TSR R MBI (BHAER BB TTE 3
WESISR DT EF L 2T S < BIWTEYE - TR YE - M A R T A L DEY ML B QOL DIRIE
SR

(FREEA#1)
(PRI EMEAREP RS | & [ OB TEMEIN A « IIE ] ORWLHE « HEIEE SEB IO
LT A RTA VEEICHIT T-BUR & A% o

BREAHE WA R BBREREBIE MR ST RHE A & — -
BT HIE U0 B IS A P
KBRS e B RRERKEE SN
SEBER AE B LR RERE SRR I R
SRS KA 1L 0 KRR SRR B
KRB (ERBE BIBKOEE IR QR R
KFEBZEE R BKOEE IR QR
LS 1 N P S
KRB ARBER R KRB S RO RN - AR50
KRABEHE TR BN « U v~ F - BUESPR
SFEBEE B S5 UMK RS AR IR
RDFGCE  EHEER NIRRT
WL« T A AR > ¥ —BRERTFZE )
KRABEE B BEERER AN L X RN
KABZESE IEGIS AR K HE SRR
JREBZEE NESE BB TR B

e B

G MR E M A% (immune-mediated hypertrophic pachymeningitis ; HP) (350 23 7E$ D185k
JEIZ K0 B OISR T 2K E TH 5. ENTEMEHPIXFPREHP & ZRMEHPO 2 D25 S,
TRMEHPIZII BT P ERAMIE HTA (anti-neutrophil cytoplasmic antibody ; ANCA) A3 & 72 % 258 A& 2%
PEPYZERE (granulomatosis with polyangiitis ; GPA) 35 X ONAMSEAIZ FE M4 25 (microscopic polyangiitis ;
MPA), lgG4RSE L (IgG4 related disorder ; IgGARD) Z JLffykAB L L CEOLANDH D, FHIAFETEL
% 58 5 MPO-ANCAWEHPIZ &S R RO Z LW RSN LN Z E N TH 5.

H OO0 ST 7EMEN 2% « JBE (autoimmune encephalitis; AE) 13, B CuE AR 75 B U HBL 2 58
ThHY, Atk - BAMEICEREEORE, SRR E 2 ENHBLIT 2REETH D, AEILE L OEER
PR PR R L X, BRI KE < HFLS LTS,

ARFFETITFFRNEHP & AEDZIENE - BIEE BB LOBRI A R 74 VREZ BIIZ, A TH
N7 2EEFHEZ RRMICRIET 5 L & b, S OICRHMZRERRPESZ T L, B AMRTS TR
S AL TN D R MEHP & AE M FR 0D B2 B S & B FE /0 B D 2 YR IS MG E A N 2 72

B3 MEHPICRE LU, MO TR E 50 ACGPAZRAN T2 Z L NEEAR T u v A TH 5. GPAIZH
T %20 DEFRAY I FREENE (20074FICWatts 5 (2 K 0 FER ST FWFFED 72 8 O R 7o sy Fa AL e & 2017
B E ACR/IEULAR G FEELME) 2 9% &, 20074 25 % TMPO-ANCARG 1 HP 0> 86%, 20174 H:#EC
MPO-ANCARGEHP D 24%73GPAIZ M S V5. BLEN G, RRFSHEHP ORI HED K IEIZIE, GPAZILL
D & T HERINZINARDIE B OB ELNE « HFEEOHE E/EHANEETH L Z LB LR T,

AE(ZBI L TIX, HFINMDAZ BIRPUARIGIEAE CIXA T IEIELE 2 R 5 Z E RSV oIZxf L, it
VGKCHEAAPIA (Hlleucine-rich glioma-inactivated 1 proteindiikZ &) BHPEAETIZIIARAE, /NIIEAS A
ROBNIIRNAEZ T2 2 %<, ACHROFEIHIZ L WAEDOIPRIEN 72D, — i, AR
NI TASARESREEATE ) [N A BERSE DOHEMEIC B3 D UEME) OBERKIZRINTH D (Q02UFEIE) Z LD,
PINMDAS: BRFURG AR, DFSIEOFIZED 63,  TEHR O BE T3 5 ERE BT 2 164

CER64RIEEEB07) THIE SN TV AIREHIR OIS O WREMER S 5.

HP & AETITH CHURDTEIEIZ AN U 7 36 7 B IR BB 7 M Y2 I LY E D SR E L RIBE LB TH 5.
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AR, BB DR REMRIA DN BIFIZHETT L T\ 572, JRRBICHI L 72 E) 2 2 W L 1ei 21T 5 Z & 3K
HATWD., APk LIz V= 72 2AF g, BLXORTET U 2A0EMTEA

AW LTEZETA FIA L OFEERHETREITH S,

A BFEHEY

GV ENEE NS (immune-mediated
hypertrophic pachymeningitis ; HP) (X 40% 23 7E
L 78 RIELS K 0 I ORERR D IEE T~ 5 P
BTH D, RPENTENE HP 1ZRRRME HP & —ikiE
HP @ 2 D2/ E S, kM HP [ hlf ihEk
HMIE SR (anti-neutrophil cytoplasmic antibody ;
ANCA) 2351 & 70 D 238 18 S M A 35l
(granulomatosis with polyangiitis ; GPA) I 2 O\A
MREERYZ R M4 2% (microscopic polyangiitis ;
MPA), 9G4 BJ# % & (1gG4 related disorder ;
IgG4RD) % JLffE B & L TR O E N H 513
FRIZAFTL < & 5 H MPO-ANCA [ HP (%
EHIHZEOZ UWRBRINZ D Z & DR
Ths.

H CAEMEMEN 2% - IME (autoimmune
encephalitis; AE) 1%, H .0 Ik 23 B L
HET 2EETH Y, 2k - Mk ERES
R, RN REREE 2 E BT 5 R T
b 5. AE DIFFEOHERITE L4 £ DEER
PR RIUAR T L S, ZWic KRESHFE LT
W5,

AL TIL B AR T2 0GR L TV D RE%E
PEHP & AE O3 B - BE FE /3 FH D 2 4 PR
FERB X OB AA NI A4 VRELX HWIZ, Wk
(AT O T R E R A 2 R iE T 5 &
E BT, S OITFEMZR ERIRBORFEA fRdT L 72,

B. WFFE 51k
FE N AEPEHP & AED RS W JL U & BE /5 8
DB HEREEAIT 9 12012, H—I12, BEITT
b= 2EEFRHE - R HESEOESHE S
FRENTRIET 5. I, 2o 32 vk
OB A R A ANERE RS 5 7201
PR So R iR B AT 21T 9
(fER I~ DECE)
AL K P E ML B S OFA -
KREBTWD., BTG L 72 DA D A
PEEDT- O, A7 T U7 M XV EROME %
REL, BEREAEREBEEZIT> TN D,

C. Wroeit R
NP D BB X3 2 R IR 5 1L
(SFRK 26 FEyEAES 50 5) THIESINL T\ AR
EER X, 1) BEOBENRI 622 TRV, 2) fill
DT B BINE STV, 3) IGETIEMN
L L TR, 4) REIOREZLZVLE LT 5, 5)
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BEBDARIZBNT—ED AEIZE L2,

6) KB ZWLE CUTZNICHEL D D)

WHESL LTV D, 7) Wi TR TS ICB W

TT TR ENTWDLZEDBNMETHD.
[#5E51E HP]

FEFME HP TIE, B2WEEYE & EE B FE A ME

S, BAMRERICE W TEARIN TS
(2018 4= 4 H 25 H)(F 1). 20054E 1 H 1 A5
2009 412 A 31 HD 5 FMICEREE 2%
T BE A RRITAT AT 2010 4EFEAHS [AEE M
FERER 2EFRA ) 2005, RIS T 2 AR
B DAL 0.949/10 A, VIR IEF X
58.3+15.8 i%, #F¥EM: HP 44.0%, ANCA P I
RAZBEE L7~ HP 34.0%, 19G4RD Bt HP 8.8%,
ZDOMOBEEBIZETHE L7- HP 13.2% Tdh - 7=, LL
B, R YEHP O2E O BEEIIHI 500 A L
R &7z, THRREEREO =BT VA2 X
53k L B E QOL DRRFEEIIIEHE (HEE
B) | Rk 29 AEEERFSTIC L 0 IR ISR
DHEEH OEE 135 10% & HEH| X du7-5.

Hliak (GBris Kee) ad— b2 L7Z g
FVRHER OFENTTIX, M TEME HP BB (1993
DD 2021 FTIZH Lo /e HP 55
) o955, 28 H (Aot 18 B, Bk 10 #i,
FIEAFEH 64.9 [SD 11.0] &%) & ANCA [5Gtk
(MPO-ANCA 5% HP 38%, PR3-ANCA 5t HP
13%) %R, T DOMOFRIENENE HP 1% 27 1
Toho7-. ANCA [ OB 221 ] oo H gefil i
102.8 » H(IQR 30~156) Td» > 7=. MPO-ANCA
Btk HP 38 L OVPR3-ANCA (54 HP 1%, #ElE % 7=
MK T (76%, 57%) , Bl SFER (56%, 71%) ,
R AR L F T A E, B L < IXZERR A

(24%, 86%) % fFAF L 7=. PR3-ANCA F5IERI,
HP FIERF AT S L < IXBIRE Z0HF L T,
— G CREMM OB 28 TH, MPO-ANCA
Bt oD 57%1%, HP & ESJEIRZSIZIRA LT
7=. LA E5, 2007 A512 Watts 512 KX D EE I
TP DT D D3 FEFAESI N 21X, 2 TD
PR3-ANCA 514451, 86% > MPO-ANCA [543 A3
GPAIZREY L7=. —J7, 2017 4E% i ACR/EULAR
OYBHRYEICAHE 21ET, 42T D PR3-ANCA B 53
GPA [Z7% ¥ L7273, MPO-ANCA [55M:511 % 24%\Z
HME -7, ZDfthd> ANCA D 1ErE e
JEPERERSS 13 GPAIZREY Lo T2, Ll kD,
ANCA DA F~— D —%Fl- 720 [BEDR
M HP &), B LN MPO-ANCA [t TdHh - T
H HP BRFATH D 7= DI 2017 8 &



ACR/EULAR 73 $EEEHEIZ T TGPA & 23N #
PREENNE, SREENE HP O HLL BicoiE -~ 7=,
et HP OB HED R E I iGM%iL@
& T BRI AR DR OB W EEYE - /3 5E
YO IE/ERHNEE TH 5.
[ B C A mmik]
Amxtémgﬁkirﬁ TEMNER S 4,
A AR EZZB N TER SN TN D (20194
11H23H )(2%2). 201310 H 1 H 7> 5 20164F9 A 30
H O3 =R %2 LTI B &2 X4
ITOIT 20164 FEAFS [H CAEEF RN E 2D
DRI - M) EE IR A CIL8T8IER (
P 364N, Pt 514 N) BEMBI N WIhun
O H EFURNIGIEDAEITS3% TH VW, NiRITHT
NMDAS EIRHURBMEAE 77%, HiIVGKCHE &K
PURBEAE 15%, HINAESUARIEAE 8% Tdh -
728 HINMDA S HAKFLIR G EAE Tlx42.1%
(118/280%1, Ak ENESE) |, HIVGKCHEAIART
{RBEPEAE T1%15.8% (10/6351, /INRRAS A, RiTAT
DS ASE) CIEBAOF, 42K T31.3% (183/584431)
CHES /\fa{% RO LN, THEROBEICHT 5
EREICEET D) (k26 15/ E55075)
ICHASXIRE SN D IREEHIL MO kR AR
DN EN TV ZENMETH D, IIEE
TEE I, AREAE T Eimmature teratomaz id U
ELTE @®TRE & DA D BN FENE AT E
FEDS TS AKERIEARTE ] THY ARG OHEREZ
BT DL OBGXRTH L0, ENLS DO
BRI IR GG CTH D (20214 HI7E). HT
NMDAZZ ARG AE D OF 385 | LR EA A7 T &
WL, IAKRIERIE) T3 ARG DO HEHE
(R 2L OGRS TH D, LLEND,
FINMDAS: FARFUAR M EAEILOFRIE O A 12 B
b od, THEROBRE I 2 RSB 514
) (CERR26EIEEEE50S) CTHESNSIEE
R OLMCE O ATREER S D, — 5, HIVGKC
B A Ik Pt IK B PE AE (L leucine-rich
glioma-inactivated 1 proteinfii{k% & Te) OHFFIE
VR AR, NI AS ARSI AR S AV NN T2
W, T OPFRIE Z FFOBIVEKCHE A IR Bk
BPEAED —EE T8 AR EEARTE ) S ORI
DML TV D ATBEMED S E .

D. #%2

BB L CHRREMEHP & AE & B ICHEEHR & L

muffénﬂ\tcu\ FE3EME HP O Wik
WIEIZIE, GPA % i,cuxbé:a‘éfi%ﬁp“ 4% 5
mg.@»u?gﬁ SYBFEE A EIEICE T 5 2
EMNMETH S, B NMDA ZEIRFURG M AE
X, PRRIEOA D ST, THER O BF 2%
T EHEICET DIEA) (R 26 1AM 50
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5) THE SN TV IEEER O&MIZE S Wl
MRS 5.

HP & AE ClIH CHUROFEFEIZAN L 7-5¢/ 72
IR TRRERE K N2 I B E O SR & AR S L
Th D, TF, MR OB BRI HELT
L TCWATD, WIS L 728 7252 M & 1R
BITH ZEMNRRKRO LN TS, BEFURORESE
BNCHIS L L7227 V=h s 7o AF a0, B

F R T U ADEAMITE NI LTS A
Kz A y@%ﬁ%?&i&ﬁ“&%@%a
E. fiim

R PEHP, AEMTIE RO 2 FEYE & BE 4348
D YMERFEEBIME LTz, 41, PINMDAZ R
{ZIK?MZIKF%‘%AEK%E %Y T2 e & EE

SHEOKRE, EEEFREICL ST R
HE BT A RTA VRENPFINS.
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# 1. FpIEPENEIEVERERR IS O RO FE e

Definite, Probable Z%{&: &+ 5%,

A, B
1. #EAEVEEMEEER, 2. HOOREE, 3. IR FE, 4. REGEEEE. 5. HEEMHHH
KT, 6. BEAKT, 7. HeFpEE, 8. MEkE, 9. MREE, 1 0. MHEEE, 1
1. VUfi% - (R IR T. 1 2. WilEsfEE, 1 3. REE

B. BrApT A

1. AT A

O MRI't U< X CT A& CHEE L7258, EREICBEL WD Z &

@ MRI % U< 1% CT M CREEED B 7238 380, JEEICRE#E L Tns Z &

2. JREEATR
REJE U 7= BB 0D A= i C S iE MR AR A2 78 oD JERIZBE L TWnWH Z &

C. #ERIZWr
H O B (RS R MR IEIEE, BSSI2RIMAE K, R ERM: 2 38108 R A 3
JEE, 1gG4 BIEEE, B Y v~F, Yradf F—T R X—F = v M, FRESREIK
R, 2HMETY T~ b—7 X BEMRAEBIIRE ., RLBIRE, o — 7 U ERERE, R
FiE, SAPHO SEfERE, 7 1w « TREEMERE, bt - N> MEMRRER L), SRR (B
JERECHEME Y LNl e ), RRYME G MEREIE S . RERZMEREIEIR . 7 A 20, 1P
IV Ny BRE, TAYIVXIVAIE, WU PHIE, XY T T R<HERE) ., HERRE)
R, (KRR EIE AL, B u U UL T T ALAEE

[ZWroHT 2V —]

(1) Definite

ADHS>HLT1HBAU E+BD Y S 2HA (BGRAMN R &WBEATR) 22 L C o+~

WHRERALIZLD

(2) Probable

ADIHBL1THBUEFBD Y H 1HBM EA2T L COEHTREEBEZRALTZLD

[&&FH]

(1) & (38°CLL bk, 2 #[MLLE), BEWED (6 2 AUNIZ 6kg LA E) 223561038 5

(2) 1BrEFEER, B EKEREZGIT 200355

(3) ZFMAE RVERIFIEE, TSNS R M 2%, 19G4 BIHR B 21T U & Lzt
JEPERE RS 2 8801 U 7= B CL R PEARIEVERE RS & 2 W %, RS PERRE MERE IR 12,
PUAFHERHIIE HLIA (antineutrophil cytoplasmic antibody; ANCA) % & 7= H Pk % Fr
DN, MM OFREHIERE D 22N T DIT, T EAREMERERER & ZWr T e WplnE s

(4) MEEMEILRR/T 26006 5

(5) HFHANEMEMERER A R 561058 5

(6) BREFA®S B 1. HEBEHRAEFR T, BEEAZHEATE0IIOQOLQBMETH
%, BEAZHEHTE 20 EDIXQODHTI,

(7) MEHEZERIL RN B ISR SN D Z 03 b D7, SR G A 1T NEHEZR R AT
ST A Z ENEE LW

(8) ZEFHIH1 ~ 5 ERWICHE R FEIHE TIERW

e FEPENL MR R 5% 0D B 53 48

< EEE R >

(1) B{KFEE : modified Rankin Scale (MRS), &% « ¢, IO Z NN DM A 77— /L
ZRAWT, W N 3 EEdRE+5

(2) MREE : @EAEEMEEOEEESFHANT, U, N, IVEOEZIRET D

(3) BERPEE : PAEFSAER M EGT SRS o0 B FE 5 2 IV L B E L, 264 &
75

(4) AT8oA REEICH L, QAT A NMEFEE (FOBO AT 0 A RIGREITVVE i
ALTeld, A7 v A FEESCHIECEEERL KO EEG T AR L, BT 7
WIER), @A T uA R (FoEOAT oA RiERET> CHEMEANTE
T FEEYEGERS X OEEEGRFTANELSEA) Ob0ENGET D
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# 2. HOREIENEINA - JUAE 0O F2 W7 Rk

Definite, Probable Z%{&: &+ 5%,
A. JEIR

S E T EEAERE O BRI, K, REeER O HBLZ RN - IME 2 BE O BT
B.

=

et S 7= H B HUA(NMDAR HUiK, VGKC #HA KRB, LGIL Bk, Caspr2 ik, GAD

PUASE)DMMLIE F 721N EREE O ORI ST b

2. LREUS DB SN EMEIN I B M O E O B CHUR N LG F 7 XM 0 D R
HEihTwnd

3. EIRIR (AT uA R, Vg, MBS LRE, GEmlEE) nEY+5

C. ERIZWr

YR ZE « BMIE (7 mA Y 7 )L b« YaTdiREEte), SMEREEMERK, b
— A K TSRS, — T ARG, A7 B TR (B Hu BUA - B Yo BLiREE) Bhitk:
PRIEISMENNZS « IME, ZEMER BT K 2 R8HE, M REsE, SRMEMLE, SR Eseis,
HER—F = v M

[ZWroHT 2V —]

(1) Definite

ADOB-1 £7003 2 2372 L COFERT REEBZRA LT bD. B-3 X7y

(2) Probable

A+B-3 %7z L COERIT REEBZRIALTZHO

[2E$m]

GAD HiiRLIAN D B CAE M EMEN R I 592 B PR3 b REEEIGAER TH D,

FLARRE FTREZR BB b [RE S L5 23, FRBRFEMD & < Wi EIC A H Th 5 12 i e

IR A AT

H A RN R - ANAE oD EEAE ) J5

< HE R >
modified Rankin Scale (mRS) Z AW T 3L L& %R &4 5.
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