEA LS % birds eye pat-
tern 21 9 BAHELBENTHH Y,

6) DD IgG4 BEERE A

Zofh, FTEEE?, REMEERLE, FIRR
£ FREY, BIZBRAY, m/MGR S
B 7% A% IgG4 BIEERR L LTHESRT
vy Z) 37)o

3. IgG4 DIEE

I1gG4 BIEERBICHIT 5 IgG4 ORENL, HHis
BEICEZEBES LTWwb 0%, BRI
WHDMPARHTH B, RiEE TlIfaiEER T
desmoglein 3 IZx3 5 IgG4 B B S HEH AT
FafEllE, MERRICEEG L TWwaEEEZOLNT
WwaY, BEREMEREK, 19G4 BERME ™M
BHFERL ETRERITIC IgG4 OkE
ENTVEYY, HEHEDORZEICE TidE-
TWiz\y, IgG4 @ Fab arm exchange 2314
EEROF -2 EF L LTHE S NY,
IgG4 13 ZEJTIRRE T heavy chain B @ SS #E& 48
f##E L, Fab arm exchange 2 %7-L, 220
Fab 32 % o 2HEICKETA L)%Y, *

64 : 99

DFERF—HURE % cross-link TE %L 2V, %
EEEBREEPB T oS, —F, 1gG4 it Fc
Bz L TIgG Fe AL, VU~ b, FE
FREEZHT 5, 1gG4 Fc-IgG Fe A D
ABRPERIIAHTH 575, REEAKRLES
LTI LY BRELR T F 5, Fab arm ex-
change ~DRIRBE ORI EVEZ b5,

4. IO 1gG4 BIEREBMAHH 572

1) IgG4 R BEOERKER

IgG4 BERBICHET 2 ENLHENE 1T
EEPLREINTELDOT, RENZEEL
KA 2, 1978 EREHRBHEOHE 5 12
I ) HOREEERX T 04 FIEEFAIHRET
MO THE SN2 1991 4, FIERRHBED
MEGIZ XY HCRIEEBER ORI 2 R
R LPSP (lymphoplasmacytic sclerosing pan-
creaititis) 7RFEE N, £HERBA MIF & OB
D EEENY, 1992 4, RELFERKA
FOLIELIZE Y, HOREEBEXOBS T
¥ AMBEPIERE K] & LTRBEShiY,
1993 #£12, MERIVZERNKZOHALICLY
IgG4 BfE% 2 L7 Sjogren SEEHIME SN
729, 1995 4, ERATFEMAZOEME, Tk
HICX') HOREEREREROKEBHMSIRES 1
7%, 2000 45, FABAZEDRIESICX ) HER
EERERDRREIZOWT, lactoferrin, carbon-
ic anhydrase I1IZx}3 % HCIEDRHE W E R
PEE SN2, 2001 FITEMNKEDIEE S
AHCREWEREK L 1964 OBE?Y, 2002 412
IgG4 BIERBHRERITIC [gG4 MR E Mg
DEME, FEELY, 2002 £ H A EHSES
76 [BRERFESECREEBERS LR
2002 4] BERENIY, 2003 AL -2
V=7 ORER (R BRI Sk
h LPSP ¥ &R AU E 4 M#{E, idiopathic
duct-centric chronic pancreatitis (IDCP) 752
BENLY, 2004 FEICHIRERAZO LA
I2&Y, 2277 vy (Mikulicz) # & 1gG4 DES
EARHE SN0, 2006 4F ICEEFE L G
PEEER BRANTIEUE - B AR S X Y SEThK
[ B CREMREERRIRZ 2L 2006 2SBR &
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64 : 100
x3 KREAR
s E Blank 0.4 mg/dL
n=10 N B Evh
Ty 7.6 30.8
SD 6. 04 4.02
CV (%) 79. 43 13.05
Max. 14 36
Mini. ~g 24
Range 23 12
42 SD 19. 67 38.84
S#5—2SD —4.47 22.76
(BELEREE ¢« bit )
% 4 FANEREERR
HEE K R RRE
n=5 | bkl | Mtk | B3 | k4
Mean 7.4 27.0 | 144.0 | 213.8
SD 0.37 0.73 1.87 2.77
CV (%) | 4.97 2.70 1.30 1.30
Max. 8.0 27.7 | 146.0 | 218.0
Min. 7.0 26.2 | 142.0 | 211.0
Range 1.0 1.5 4.0 7.0
(mg/dL)

n70. 2008 4, HOREMERE®RY Y RY
TADEEDD LI [HEREREAT V7D
SWTELEE | HHRIB S M7=, 2009 B A
R Ve BT SR - HAMERZES LV E
CREERESEISA FSAL VHFREEN
729, 2001 4EDLRE, IgG4 BEKEBICET 5%
{ DENIZFRXOEHE SN2, KEOHMET
HBEEDE RV REREOFETREE
B LT, 2010 4, AHEARFOHE, FHMEN
Ay —DKELIZE Y X704 FIGERIC
H OB RO IR B EAET 5 2
AR S Y

45 -
40 A
35
30
25 -
20 .
15 - o ¥y

- ¥ +2SD
= J#) —2SD

bit &

10 A

v
0.4mg/dL

N #RE
Blank

(mg/dL)
400 A

350 - [ o
3001

0 ”, T T T T T T T T T
0/10  2/10  4/10  6/10  8/10

FIRE
B 5 ARERMERAR

1
10/10

2) FFeHkELR b IS BORE

BIE, EEBHED 4 DO 2E O
RRZOEREZE - KRRz PO S h,
LEOWEE DI LT IgG4 BEERICHET
LIFEVED HNT WD,

OFF 35S0 ey
rgefEs ALk T

@ [1gG4 BEE FELERBOBHIEDHE
S E B EOREICE T A5
WRRES - BAER RS REfH—
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(mg/dL) EU/VE T (R (mg/dL) BEi~T7ary
80 1 80 -
w60 ] i 60 7 - e iy
M 40 f)—-——o———o——o‘_o__—o -[I-H 40— - & % —
B 20 < o & & o = 20 > - > < ®
0 T T T T 1 0 T -l T T 1
00 36 7.2 108 144 18.0 0 100 200 300 400 500
TSI E (mg/dL) VSN BE (mg/dL)
(mg/dL) BUAELC (HEED (mg/dL) o
80 7 80
jm 60 N jm 607 N o . "
40 & & s < & E 40 3 > * * . °
B 20 - o o _= . . = 20 - - < o o
0 T T T T 1 T T - T T 1
00 42 85 127 170 212 3 420 840 1,260 1,680 2,100
RN EE (mg/dL) WINEE (S <UBERK)
(mg/dL) RF (1gM %)
100 -
dm 80
{H 60 3 g g + ¢ ad
= 40 -
20 T T T L 1
0 100 200 300 400 500
T EE (IU/mL)
6 EHFEVWHEORE
@ THHERRE, IgG4 BEL RS >/ B (mg/dL)  1gG4 #BE3 (SRID ¥ vs NIA ¥%)
$B (IgGA+MOLPS) DHESLO 7% O | 250 7 ]
WrefERE - EIRERKSE RAH ’
@379 v VB L0 1g64 WEEBOD 0
Wb X OB HEDOE 2 AHEEICEE T 5%
Wity « ALRER A WREET w07 o
S11% 1gG4 BIERE B DOJRRE DR & I Bk § o 35’-'
ADREY, ZNFEIC oG4 BERE BRI W °.5
55 IgG4 IR DORRBEIL RO LN, Eb%
bRREHNOTBEFLENS, <
0. IgGd DBEIERE ; | e
0 50 100 150 200 250
BAM—THRENTWE IgGY 727 T Al SRID % (mg/dL)

ERE [1gG V727 5 X BS-NIA 1gG4] (B
JC : THE BINDING SITE LTD./ ®E, HER %
T6 : MBL #R &AL EFEY ZHIERT) ORE
BEt 21T o720

ARRIEIL IgGL 25 1gG4 T TOHT 7 T A
HERES Y —XDVOELOTHY, H7z0R
b J — & (NIA ¥ : Nephelometric Immuno

B 7 8B BR

Assay) ZFE#E L L, 2 7xzuai—%— (SIE-
MENS BN II) ZFHWTHEIZET %,
EREERAROBRZ UTIIR L7,
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1. REHRE

7oy (NFRE) LIERERE (A5~
¥— FERERELFRLALVOD0.4mg/dL) %%
EflEL, EH SN EEDLEE (bit fE) OF
¥iE, ZE#FE= (SD) B LUEHRE (CV) %
K7z

CDRER, T DDbitEDFIH+2SD &
ERERBOFH—2SD ICEL ) PSR WE &
P, KABEORKEIZAY V¥ — FNo.1l D
ELNXL (0.4mg/dL) Zi#-LTWwW5a &HET
L7z. (T3, E4)

2. HRERESER

IgG4 BEE DO MIE % PBS T 10 BRFEAIRL,
BN II® 20 & R/85 X — % TR EITo 72
L5, 380 mg/dL ¥ TORIFRERELES
N7zo (B5) BN 1 X 2RI DR E Tl 20
REFRAE2EELLTBY, ZOHEETL Y
VF——F 5 L HEMNICHRERT 51880
BhboTwaZ &b, HEiE 3,040,000 mg/
dL ¥ TR BIEEEE (160,000 EHREEDOH
&) LTBIENTE B,

3. FSBHRERR

KEBEOMEREZ ZNZh5EHEL, &
¥Rz (SD) B X UEHRH (CV) XKDz,
FORER, CVI21.30~4.97 (%) & RIFT
Holz (Fd).

4. HEVEDRE

i 281 (RF X 1Bl0oR) 2 HW, £EXFY
BORPEEICG 2 HHEIZOWTHRRE L. K
I TFEFzv s - ATSREFHEF= v
7 +RF (WFhd YRRy 7 AR EH) 248
HBL72

ZFORER, BEHEY ) LY Vi 18. 0mg/dL,
A Y VY Vi 21. 2 mg/dL, EIMANE S
0¥ i 500 mg/dL, FLUMZ 2,100 A< ¥
BEH, Vv~ b FEF (IgM E RF) & 500
IU/mL %<, HEEICHEBEITED LN R, o
7= (B6)o

5. tHE BB
BEMED X OREZMIE 82 Fl 2 RRAE
(NIA ) & SRIDEICL Y ZhZhAIEL,

EFLEE-F645E1T 20107 A

B Z R L 720
ZORER, HHERE (r) 0.980, EUFE 1. 06x
+0.53 & RiF MM EZ R LA (B7).
PDED X9z, RRAEII T+ 2EENERER
AL, BEEBL IgM4 2PET A LHNTES
LEZ bz,

w

IgG4 IH LR ESR, BRFS, BRRERE
24550 0B OREEER L BEOERZI &
LTOZSEZICLY, 2010 4 4 AICRBREAR
PEROLNBL L) ol IgG4 PIEITED
RBEEEXZII LD LTS IgG4 BEREICS
WTCHBERNAERENROONTE 72,

BAE, 270X M) —EICX 5 IgG4 HlE
HREDOADPEAENTWBY, kL HEICHE
TEL L) IO BFEERORENFHFEEN, 1gG4
BERBEERICbAZ), REREEIRDLNS
EACRBIENETN G,

X m

D N &, EEEE, BE ¥ i RERmIE
RKICBIT B RBEFHRET—1gGL DB Sz L L
LT—. JB&JE 22:603-608, 2001.

2) Il XFE: HOREEEKL 1gG4. HIEE 102:
296-302, 2005.

3) JIl KE:HCREEEXORERE. HHEFE
105 : 494-501, 2008.

4) Hamano H, Kawa S, Horiuchi A et al : High serum
IgG4 concentrations in patients with sclerosing
pancreatitis. N Engl ] Med 344 : 732-738, 2001.

5) JII 3, HEAKEER, ABERE b BCEE
KEBROBHNOEAL >~ b, Bl 23 : 555-569,
2008.

6) BGERI—, NIl XR=E, PREEHEE Mt B CRERE
REBET A P4 2009, FENE 24 : 1-54, 2009.

7) Kawa S, Hamano H : Clinical features of autoim-
mune pancreatitis. ] Gastroenterol 42 (Suppl) 18:
9-14, 2007.

8) Hamano H, Kawa S, Ochi Y et al : Hydronephro-
sis associated with retroperitoneal fibrosis and
sclerosing pancreatitis. Lancet 359 : 1403-1404,
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