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2018 B Rzt RERREOMESE

A ZERIEHE
. PEiEX
a. NFEANEEKR (diffuse)
b. [EJEIERER (segmental/focal)
1. EEEOTFELME
a. ERP
b. MRCP
1. mEFMRTR
5 eG4 e (=135 mg/dl)
IV. /=ErrR
a. LFOO~@DDOADS S, 3 DU EEZFED L.
b. UTFOO~DDFTRD S B, 2 D&EFRDD.
c. @FRD5.
OEED Y 38k, FEMIORME, Bl
@FRYL 1 HEFE720 10 EZ R D 1g64 Bt E M=
OfEZEARAE . (storiform fibrosis)
@WEAZEMERIRSE (obliterative phlebitis)
(® EUS—FNA “CHESHMIN A 788720 .
V. BESMRE : BEEMHRRE %, FMEMERERE - HERIRK, RIERGHHE BRE
a. FEARAOE
FRPRFT L3S KON/ AR C, SMBAE OFE(LEIRE 2%, A LIRS - ME
e Mikulicz 9%), RIEIEHMEED D2 UVNIERE L2 T 5.
b. JREREHRNZS
TECHERRAE S, LM - MRS, RIEIRRMEIE, BN DRHEHI7 kR
ATz 5.
VI. X704 FAERDHR
BRIV TS, BEEOIEEZBRIMEIC, AT 0 A RIZ X DIRESR AW
HEICETZ L TE 5. FEMRRAOENNE LGS TSR NS 25|
(EUS—FNA) HIIR2I AT (LRT IVe), JWERPRO7ZR BRSO EW R <, A
TaA NEGIZE DL 7GRN 5 _X& ThHhDH. LIzi->TVI X 1Ve
ZEfEL TV,



©

© B

. B
OQUFEAR
la+<III/IVb/V (a/b) >
QR
Ib+1Ta+<III/IVb/V (a/b) > 2 SLIE
Eylt
Ib+1Ta+<III/IVb/V (a/b) >-+VI
7203
Ib+T1Tb+<IIT/V (a/b) >-+IVb+VI
QIRESHRR IS

FREAL . Ib+1Ta+<III/IVb/V (a/b) >
F7oIX
Ib+1Tb+ <III/V (a/b) >+IVc
Eylt
Ib+<III/IVb/V (a/b) >-+VI

1. ¥+
OFEAA : Ta+1 (I a/b) +VI
fRJEH - Ib+1 (I a/b) +VI

Z*  DAETIHBHTENG 2 ZOFREMLD H 5.



2020 1G4 BE-ERE{LIEREE KEDMEAE

A EIEE

I. N/ RPoMBE RS, -

a. ERC

b. MRCP

II. NHAEBEACELS
a. EUS/IDUS
b. CT/MRI/US

M. AT A
& 1gG4 MYE (= 135mg/dl)

IV. JHBEAT A
aixin,v)%%bé
b. v) ZEDH

c. i), ii), v) DOETE iii), iv) D7 EH—2% D
1) BEDOY K FEHIROIRE & R b
i) FYL 1 FEFN72 0 10 AR D 1e64 M BRIz
i11) TESEIRAMEL (storiform fibrosis)
iv) PAZEMERIRSE (obliterative phlebitis)
v) MR 23R 720,
V. BEESMEZ
a. 17 H PR
b. TgG4 BHHUFAR « MEEARK Mikulicz 7). TgG4 BEEZAGNIGHRHERE, TgG4 B
R i
VI. A7 A RIBEONR
BRI C I\ T, RO A BRIMEZIS. AT rA RIT K DR A2 2T
HHEIZED Z &b TE D, EMREOER N UG EIRE APl E2 2]
T, BRI ORI 72 < . AT a A REERIZ L D L5 7Rk
BT HRETHD, LIEA-TVIL (X 1Vb Z2EFELTND,
AT A RiGHEBRAGH 2 B EILAPNIC ERC £ 7212 MRCP (2T 1 [BEHME 21TV, R0
LAIVRTIUL, B EE B O CHIREZBET 5,



Co
3\@

b7
ez, YEME2 % 1gG4 BERE LIEIRE R &3 5,
[. fEz
OVad v
ARES 53 ¥E Types 1, 2 Ta/b + Ila/b+111/VI
R %% Types 3, 4 la + Ila + IVb-+III/VI
@Va 72 L
AR KE Types 1, 2, 3, 4 Ta + Ila + IIT + IVa/ VI
S BRI
Ve Z58 5,
. Y2
DVa b
ARS8 Types 1, 2 Ta/b + ITa/b
REAEHS/7HE Types 3, 4 Ta + Ila + IVb
Ta/b + TIb + VI

—_

@ VaZplL
NEE S Types 1, 2, 3, 4 Ta + Ila + IVa
Ia + IIa + IIT + IVb
Ib + ITa + IIT + VI
. %2
@D Vadb
NEEE %8 Types 3, 4 la/b + 1la
Ib + IIb + III
@Valpl
AR5

IR

Types 1, 2, 3, 4 Ta + ITa + II1/ Vb/ VI
Ib + ITb + IIT + VI

4+ v, | FRX
sk JHA G5 Typel,2,3,4 130D 1c #BHBO = L,



2020 1gG4 BRERAR - HERAR S FOMTELAE

A. ZHIER
1. R, H TBRE DV FIRoIRZ £t G » ALLEL) T390 5.
a. ®FRE 27 LIk
b. 1@
2. IMIEFANTE 1g64 IE (135 mg/dl LLE) 23880 5.
3. TRIRED D\ IMERIR AR (23572 TeG4 BRI MRe=E  (TeG4 [t/ 186
BEPERIRRS 40% LA E, 73D 1G4 BEPEIZEAIRNAS 10/hpf 2 2 2. 5) Zidd 5.

HH lat+IHH 2 £723HA 3 &m72d b0, RWNLITERE 1b+HHA 2 +IHH 3 20
b2 LT 5.

M Tg64 BRERIBOHIMETH Y, SlfanmiZa o Z &b, SR, ¥
Jbadf R—=I A, ZHLME Castleman T\, ZFEIMERIEPIZIEE, BMEY o /NE, iR
ERHIToND. -7, IHH latIHH 2 THEZ & SLA%A D AIRE ThIUIAER ZIE
ITTHZENEE L.

CER*) SERICIXOEREST



2020 1gG4 BEEB MmO ESE

>
— \\\$

SRR

PRATA., TEREREMAL Cﬁ%ﬂ@ﬁf”’i’%@&), MR T IgG IMAE, R AL
JE, & IgE MIEDWT &R0

G RS BE TR (OF AL imﬂik EIE DO ME AR, B
B iEEE (hypovascular), B FBEILEINZAS) ZiD 5,

3. MM E IgG4 1SE (135 mg/dL LI L) %:a.m&)%.’)o
4. BROFERFRFINCLAT O 2 SO LA RD

Co
¢

© B

1. #

o = DD DN =

I1.

_I_

_I_

a. HEWHRY LR, B ”-ﬁﬂﬂﬂ@@/xﬁ%m&)é 7171 L, IgG4 BHMERE AR
IgG4,TgG Botflpatt 40 %Ll E, H5V NI 10, hpf %z 5,
b. IR A B Y PHE RS 7o L A 5R
EVANTEY N
a. BRI ONEZR OB AN 2 U o ER, BRI ORI & e 2
WD, T2, 1gG4 HYEE ML 1G4, TgG K FHfEE 40 %LLE
7> 10,/ hpf #i#EZ 5,
b. BN DIEEH IO TLLFORER « BHRETROWT I ETRD 5
1) RRAR IR
2) A NS D VX EIE T AR
3) 1 A OO MR A BT 2 BT
4) ZNENEHRHERE O BT

3 + 4a +4b

3 +4a + 4b

3 + ba

3 + 4a + ba or bb
3 +4a + 5b

D
1 +4a + 4b
2 +4a + 4b
2 + ba
2 +3+5b



W

ITI. %%
+ 3
+3
+ 4a
+ 4a

+ bb

DD DND= DN =

f1&c
1. ERR BRI 224 2B BT 5, ANCA BhEmE 5%, ZHIAESR v v 2L~ L,
HPEY N, extramedullary plasmacytoma 7¢ &
2. HEBZWNCIRWTERNZ BT 2EEBE O 5, EIEY 30E, B (R EEOE
&), B, BEER I SRMERENFE, Lol R— R, EOER
mE)

ORFTR. BERFE. BREREL S TALHOBEEEEZRD S
o
BIgGMIE, EMEME. MBEREOVTIAHZRH S

- I

[SLE. m#Es. MCDACBEAMORELRHTES | | iR B B #BURCIEGI-RD 2R HEN - BEFRY S5

==
B

l Yes lNo l Yes

[ EEICH (3 xUnlikely) | | @i 18G4 > 135me/dI | | @BcIgG4-RRDIHBIABEFRA 53 |
l No l Yes l Yes
[oBrErs | [ @BClG-ROBHENGEGHRN DS | ® Mm% gG4 > 135me/di
4a+4b No i Yes Yes No
ﬁp babl
| @BFEE |
AT/
OBRETR farto e OBFETR
a IgG4(+) PC> 10/hpf %% LI 1gG4/1gG >40% TA/E
b AR AL y v ﬂ,#
| Definite | | OBIRE | | OBINFE | da+4b
4a+4b 4a
5a or 5b 5a 5b 5a
A. A,
Definite OBNFE | Definite | [ Probable | [ Probable | | Probable |

®a: BHNFEICHEMIRREN B Y
18G4(+)PC > 10/hpf 72 1gG4/1gG > 40%

Cb:UFOWTNAMCEET S
AR IR

1R A S RBEHRERICEBT 2EEKRAR
PR REFEHRHERE D EIRAT R

)
; MASE RS 2 W IEH TRER
)

1864 BEEERDEZMD 7 ILT ) XL



2022 eG4 BHEFERARARBIERE

A.

BB 0

E{RAT R E, TiorRowFnr oKL %R0 3.

FfiF - HERR U v SR, S SR/ R M E R o IR, NERIREE DAL, fEHiR,

=R, MIORZE, e IR

I3 1gG4 B (135mg/dL A L) %389 3.

JREFT R E, MR OMBICE O TUTOO~@DDRREED 3.

a:3HHME b:2IEHH

OREXZIME R, NIEMIEEE, MfSs & o RERME~DFHLR Y v 8k, HEMiE
DFiH

@lgG4/1gG GHAAEEL > 40%, 72> 1gG4 FHIEMINE > 10cells/HPF

QPAZEMEMIRZE, b L < IZPAZEMBIIR 2

(@i EA et J&) R o RF Y 7 SR AE (L=

M E8 SRR 1< C, 1gG4 BHEE B O fERAIFS WL HE 2 CHEERZM S NN D 5.
(ZEFTR) AKHAIIAE

TED  H R W HE O fE Oy RRARAE L 1 HE 3 2 AT L
H2) HOREMRERERIRZWIELYE, [gG4 BRE X 7 Y v VIR ELYE, eG4 BHE e

(]

W ELE, gG4 BEMERE(UIENNE RERRZWIEL HE, 1gG4 BLEIRIEZWIELHE, 1G4
BESH R B PH 28 / BRI BH 28 35 & ORIEIERRAEAE RS W AL HE

B

WEERBIT (definite) : 142+3a, 1+2+3b+4

M IREERZ T [definite (histological)] ¢ 1+3D~@F ~C
72 (probable) : 1+2+4, 1+2+3b+{EHifRIMAE, 1+3a
%t (possible) : 1+2+3b, 1+3b+{EiffkIiE

s

FERMEL U F v v RV~ VIR, ZRIME RIERTIERE, FREERY:2 FE SR
MEE, FErEPERVE M2, BIERERE SR R, yrad F—v X, IR RGLE,
Rosai-Dorfman %, inflammatory myofibroblastic tumor, U v SJEERRIZFIELE, Y
vol JE, iE e e




HMIERCT TlgGaf s

AINE - b= oF g
Yes ¥
1fn;%IgGa No/unknown .| REFRAMEABEET? | No
2135 mg/dI? Tl BHRSERSTED?
Yes Yes v
v Gﬂﬁ#ﬂ‘]ﬁﬁ% defi nite(histologicalD
IgGAEEE B D ¥
ERELEEE-T | No
AR At gl A »( B Aunlikely )
B3 Yes ? T A A A A
No Yes"
ERERMI i B REZMIC RS
S, B, ¢ WERREORS (BMAES, B, [N
FERNTES? FILIAF—L %)
Yes Yes‘ o TED?
BIEREER || ommmman :
= ( L BRE N | | mERR23EE? [ FEF R 2 HE? 2
iﬁﬁ% probable HLaAF— R E) -
RN TED? Yes e
T ves ESRRAOI AR |\ BERERISfOERE |\
No (CD, CSS, SLEE)% 4— (CD, Css, SLE%)%
REMRz2EB? st cES? ERtCES?
Ye:
N
Y"sl s EmknEsY? [ 568 possible
v Yes

( FETEZ M definite ) #FEE probable

1864 BEEMIRZIREDBID T ILT ) X s



2018 1gG4 BREXBINREIRE X/ BNREFE 2. RIEIRRMIEDDITEE (BMDIEEH

A ERIEE
1. CT IZXDEEZHICRBNT, LITFTOX D A E7ED 5.
a. BEHREE (SMBUHD OREMERZ (2 2R 2% b U< 13JE P R e
b. B DIREREZ )T T ONEEMIRZHS
c. EHENEIEILOBCIRIGTRE (FZHIRNE)
2. IMIEFHINTE 1G4 E (135mg/dL LA L) 238D 5
3. WEBHAEFAOC, L FOO~@OMRAT RO 9 H.,
a. D2OOH LITOQD%EFRD 5
b. DQDHZERBDH 5
OFB Y 2Bk - TEEMILRE & B °
@1gG4 MBI 72124
ARRIRIA © TeGa BRI > 10 {E/hpf 7> 1gG4/TIgG tb>40%
BIBRARIAS : SRS > 30 fif/hpf, 1gG4/TeG Lk >40%2 DGO OV E A5 AT)
@IEFEHHE (storiform fibrosis)
@EAZEMHIRZE (obliterative phlebitis)
4. flfigigs GRAR - ARPZS, MERAR, B, TBE. &g, b L< iﬂm) ZEIFERWTHE
BHHNT, BlsEsORFERZHREEDOHEZIZ A BT DT A 780
B. ##R
72 1(a/b/c)+3a &HDH WX 1(a/b/c) +2+4
W2 3a HDHUVNE 1(a/b/c)+3b B DN 1(a/b/c)+4
§E2 3b HDHWE 1(a/b/c)+2

wo o=

*1 KA CTIEAEO IME A ED7R O, ISR GEBIR7: &) Tl IMba Lo Z
ERBHD.
*2 MAEWENLIR @IRE) 2 1F 0 56 L HEDRWGE R B 2,
*3 EIREE P ERE DMFREE, BULMRZS (RIEE, 562, s &), g, By o
N, [EFERE. Erdheim-Chester ¥i7¢ EMLOOIRAEIZ X B IMAEREDZAL Tl CTE 2858 %
Broh 2%,
x4 KENR~FIE AR~ E Bk L O SR GEBIR, HASHAIIRENRCIH B s &
DREWRAHD— W/ IR \Zhf5T 5,

B it L O HERE AT T D,



*6 IR CIIIMETIRDORIETH D, 7272 L. BB KENR Tl ER DN S E OGS0 5 5
*7 FLRRRIL. BRI O3 I3 BT e L AR CRAZEMIRR 21 5 . PAZEMFHIRK ORIE
IX Elastica van Gieson % @*EZIK’C@%EM%)?E txXnb,

*8 AP, PUIEME, AFHERENE A E O IVRWETRTH Y . O A BT ERC ofRkT R
DFEERTT- U= & U CHEE W A2 554,

EHAREE (SHEEM), HEVHLERRE, B
SRR HBM T BB H S

(=4 I l.‘l.“

A
v
EER B SRR EER S MIFT nmsmmﬁgmasmm
ROOZDERFEERT im VIO BHERET
Wi E | | [E3N
EEHEEOREHETYOFRRO || BNEEOoREHEYARTRO
IH+Z+E/ B0BHEELT 2+ EnBfsErT
W E I 2w Vi
HElEES TIoGuRNiR {5l 3 T IoGs M B
ORI NTVE FHEITRATWS ‘ i ‘ |ﬁﬁ§ || i || TE ‘
48 [RIRY & [F{N WA
[di®1g64>135ng/dl | [ MiIo64>I35mg/dL | [ mikTo64>135mg/dl| [ i IoGh>)35mg/dL |
(=45 ] WINA RV | LATAT SR - N WINE W WM E
|m§| ‘*m&” ms| ‘ 5% H —_ ‘ |ﬁ!m$‘| ﬁ§§| |m§|

[gG4 BEEXBIREFE 2/ EARBIE %, RERRHEEDZID=HDT7O0—F¥—+



2016 [gG4 BE:EHRARBFOMTESE

A. ZHIER
L B AL CIREIER, = SXHRRIER, SMBAIERDITD, S F S F 7o RRAHkI ZNE8,
MR, REEMERZENA B D
2. JAEMERE A E I U LBk L TR B, RRCERHELD3 A 5.
IgG4 BB~ B, Tg64 (1) /TG (+) Mfaktds 40%LAE, E721 Tg64
BRI SRR (X400) PIIT 50 VL |, &3 b s 35, LILLIE
G RN WA NSY g W)
3. MIEFHINCE 1g64 MAEZFRDSH (>135 mg/dL)
B. &M
WMeE2ZWiEE (definite) : 1) +2) +3)
HEZUEE (probable) 1) +2)
5okt (possible) 1) +3)

C. $ERIKEE
Sjogren SEERE, U N, Yoo R—T R, SRMMEMERIEEIE, FIRIMRIE,
FPRVEIRTERE, M « BRI K D IRIRISOIR B,

A5 ; Mucosa—associated lymphoid tissue (MALT) U > /NI 1gG4 Btdstiin a2 < &
ZENDHY, HEERND LI



2021 1gG4 BEE@ERRIARRAREOMTEHE

A FEREE
L HRRBER
1. HR— =2 —Tof= a2 —k
II1. iy TgG4 D> 5 (>135 mg/dL)
IV, HURAMRZSIZ ST 2 BRI .
FURIRZ I3 1T DB 70 U V7 RER « AR OIRNE & (L
(IgG4" TZE Al >20/HPF, TgG4'/1gG" TREMIaLL >30%)
Vo s
IR C351T D BEE 72 U w7 EK - TR ORI & i b (TgG4" TREETHAE
>10/HPF, 1gG4'/1gG" FEEAMIEIL >40%)

B. kR

ez o 1+ 11+ 111 + 1V

Yz © (I + 11+ 1V) or (I + 11 +V)
Se2 0 T+ 11+ 111

TgG4 BEEHRIREE AL, TeG4 HURIRZE, U —F /LARIRIE, 1eG4 BEEARIC R S H
K%ﬁE%AUO_hafﬁwﬁ—ﬂ~7y7ﬂ%EéhTwé

LUF oIl 1g64 73 592 HRES 164 M E N RIS 5 RAE DR 232 T
b5 BYWE, 7LV ——RER MR, B OERR

1G4 PR RRRIRE BRI 31T 5 FUR IR = = —Pr i

B ORT o —fECEe T o —ia 5T,



2020 1964 BIE T RAXD WL

A FPEIEHE
[. FEf
1 FEEARRERRERA X 5 RPTERE E 7213 T ERASEER TEC K DER:
2. FUXMEIRARIEIZ & 2 JiEfp:
0. A - BT
1. I FEARREERVE O 1 DL EOFRMER T OREHR LT AEDIK T 2780
%
TEERREEARVE 3 WIERERI 2361 2 BOSHEDIR T 27890 %
HRXPEPR BEL S A BT DA T A58 5 (1)
R C T IRARO O E AMIER F 721 TR EOINEEZ R %
1M TeG4 FEEE DM ZFRD 5 (135mg/dl LIE) (£ 2)
TEAERHEARI SIS T Te64 iR E AR 2780 5 (113)
fitiliga i 2R 2 3\ VT 1G4 [P E iR 2500 5 (HE4)
M. BB
1. FEEOEMEICZ,
2. AT uA NREPENT HHDBLN, HEHOFAC, MiseRZs (FE4) 7
HET L ENHLOTHEENLETHD

NS e e w

B. 22#R
fife 5451 I oW ETD L, 2, 4, 6 72X N D 3, 4, 6 &A= T H D,
(RITHESER] . TOWTINETD 1, 2, 4, TEZIIND 3, 4, 7 &w7I-TH O,
eVl cToWnTNETD L, 2, 4, 5 ELIXND 3, 4, 5 &w/l=THD,

(1) FeRMERIEREREIR FESMAET DA R RANEE 29 2558038 2,

(7 2) 135mg/dl b, AT B4 RESIZEZVIKTTD 2 08B RERICHET D2 &
WEE LV, I [gE IREEDMEINT 5 Z 2030 5,

(:3) TgG4 BEMEREMIEA 10/HPF 2 8% %5, F72iX 1g6G4/1gG Bt ERlakt 40%L4 E,

(FE4) ERNEIHHERE, HVEMEATZE, B CoeMiese, IRIRERIRA 72 & Ol AN %
<D HID,



