[RGB A TE R B
IR TEIR B IE AR SRR FE 58 5

RIS & DL R e &
ZFHIZEDWVEERREZABEDEMR
LU EE S OFEL

MEfREE TR E—
TRE254E(20134F) 5 H




[. BFEMFITHRE
IEE LR DRITEU RS & 2 BV BB D ——-
Eny o Ul ish Ol B 25

II. HFFERRDTUTICEET 5 —5HR

(e mEEDOFICERITNE S TEEA)



BAEFBFE R M E (EHERBERITIEEZE)
| (kefh) MHEEmEE

WFFERRRE « JEEMEREIR R D2 BT ETEIERL & T IUCE S W IZERIREFRE O ER
72 b N2 EfES ORESL
SREREE . H23-EHE-——f%-086
MERERE R4 E=NR
W EhEER TN RFRFERREFZH RN RSE - 8%

WRES EEEERELIINEHEREOBEEIDE 2 TH e T 5 ERARH O
TEMEREMRERTH Y | BREEFREIHRANICATHLERBINA TR, 4
B, L0ERE, HEEOBRVIEEEFERERL O EE L /Bl LARERERICE
ST, KEOBIRIES B ERT 5720, RETHD TEEHE LT -7,
R, —REAE T 1904 #E5%(38.4%) & W EIERE LI, 324 FIOTEEIHERR
STz, ZRAEDOER, 178 IO R FRNERE SN, ERIT. FHRIT
0.949/10 T ATH Y, THRIEEFHIT 59.0£15.4 T, &R TIIHA S RMEZE
IO R 0T, FEFEME, BEEOEFE G EIX o7, MEEOHE, &
BERE L L THRSZ72D DO ANCA BEME R 21 T, kT Wegener AIZHE
fiE 20 5], ZIEERMAEEMES)S ., 1gG4 BEEE 5 I ThH Y, ANCA BEE
B 1gG4 BIERB/MFS #A _KERTH S Z LB LNI - T, BiEFO
—XETA T, &L b DOITEERE 128 FI(71.9%), RWTHRAEE 57 $1(32.0%)
Tholz, FHRFMFTAL LT, MERER, 117 $1(64.9%), GEEHRER S
TLHE 47 B (26.4%). Tholz, IRETIE, ARAEENIETabh, s
BRIV EDTHDLAEEERD D Z L 3o 7z, ANCA BBIEGIZ M D4
ZEMER] & LEBE U C IS < . BERBPIRER E 2D Z NN &3 bo
o7z, 2, BIBREAT oA FOATIRERCEL T, SREMEA &
HEEMED 0T, 3t LT IgG4 BhER B/MFS BEIIMEREL D Btz <, M
HRRERN L, BREICBREEEN D ehote, IBETIHE, A7 24 RICKE
| BEFTHY, FHREFTHoT, SHBIL. IEEHEERERET L~ A EE
L, Ji A MU A v BURHELIER 2 b SEAIR CEERA L. FHRBEOR
BEHIT,




Mg EE R4 - TR FEE R4
K OET R FEEEIC BT DB

T B R AR - B

REH EE
IR R R FEAERE A - 2%
T

AN E B R EINER E ST
TSR BN RT - HPR
TH BEE
BEERRFNREASE - BT
RHE EE
FUM R FRFEIRE R T3
JiE S PR AR AR 5 - YEHT
WF Rt
TN KRR Bt N R - SEET
SNAE BEA

A BFEER

AEE 4 ¢ (Hypertrophic
pachymeningitis; HP) 3% FErE
DRI % B8 L+ 2 R R
DEIGHEREBRThH 5, EEOBIEAE
L EEIZER T 2EEENETLE, B
TRFRE, MfEE, FHREEL R, 18
e LTIRIBREAT oA FEP
TEIHEOIEEITK L TG &
RVBEEOEELETZLHEN, K’
HENICORREZ/RET D Z LA

BRGabd D MEREORMEEILE,

PEEREMEZE e, U v SER - TRE M
REREMEORELZRTZ LD

%, ¥io, B OAREMEEROHITERRE
T, IgG4 BERRE L HP & DA M
DEBE SN TS,

L2xL., ZOHETHRAR, AKX
PR BN G BFEI SN TN DD
AT, BREFREIIHRANICATS
Eip STV, — kb= Ot
BIEANT < T THH 0, Fik

TIEBE. BROREIe<2En

TELT, H2ER CORBRRILRZE
PITR DI TN D, £, RRRAITHE
REREHRAENE 72 & D LR EFRARMEE
(multifocal fibrosclerosis; MFS) Z
BHTHIZENHLNTRY., WEE
TIX IgG4 BEEER L THRNEFE N &
20 o0H 0 SRR IR T
D CIEEMEFEER BV THEEIZR
BELTVD Y L SBA [gG4 BT H
HlEFELE, Tz EnD, B
EMEREES & MFS OE5E T IgG4
EEEETHARELER L, L
22U, IEEMEEER & 1gG4 & DEEE
WZDOWTCIRERIOEFIZ DN T HFE
BT TWRNWZ L%, RE
PR 2RI 5D D BEICONT
LM ER TR, 2T, A
e Cid. (DIBEMREER O M EUE
R L CERREFRELE L. H
RE, GOHE. TR, IBREOERLH
LINZTHZ EZEBET D, T
QEFEBIFER., FMEE, HTLV-1 72 &
BYYEDEHERET S & T, BE



MHIEER OREICEET AR FE2H
HEMNTT B,

B. WFEHE
D FEET e X T ONTDEE
WEIIEEERA DD 20 1gG4 25—
RHNHELIZFE L TV B O, #
néd TGF B = IL-10 72 & DOfEHE(L
WZHEGELEDLYA NI A VOEETT
ER—RIT, TORR, 20k H7%
eG4 #FHE T HREICRHDTIK
M IgG4 EADRTLET 500, T
NREENEZHALNIZ LI,
2) FEErFHIMENT - ERIRAVMRLT
TRk 23 EEICEEOMBNEL, M
TREESNEL, BB AER, /N AR
(BERANER L), BREERT S
BT A R Z L ICERE L, —IR,
“RABEE R BN L, BIE, BIXE
EXRTLTEY, EEFFEEITLY
B, FETENEF OSHEIFRE &
Sl Bl ENZR/ET —FICAT &
EEMFEELE AW 21T o7,
(fREEEm~DELE)
AN R FREEZE S DK
WEZITCER L, [EEMRERICE
T AfEEES O (3. AT —
LRz bE]CAID, BE, &
F&IETR 8 AMTEARIFZE D[ E#R & Web
FA b FUNKFHFRBRARR— L—
) BT ABRICE VAL R
THREZELFRELE, D& LREE

DRELEIVAEEICES=FR

ZIVE (BEFERIRS e &2,
T) L7z, ZOBRRIZBWT, EBRE
WL, WLTHARIZHE LN E S,
RREICRE LT, EABTREHEELE
TN R RN ZE S BE— &

L7, BERREROINEIZHT-> TIEE
ARRE SN D ERITRELZ T2

VW, FDRR (FEEROWMIIER)
R U TIE, B OB AL DFEE T
ERNE DT T AN —DREICEL

B L7, AFRIZEMERIIE I
[

C. WEFER

Rk 2245 A 16 B, AL 23 € 1
A 16 BIZE8 1[E, 552 EHEEE% 5
e L, REEMREIESR O W e % B
L. AETANEREREREZRE LT,
FAUTEDSE, —KFFAE T 1904 Mgk
(38.4%) DHEFKLVEIZERH V|
HREIL 0.949/10 FATH -7, —
RIRET 178 Bl ZEEFEL | 176 FlDEE
M7REREERE L, THREERIT
59.0+16.4 % T, F#&thiL 1:0.85 T
Holo, FHRRHEIL 49.2149
A Tholz, HFHEHATILZ ANCA BF
EMER 21 4], Wegener AZEE 20
%, MFS 8 fl, IgG4 BEERRE 5 4,
FEK5FITHoTz, R, R
75 1, ANCA EBEZR B EE 60 7], [gG4
RE:E R B/MFS &% 15 I, ANCA EE



HA L 1gG4 BERBA E 721X MFS 23
EHELTWEFIRTHITH - 7=, EE,
A AR D3R E MR ER T,
ANCA B ERERE & 1G4 BER A
MFS #A ZRFERTHD Z LBHL
M7 2 72(K 1),

H1 EEEEEXDSE

FFEER & L TEETITER &
ZThHY, 2ED 371%IRBDT, &
FRAE R O—RFTR T, &%t DITE
T 128 f51(71.9%), KW THER 49 f
(27.5%), FEL 47 $1(26.4%), EHE%
EURREE 49 #1(27.5%), BE L&
TEEEE 43 F1(24.2%) TH o 7=,
BEMFTR & LT, REEN
117 f51(65.7%) . EEEEH BF 47
(26.4%)CREFIEE 47 151(26.4%) 5338
Do, BEFIZIE, EEEEICE
KT 3EREE, TOIARES, HE
R, BHEEER &0 BEEREE LR
Wi,

MigkRE ik, HMEKIEZ 72/166
#1(43.4%), MmyETTHE 90/117(76.9%),

CRP E5 123/168 (73.2%) & FEHE R
BIRER RO ER 2R/,
MPO-ANCA [&4: 73 44/137 51(32.1%)
PR3-ANCA 428 16/126 51(12.7%).
IgG4 BE0 7/27 $1(25.9%) TH - 7=,
ANCA BEERBE HP Tk, Bkh
1% 1:1.58 THRFEME L LB LB EIZZ
PRIZE Do T, FIFRFERNT 63.56%
13.4 7 CHEFEME L LB LB RIE C
Holz, EMHBERE LTI, BFF
PE & LB L THEENE BRI 72 < (27
Bixt 8 ), EER THRIE L7-FINFE
BT 025 72(8 filxt 13 fi)(X 2),

%
50! -
= S EANCAREHE)

40!
8 IgGARERE B B LU L MERHEE

30!  ANCARS 4451

2558

P

B ST ]
S F S5

ERE HBAEE #8
B2 REAHPOMRER

BRICEAL T, BIBREATaA K
HKOLTEM LML, 41.2%LFD
DR (K3 61.4%, IgG4 BEEE
B/MFS # 60.0%) & thEr LT 7 <,
FEMHIEZ PR L CERRICE LA
W&otz (61.5%).

*F L C.1gG4 BIERB/MFS & Tid,
BT 1:0.36 & BHEICL < WIREF
FhinlT 56.5+12.1 ik T HEBE FERIE
Thole, FHRFEHAMIL 20.2£19.5
r B EEL . BEBBNERMEDERF1NS

20!

10!

0!+




o Tz, FEFHIET R Tl S
ERETIHNLL . REEEZET
LPIDEEFEME L LB LA RICD 2 h
27, MR T, A7 uA FiZRIGHE
BRIEFTHY, BMTEMRLZAENIT
12/20 1 (60%) TH -7z,

D. B£

2011 EEIC _KRAEOEEEER
TN, BT 21T - THIFR, AHHE.
BRI, F&, IREDIREZHA SN
L7z, R, BAROFERME HP O K
JFE 7Y ANCA BEE R B & 1gG4 BEE
FEER/MFSHTHLIENE-T-, TN
Z R R ERIR AT R TR R
EETDHIEDPHALNIRD, XV E
b 0B, 1BEF# e CICERR
BFWwPH{ELNT, §%. KERHDE
. B, RS 0BERERD
A, AEBREE - THEE MRI <L
B2 T ANCA RIfLiE 1gG4 fE % 57~
DNERDH D EEZ BN, REFFEIC
LV, MRI DEREEERL Lz, IEfE
72 B AP OBEREFT —Z RO
RAE U E—RIZRDZERH/FIN
5, IDbICEDORERBREHAVWT2H
RSt 2B T 5 Z & T, BEOEZEE(L
BlANBZENTE B, 2, EFD
TFTE & FERR L T MR 0> b R IEF] D
FRmREZINE L, fBRF g4 EX
YA ML TaT o —ADR2H~
— A= RRRNROEE L 2D 0%

BAES 5, FRICREREZ BT LTz
FERR 2 b AREE L INE L. BRIERE
HlfE D IgG4, IL-4, 1L-10, TGF B E
A 2 AR R RET T D,

S bz, SEIOHFEPL, LLTOKR

3DEH7%, BEMFORIRIEEZ L

iz, Th2 Mifae~orn 77—, fh
2 ERAIRR S b i sz A
FOANTEY ., IgG4 BBHEMIR-CLT
FERANEMEALT 5B E8° TGF B R
IL-10 2SfEfb 2 RES D Z & T,
ki, FROBESEET S LB AT,
bz Lint, EEMEEERELR D

ERETNUAZERL, ZEVT

L2 & B IgG4 DRgZE, PDE-MELH|IC
£ B FHERIEEOIF., T TGF-B 3
IZ L BPRMERIER E 2R L, &
BOFHRIBEOREREZ B,

IgGARi‘: IL(4%
1L(10%
IL13

m ‘ o)
Ingﬂﬁféiﬂiﬂ

poz(mm:a% oA m:r tm?a 1L(1%
IL(6%

I . IL(S%tc 2
ﬂ*ﬁb‘%fiﬂi% ‘ i ’ %

BFERER
| TGrp-1h kR

vyAI7—Y

IL{10 A

-
7

| mBommmy & |

i
&\\,\‘ N 5 v B ¢
AL Ty qom !/ B

3 BEEERSE O RERE

E. f&w
FEEMEER O —RAEEZZET L,
R EITHR CTH D, FEMEN T, B
A O EEMEREES D 3 iz ANCA 3
Rt TdH o 72, ANCA BHEREI I &I



%<, MIFERE LT, BEE, FEX
JER 72 EEER B Z N LD 60
1272 o7, JRBEIZBWT, WEHITEE
ELTHRICRIBREART A REHR
IR AT b, LVEHTHoT,

F. REEEREH

L
G. MFoEFFE
1. BXFER

1) Utsuki S, Kijima C, Fujii K,
Miyakawa S, lizuka T, Hara A.
Investigation of IgG4-positive cell
infiltration in biopsy specimens
from cases of hypertrophic
pachymeningitis. Clih Neuropathol
32: 84-90, 2013

2) Yonekawa T, Murai H, Utsuki S,
Matsushita T, Masaki K, Isobe N,
Yamasaki R, Yoshida M, Kusunoki
S, Sakata K, Fujii K, Kira J.

The first nationwide survey of
hypertrophic pachymeningitis in
Japan (submitted)

3) KINE, FERE—. EEMEEEL
DIEBEEE L St D, FRRPIR
76:415-418, 2012

4) KNNE, SRE—. IEEEN-F
BEREIE . MREBR OB, B

CFE ORI, RAESE®. ¥
pp271-273, 2012

5) HEHER, FEEKR =<7,
ROFK, BIFE. BEEEEL —up
to date— AEEMERERRAK O FEEAEME.
fHRNE 761 419-430, 2012

2. FEER

D KRINE, sLaEA, RTHRG, B
HIEE, mE, SHEHE, REEE,
& RE—. - FRICEREREREE
FEHE. F53E B AHRFESF;M KR
2. 2012.5.22~25 HIK

2) KJIE, STHEA, BTHM, F
HIEZE, M, SHEH, RAREFE,
HRIE—. BEMEERLEERREF
FAE ZIRFAEIEFI 1884 D FEATHE R
& BAANTIZANCABEM &% & %
TEERFRMETE - IgG4BIER B Z KR
T 5. F24[E A AR REFELZEN
£2. 2012.9.20~9.21 £

3) Yonekawa T, Masaki K,
Matsushita T, Sato S, Kira J.

The first nationwide survey of
hypertrophic pachymeningitis in
Japan. 137th Annual Meeting of
American Neurological Association.
2012.10.7-9, Boston

4) Kira J. Nationwide survey of
hypertrophic pachymeningitis in
Japan. 34th Annual Convention of
Philippine Neurological Association.
2012.11.7-10, Philippines

5) KINE, SLEEA, TR, fEiE,



&5 RE—. 2EEREFREERICE
S EEMERER OBRBENCBIT 5
TEERERELBEDOER. %30 HHEAK
HRIEEFERS. 2012.11.28-2,
&

6) KJIE, T, SCHREA, EH
TEE, W, SHEHE, KEFEE, &
Bil—. [EEMEREL ORI 02E
BEREFRERE. 5 110 B B ARNE
o4 2013.4.12~14, FEK

H. Fn89FTA # DO EERI
1. WFFPe

L

2. ERFEBE
L

3. ZOft

L






