9G4 BE 3% K EhAk E B8 3¢/ EhAk ) B 5¢
b L VEERBRHEN L ETDIEET

Diagnostic Guidelines for IgG4-related periaortitis/periarteritis
ond retroperitoneal fibrosis

BARRBES - [964 FEREARPERT—F T N—TRE



XL &®IC

I. IgG4 PH:EHRB L IT

Immunoglobulin G4 (IgG4)PAiEFE B, MiE 1964 {ESE ¥ ABMEN D 1964 FHlE
MEMREOZHAICLIEEH S VIIRENRBREOHRTHEIITONIKEET
HY., EFSH2001 FICACREEROEFI THRELLEZZUHIRMTH %,
I7YyWiEd Io6s BERBETH S Z LHABALHICRY, TDE. RIkDERE
DLBHIBB THRETEIIUNPASHIIRY, WSOHIDRAENEBERT.
1964 BYi#E% B (IgG4-related disease) ¥ \\ 5 R BHEZHRBIN,

IoG4 BREAK B(X, —ARRYIC, RTO4 NGRS EDT 345 PICITEEER
MDHLDX, BREBZRVETLOHNEFEEL., BEESRICH T SBEMLDHETIC
LYYEELHERELZETILLH S, oL, BREECARERL WV
/AR, ST LLEMEROBRICRSLBWITI—RAbBEET S, 2O rh
5. Ig64 BEZR &I, 2017 FICHEEEERS (5 € #EA% 300) ISHBEI Nz, FEE
DB EBIEISITV, SEEBRICOVWTHETZ 2 eh, RATICH E L TR
5NTW3,

2. IgG4 FRER BN

201 FICHREIN-TIELHEETIE. BB L2 ETUERAR. ©/F 1964 {ES1E
(135mg/dL WAL). #A#EFIFFR (FEA%L ) > /53R, 1964 BRMEREMARIZME L 1R
MIL)D3BEREMILIEAIC, Ig64 BBRBLHESMETEILELINT
W3, —4., oG4 Bi#KBIX. RET IMBICL > T, BEERAL VL ITEBZ
ICEHBERTEINH S0, TOZLE2MELE. BREERNLSMEE
DEFITERMRTREINTWVWS, TOHICIE, WSOHODEEEZH/-HIL,
YHNHRSSICH T 2 REBABFIRYEON TV LR THHEZICWEHEHIRE
INTVWBHDNHLH 5,

3. KENKA RS/ SHARAEE K S & VEERMRMEIEICH T 5, IESSIFEAO L2
BEREDSLEMN
SNF T3 1964 BEDKENIREIE R & & UEBAREI B K 222877 51213, BiE2
BIEENDHIFIRATRETH >0 &> T, LT B0IC1E, RBLETH LA
ThH-710, RBORBEDE L, S, RENICERIBHETHSBELEEL
TWEEEZONS, TN LI, 1964 BEERBIIEEHR THEIILEEL
7=13E. EF LWl rlzWwAikhdh -1,

CORKESF A, SE. 1964 BAEREHAIREE S /EARAIE KIS L TH, &
BERNWLHEEDREFEENSTPNE LI -, $. EHBXAEBIKAR



RIX, BERICEEESEELDOENIASH TRV LS, BHEEOTE
% . IgG4 BAE KXEHAKE B 3¢/ ENARKE B 3¢ & & UM E RERRARMERE L 3R E L 7=,
COEER. BARERRBEZROEMEZRELRTEL TiThN, liE - nEK S,
g st, BEOZIFOIFZA/N—MImA T, BEHHEHENEBER
IREAEEED T1o64 RAiEskE, (CRAT 2 ATMEM(FEY). 964 RAEKE
DB EEN VIS EIEH OMEILE BIE TR H(EEID S SmEI s,
i3 1< 1T 5 1964 BEKR B O EMRACLHIBHOKREICHEL TSI LTS
ANR=bDERT—F2TITN—THEEIHELE(BR2),

AZEEETIE, ORBRBOIFRIZEEEDHEK I L T, #2, HEES,
BRI L— RERIT-,

Fk30FE5H82808
AABEREZ TS « 064 BEKBAEMERAT—F 7 7L—7
AR {Efo



(BH# 1)
IgG4 P& KENARFE B 3¢/ SHAK R B 3¢ & & MR RRRRARMERE D 22 D581

l.
a‘

WN'—W

CTICL Z2EBEIICENT, KTOLI AR 2D 3.

EREE (JMERD DIEEMRE (2 < IZ2AM)" > % L < IZABEK
LR ERERS

BEHNSRERICHIT TOIREMSBES

. BRARBRORIRKERR, (EIHRAMKE)

iR E 1964 fmBiE (135mg/dL A L) %23RH 3.

RIBAABZHIIC. RTOO~@OnMBFRRNS b,

D% LLIEOQW %R 5.

O0OLES T3 X

OFERL ) >/ 3R - RoEmARRE L g™

1964 PR E MR E A% ZHE

EARIRIK 1964 FRMERE4BAAEL> 10 {B/hpf 5> 1964/Ig6 bk > 40%

IRR4R K © IR MEMmRaEL > 30 {B/hpf. I9G4/IgG EbE>40%H0HFEEfmEED U F
AR TR)

QIEEIRIBHMEIL (storiform fibrosis)

GAEMERIY (obliterative phlebitis)

. flligzz CRAR - BREE. "ERAR. BRES. BE. BhE. b L < I3M)IcaiE

BTEE, H 5V, BEBDOFROLETEEDNHLICERNT PR ERD 5.

2 1(a/b/c)+3a H B\ IE 1 (a/b/c)+2+4

. XrE2 30 HB\IE 1(a/b/c)+3b H B\ E 1(a/b/c)+s
B2 3b HSWIE 1(a/b/c)+2

"/, "FERIZEE%RT B)

x| KfETIEAEORMEE FEHR WD, PREIK (BEAKE L) TIZR
FIMLEHES 2 HH 3.
*2 MERELIR (BIARIE) 25 B L HELRWIEENH S,
*3 BHARERILCMERE DR, RPMHRE (MEE. &% EB3RhY), f
., B >/ fE, EAE. Erdheim-Chester &% Y b DR
RBICLZ2MEENDTTHAT I 258 5HINT 5,
x4 KER~ RSB BIR~ NGB EIKS L OPREHIR (ZEAK, LASREIAE
AR BRENAR Y ¥ D KBRS S D— R/ RGBT 5,
HSEEELIVLEBREICHERT 5.
b\;}%ﬁf)ﬂm‘(“mﬂbﬂﬁi%wﬁﬁ'@& 3, =1L, BBXEBIKTIEPERISENIFE
*7 #RGR 1T, BB TIZBMEIZIED L AR THAESSIRE 245 . AEMHIK
KOEEIL Elastica van Gieson R EBIBARTHHERNHEINS,
*8 EIE, AFAE, FPRFHIBEROSNLVWAHARTHY., RoNSBIELED
HEFFROBESE L LTHEELHMEET,



(&5 2)

AR R EICH ozl BRAT—F T A N—

K4
maEN
FE F
AR{EF
£ 32335
hnik &
HERAETE
k@ BlfT
HasE
FKELT
mifRE
BEERER
K B
AtE=
7K &R %0BR
E B
BN h—

PR IE 48
REKEEZE
EMKE
KIRERKZE
®REHREtL> 9 —
REKE
EREMEMKF
BRKE
RMEMKE
BISKZ

=HE Wk
BE P RERR
EMRFEZE
RiGKE
2RKEME R
EERBUHKE
BaEMKE

(A+ENE. BFREg)

faRE AR
RE2ZH
ERE AR

W ik ofn i SR
EREAH
aREAR
fRIRE

W ik ofn i S
W3 ik ofn i SR
famB AR
RIBRER
EREZHRE
EREAH

Vo< F - BREAR

& s
ERes s



(BH3)

Tg6d RAEAEIAKAE B &/EMKABEN S L CVEBBERHEENSHOLHOTO-F v—

BHAREE(SMERAD, HEVRIBRRERE. R
BRERICREOLERRRYSH D

= 4% I WA E
B LR OBZRMF N LA LE R RRT QP
ROD+QDBHEELT ROD+QOEHERLET
WWE 1 (=48 YN Ay
BUELORBABTHA RO | [ BHELORBRGEHAR O
D2/ @DBHERET || D@1/ GDER EHL T
WA E I [EEA (=4 I WA
RS T ToGA BT RS T IoGARER 25 s 25 <
FHBENTV S PHBINTL S s i e ol
EON VU A EOn ¥ 3
| f3%1g64>135mg/dL | | miFIgG4>135ng/dL | | ;i%Ig64>135mg/dL | | i IgG4>135ng/dL |
(ET | YAV AN | [RNAY A F WY | YAV NN | WA E
| | e | me | | me || we | | wee | wws| | owee
,6,

201912 A20 B & 1E MR


matsudaira_k


matsudaira_k

2019年12月20日修正版

matsudaira_k

- 6 -


(BH4)

ABHBEDERRERICHI--.BESEHE 19gG4 FAEKBICEAT AN
BhA - IR BEARARMEEE DRI A /N—

K4

me E=Ao
AR {Efa
HE X

N RE
%8 Bx
%8 ®HK
MEF FE5h
=18 BF
{EikE FEEE
2B

ER oy
HER Fd
iR BERX
WA B
KE fRxabp
LB fafE
AR TR

(B+ 5. BHFREg)

PRIB ¥R
REKRKZEZS
KIRERIKZE
ERRZEEZE
MARERAE
E®RKZE
&REEtL>I—
SRKEMBEH
KEKF+FRbx
AL KZEZY
WP RKZEZER
REKFERS
B P RERR
EMRZEZER
&REEtL>I—
ERKEMBERHRR
RKZEMBHPE

EIRE AN

&R ft

RatiREt

A
EXREAEARREFZRBEREF
WS fn B S

)< F - BIREAR
Bl - BIRm AR
RiEFH REIREFARE
FRIEER

ARIRERF - R IR ST F
RIEERER

BREFHE

WS fn B S

)2 F - BREAR

)2 F - BIREAR

HLIRERKRZEFE RE )V~ FhRfZE



