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B&EE—ES
three-dimensional computed =XV E 1M . EEI)LF AN (&l
g tomography EiRE e glucocorticoid BREITOAR)
ABI ankle brachial index ERSEN ERmELL GCA giant cell arteritis EifiR B R
AAV ANCA-associated vasculitis ANCA BhEMER GBM glomerular basement membrane | RERIAEERS
ACR é?eeJﬁz?o%gfge of KEUDINFER GFR glomerular filtration rate AR EEER
ADA adalimumab FHILTT GPA granulomatosis with polyangiitis | ZFIME N MZFIEE
AKI acute kidney injury SMERES GLM golimumab JULRT
ANCA anti-neutrophil cytoplasmic FF IR B A Grading of Recommendations,
antibody GRADE | Assessment, Development and
AZA azathioprine FHYFATIY Evaluation
bDMARDs | Piologic disease-modifying anti- | sy ) oo 55 GWAS genome-wide association study | 7"/ LT A NEHERTZ
rheumatic drugs -
BVAS Birmingham Vasculitis Activity IN—Z=UHLMEXE HBV hepatitis B virus B AU DA LA
Score a7
_ANCA cytoplasmic anti-neutrophil HRBEE T F Bk AAS HCV hepatitis C virus CEIFFRDAILA
£ cytoplasmic antibody B T
= p ' . NN hFVUY - ITH
- JULFPFZoOUTS HE hematoxylin and eosin N
CCr creatinine clearance 32 s
ca cryoglobulin HUFHOTYY HLA human leukocyte antigen E ~EMmERR
- 5 R hypocomplementemic urticarial | AN ZREER
Chapel Hill Consensus FeANbe)LavEY HUV e e
ChiCe Conference YRAEE vascultis —— s
HUVS hypocomplementemic urticarial | A IMAEMZREER
Cr creatinine gU7PFZV vasculitis syndrome MERAEIREE
CT computed tomography JvE1—5iERs IFX inflbimab AV IUFINT
CRP C-reactive protein C RItMERA = interleukin A2I—OAFY
: ' 2 O0ORAT 7= ME
CyA cyclosporine HOZRY Y IVCY intravenous cyclophosphamide RETEE
o ) SUAS0OTY intravenous high-dose BRENYYIOTU
CcVv cryoglobulinemic vasculitis PEER i VIG immunoglobulin ESTEL
T 1|
cY cyclophosphamide HORRA T PR LV-GCA | large-vessel giant cell arteritis gﬂﬂgiéfﬁﬂiﬁ’ﬂliébﬂlﬁ
DMARDs glrSuZiSG’mOdlfylng anti-rheumatic |y ) oy 5 5= MMF mycophenolate mofetil Ei;)llj/ IVIE
EGPA Sgls)gggiri]tiiic grandlomatosis with g?}%g%%m%@é MPA microscopic polyangiitis BRIIRMS FEMER
N
s ' STONVFF25—
ESR erythrocyte sedimentation rate | FRINIKLFEERE MPO myeloperoxidase ©
ETN etanercept TR ET mPSL methylprednisolone XFILTL RZvay
EULAR E?\reouprizggﬁague Against RN o< F e MRA magnetic resonance angiography | #RSHLIBMENSE S,
EVG Elastica van Gieson jIF“EZ\U_"f n-IrY MRA malignant rheumatoid arthritis | BI4EEEIU O F
—_ ‘/
DG fluorodeoxyglucose g}_b;[]i—“z“:\:*yﬁ)b MRI magnetic resonance imaging S HEISERE
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Wﬁ%’é—i‘é ("ILE)
—— ——E—
MTX methotrexate AR RUFT—K RCT randomized controlled trial %/gAfbttﬁﬁ"““ﬂ
MZR mizoribine =JUEY RF rheumatoid factor UDY b REF
NSAIDs g@?wma%“mwmmwy 21754“&m*ﬁ RLV renal-limited vasculitis BIREAMER
" — w rapidly progressive s = SRAKEZAS
PAN polyarteritis nodosa TEEAIM 2L FEED RS RPGN glomerulonephritis SORETHERIREE R
) perinuclear anti-neutrophil B E BT IR AR I YRS )
A cytoplasmic antibody ZE7RES ATX rittpimal UWES~T
PET positron emission tomography | B3EF IR RV rheumatoid vasculitis DY b RINER
| | | = ——
PMR polymyalgia rheurmatica DR F S FHEEIE SLE systemic lupus erythematosus %ﬁlﬁl T =7
PR3 proteinase 3 JOFA4+—t3 SNP single nucleotide polymorphism | —1@&%#Y
) e ) ) RUXNTUL - 2L
PSL prednisolone JuRkzZvov ST trimethoprim/sulfamethoxazole TP A T,
PSV primary systemic vasculitis [FFM4EESEMER TCZ tocilizumab NIRRT
RA rheumatoid arthritis BEE OYF TNF tumor necrosis factor fEBIEEAF
l. e251ICHT=D T
1 2.

HA RSAHERDER

M 40E, MEERICRELR T SR TREDRIRTH
B, 20124EE T vV eV T vk v A4 5 (CHCC)
554 (CHCC2012) O IE X % H AR FE 4 # R1 VIR
2007 4F 12 H ARG BR B 54 & IE AR 576848 e 0h 14k 1M 42 12 B
T 2 AR ZEIE SN2 7 ) A TRRFGEE A 32 6 10T (14
FIEBEREDOTA KT 4V [ REFILY. 2070, 20tk
DIEHE - FERIFZEDMESF 5 F 2, 9ER I ET I
TH 5 [MEREGEREOLIHFET A KT A > 2017 FLET U
BIOFA VL AMRERATAI L ol RYA Vo
A ML, EADSEEBICRRBM SNSRIV L
FKENTWE, OB BE T T2 &0,

B2BHA RS A MERDGE

2.1

WREKE

JEFEE A 413 — %12, CHCC2012 (/1) "% HVTF*
SEN, MERIMEY A X 2HonT, KENmE %, il
B, NIMERICHTFHING., KgAK I 14 0Tl
KEMERE LT, SEEIREEEHBIEEIREDIZAH,
N=T v —JRE R REEEE L7z, RIS % Tl EitE %
FEEIAR IS, ANIIAE 28 ClI P h BRI & Bk (ANCA)
B 95 C d 2 PSRN 2 56 IS & (MPA), %381
KVEA I IESE (GPA), I BR Bk I 25 38 1045 48 1k 1A 35 i i
(EGPA), SREMA A/ NI %O GBMIE, 714



ru7) v MPEMEIE 7%, IgA &%, B IETE=ER
BRIME e xR e L0 w5 CTh 5 )L,
WA NTAFREOSFBEIE T R LRy e L7
CHCC2012 Tlx ERLDIT 2, SHf7e & % 2 3 1% %,

I. ¥ETICHeo T

<M NMERZ S RERE LT

2.2
2BAA RS54 2 D—iRBIISERTFE

H—Earinig 2, g Ui SBLEImE %, HEEml s
F2IME RIS N CT2HY, HESETHEMBT 55
FELBHREOEREEZEZERL, N—F v MBI Y

BIATA B TA 2 DEFR LM,

&

fEL T 5, HEFREEEE (WHO) T,

AR Yy
ZHAANTA

£1 MBEROAFTIU—LKE
CHCC2012 E3z "
Large vessel vasculitis, LVV KREIMER
Takayasu arteritis, TAK BRBIRA "
Giant cell arteritis, GCA B EEIRA
Medium vessel vasculitis, MVV HRVMER
Polyarteritis nodosa, PAN TEEE S FENRA ™
Kawasaki disease, KD JIEF7S
Small vessel vasculitis, SVV I\BIMER
Antineutrophil cytoplasmic antibody (ANCA)-associated vasculitis, AAV FUFREARE A (ANCA) BhEMER
Microscopic polyangiitis, MPA PRI HIMER ™

Granulomatosis with polyangiitis (Wegener's), GPA

Eosinophilic granulomatosis with polyangiitis (Churg-Strauss), EGPA
Immune complex SVV

Anti-glomerular basement membrane (anti-GBM) disease

Cryoglobulinemic vasculitis, CV

IgA vasculitis (Henoch-Schonlein), IgAV

Hypocomplementemic urticarial vasculitis, HUV (anti-C1q vasculitis)

LRIMERETFIER (Wegener PIZFIBIE) *

FEER ML FIMERMPAZFRERE (Churg-Strauss fEI&EE) *
FREAFIE\BIMER

TR ERENAR (TGBMRE) *

oUA 07UV MESIER"

IgAMER (Henoch-Schonlein &BT%) *

EAAMEE SRS RMER F1C1qmER) *

Variable vessel vasculitis, VVV

SRISMEZRT MERX

Rheumatoid vasculitis
Sarcoid vasculitis

Behget's disease, BD Behgetfm ™

Cogan’s syndrome, CS Cogan fE&s:
Single-organ vasculitis, SOV BE—FERMmER

Cutaneous leukocytoclastic angiitis 57 A IMERAE 4 M

Cutaneous arteritis B2 FEBIATRA

Primary central nervous system vasculitis [REMFRERRIE R

Isolated aortitis FRE MR EITRA
Vasculitis associated with systemic disease 2HMEBEEMER

Lupus vasculitis =T AMEHK

UDR b RIIERXR”
YL RMER

Vasculitis associated with probable etiology
Hepatitis C virus-associated cryoglobulinemic vasculitis
Hepatitis B virus-associated vasculitis
Syphilis-associated aortitis
Drug-associated immune complex vasculitis
Drug-associated ANCA-associated vasculitis

Cancer-associated vasculitis

EERRZE T DMEX
CEFFRDAVARSES U 707U VI MER
BAUFFR DA )V ABEMER
1BERERBIRA
AR EREES A IEMER
FFIBSE ANCABSEME R
HABSEMER

RAA RSA VTS EKER
(Jennette JC, etal. 2013 " & V)
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VR [BREARELEOLDOHEREZELE] LERL
TEY Y, ZOMfEHEL L TGRADEY A7 A% LT
W5, DAEOMinds A K74 2ty 5 —7TIL, BET
ARNTA V% (BB EOBEBZEEOEVEFRITAIZONT,
IEFVADYATRT A7 LY a—&FORIREEI,
WEEONT U AR EREE LT, BELEREOE LR
EERTIET L7720 RH EE 2 LN LHEREZIRIRT 5
| LERL, HAFIA v OESEEZ B L TW5 Y.

2.3
KEBHA RS 4 DIERTTE

LRI A K54 V1 GRADE ¥ A7 43 %\ d Minds @
HE3T5 2 A L AERDRIBEN TN BH, AP HEDE
WM RO EBEIT LTINS OTFEEEEIHEET 5
ZriFEbLOTEH LY, U EDSELTR, AMINFRT
&% MPA, GPAIZDOWTIZGRADE ¥ A7 41230 &
BRVERL L7278, ZN DSOS EEICE L TIE, fEko
B3 - L 2= ERH L7z BREOHERE L Y5
YALNRAIOWTIE, |2, RIDAEHEL HW/

1

1.1

REBLR

EEEIRIE KBRS & 2 OFEBBIR, EHIIR, i
BIRICAEC S RIMERTH L. ERIIEHDOIIE, M %
(2 & B LS - PAZE - LR TH ), JIEHHEHL
L7282 Mk s & 2 S illas s, Bk M & 2
5. JEIRIIZE T, JFRFRITH 5205, FHRHH I Res

xR2 WRISAHDE

KT RECTHD

V5 A la| EEFZHTHD

75X lb| BELTHLL

ISR FEHICFEEDCHRET NETEEL

£33 IEFVALRI

BHDS V5 MELBEBRECE A T BTN 5E5N

LAVA T3z

LNV C | SFROERICLDER

o TETRHY, FHRIIUFELTNE>

1.2

EESRHZE

A NIZ 1908 4E 12 27 52 70 2 ML i G LS D 2L D
—BI"E LT, 2o e L B, BEHik
DIRIKABD TR ST B, 19514F, KR EE S 1%
250% F &6, BRk7%: LIF (pulseless disease) & 1T TH
L7z EHZEHES X aortitis syndrome (KBRS AE 5
) LV EEE S



1.3

RS

1.3.1
Filp, M=, REWHE

AIEBOEFRIL 6,000 N5 i8 2, HAEOFHISERIL
300 AnigEHEE S NS (B2)". BLiEH1:9T, &
TR BUT D HBEERGIE 20 BRI RICE— 27 3 5. JEREDS
R TH DD 2, RN ANE L, % BRBW
BINLVLDEEZ HND,

1.3.2
iz

TV, IR TORERDL .

WEN O T

& &l Tf% # vﬂfi f” '(k&:;‘ 71{ Ivk '
H1 SREAELLERIMEETRTIRKRRE
(BRAEA. 19087 &Y)

R

Il. SZERA

EW

B WMEAD A SN L. DHEDB LU RK TIRHEIRIEZE
PRI TH A9, 7V TREETTIIEERBIRE & L7z
A L D EIMEAZ

1.4

k]

Eﬁ%’l%m%fw®“ﬁ’ VYV IRy ()
(B3) . B =B AE RO Bl L, BEFER T
bHEEFOBIE “U%ﬂ% MEEHZOFTRZ S LI
”%Lt%@f%%#,mAWW ZHBIEDIH BN WERAL

b SAEREO IR O 512 S 8T < ET
.

2.

FETEE R

BEREREE TR, B E OB o7l b

720, KEIIRE £ & LM EIIRY H C e 1o L 0
BIRIND LHEESN TS

2.1
BICHER

HLA-B*52 23RO T HES 5 2 LAE S
T N CRE, FERZERT & L CILI2B#
& FEI O 5T %R (single nucleotide polymorphism;
SNP) 2S[asE Sz,
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o L
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1995 2000 2005 2010 F

2 SREICRONERBERZMAIRIMFHMOHE

#RERtLy 2—""&Y)
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2.2

RIFER

TANABROBEGAHEE SN LD, FRERDLY AV
AFFEE STV,

2.3
MEEZHF

THiRL, ~7uo77—, NKMREZR SO/ A b
A VEE RS TIMERLRET S EEXLNLD, &
DEHR AN = X MIFEITH 5.

REEBAIIC K248

I Oa Ib i} I\
I8 RERSoAMmE
Tafl: HTRER. RERSESVICZTODRME
O bfl: I afisZs + B MTARENR
MAY : BER NTARER, ARERABIAR. BEEDIR
V2L : [EERREIIR, DD/ Ffcld. BER
VE D T b+ VA (LITARER. ABIRSESUCEONRKME,
ESTMTAREIRICINA, FEERAEDIR. HD/&l, BER)

DR EDIEE
548 BEE (%)
Type 1 28.0 ~ 35.9
Type D a 9.4 ~ 16.3
Type I b 8.5 ~ 16.6
Type Il 09 ~ 7.3
TypelV 1.9 ~ 5.9
Type V 25.8 ~ 43.4

BESICKDMESERMEICEDHEA EOO—THEBLD
FILITFPNY NN FE (L, Ta Db I, NV, V)IC, BEIRK
ZHDODFAFC(+)7Z, MEIRERZED D DFEIFEP(H+) Z1d 5.
X3 MERZEODMICKDIEREIRNDSIEEIEE

(Hata A, et al. 1996 ¥, B&ERY¥E. 2014 ', Watanabe Y, etal. 20152 & V)

3.
RIEFRER

ELZEIIR S RALIN S RIS, KBIRkEF0E
EOREIRDS LIS LIRS LS. WA EE IR I 4
JEDSHEIE L, JRZFCIRIMIMANEE, BEKD 5\ IZFERCR D
W2 235, F72, WELHEOMIIZI U UIZER
IS HBNTET S (B4). FHEIZ 8T TS BB 20 M1
NEEASE D, PRI 2 2 E BIRBEIIBCIR DL IR % 1
WEREIRE 232 (B5) .

FHRRAAR9Z, XS5 (vasa vasorum) JEFH~
D JAEANLIZ R % £ o 72/ E O BAZ AR S BgE S,
HRIR ISR ZE MRS P T AL L 72 e e B R L 2%
WEMIRZ RS 2R EEE R %% 29 % (B6) ™.
MEDAMEZF D IZA: U7z SSREDAE R,  FPIERH IR L A
RICTHEET B, P, AMBIIZA TR L b 725 &
B—77, PRI S AR IR 2SR B A IRk 22 12
f:é (E 7) 19, 20).

FEIRINIZAME LR L WA Lo 720l IBE L, EEL
7oBE% A3 5 vasa vasorum 7S LIE LIXEIZE SN 5. Bk
WA TP OFAEENE 2 7] L, KEIR 2> 5 0 15255
IR LIRSz R s, $72, EEORMEILRE
ML T, WEOLIFH CEBE M - 72158
RIEGDREEEND Z EDB W TiE, BB, B

SHRPERAEIRICIERNA, HETAEEZZE T DRENRDHHN
%. REBICIFIEREEBDNTE Uskip lesionZEM T 2. 10KLB4.
X4 SEEIRNOXSIIREIIRER 1



Il. SZEIRA
DHEHN L B EW G ORI O HIRBIIRFELIE 2
PED FEBIRKEIIRIE, REIIRFPASEA 227 &% 1E FERIAS 4,
WL cws ﬁ’l*
WMEFERIE, FRAHOIRSE, 4 H a0k, IS
SFEFLREMTOIEN, DIV EThRAEREFELL

\\‘Hﬂl \J\m Wm‘mu n] quHrMUH‘HHW\‘HHUH [ leHJHHMHH\HUHMMw

LR DWEEZ £ 9 D AEIRIS Qb7 £ o o ZEBRFHRAE LR
ZRY. 50t

®5 BEXREIRXOABIIRPIRE 2

%Hﬁ@f‘iﬁﬁ‘ﬁ‘?&fttt%[: %HQD‘EJ@)(F[CJZDEPHQ%MDV%

BoN, FREOEERZRETS (=), WECIFHEMIR U2/ GREe
CHICHREMBENTIRURNSFEEREODRZET 2. B
MRMEERT D (). (£ HERE, & \ISATVAKEE)

®6 BERENMRXOAERERMARR

RER () - BRSEENAR () OHEBATR. SROLEFREEECD
([CHRDSDRIEICKD, FESNAIZE T E UTCHMEREDREBULIR

HEADERRSND. NRERFHEREZHIC-HLTHD, IR
HEDRIENIZEBAIICARRIEE(FAE UCLEL. (EVGRE)

B7 SREMRROMBEFTR

TRERE D D (TRd) 2.
KERLT A,

Z D%, MEWRZIER T 2%

KR4 SRIIMKOMFERICHSNDER

BEX (%)

FEXEERAEIR 26.6
HFEL) 9.4
BV 8.2
REFAE 2.6
AR 0.4
B8 RE 9.7

BRAEIA 3.3
2RER 0.1
BAEE 2.7

ERER 17.3
B U 4.9
INHEERIE A2 (= 10 mmHg) 3.9
ZEHR 4.6
ARk 1.7
LU= 3.6

IDEIR 11.1
BN 4.4
ElEs 2.1
BOER Bk 1.5

FEIRERAEIR 6.7
mgs 0.8
IR PRI 4.4

=IE 3.9

BRI ¥ 3.6

R BB * 15.9

2EEIR 41.0
FHEL 34.7
2HBERK 12.1
SIEHR 1.7

1,372 CDRE

¥ ERMRT, BRER AR
* KR, EERE ISR
(Watanabe Y, et al. 2015 '? & ¢) $&#%)

LONZ, fmds
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MESIEGEREDOBTTA FF 4~

MEIERE G5B &, A EFEOMmEZES B ORI
AL 22\ & o7z BECZ AT L& 52 B E B AT
66% b ok b L. DNTHFWRLTEF R & DFERAHY
48% DIEFITRRO SN L. MDEEL L OEH IR 14% T
BOSND. #40%DIEFI THINEZHO 5 (RE)?. &
TEIRETIE TR, & BT IS (R ETTEALBE)
BEHTHI D%\ (HA8).

BOHE LS LC, KEMIRAPASAASE, KBVIRIE, KB
R Fe e, RO IMFSTE, MiAEZE, PoldE, $58 T EhIRE T
FEMERE, BECKBIIRMEZASE, B MEE % &5
55 (R6)"?. WOICASLND L) IZ, AL IR
WEISERNT 2L DRELEHTHY, o, 5§ AN
W2 5. fERE LTI, SR TRE T 2 6072 5 B
2 DIERE BT AEME TER TH L. SHITIIRIE

x5 BRETNDERREIR

BEE (%)

FRIABPAEIR 47.5
HRAEIR 14.3
BRI 66.4
IDVEEIR 37.8
IFORESAEIR 10.8
BIE 38.0
TR T 9.5
ESSPIRIN 74.9

1,372 B T D

BIBEBAER - DEL), B, KEEME, FRE KRS

BRAEAR oo KHR, AEE, ERAIRBERK

R e IR U, PEERAMmEAAZE (10 mmHgRI L), SES
&%, ARk, LOTU%

JDVER oo BYIN, &F MEREERk

WORESAEIR - MR, 1%, [FORERZE

DR e H#B, 2EBRR, ZEFK

(Watanabe Y, et al. 2015 '? & ) $2#%)

TR, &< ICRBREICRE (BEMEIR) NERIDTEHBL.
H8 BREIRNTHSNDIKE (FEEIEHIH)

PER B B AE ETIEALRE, BIET 287 & H O R R AU T
BIERA GBS 5.

5

1%E - ERFIR

5.1

S

R EENNR OB WA 2 FR R0 20 MR - AEAbepfe s
3728, Bl CIEIERF RN 2 RIEOIRIETH 5 CIX
ISTEEE (CRP) &R MERTE R EE (ESR) A3 AE O F2 bt
Wb bHRLNAFY—H—Thb SHEEREILE
BFEREZRTEERH D, RIEHEICEDLS HLAZ
A 155 F -B*52 R HLA-B*67 L OF =B H 5 2 &
PHISNTWEZOZM e pZMomidhe L THW

X6 BRIIRKRDSHIE

BEE (%)

KBRS RIS 33.2
Grade | 14.1
Grade I1* 8.6
Grade III* 9.8
Grade IV* 6.2

REMMEOES 10.6

ARFEIR 14.0

BRE 7.6

REMR 8.7

REDHRTEE 15.0

REDIRARELE 1.9

BEE 11.2

SIEGHHE 39.4

BEBire 13.1

AXREIMFESE 13.2

XAz 3.7

A 0.9

—

SB728ITOHE ¥ Hho5— Ry IS5—DILO—ICKDFHE
(Watanabe Y, et al. 2015 ' & ©) $&#%)



SN ENH 5.

EREIR S DTG BIVE O FEAMG A AT & LTI,
CRP & ESRDIIHIC, HIMLEk D LR, BilioikEsr, &
a7 R ERIEFIIRAME O RE e ST
b5Nb. ZhiZ, CRPIZHEE IVF A F (GC) iHHEE =%
7 AIEDBEORBBIEIZERTH L 037%, © MUt
L MNL-6BAEE// 7 0—F PR THLE ) A< T
(TCZ) OF5- T T CRP % /- LB S DI Bl 4 5F
VS ZENTEL WS LICEE L 2T UL S\,

M%7 394 FAY, Pentraxin-3 (PTX3) >, 1L-6",
IL-18 %, sRAGE™, W{EMEICAM-1%, < 1) v A X
yu7us 7 —¥ P &S EEBIREO GBI O A
HTHAEHEESNTVDEY, TREDNA F~—F—IF
FEEOBIKOBY CREBIRZOZHFEIMHEH SN L1201
EoTBEHT, 2018FDRE TR STy,

5.2
E{RFRR

AP B OMWIEAIZIZCT, MRIAHESE SN S (B9) .

a. BEREEE X KRIC BT D MTAEIRDERDEAINE

b. CT angiography (RAMBRFIE) ([CHITDREMREDGIIE

c. FENRBER(ICHIT DR -REEESHDUFTAML - 2FUEIEE
9 ERIICROERFIR

Il BB
5.2.1

HIEBER G X ¥R

TATREIRLIE DY 2 7R 5 (B19a, FHD).

5.2.2

CT

CT Tl KMEREEIR, KRz 3Hiis 2 (E9b).
AR 3D L F LS, TR % £
T4, HACTOBIREEY, P SREEZRT (B
102) . HEERHMCT TIINIE L BED BT T2 F T X
35N 5 (B10b). EEEUHCT Tl AEREORM
|2 KEDIREED “double ring-like pattern” % 5264 (E10c).

BT, WOk - ik, BEoe Akt (B
Ob), MIENMATEEDIEEE B 57,

5.2.3

MRI

1% MR angiography Tid, HIE, BEARIE, BEDE2H
WD R GG 5 (B11, 12) 5% JEiE MR angi-

LA

T\

c. IEFRAMECT

n bt‘-._

a. BfECT b. ERFHAECT
B 10 SREICRDER CT EIR

EATREIRDEEIR L SE 3D HOI B DEIEZRDHS.
B11 A RUZYLER MRA

13
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MESIEGEREOBTTA N T4~

ography T b KIME DIERERHIITHETH 5. RHIFEHB
LIHMED RV MRIAE F LY,

5.2.4

MmESEF

MEERE, MENGEERL/NLE, BEIIR 2 & O
BRSNS,
5.2.5
Bk
EREIIRIETIE, MR L R EBIREE O S T L (<
Hua=HA ) ZBH5H (E9c) .

5.2.6
'*F-FDG PET / PET-CT

KIMEBEAND *F-FDGERZBMICHEH LT R TH 5
(E13)*. “F-FDG PET/PET-CT!Z, 20184F4H L b —
ERO PET Mk Tld, MOMAE THEA DR 723G

a. B T1EAEER. b. ARUZO LG T18FBER. AHEIRBIRICE
EE CEFANERNRZRDD.

12 SRIICRD MRI EifR

TEIRMA fusion B
HTRENMR~SEB 3N CEREZRDBD.
E13 SREI/RAD '®F-FDG PET-CT Ei%

DD 7 KRB S EH 2RI, PRBE O b
ETOMANREL 2o 7.

5.3

BRFHEE

5.3.1
BREEMIC & D7mRE

BREIRISEZ D 18~30% 2 - BHIMET, —8EE
B ERIRE 2 DALMY N S5IEBHIZE~AD
TEERARICL VAL S, mEMEE (KAL), Rl
PEHARSE, MR NE R EDH Y, SEEIREL 11,
VE (MEEZICL2EEE) Y chons (@) .
LN E CIL MBI A O JE R - e1T, HEEEERIR ORI,
MR EAIL S, M, BRIEEBE 2 &R CHRIEE S
N5 (E14). HEELIUIHTES % EBANMER &, PR
HEST L Ot & 2 AR FLI L O AL BRIR M 1) A L HE L
HRFT R Cch s ([BE1) 7. BKER Tl - MR mEsREsR o
IR, BMEOMZE, BHIIERE, BERWEA R & A
SN, HEATT B &AL AR FLBEI B A A SR H 1
% (A15).

5.3.2
RIMEIC KB HE

BEERREIR /B Bk 22 12 & ) BILEZ AP 5 2 &8
HAHIL 1V, VEITIE, SIMERBEERASINEZ LD
5. WRIRICHEIEBINR DS, Ml HBE, din, e
REFLHFE A LT 5. i3 vy, SRR IR
JELEL DT ENDH B,

JKSEHF fusion B



MBRRERRDILRNZIAT, MRLM, HIEAHNHSND.
14 SRIBICROREMSR

HEERIRDINRE ORAE, EMMERNHOSND. EFFEMIBERC
[FHEEFTEMEDECTNSD.

15 BRBRRDIIVA L1 VIREKERMR

6.1

SRR #E

SRDTA RI4 VYETCH 720, JESEEA M ST
FeHE - KBS S5 FFRIC BT, 2008 4R A KT 4 22
DEREIRFEZ WD T TIIEE T, KEOMEL % K
ML S C—EMBIE L 28 - e B e 2 (R L 72 (R7).
Wi, FRZ W (CT, MRI, #¥% ¥, PET-CT, MikX
B, MEREE) 2H0LIT). ‘RIOHH, A)1HHAL EO
fEtRE, B) KENRE ZOHE—RGEOWHdbLHWIEEL D
M, RT3 F AMOIEMRZ, SeaetnZs (B
EEEGD) &DVIIILRERE (BE &) OnwThhiil
0, C) EHRBERIVTE D L O% LIRS L BT 5.

THBIEA D B KRS B OFER) T O RAEFT o -
ADFROON, BWOBEF AL %50, WLk SHERT
ADIEH THLEB DAL, F oIRGB OERI L@
FRIEFT TR SN N S ET 5. I (B4
WHEIITFF L, WEIEROFHA407LIT) %2, HLA-B*52
F7213HLA-B*67 DAL, SBMOSEFTRET 5.

%3 "F-FDG PET|Z, 201844 H X ) —#[® PET jitii%
TlE, MoA CHEDRTE E 721 GBI IR SO 5%
WARIIE KRB Z RIS, RBEHO b & TOMTEL ]
REL o7z,

6.2
i RllE2k

R REHEBE L COBIRMAEE, @FERMME R,
QRIENENL TS K BIRIE, @RI ENIRIE, GMEmEE P
%%, ©FEMREEIIRSE (FISEBIIR ), OIMERIN—F v
M, © IgG4 BERKBIIRFEF E3H T H s, BkaEAl
JEEL, FHEFRC RIS OO CTh LB HET
5. JeRMMEFE & LTl mid-aortic syndrome 25 %
B, KEYROMZE % 780 % b B G TH 5 mh ST
HECH D, JREVEIEERREINRIE L ISRE 2 7280, KEE &
) ZENE L, CTCmantlesign V45 CTH 5. EYEH)
R ZEIROBRIE 2 BT 5 2 N SLERED LD D
B3, FUIHIFED %<, ZOMOFTREZHIZTIUL
FATRETH 5. HEBMEFEERIL, R TITRERT AL

15
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MESIEGEREDOBTTA FF 4~

W3S, MR - MR8 5. BT S
WRE I I IF5E L, e () o~ F UL 5RMTEE) % L
EUIEEOET 2. MERIN—F v M, ZEROBIIRE
RERTIENDH LY, TOMOPTREZEIZTIUIHER
IITRETH 5. [gG4 B ERENIRE P21, IME 1gG4 R
RMBEZRZ BT B 1gG4 BT EIRZE D SEBITTRETH 5.

7

iVt

RO IIEHLEIRZE DB T 2%, B16125%
BREDERE T O —F ¥ — M2 RT.

R7 SRHIRKROZEELE
A. fEIR

7.1
A704 R - kIS
7.1.1

A70O4 R (glucocorticoids; GC)

a. @t

WO T FR— MENTTIX, FEFIDT79~94% 012, 7
L F=vuy (PSL) 2 BiE B (Kerr D FE X 4ECH|
Wrd %) 2 RIHG- shTwi
b. ¥1HAE & Z DH#EFHAR

EF O TIZPSL 1 mg/kg/ H x 14 H* 2 2 20 H

. EBIER | BB 2582 BRI

O~ N =

PREDTTE CRENIRAFAHADIESEIET D)

6
7
8. HEEBIEIN | IEERMEMS, BHRMERBROEGH
9. RZREAEIX : fEERIERIDE

U > CEfRERR (FERB), BHEEDSEME (140/90 mmHg L E)
. 2f% | T8EDITARE (carotidynia), FOfE, SE0FE. fERE. BR. LB RS

. BRER | —BMXEEFEEORAOES, RRIEEK KE BREEL (KRDERE, SIUEREK)

. TBEEEBAEIR | DB, R JEBMTTY HFEL), HER EIR, KHHE(E
. ERER: DOTURR, Bk, 2 EWEE, ERET™, EROIRANRUMERS (BEEEIROITIHRSS, JEX, 10 mmHgl EDIMEREZE),

. FEHER: VO, /AR, By, TEERT, TROIMEROMERS (PEREIIROMENTED DL FEES, MERT, ERERmEZE™)
- BOERIER RO, BNE, DPORESE DR MEREERR. BROEIR, AEMR DHE, SEMEME

IAERIMERE, AR

o IEBICKDBHDE U DIHBRMICIEFT D &

o[RS EREK D 10~30 mmHg &L h SHANDIEE
B. ®&FR

Z BIEZEZD) “HDVHREFE (BZ20) “ O

0 ERHEIC K DBIHOBHEARDME UDICDBRNICHIES DT &

ERIRER © ABIRE ZDHE—XDHE* DEADDVFEE5NCERESND, SRMCHFUFAMDIRELRE ", RRIER

FDGEXD#Hdr) THHEND.

MEREER. B - EESTEEZBRENETDHHRICITD.
C. HERIZSHR

lgG4 BSE R
<EMoAHTIU—>

e REPRETDO—ROKE(E, KEUR (L17, 517, BT, ESTT), XBRO—ROK (BERZESD), FEhked 2.
P BRMES, 5D 2 DU EOBIIREZEEL, AEIRD 2 KE EOWTNDTH B,
o REMRER, BER WMBEBROTHO=YY), BFCT,

HOORIEMRZS, HRRMRZ(E, BOEBXAR (FTAEIIRDBIA(L), CT angiography, MR angiography, D\EBERIGE (KENHRFE
RS, MESEF TRESIND. LTAEREIEEL, KERFHEREZHEVD TV, BHEICE, CTICTEREDSZEMA

pxfb, CT angiography, MR angiography [C CEIBIMTEOFEENHEIND.
ERZH EDEER ST CTIERSHATIRE. CT angiography (&R RHR TR, = TEGRILIEZEH. MESHEISES,

BYREELAE, SERMEMERS, NEMAEEASIRE, B MEITE, BaEtEhRR, EfRtEiRy (RIEREIRK), MEERN—F T v MR,

Definite : ADD S5 1IEEM E+ BOWITNH7ZRD, CZBRALIBHD.

EF MRl (BIRESEIEDEFIR). PET-CT (BIIREZEMED

(BEFRR)

2. BIEFHRE  HLA-B*52F/c[FHLA-B*671RE

1. MR - AR FOLThE CRP &fE, AMEKEN, &M




FTHbNL TS, 20084EA A N A >~ TIEPSL20~
30 mg/ H x 238 & R34 %\ [REGIZIE UC 60 mg/ H
FTHIEEIFA | RSN TEBY, ZOHE:TPSLHH
DOHERFIIFIS0% TH o727, HED106BIOH% A E 2
A—=1FOTIE MIIPSLEIZ389+146mg/ HTHY, B
£Z0.5~1 mg/kg/ HIZHHST 5.
c. 2704 RINVAFEE (HESE7 7 A1b, T TV ALN
Q)

BEEORm WG AR BIO TR TG 2,
d. BEEE S HFE

PSL gL, EMIRFEICH D Z & HFOIER, @I %
fE~—71—, QWG CTHEL 22179, HARD 106 %)
DEAMETF— MR ICE AL, FRICESTHL -
EDEELNFILPSLBEEETH Y, HEEEL 14 H

K8 ERIIRROABECEHTIEREIETVAUNIY

704 K~

A704 RICULAEE

XN RUFY— K (MTX) *

TYFFTUY (AZA)

Y OORAT 7= R (CY)

=O71 /—UBETIFIL (MMF) *

250U LR (TAC) *

2 4OZMRU Y (CyA) *

b U T (TC2)

TNFREESE *

LI/ R

MmE) ) CAFiT Ila C

MERAE Ilb C
* (RSB

Il. BRBIRK

ot

H720 1.2 mg £ HEADPEC D CTHRENGREICE 2T
W7z 20084EMT A RS A4 DT abanTid, 28T
Cl25mg T o 10mg/HET, LIBEIZ2HET L1225 mgd
OFFE T CTHEL TV, HEADaRx—- M NIBIT5
PRI PSLEA 133+ 7.5mg/ H CH-o72Z L2 EFEL,
PSL20 mg/ H K IZE L7256, &b CIEEZKEHRE
ICTRETH5S. MFrmlE, PSLS~10mg/HET 571
]\ :”1/753‘%‘/\49, 52, 57).
e. GCTOU—EfE

KEOPSLH L% Hig3 70 b2 )10 ¢ 3040/ 541
(17%) 25 GC 7Y —EaffZ MR L7z 19754 DO HAD 150
BIOKETTIL GCHEBBIIL37.4% CTdp o727
f. BRARDIEE

EREEAERE YR E T2, NEREEREIT) 2L, &
FEFED S5 5.
7.1.2
SIS

a. ARMUFT—=F MTX) (3RS T ATla, TET VA

L~OVB) (PRB#E A 7% L)

KEDY v 707 — LR Tld, PSL HEMGGEEORED
A5 F 7 F R L 726012, MTX (0.3 mg/kg/ 38 2> & il
#) EPSL (1 mg/kg/ H2 SfiR) 2851, 81%A &ML,
T~18 7 A2 50% A E & HEFE L 72 MTX I3 &% 8)
RZIZE - & D L b TERIEIFIEEE WS L
ML, MERZEDOMERZHIETE R VIR H L & &,
D F 72X EIER CHIE SN D 2 &7 v 2 &SR
%ECE l/‘,\;_% 6,50,59).

b. 7HFFT UV (AZA) (HfEdE7 T A TMa, TET VAL
~)VB) (20114E2 A 23 HAE~RB#E )

AV ROy 7NV T — L BT, M5B AZA (2 mg/
kg/H) & PSL (1 mg/kg/ H 72> Silfiik) % 0 5L, 26
AR L 12 7 B F CIERTEM A MR L7275, 127 A1
40% T CRP £ 721X ESRASEH & 2o TH Y, —HBIZIME
REDERFI R ASNT. ZEO 70 havizBirb
AZADRIEDTIEE L, MTXOEFI G SNbHZ e
AEANS
c. yoORAT 7= R (CY) (g 7 A1b, ZET VR

L~V B) (20114F-2 H 23 A #RF#E )

KE D20 B ORI & 25—~ TlE, PSLEMPELG TR
FEARF5TH 727612 CY 2 mg/kg/ H (WBC > 3000/uL
LD X I HEZE) 2L, 46T PSLkER)F
Z iR, MEWREMELTD B 72 6B ABITE & 7% 5 LT
AHIEE N, BHERAA RS L 32 ARICMTX 7213
AZAZEIN B Z 570 kA%,

17
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MESIEGEREOBTTA N T4~

PSL 0.5~1 mg/kg/H X2~4i8

— @B 5 mgiEE 30 mg/HET)
— 8 2.5 mgiFE (20 mg/HET)
— B& 1Y 1.2 mgEBAEVERE
— #3FE 5~10mg/A (—off)

=S 4

- BRRG\ [RZE
B PSLIgE & — iR o
PoLALRIEE R L
E:ZY)|
or WINHEPSLEBEA
2IER
TCZ s.c. or MTX* or AZA or | TNFPE=E
162 mg/iE 8 — max 16 mg/3# 1—2mg/kg/H IFX* i.v. 3~10 mg/kg
(EB= ) ETN*s.c.25 mg X 2/3E
Of 1ﬁz$;mma eI MMF> or| TACEor CyA”
- . . MARE CHRE
(35 BB B D) 0.5— max 2.5 g/H RRE CHRE
(CDIEHTHEIFX+MTXEEDHAR])

16 BRBRXOEEIO—Fv— b

LEQT/=IVEEETF IV (MMF) (2% 7 5 A b,

IEFYALNIVB) (R0 L)

AV RS0 22UFOHED 2T TV NH 5D 10610
HOTIE, WEFEIREATSBUIMME 2 g/H) &4
5L, Kb oflTrREGEEEIT, CRP - ESRIKT,
PSLE RN R A RO 72,

e. WY Za—UVHEEE (g7 7 A1, TV AL

AV C) (PRBE A% L)

%7 11) A A (TAC) 1.5~ 4 mg/ H % IV 7= ),
27 u AR ¥ (CyA) 150 mg/ HX° 4.3 mg/kg/ H % Fv:72
FEFIHE s Td 5.

7.2

EMENRFA - fIMIVRES E

7.2.1
EMFHREAE

EE IR 5 EW R A O A xRS A B
FHE, BOHIEBEESER T (TNF) [EREPIL-6 25k
Pk D 2 2D LW F I RH T A e ST 5.

a. FRYUXTT(TCZ) (RS AL TET Y ALN
B) (20174F-8 H 25 H~Bu# )
BRI 0 B NI C IL-6 T B 13 e B TS B I & AH I

LT ERTAZ D HE SN TS, Nishimoto H A%

HERTES LRI B O TCZIEE % AN s LT

59 Bk & HARTEHEZBIREICH T 5 TCZOHE M
B3 2 OS5 7 S a7 70,

77 ¥ ATOEWFIEF (TNFHESE L TCZ) H#ED
HBAHIMEBEMIE T, BEEIR AR 496 3561 %
TNFHESE, 1460% TCZ TiH#E) TEWZEMEFNGEIC
LrEMFT6n AH, 127 HHTZENZNTS%, 83%T
HV, 3EMOMmEFIERIGEY I EFNEET0.9%, Gt
RIIDE B DMARDs {G# Tl 58.7% & A BN BT
(P=0.0025)™.

F72, OAETHIEE S LR K % K RIZTCZ DIRER
(TAKT study) 25517 £ 7277 ZHEBR T TGC % #iik
LTHZEETOMMZ FEFHBHEE L L2 ZA, TI1
ARTEIKTS 5 TCZHEDO N — N3 0.41 (A A2 @A
#59%) THh -7 (P=0.0596).

b. TNFREEE (322 5 A 1la, TE¥F Y AL ~N)VB) (f£#

WHZRL)

Hoffman 5 13 GCIHFIRPUE S L ENR 42 12%F L T TNF
RIS TH L R ME L. —F, #aS
FEBEIR 25 D 20 4E ) & k7 512 L 72 Schmidt & O #Hii5 T,
B RFER IR CHo72A%, TNF HEREOHE
TR 33%, BERIZL ARG HIED 20%TAL
N, ELEEIRSE TO TNF HEREOFREIZDOWTn»
EQALE! T S o = G QAT A



7.2.2
HIM/IMREE (327 5 A1la, ¥ 57 AL ~NUB)

BEBIRICEE THUI/IMIEE (7 2E) ) 2R %
EBMEOHEZE, ANLEMCE, — PR E I,
e SRR, SRR RN SO vkEm A x>
N OFEFEG AR SN D LHE SN TSP,

7.3

ERIme;s
7.3.1
;me;aEOEE

1 B IR 98 0 1 E T4 O I NG % (endovascular
treatment; EVT) &, YRR E CRBNRBEL 2 b
T—)V 729 Z CEMT A2 & THBEEm LT 5. #
JOURGE, FEHE, MREHE, ZRRFHI X 5T — A THIG
T 5. BEMIRZICWT A EVTIE, /SA /S AL
THIRAERDE , B—EIRE T 255 EE Ik 2 2
T4, HEBRLEIICh) BE BN 5.

7.3.2
BEDRENE & Filimia

BUMAERE S, Dl LR S O U L B IR O 2T
Pie HE LS5, GCRUEIMHIZEZ M L2 < THRIE
A7 CEE GRIRENY) 1CHERT 2 DA TH B, BEE
DY AT DY OCEIIRE, AR L 22 &
BCREOH LY ETY, WD E ) SIEDHHZ X
%75 itk b RAEDOSEFL & TR 11 & o TRAF 2R
R DS T,

EETFA & EVT OZIRUE, BMROEERT b L2
BNTWVE. —OBHEEZRSEGTREL V2D, BE
Mytee ST A TORITH RO 5.

7.33
i DER

MHIC GC 2G-S TWiUS, FEED S GCx5-%
T 5. SER REEIHML S 7-% Da e S L
72 I DT W ETREIIRIE DI % Er, G L
FRAFRZIZ DWW TR ORBEISES L TH 5.

7.34

MEREICH T DAE

a. S EIRM{ TR

Il. BRBIRK

ot

B SIC L2505 (B8) DIEF M AIIER 70 7 7
AINEERTOIZHET B0, NWEHE#EZEET 59 2 Tl
Ueno b IC LB ERGEHYDAERHTHY, ZZCTlEmEx
g,

i. | BRE (S9EER) IO4T a8

HE B AR SN TR ENIC B 2 BT 5.
BOBEETIE, FILAHED S22 5 55 3, AR i
JE£ 50 mmHg Bl 25 AT A O BIG & Vbt s ™. 3o
ISZMAT AL IR S5 % I EEBD AR O R ZE DS T
EOWE, WA N 5720, mATHEEES
BRI E L6 5 85,

i. TRYRZ (KIRSERRAZERY) ICXT %A%

FESFNIRENE G- L R a1, KR - KEDIR
INA IS AT 70 & DIEMEH S A 7S 2GR, KBYIR E Lty
2179, AR RIAEIR, & B S I T HEEG O
B EI2iE, NA SR HRE B 0127, Bl 2
ELEET D, EET v F— FII G RIS R~ I AT 7
HEAEEZET 5.

iii. IBY (LEEERAER) REICHT A

X MATEE E S EEORA 121X, BOBOREIH LE
TG & DFRIREFATZAT) 72 &, S E S ILTE  5R8%
ENABVEICT B, — I, IMATREEDSSERE TRV
B, BICEMEDHREZIT, BEEA I IUL
B~ D AT Z 179 ¥
iv. VB! (BiRERY) REICH T DA%

BV RS E A S0 5. FEISEEE O KENIRE,
FREENIRF I CHE L 5.

AVEE AT FF AT O 2 B N B ZE R TR A2 DS 3R 1S
K22 5. DOOETORMBIESR & AERIT BN BRI & O
WiEhid 5",

b. EVT
i. FEMNREICHTBEVT

EVTIZRBERZEICRE L THEIRT L L0
AT N AT HHE L T RARER S O T 08890,
BIRBE B DFERHEI L L TV B E L H Y, H—EIRE
TOEAITEEICHN T 5. AT MERADSBERIIRIT
THEIRBEHTH 2.

ii. HERMRZEICHT D ATV TS5 T Ml

WPEARILE 2O NI > T,

7.3.5
DEREIC T Bia
a. XBIiRAEAETE

T B OSBIG FHEAEAR 0 55 i 5 6 L C s
TN, IR AR L R
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5. FEARINRKEIIRESSE AT (Bentall 1) 21D 5
WEPZ TG, T/, BERENI Y PO— L TER
WA, REDIRIETILAD % < T O RBYIRIELE & AT A
o P,
b. XENREERHLEK

NLFA & ALIMEES Bentall BLFA) 2179, &k
HNCKENRFDEMT 2 BEHNSL L, ORI
WATLZWIEZ )AL e nwbns ™. fisies 2Bl 72
st s,
c. BEIRIKRE

EENR N A SAMTTIZZ T 7 bOBIRZIES L. 5
SFENIRERHIUTNINEIR 77 7 MEE S e, desfE s
7 7 M ORI AR AL A RS 5. RATREIIR
BT 7 & OREEIT Tl AL % ARy 4502 i
W5 AIEBARESRE R R AR S F-HE KA 25 %h 70 4E B
bHoY.

7.36
FEIRmZEIC T Bia

i M & B4 = AR I FAEIS T, DL vz
78y FHERA A N L ME B2 fid 79 5. A v —
M TZRAR (plain old balloon angioplasty; POBA) & E4T
AR B S5,

8.
B

ELBIIR D 15 EEAFERIT BOBFRE & &AL B3 101,
WS ODPDFHRABRFIZE > TBHiEN S, ZORFIC
(X, MRAE, SEIE, RBIRFPASEA S, KENIRE OfF
e, EITVEORE M, HEFEME, ESROTTHELR EVXHITH
N2 B IICRET 2000 H 505, mVE
FEERDOIIED L\,

IRHITEIRED L L 2 5EE 1212 ~50% L IE6 D &8
HEHH, BEHFMSEO, RHOMNE N ADE G
BINL CETW2™, BRI AT O A HHEL LI O0AE
DEDLEEDS EE>TBY, KREVRSIEAE R B i1 L5
BUC LB Y. FATHEIT % 10% 01 TREIIRF O BER < 7
T 7 MREDFHO LN SPHERD E .

4%, PETX MRI7Z& &EOMi{§ % Huls & L7235 Wi flf o
AR AL BA OB XY, HEEOM LA S
nTwn5,

2016 DIEAETFFEFEFAIIFE O FEE AT, BARIT
Bl % & T/NEFIE DB ZEINRISEEIL140FTH Y,
BOT0B 6K TH -7 B 1 7 TLIRIZEL,

BRI, MES, NodE, BAETR, V) o NEilERZ: &5 L8,
BB 80% D EH GO SN 'Y AR, B HAfr
D LR BIEFE A, R S5 /N R EE A
ML TW5, ANEEZEIREIE R Eo B TEER
BB L OF O EITRE 2 R, BEFEES, AT RENR
KEMREIIRE DT T BN L1325 5 'Y K20
ZWHLEX 7, WMADZFIUZEED B35, /N TR
HOBEREMND 720 DTN D 5 1,
SEIICIEIZE AL DEETCRP, ESR7% EDRIEY—
H—D L REBO L. BB E N, CTMEEE &
3&E5 CT, MRI, PET-CT & ERHWHN L. /NETIE
BEEBREIIR & 2 D BRREDTRA LD %<, BE DI
POIERETHER THSH. F/2, PET-CTIZHEHZLHT
SR DA, GBI MICE A TH S (20184E4H LD
—HBD PET fitiix TlX, Mo THEDJHTE £ 721305 E)
1 DT A D D7 KT 9 B E % 0F A, PRBE 3T
DB & TOMRIENREE T o72).
INRBINDIEREL 2 ~3 T — A D mPSL /S )V A TR
IG5 L, 29 1% PSL0.8~1mg/kg/H % H v, [F K2
MTX (FRBE#E L) 2 AZA % G % . EIERERRE
DOEBHE, ENGEEA~OIPF), GC ORERES], 3
BT HBNCILIVCY R TCZ 2 et 4. F72, /M2
WER B L CY I X IR E DS S iz, Bl
MHEDOIVCY DEA % A IZEE LTI, B
PEBIMLE T TO/ OV AfEE &L GC O, itk
SRS EE, IR S OfEmAzH 1), NED
MEDIEFEHEEZBEIFEZHEIZIT). GCIIRERE
ML 25780, KE~Y—H—EETH UL, KEIC
B LRWPSLEE T, PE~FRELHRIONET 5.
CY [ IIVERRTFEIINZ IS AED H Y, BIRE L
FEGRETH L. —F, TCZIFFERAO/NE~DF
EORED S LD, T ERAOFEFIZLL, 4%
FHlAS L TH A, MAE DRZEREEOILE Z R ke
FED GRS B 2 B ISP/ RS L Pude B3 2 % 5-9
5. NREEOEL EAFIE L R OGEZ LB LT
BN, BIXEREEPIE TE L BBV HET D



. EfEfR B AR

I, EXARATEEN AR

1

RERZ - 8% - 9%

1.1

REBLR

EOAEBIIR %5 (GCA) (X T CIZREEIEL H 5 2Bk
KT, KEIRADD I F 032D EFH5H, & AFHBRS
HeB BRI & B CHET 5. LI LIXMBEEIIR
(RUBEENR) 2B ET 5. FIEFRITZL XS0 E D&
Thh, LIZLIE) v~ T EEHEHREEZ AT 5] &
Fy )b art A% (CHCC) 2012 THEFS 1L
72V, B EEAR 220§ T OAERCHITHEIIR A3 E &
NHLDOTIE RNV L, 72, 13HhDMERTH->TLH
HERDSBESINLZ e H L2 Enn, [EMBIERNR
%) DR TR S,

1.2
=7

FEREAER LM S0 UL LT, AR R Ly, 1998 4F
DS (YY) OeEEFFE T, SRS ERERT
#1690 N (0.65 N/10 75 N), FEREARHFIZFE 715 TH -

7#-106)

1.3

%A

SHERFHINNIC & 5 BYIRZ B R 3 2 BH 28 O 14 Bh Ak
4% (cranial GCA; C-GCA) &, BHZFHISNICIRFE 4
FEIFAMZBIIR SRS BRI E T E A B IR %% (large-
vessel GCA; LV-GCA) (i s A. LA L, LV-GCA
DEFHB L ORI ERIT T L T,

2

FRAEWEF

A ENIR 2 D JE I & 2 Tld 2 was, #5m
¥ & L T, HLA-DRBI1*0401, HL A-DRB1*0404,
HLA-DQA1*0301 3 & 0" HLA-DQB1*0302 & #iF§ 9 % =
EDEIHINT VG,
Chlamydia pneumoniae, parvovirus 19 7& &AWy & s,
S HITBE & OBRBER T D3TS5 2 L b HE S
g™,

ELHH B IR 8 13 s 2B 48 & [RIR 2 AR 1tk oD 9 et
HIfBREA B Y, & ATHRES I OMERICEAEASEBL,
WIRDREIEI KD WD PZE %2 520 . Bl EBIIR 4 D
IR I EYMIE R FT  CD83 Bt IRMENE & CD4 R T
ML ATEE T B, FHEIZAFAET 2 RN AS, Toll-
like receptor (TLR) O Fli % /- L THi#A L, CD4RmMET
M2 iEEAL S5, 2o DD 555 25 IFN-a
RIL-VT R EDHFA M AL %L T, /077 —T %
HALL, EMlaz Bl sE5. 612, v7u7r—T%
B, WIIZREIL, M NEIEGEN 7% &% 57 L,
M FE ORI MAEEE D) £ 7)) ¥ 72

$72, Mycoplasma pneumoniae,

3.
RIEFR R

3.1

EEER

BBk 2 TId iR OFHRBR, & <IZFHEIIRD
SARERHEBEIRDMZ SR\, F72, KEIR, $45 T E)
R, #B Bk 7z & ORBBEARIBIIRDMR S D 2 &b A
R, WERIRRBITH Y, T0EHIAHFES 2
ENHDHT0, 2~4 cmBFEPL THEMIZHETTRETH S,

21
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3.2
fHRr R

MISHBINR 7 & OFEIBIIRTIE, THZSIIPBRIEA 2 & DN
P ) O A USTE R S L (BI17) 0. SAE1E R
Zegil

FEVEIRTH Y, MIREROUGEZ 5N /8K,

PSR DI, FERICBITDEMEZSTCRFESER, NEDE
BRTSIRAEMERRE, EEDSRE, NIEDRELDHHND. (EVGERE)
I NER, M: hig, A: SR, IEL: PS84t

17 (ISEEIROFIES 1

(VT THROBRHFET FSR"0&Y)

WD ARIEES U ICHE, ZOAE, &< ICHEORA
(C, HEBIROBIEICLDAFEBUERDRDS5ND. T, LHD
Langhans YIS S U ICEYEIERIINH SN, —EBAHMERZEER L
TWD EAR). &5IC, UV oO077—IDEEHRD
5N%. COMEGITIEHROIMAICT BRI EFL LS. (HE
2Em) (AN EVGA®)

|EL: P3#MAR, C: AL, SMC: FERAEIDIEB T

18 FERENIROFIEE 2

(V7RI ERFET bSO &Y)

fa, ~7u77— O, Langhansl kB L VBRI
MigAFRo 5N S (B18) "), NBHMERIIITZLHE L, =
DS E MBS 2@ D, & XA
DEENGFROD. T4 7 A FEILLIFHERORE I
1FEA D SN, PRI IEER B Ze SEHEME R % 7R
LIZEDRN & 7 575, ZIUSH RO RIEICRE ) kI 7%
L&z N5,

KEDIR GEERBIR) <1, TR b E 2 T O R 3EE
PERDTER SIS, HPERRHE S RFT A VWERIZIE R L
(B®19)"”, ZD#BIz—3 L CTHERERS ) /S BRIz,
ESICEMEMIEDEO HNE (B20) ", AL 55 A

FERREICREVERICLEICHEEREDBEADERD 5NS. L LEDE
AR THE S fZBADHER TH DN, HMEARHEDIER UTcBh L
[CEZREMRZESTERIROREDERD SN, HIHRHENTEF LT
WBHERL CIETBEEHIENER L TLS. (EVGERE) (BAM HER®S)
®19 ABHIROFES 1

(VT TRHRMBRFET SR &Y)

SAEDIRVERAL CIFHAMIR SR EMIRZ E 4 & UTcAZFEMERDER
HE5ND. Ffz, UV ERpY o077 —IDRBLHSND. (HERE)
K20 XBNIROMKER 2

(VT TIRMERFRT b SR & Y)



9 5% (vasa vasorum) (2> TH RIENAHIND.
F 72, WEEIEMERDT A TOBRWEALICEIMEZE L e Z 2
SNE B OIIENET LI ENH LD, TDX
I AL T O MERHE IR 9 5. DD, RIELSDH HER
AL CUEIRBEIE DS L £ & NI HEDSTTH L L, RIEAD
72\ WERAL TR SRAE DR D A ST e 5 v ), J iR
B2 §A 5S35 2 1275 (B19, BAR) "

3.3
HAIEZHRTIS S U ICERLIERR

ERBIIRIE I AR VAR e B 7o 0 ARl R 1R 1)
FEERIERE 22 5. BFEIITRBAT ROATIEERITE
e EN LY, EMIBEEIIRIE TP ENED S HE %
U IIEDTEET B DITK L, BRI Tld sl
POYNER SN D, mEEIRYE &) BB BRI 012
9 HIEAE R AR AL S L D BEE I A O NS,

IN=T X —IREREIIR %S - BEEIIR I B\ TR DE D2
MEJE % 79 8 PR PR R P B O i3 2 B D 7 W E 1 A
N=U X —RE LTHEIN TV,

RBTEE MR EBIR 7 © 5, O, JRE % & OWIR
A FE g FUIR O/ NENIRIZ B % & © AR M OB IR 9
DRI FEET B 2 ED B 505, FEEMAERL RSN HE)
IRORE S ENAIEE TR D,

AER

EAIFAEBIR 2D & HREIR E LCId, KAEICFED FE8
& EITHEREY), BRI BT,
REWA, L5, SRETRE SxR0 5. RFTER S
L CRAMEDTMICL) SESERERTZET L. DA
ElZ BT 2B EEIAR 25 66 Bl D EERHTIE, MEEEO
UEJiT (80.3%), HEPZA (63.3%), HIBEHBIIROES (52.6%),
BB AR OFBIACT (40.0%), HAIEE (43.9%), HEif
PEAAREE (21.2%) SRS S Tng ')
MVEBIIRIRZE 1 X BREIR & L CHIBEER G, MISHBh AR O &
- B, SEBAT, HEEAT, THUEEAELL. INSO%E
RIS, AR b AT S, BEERIISZ R T
FITENTEEIZHER LI ENE L, FAPFATIZHEEO
ORI TH 5.

MRENIRAMR S5 LB, #H00Hk, BH Bl
ENEL L, BEMPICHRD - R EL, 823~
Y% HHINET, 4.4~ 6.5% A I5eaWder &z %M

. EfEfR B AR

DOTEEDPLETDH L. OB IIFADRRER
Lo ENS .

CHCC2012 ®EFK TR S LT\ b L)1z, B
BRI KIIIRD D / F 7213 ZF D FEFFUC S IHEHHB
T5. $HE TEIIRRZ OFAEILLV-GCADF B L ST
W3 " RIEBIIREZE TR, © T\, EMElE R
R E R B 5, S TEIRRA T, LR, s
& FESETEEY E7-L, BEEEIRIABIOET R LI
e, MEAEAZ (10 mmHg L) 229 5. KEIRIFZE T
I, R, KEDIRIE - R R BN IRIE, KRENIR
PN EE AL 5.

BED30~60%121) 7~ T L5 MEHfEE (PMR) %32
®, PMR® 16 ~21% 2 FE A MBI IR 2 % & pF 4 2 1)
DTHEENLETHA.

5.
e - HIRFIR

5.1

BREMR

FHR B P B R 9 A S0 Ze B AR T RIS 20 . IR AT
AT R CIE AR MER P M HEE (ESR) D ITHERR C RS &
(CRP) o, 1B EEOEIL, K7 V7 3 Y MED
55, ESR S0 mm/IELL B, B EENIR 95055
HILMEIZE T NCBY, CRP & ESRANIEE O E MBI B
MR#&IEFNTH A, CRPX° ESRIZEAFLEEIIR S DS
DO<—h— LTLHHEINTBY, HIEE CRPX ESR
WEFTEOADZELH D" FAYIMOD IL-61EEE (1
B 70 L) S BIGEN I & 3647 L T4 5 2 L hvHis
éﬂf\/\é 117,118)'

5.2

E{RFTR

EHII B IR e O Wi %2 Wri2iE, CT, MRI, #8&%,
FDG-PET 7 £33 4.

MRI Tid 81% D B & |2 M BEAEE R 52K & 5 a5
RRPRO N, BHBFSNBIRSLEZFNENIR OIS A
Achsr E21) "

CTTIE, 45%DBFH BRI R0 5,
B R HEFR R LAY IT B 7 050 FL R A T R A% B 7 BT
MR AL D ENS.
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FWTIE, RMSEBIIREEOFIEIC X > T, BIIREBLC
“dark halo” 25#eii &% (B22) ™. SIEMIICILRED &
NnZedd, EEIIH40%E s,

FDG-PET Tl 80% D B H 1M I REERBDTEAET S
LHEEENTEBY, BRIV 20184E4 L —
HBO PET fifx Cld, MOMA THAZ DRI F 7218
DHIW SO0 7 WRENAE S B H Z RIS, RBEHO D

FRENREDIEES L OSEHRIRNF SN KED), EFHEOE MR
FIRRICHHNER CHD. FEL (b) BLTHE (o) Tl&, mfl
DIZRENIRS KORERICAEEZERDEENEDI R TH D (KED).

®21 EffiEERD MRIFRR

ETOMENIRRE 2o/ LaL, BRI L]
BHIRO N7 T LAMTR W DR TH 5.

5.3

BRFHEE

EOHIABEIIR 72 20 ~ 30% D B (2B - KT A5 A
SRER Zo iR — R RS, HERIE
REWHRLNDZEDN DL, B, HIMKTORE RIEL
HEZ LTV BIRREE L CHIER / A2 Eh i M e, HE
HUCEDAIRPAZESE, BRREIREIIRFAZEES S 2 "1, B
VR LA AV R A R L2 ) ERBRGE BN IR CTA U 5. AR
BCHIDNEED S o & L WEE T 2 R MR
FETIE, BMBEIHOEFELASNS (BE23) ™,

BE REER

R

Pk

ENAREE C dark halo (%KED) &3 3.
X 22 EffigEiiRxICcBIT DREEESIRT I—FR
(Schmidt WA, et al. 1997 " & ¥))

BRI BEOERFENHOSND.
23 EHAEIENIRA TH S N ISk M AR R AE
(REF—ERIEH. 2011 P & Y)



fekAr SN HRER (G, MIBHEIIROESRE, FHBhE

FREIR % B IR LIS 2 ek E MBIk % (silent
giant cell arteritis) CTld, HIIEEIZD A ERVEAFBEZ
COREIRE LD S L h3d 5 41019,

M - S

6.1
ST

1990 4E DK [E ) 7 ~ F 24 (ACR) 4 HdL e (R9) >
IEHNEEBIIR 2 OFZ NI S, RS EE o B
RaPEBIIR SRR LI S B ST . JIBEBIRIZIR -
TG B B\ ITHAENIK % flE CREi9 5. Z sk
IS CEAAEEIIR 25 % R0 L 7 < TOESAaEE)
WR7s & HHT 5 LD TTRELIEIETH 528, BWTOBII A
MOMBEBEIIR M ZATH S EHHEREIN L, MBI
& 2 MBHENR O BERLE OBz & L THEH TS
ZJ 130, 131)‘

FAPEATIZIREE DM\ 28, MIBHBY AR A= 4 C I %€ & 2 b
TELTFMEENEVIERIGE TH L . R E 13 %
FEDMER O ARFREDE LD, K TAHEL T2
Ak, ARBFEME & LGRS 5

6.2
PHICHEDERTNER

19904 ACR 43 LI W HIY TIERL ST W e v
7o, ANEHB PR SEMER R, SIS AR

®RO EMERMIIRNODIEEE (1990 F, KEVIIYF

[N
=

1. B0/ _ECHIRERD D WVFFTRAHIR.

2. HTREBETD, HBAIVEWVWEFETRELIEZEHEVYT A
TDBEFDER.

3. BEEIROENRIE(L & RRERDIEWVEISEEIIRIC /A > e EfEdD
SVFRHET.

4. ESR 50 mm/BFLAE.

5. BIRN\DEHLEKERZED D VITATFESRE, B %
B Z M D MBEXNFTEZ5RD 5.

LEESIEEHA L EBIEELU ENRD 5NDIEE, B

FRKEHITET D (RRE93.5%, HFEEI1.2%).

(Hunder GG, et al. 1990 ' & ¥J))

. EfEfR B AR

PEEL %D, HREZ W CEMBMEEIIRE 2 FEHTE 2w
A ZENZINIEE YT 2 D MEEB RS A &
PUUF P ERH I IR (ANCA) BRI 259, stk
SRR A, EHMT IO F—Y A THEDLN
HZEHD. CRPEESRDEDIZIEHOERITENTH
Z) 138, 139).

MRIRZE 2 FE LB TSR0 55 — AT, hiE
OBNTHIET RS E 2 Y LHDO) 27238 572
O, EMESR 2 WCIHRET G 2 LENH L. HEa
VT a4 R (GC) BlfGEHEIE 1~ 28 DI BE B IR A= M %
19 ZEDLF LI,

6.3

RENrImZE DFF{i

EAIRR B AR 2212 & 0F 5 2 KREIIRIFZA OSEEE L, 20 ~
30%FREE L E 2 S, B LRI KEIR 734 Dk A2 0%
RRENRIE 2 EORBIRFE LT S LWL Tr—AL, &
Witk SAELLLRRE L CA S KRBIRIBZE 2SR5 5 2 L 258
B RBYIRIGZ L BB & OBIEIIAATH S
A%, IR E AL I B IR 2 B TR BRI O
FEO) A7 13E LY, KEIIRFZ S E B R 2 0
FRICHEEST L2 L0051 BIiED 5 ITFESEERIIR
B IR 28 O FAM % 5 LB IR 95 O FFAM 7 12 HE U TAT .
FDG-PETHENHHTH 5 (20184F4H L ) —#H D PET
Mifk Tld, OB TRZE ORI F 7213 GBI HI A
DOWRWKENME REFH T RIS, REEHOD & TOM
BEAREL 72 o 72).

7

yist-Vaka

10 (CEMALEBIIR 2 O TR HESE I IZ B3 B HE3E %,
B 24 | 2B IR S DG 7 0 —F v — h &R

7.1
A704 K - SeEiHIzE
7.1

AF0O4 K

EARRL BRI X GCARY L, £—RINETH L
(327 5 AL, TEF Y ALNIVB). BEVSENLE, %
HIR AN ] i 0 EBE E O fERR AT E 5 DT, GEo7-H;

25
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A, RHICEHREO GC TR BT 5.
a. IEARS
D ARAEIR, MREAEIRA 2 WEEBITIX, FL F=vm s
(PSL) 0.5~ 1 mg/kg/H (3 K60 mg/ H) 25 HE 4% <
% (3% 5 A, TEF Y ALNILB)
2) BRI, AEEIRAS L 7ERI T, A7
A KOV AHRE: (mPSLO.5S~1g/H, 3HM) #4f7s
&, ZD%PSL 1 mg/kg/H (7 k60 mg/ H) O¥5-28
s ng ({Er 5 AL TEF Y ALNVB)
MG % 2~ 4 E MRk %, BRARE IR DS L,
ESRX° CRPHIEFILd UL, PSLEJHETE L. 1~24F
T4 < DREFIT GCHG- DI IEDSTTREIC 2 578, Bl
PEBIAR SR RS 56 % 1491,
b. BFEF
D) Figtx Ge b8 2RI, Z OFERATHRAER R4l
FHER T2, PSL% 5~ 10 mg/ HREEER

& 10 EffEMESIRA
~)b

BECRT2MBLIET VAL

AT04 K~

A704 RIULVAEE

XN RLFY— K (MTX) *

YOORAT 7= K (CY)

TYFA T (AZA)

24OZMRU Y (CyA) *

b U T (TC2)

AV TUFITT (FX) *

FHULTT (ADA) *

THRILETH (ETN) *

UM/ iR

*RIRBEAS

RYB7AFTL.
D) BRI RIS L 2251, S -1
RL, e ERET 2.

7.1.2
REHIHISE

TR ISR IE, GCIABIEPUER, GOV 5
T BRI, BIEHO720 GC % FHNZRE L /2 WERI 72 &
12, GCEPEHIFESG SNAH. L Lads, GiEinfsEs:
MAOE M EEIIR I3 2 B FITIRER & E 2 Hh
%) BRI SE B C BB BN AR R O iR XA T 7
o PR A RIS LT, AP PLFY—T (MTX)
(BB A O (3% 2 9 X 1la, TEF Y ALN)LA),
YUK AT7 IR (CY) " (SRS 5 AT, TV
ALNVB), THF A7) v (AZA) " (s 2 5 2
Ib, ZET Y ALNVB) SERE DS H 5.

| BMGERER, MEEROER |
L &)
mPSL) LA BOA 7 Rt
05~1g/H, 3HE
PSL 0.5~1 mg/kg/H *
2~4 8

AFRHUAER]
BWERDSD,
PSLA R L7zl
R

WehpEHE [
| TCZsc162mg/B |
or

MTX 6~16 mg/B*
EHEHE) || g

or

| BRLESPSLERR

.4

AZA1~2mg/kg/B | BRI AR
or
=
CY 1~2 mg/kg/A sL
GHBETHAICES)
EIFIVCY (500 mg/E
2~4BTE, 6B C) || [psLs~10mg/BiE| [ameT |

* RERERSN
FLUSERAEIR, SHEAEROHIRDEBAIF 1 mg/kg/ B

E 24 EfffRMEiRXOBEIO—F v— b



7.2

EPENRFA - fIMIVRES E

7.2.1

EMFHSEAE

Eﬁ’tﬁiﬂ’é‘l‘é@bﬂ}l’iﬁ%biGCL:ﬂ BRI R TH D,
RIVE 2 B85 5 7201213 GC 2 I § A LA D

5705, GCEAPOH5E @%Ef%nejw AW R & 3
WIS BT 5 2 & TGCORMIKED T HE & 7 5 2
ERETAHMT, WCkTro ) A< 7 (TCZ), 744
<7 (ADA) 5\WIEA 7)) F <7 (IFX) PEHOER)
PEIZBIS 5 RCT AT T % 15D

7.2.2
TCz

IL-652 BRI EIETH L TCZIZB LTIk, GCiHED
D5 TCZ ZFMGT AI63E 70 b I — VOFREDE 2
AR & 5 3 BR CRERR S 7. B 240 ER CId, PSL
% B L C 128 TOEMARDSTCZ 2 A S 43
BHEAEIIEL, S28F COBBENFEIMNZ EAVR
BN EIMEERTIE, PSLE 26 THIEL T,
12~ 523 H O B Rk B3R S TCZ B CH B E o7z ™.
P HNHISE R TNF HESE O 505D 5 HEAHIZEI L T
&, JEBIHRE N — R 2 ) =X T, TCZPH T
PSL # RIS 5 WIZFFIETE -2 L2 ST
W% 1910 D TCZ I3 R HIHIRE R TNF FH S8 & T L
TIZET Y ALNEEL, GCORMBETLEET S
FEBIR GCHPLFIC BT, ZREICHBEL 2N L) AY
NATAY NeWELEZ)ZATTCZ 23545 (s 5
21, TEFYALNIVA, REERH ).

7.23
TNFREEE

TNF[HESE (REBEHZR L) ®9) 5, ADAELIFXD2D
DGR RER DA H > 59 70 5 TNF FLESR IR L THMTE IR
FAERH STz, BT EENIR % 0 5B E) 1O
FME T SN TV W E WA R SIS 5 D
DO, TNF HESEZHRFGBIN > S GCIZHT 52 &
RSN LW (R S A1, Y52 A LNV B).
GO & 2 X RIEIIHISEAE P O FE 5B 3 5
TNFIEFEOARMEIIAHTH L. =4+t 7k (ETN)
O GCIEFFRIIHFES N, SHROFF M NnS
%75 2 [Ib, YT AL~N)VB).

. EfEfR B AR

724
HI/IMREE (327 5 A1la, TE 57 AL ~UUB)

ECRIAMEBIIR Je Cla s e s, L 1 N> b & &b
THIENHDHA, IREIIR I IK’W\T HEE N EIR A
MEREFIETAHZLFENTH L. KAERT ALY »
(81~100 mg/ H) BEHOMMIMEREE D) A 7 EHAN R IE
A& OBIEIZETIHE SN TBY ' BN v~ F
FRTRESPRIFIIPETAE) Y2t T52 8%
HEIEL T,

7.3

SRMmeaE

EL AN B IR 2 2B 5 KA R ZE N DAVEHY TG -
MAEPEEICHET ATy A3 Z v, 015373 (B
BIREOBUNIIER) % BE 28N\,

8.

Fi&

FRICEET L O, ORI X 2 H%ERE (589,
Al g, JiEZEZR &), @éﬂﬂkr (ﬁ:r%‘é B2, @ihH#k
B A EE (B GC 7% & D B il X B iR,
FRIEHT7RE) THDH, 1998 4FEDIEAER EENEFTA T,
W T % TH DD, G - BE81.8%, MNiEZE12.1%, &
B16.5%, FET=4.5% EHEE SN2 PMR & & ICFIR%
B RTEATHY, A7 2—F 0 OWETIE, GCHIES
EIRIZ43%, 9LEFERIZ 25% DIEBIASGC Z ki L T 7z ',

I AV Y IO af— MFFE ’bbj‘é%@ﬁﬁﬁf‘ci, E
IR PEBIAR IS S CIL R MRS 2512 X AR A — M A1
D49fEEEL, ﬁ@%@%%%@ﬂﬁmﬁu A E
BB LTRSS E BB ICE -2 Jeli A~ v
OHRFETA— N T, 9.5% IS KEIRIEAHIE L, BT
KDL & B OB RIE SUBAERR T Cd o 7219,

27
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MESIEGEREDOBTTA FF 4~

V. I\—3 v —J/

1

1.1

REBLR

20~ 407D TN L AN I BER O 5Ny
JRZEC, WA L ORIEATRV. & XHEE IR A BESE
T 5. BORIWEIML, FIREBINIR. S FHREh IR FEI &
EENRD O e EBENIRFEIL T H 5.

AP RIZBIFCH L5, MUEO/NIR % B4 L

QOL (quality of life) 25T 3%, FHETXLWEAICI,
KU 22 5.

1.2

B¥

2014 4E DR ER B ERUIA 7,000 N ThH % (E25) .
B CIRICHEAT 1% 5 23% T, BHEZOMINC L% & X
ND 9 B ETIIAREOEE LA SN S,

B7YT7, E7YT. MLaicgv. basETIREE
BREBONFEELZ D) BLANI16% % 505 LE S
72H30 BUETIIAR B & BRI AL B340
LD 1B EHEEEND.

14,000 —
12,000 +
N=Iv—i5
10,000 +
=
{f\%ﬁ 8,000
EE
x
& 4000 - EHEHUIRTF
“
£
4,000
BEMSEMNSRIER
2000 (+ $EETME S REARAK)
— ; SRME R ERZFRELE
0

25 HERBERSIGHIIMFED ST
ERERTY 2~ &Y)

T T T T T T T T T T T T T T T T T T T 1
1995 1996 1997 1998 1999 2000 2001 2002 2003 2004 2005 2006 2007 2008 2009 2010 2011 2012 2013 2014
ATEMERBE OFERHER



2

SEREIL

B G PRI L2 S ok T
WMEBEREEOFEDTR RSN S 70 ANHZE D RIE X
n% 176).

BEDLIANE—RAE—H—TH 5" FEHRE
LG, RIEARRETT I L BFEE LM S s,
SERYE A S0 L & BEITOLOBEELH§ 5 LS
5. R DORENL L, AR TILFE U sk E A8
PREE & CIREP A S Bt S A7z ™0,

1A R B2 A~ DS AR D TERAE 5 DIk g5 Y, B
X3 B AN RIEARE S OZALIC L B IS 7T — )7 3
CIEEEDOALTF D, MY ILAE T O PN R AR A PR TG O
& PRI R S REMIA T D35 R 1 D S BLITHE "™ 3
HEN, w0 b= BEE AL MM OTE LS HER
Ehp'™,

= (KB, (HEZR®)

V. IN—=T v —fF

3
IR

B26 (2 — 2 v —iROJEE G E, B27 GO’
HMERY. N=Yr—IHTIE, ThHdSWiE EFEodmEm
BAMESI, DS KIBEOEIRMZEEZ L7261, TDOEK
HOBIEFED SN 5. ZOMZEENIRIZEFRIY 2 fmEA
Mg L, Ot IFhEkoEs LN
EEBE A MERE, & ICHBICARHEINEZ e D
2 7 QAR DS EHE S VSIS ISR 72 AL,
LN UL, F7258E5E 7% HEHEMBIIR
REAAE R IMARAE TlE, WSS ER SN L2 L L
SR TH 5. @HFEOFMEILE K MR DOMAEL",
@A GEPEARTE T Oi78E "™, ©FBLE I O Migo £
RNEROERL"™, @IMmEHFEIME (vasa vasorum) DR
R DORRE S 3 m 55 2 &b %\, bR IMmE R
W LIRMENDPSDRIEE, B NIEREDGREEZ S

B AMMROERIFRCN (KER), —EFCIRHBREMBERDD (KE). HNRORMIEDEHRTDS.

(EVGZ®)

C: NERBFEMEF, HWEMESIUBAEMRNERTIRICERLT D (EBEXH). NAESKU
FRE(D vasa vasorum NZHRIIDIEEN H S5 ND (FRITKH). HEMRE NIZENERH 5N
2 (EEEXRHE). KEFAEMERZTRT. (Azan$)

D: CD4BzHTU ) ERDY, vasa vasorumERISEB U (KHD), Rsi4iR(CEE L TERA T S (KEE).

T CDATUEIC KD e tBifif LFBIRER.
B 26 I\—Y v —mDRER
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MESIEGEREDOBTTA FF 4~

27 I\—¥ v —fROEARENRIC A5 FRIEE SR

N5, OREMBRILFE9s, NEERICES L~
T7—= ) YNEROZEN RO SN D DB LY,

4

AE1R

41

LB DEMAER

4.1
TEIC BT 2 EMAIR

a. nEk

JEHE, DFERICAELT L DL

b. IEEE

Fig 2l EH, FROLUONSELL, EBRBRITO
BRI L LS,
c. EEED&HEL

FRHEI AR A% 57 O rubor BRIC 72 B, DU ASIRR & K72
REETLALNS, F7/ —VILEIMAEIRA a2 2 &
TERT S,
d. ERMERET

MR AT 2, DI L EIR £ TR
3% EBEIEERAT 2, W BRI E TR AU -
EICHATREIRZ A U 5.
e. REFIGE

Tl X9 A, AV SEREWGET D L) Rk
LA,
f. /8% - 1BH

Fi8, R, & IROFEIZE . Bl I TEL
SR ) 5.

@ 2R ICIMERE(CH SN DM\RE & LB

@ PSRN ESFFENFICEENMRZN, BEMBIRDSND
® RO ZR < SHEDFRHEAL

@ NFEEIRE T DFE

® BEREMEDAMMIROEREROERL

® MEREMEDNKMIEDEE

@ WMRICEE L2077 — -

U2 )GRDRH

4.1.2
LRRICEH13 B EMAIR

TR L CREET, BROERE £ L T 286135~
1492 & S5 1),

4.2

PEENARDTES

INTHHA, BEIIR™, B, BB, B
RIMEEDIR >, PIIIEDIR ™ DIZEDHRE STV 5.

4.3

RIEFFIRR

FFMAOBEMEI AR TERFIR 98 2 22 U % (EEAETERIR
% EEMEEHIRSS).

S

4.4

BIERDSER

19934FE DO HADPMATIL, BRI EFOARDS5.1%, T
FECRREAY74.7%, LR A 2520.2% 4745 L, R BBk
AT B IR41.4%, A IEE BIIR40.4%, R5 B)IR 28
11.5%CTdH->72"".

1977 472 & 1988 4F- 0> 44 1l B K AE A A1 EBF o fig#r i,
WMFRERIL, FERE, W, 77/ —X¥REn37%, £
SR HAT & BRI AT A5 bR T 30% R, i
W - BUE R O EERMAERD 30%RETH D, 2k
Wl LT - BYEIE 72%, EEEMEEIRA I 43%, -
BRZE 1 90% 12788 S 7z ),



5.

RE - BIRFIR

5.2

BEE *12

5.1
I BHAZ2E (x11)

Y= 7T L TOGKATIEL A/ —FEIROZBWI T
O, BIREBATE CIE, ASTHEEEDIZ), —%
BATRRT AR L7 L BIET BRI e (ABI) o [RI{E R
BT, MEROFHIEFCE 5. THRAND/NA /N
E D IS NLME AR R E % 5.

5.3
MEEIRFFR &13 ™, m28~30 ")

Lol bENEETLIOREHN T ) FY =T A
(SLE), MB#e, M~—F v Mik & OBERCThH 5
7, TGRS CRBIT 2 DL o)

5.4

MiEFRHRE

FERLA 2 MR A SR F 132\, lF, ESRX CRPIHIZ
IEHHPHTH 2.

8|

B - SSMRELE

6.1

Bz

SF SELBWEAEDD L, SEH R ORRS WAL
(FR14)*TIESTHHE 2 3Tl TR G & L Ciaims!
WCTHA LaL, EEHHZH/ZST LD, MAEBIRHHE
Mz CoFT R EE L, ElTNSERESTE S UL
N=Vr—IREBITE 5. SIMERIRERIER 2 A

V. \—=Y v —R

FHEAERDHIML, PAEBIIRTEALE & DR % &0,
EHERSIT AR T 2 & OB TH 5.

6.2
BRI T NERE

PZEEBIIRREALSE, SMEIMEBIIR MARSE, JHEEEED IR HE
AE BB, MRE B IR V1R S E, SLE, Bz AE, I8 N—
F v MW, BEHEEERERE, OBz &

K11 N—Iv—ROSFHFDE

Ok

ERtDZE, TOREAR, HREDLAE, BEEMERK
B) 1

B8 - KB - BREEDiR
©):it

MU, fEREDREEET, RAESITRREIDRSS - HER
@®afFETrih

PUUTRA NN (BF), MTERELTETZ N4

h:11
W

K12 N—IJv—ROBREE
A. HERERIZITE

O miE (LkE, 8, 288, i) : RIS, Fkx
@ REERE  L—T—RTSHE

O FMEERREE | REERDE

OFEE: Y—EISL

® REIMRE | L—Y—RITSHE

® FERRENE | RN DE (REERN)

@ AL : ZRERIRE

B. FZREFHIGSHE

@ MRA
@ &% 3D-CT
® mMEEF

®R13 N—IJv—ROMEELAR

O P TCIFREEE K DRMIC, LR CIFABEE K D HRBITHRED
DB.

@ TRMiEDIER(C KB IEMAEEZRT .

O MUEARHEBIRZDBIIRESTIET, RRVLR, AlULERE
DENIRRESLIEDEEREEDRLN.

OFAZE(FEHEIN, Sl DIREAZEDZ ).

® )LD DIEREIR, FRR, BIRORAEIMITREDOFEEN G 5ND.

(1976 FEREAHERERMPNNEFLEICHI 2HAEMRMOBRRES.
1977 "9 K W fER)
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MAESIEGEREDBTATA F T4~

& (abrupt occlusion) B, SE#i D (tapering) ZLDEPIREAZE, 1
LT DietRER (cork screw), 18Ik (bridge) DAIEIMITE R ZEZ
(Shionoya S, etal. 1982 ” & 1) 525 D.

" : 29 N—=Yv—mOBIRFARG L AIBEIMTE (ThBIIR

B%)
(EHFAEE. 19900 &4)

@ //
' ® / © ®
J‘}
b i %
EBARE. 1990 £ 1) © i ® W
il \ {”r\lk
N—Y v —mD TR () DLV LB (o) DBIRELHRE, BEEHD I

Yl <t
\ A<t B A5 (= e N PR Aoty B TTiE S chd

i;éjfgﬁ;;gifgiﬁ%%ﬁg@gg%g;g{%iﬁfff[;:F/ﬁ—Cﬁuﬁ @348 (abrupt occlusion), @KEE % 392@ (Iocalize:Q sten;)sisL

i RN ] g ®@HREL) (moth-eaten), @FREE (irregularity), ®FFIXDEIBEIMIT

28 \—Y v —mOBTSERR # (bridging collaterals), ®JL% D&K= HKOABIMTE (cork

screw collaterals), @HRKDAIBIMITES (tree root collaterals),

@3 (dilatation), @FHIEERHIR (early venous filling)

30 /\—Y v —ROEIREFAZE L AIEIMITEE ORI

(1976 FEEE AR EREBRMNNEREICE T AEMEUITIRRES.
1977 & V)

32



F 14 BHFSO/N\—J v —RERARZHIEE

(1) BOmARIBDFIE

(2) BERFZE YD (RHEEZZD)

(3) BREENIRLL FDRIZEN DD

(4) ERRDENREAZEN DS, FclFBEEMRIRXDBHEN DD

(5) BYELSH BRI EDBREFZE S7EL)

2EEZHCSTED, MEEGRVRIEEBOREL—HL, &K
BHORASNINUSIN—T v —RDEZMDFIRECHD. AN ZESERD
&

(Shionoya S. 1993 % & ) fE%K)

7

ot -Vt

51NN =V v —IOBIRICB§ HHESRZ IR

71

RFHILE

7.1.1
BRIE - &iBEE

SEBLT L B, B ORIDRTHRFIS D, SR
BEGT 2 2. WIS TR OB T & AHBE 9 5 2. AE &
Hul & L7 PRAFIRE TE O BFE TIERIZEN S 2.
71.2
EMEE

W LRI, TR AL, BRI
MUMEEL, a2y —)b, )XSFaA N, LRI
F—F, URTURANT VT 7T oA, Frudy, su
ERZ LA, EHFEETLTORAYIN (FaRAY 75
YV Y Ei[PGE] —a-v 7057 % 2 M) AR [CD],
)RPGEL) 2SHWHILS.

7.1.3

BB

PIRMEBATIO L CI Bl T ds A T, 3~
65 AT L TR A A 5.
7.1.4
EEER

BSICZ, 7o Vv0F—7HLBHTX S,
FEie AR B PR <2 L BESDIE & s R DT B LS.

V. \—=Yv—i&

K15 N=Jv—mDBERICEHITIHEREIET

AN
HELE IEFVR
952 2
= C
M/ \H R C
PGE;-CD, lipoPGE; Ila C
BEEEA Ila C
EREE C
REEERTOY Y b C
XA EYIBR b C
me) \+ ) CRFEL Ila C
7.2
NEliak
7.2.1
M{THEE

& NIRRT PR LT, RAERRE TRER
WUE L WIHEIAT). NSO 757 MIERE
HRATLF LV, KR A DET OB A ORfFEIE, %
PEBIIRTEALIE & it L TRV & SNBAS, 757 bHSHIgE
L TORUIMTICE L L DIE %

7.2.2
RRMEEIER

MATHESA e g 24 2 ik, TR IcH
W, YN L AR 70y 7 S WSS,

‘ 723

Z Ofth

A AR (R ER, HOaBiiie (AR &
R0 SRR I AL BRI R AR D 7 &) 13, FEBRAYEE S

33
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M RIEBEREDOZHFATA N T4 >~

DIFZEEFE D,

8.

Ti&

8.1

EME DT

HBED T0% | TREGE A — EE LR M 01 E & 2 5
CHEETE S, T - WEADRT I EDEL, LTl
Fontaine 111 - IV D EBZEDHEIRTIZ 22 5 I TldZe v,

EMB R CTRARTMIE 2.7~105%D BEH121TH
N0 R BRI AEOLE T v — Tl 8.8% A
KUIWRCEY, B 2 L7285 13216.7~20.5% TH -
f,208 214)

I OMAT M AL E L EBNIET, RO A 2
T5EEHEHH, FHOKHIZIEHDTENTH .

8.2

IBBETF - EICHESITHAF

WA A3 v ST I & A S R R L NS, E

IRFEH T DB ARK G E 13 & IR T, KU %
VIO ERIE, ABEZR & THMERR IR AR S B L TR

TAHUREMD B 5. ABEARIIRIE 2 ZEMORITIZb D%
5.

8.3

IEMBOTH

BT LSR5, 22 kit TE N
12, BIMAEE TR W OBEREIGIZA s, BRIk 5T
FHCIIEIEDSH 5.

8.4

HEFRBLESUICEmTFE

A TIRISRIFE SND. ERO®REZITEEIEY T,
ZOMNZOAE, IBEZE, FFREZZRE0H 5%, BHAEEE
BUSIIHE SRR, m[ﬂl!~ MBS RE, MRS, R
PO E, PAEMBIIREALE: 8258 ) ™, Eiiliso
BIRAEALD ) A7 HF- D QBB W EHPLETH 5.

V. fGERTES R ENIRRE

1

KERLZ - BF

’*ﬁﬁ‘l&%’?%ﬁbﬂﬁk (PAN) 1& [t - /NEDIR D IEFEN: 1M
ORI D B\ CITHVNEDIR - B - AN
HJW)JI[LEKMHOT, PUbF rh BRI B UM & B D 700
BHILERSN TS, B BEEILH 60061 & i
SESNTVDAS, PR 27 EERERARE (REEN) <in

FEF RSB 3,442 N TH o 7.
SEAEPIGAERNL 557 Tdr 5 2,

BiZl 15112,

2.

FIAERF

J“ WEAREACH HHS, BRI 4V X (HBV)
eI A IR PAN SIS LT B

=

Qerz



3.
RIEFRER

SR ISIEHN I B R 0 LB BE |2 0\ JE & BRAE DS
RDBN, LML EHINAAET 22, B O

BREED T« TV /A NIRIEE, BIIREES KU REANDKRIEMRR
HZRHD. (HERE®) JUEExs fRiFKREyD
X 31 BEMEIERDIRIEEEIRARE

F 16 (EENIESRENRA DEFARAEIR
BEARAER - IR BEEER (%)

2R F#, BRX FEHAS 80
THIRIRED LRBMRK, LHIEMRES 75
BIENE, ARANTE | RAENd 2 UFILEFDIUE 60
REAER - #llE | WD, K, BB 50
SHIESRIER S, BRI 40
BIMNE FRRFEAE 35
RANESTES =ER, G, 2F 25
IR RIRZS RZRAR, L 20
FEERR 1ERE, fRERIERR 20
IDRZE DR, DR 10
FEMERE 94T, RE, IEIE 10

(Pagnoux C, et al. 2010 7" & V) %)

V. fEEES FEBRA

BT 17 7 A FEGE, N - LG
LiIFLix#Rmr ks s (BE31).

Robh,

AEIR

PAN Tl & FEIR & B X AlEgeiE ks b8+ 4 (R
16)°"7. PAN DJRZED R FIZIRR L7234 % BRI PAN *
DI EEIRSE D LIRS,

5.

e - HIRFIR

PAN | Z 5 B0 72 M AT 13 72 W, BUIE v Bk 18 2E B Ak
(ANCA) e A MRS 4. s, M SR, WEiEa
R B ThiA.

6.
2 - B

JELA: 5584 PAN Wikt 2 317 201 R

7.

yist-Vaki

K1BIZPAN DRI RIS B HEREZ 7R T .

BARE

7141
ERRIRDREZRH DPFEN SEEDPAN

1 mg/kg/ HD PSL T4 HBOFIWNREHR ATV, 1B
ir 5 IVCY 23 AR CY # 5% PR 2 2 (e
7 I AL LETYALN)VB). ERPIEEISH L WA
X, A78A POV ZEEER BT 5 (37 T A 1Ma, =
YTy ALV Q). BIEOEEEZ 70 5 8A 11
e (BEBOE AL 20 (32 5 A 1b, TEF ¥ AL\
C) bEET 5.
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MESIEGEREDOBTTA FF 4~

R 17 EEMESREIRXOELSBEE SR

Definite, Probable Zx{&R &9 3.

(FZIEE]

1) EEER
OFF(38TLUL, 2;:8R L) FERA (6 7 BLIANIC6 kgl k)
@=mE
ORRICETI 2BAE, BEE
OB, AXIEEE
ODEPEE, EMELESR, DEX, D12
OIFER
@EEEHM, BEAE
OB FIMERIER
O TEE, HREEE, 2H K3
0%EEEE (X), fif X)), BHOET
2) HEPR
- INEIIRD T o+ T S A NIRFEMEMERDIFE
3) MEEFAR
AEEBREIIR DA% (RFCEPIN\EIAR) (DL F/\EIARSE & Fk7e - BAZE
4) BZrnAHTIU—
@ Definite
FEFR2IEBEM EEHBEFTRDH DA
@Probable
a) TEFER2IEEM EEMESFHFIRDEET 26|
b) FEAERD D BOZEZT 6 IEEHLULFET D4
5) 8B LIFDBREFR
OBEMmEREM (10,000/ 1 LA E)
@/ \WriEmN (400,000/ 1 L E)
QFRLTIHE
@ CRP#[ZMHE
6) SEBIFZIT
OIS FRMER
QOBFHMEREANTEAE (B¥ - O 5 F—NZFEE)
OB IR ML FEIMERENTFERE (875 7 UILF—14ENFE
MEIMER)
@) IBFRE RS
OBEFER (2BUT U< M7 (SLE), BEUOYF (RA)
TE)
®IgAMER (IBFR | EPHRIEMER)

(zZ£=1E]

1) MERFRIC IR, IBASMESERS, IHARNZFR, VARG
R 4 DDIRAICHIREND.

2) BRIRAVICI, 1JRERIF 2B DMEDSEDRIEZ KRS DA,
I, IVERRZ RS NEEOEMZRIRT DIEREZTD.
3) BROVEE DRER(FIZIFEEMERZET DN, FEBISER

ERBERRENSHERITED.

(BELHEREHEAMMERII005FKET. 7 £Y)

7.1.2
EF[EBREZFOIEVEIED PAN

xR 18 fEEIMSREIRKOGRICETIHRETIET VR

LRIV
HELE IETVUR
952 2"
2704 RJUVRAESE lla C
JOORAT 7= R (CY) Ila
A~ RLUFEY—K (MTX) * Ilb
FHFA T (AZA) I1b
MEERTHREOE* I1b C
*RIREA
713
WERGE « BWERAXR

REHESE, PEBRCGESE, MR T I T 2% &2 5F
ML, EETRzZ#LS.

7.2

BREMRRE

PSLA k& L, 5~10mg/HxMekrE & L Ciikhi 3 5.
CY% 7 HF 47 ¥ (AZA) 1 ~2mg/kg/H & 5\ 1%
MTX 7.5~ 15 mg/#BIZZHET 5 (3R 7 A 1b, =T
Y ALN)VB).

8.
B

PAN O S4EAAFFIZT5~93% TH 5 2. FHFHIAN
T-ELT, 1996412131 H 1 gl FoZEAR, RiE LAFE
P Zs, AR R ZE AT S ™Y, 201141213 65
LLE, DR, BARS, LR FR SN,

PSL H 4l (0.5-1.0 mg/kg/ H) TiHEZ MG 5 ™ (i
LAV, ZEF Y ALNIVB), EIROWEDSES N
WIEIZIE, CY, A PLEHY—F MTX) 28T 5.
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VI. BRI R ER

VI. BRSNS HEMENR

1.1

1.
|§%ﬁ§-§$
Iﬂ&i’?’:

SHMM BRI 2 38 M5 55 (MPA) &, Ul PRI & Huik
(ANCA) B/ 22 S, T RIS/ (R
M4, MR, MBIRZ: &) #BEEL, fEkEE DI 0
WZRRDO L0, 7213 & RO WM 45T, B0
DBRJAT/NIMEE 720 Tl 7 P RIBIARE L HE L ) 5.
13 & A& THBEMRERMAE % 80, MiEMmE %z LiE
LIZEE 5. WEMAEIHO SN EEFENT
Wz,

1.2

P

2015 4EFEE R DIFERE B IR ARSI F Lo T
X, MPAERE H1Z 8511 A Th-7 (B25) ", Fi7i3,
1L &R T I % <, FHERITT05ETH L ™.
MPA @ 100 73 N 72 1) DERMSSRERIL, HAETI8 A,
EETN, AL V8N, FAUIANEHRESINTNL )
ANCAY 7% 4 7%, bHPETIEI T O~ F 5 —F
(myeloperoxidase; MPO) (2% 5 % ANCA (MPO-ANCA)
W 97.4% & IEHIICL {, 70T A &—A3 (proteinase 3;
PR3) IZ#F3 % ANCA (PR3-ANCA) 132.6%CTH5 . —
F, B>k @ MPA Tl MPO-ANCA #%° 40~58%, PR3-
ANCA7326~50%TH 1), HHEIZL HPR3-ANCA
bR, F72, bETIERE TR 467545% & 22,

2

FRAEWEF

BEHET-EBEEER T ORGP EVISEE LS\, HO
PUATH D5 ANCAD EA S, IENFEELFIESHRS
T e ) HOSERT O S A S Tn b,

21

BIinEF

HLAN 7T % A FfEH : HAR AN D MPA T &, HLA-
DRBI1*0901 B EBI 25 50% 12 A S 41, fEREXFIRAEIC < 5
THBIZZ W EPHE STV BP0 IO % ik 3 [F
WFZEIZ & 5 ANCA B IMAE %1239 5 GWAS (& 15T
DIRIRF L % WAEN RT3 2 HEFERR R FIRAT) D%
F13, MPA B L U"MPO-ANCA 51 ANCA BN 7213
HLA-DQ#IS D SNP & A & 2 Bl k2 - L T b 7Y,
72, ANCABEINE ROBEEENL, MPA, £%I0%E
FVERZFIERE (GPA) &\ ) BRIRS 4 & ) & MPO-ANCA,

PR3-ANCA &\ 9 ANCA DY, LR BEES S
EHEHI S B B,

2.2

RIEAF

MPAE> ) 71, FEH, REHUE (VA VA, 7T LT
B % OGN XN TV, FHRIThokbZ VD
ETUENT AT TV (FIRIREE) THY, 2otz
JH Ay FERD, LRIV (BEE) 2 L5
HEEINTND,

2.3

ESEE

TNF-0 7% EDORGEMES A M4 >, ANCA, MPO,
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MESIEGEREDOBTTA FF 4~

PERIE AL OB 5235 2 51T b (ANCA-cytokine
sequence theory). HUSIEMFIZ &) #EE S 72 ANCA
(X, SEMET A M A 2 & B TR R BRI IR L,
EFHERNIC S 2 B R R & O Ediia st - 2 7
(neutrophil extra-cellular traps; NETs) &\ ffifiifede (7
< F 277 A83—) 2R LIENE 2 5E S 5 SHEN
é ﬂ‘( W % 232-234).

3.
RIEFRER

MPA I, FR0Ml, BZRE, MiER7% & D FR NI
35, BHINLE (BHMIME, MR MENRZ &) 12
BRI 2400 % (B82) ™. SGhRkIC & % %%
a7 T, IRLET DT PR LD, T

a. BIEMHF R HFEIEARIRAEB X (PASM-HER®)
BEREOHZE, ROYVECT«TUY, #iatEsigiEzRnsd.
(BHEE. RPGN DBHERMEOFH P AR OV THI T REL. BF
ETHEBIIERB DR 1 N QRAETE2MR. p. 7. U &AL, 2015 2
&4)

b. NERIENRD T 4 TV /A REUEIEMMER (PASM-HERE)
32 MPA DfRIEBIERR

134 RO R (e 50 E M ; pauci-immune) T 5.

MPA |2 X % fUERR /MM Je L LT, BRI TIZELIR -
o EPEBIE M RERIR T 95, = AT AERIR T 2207
0, i CIERIEAIMNAE 22 X 2 HE i s 2.

4,
AER

EEIRE LT, J88h, &SRRk AT, FERK
VoD, RFTRZ - FEIRE LTE, TRUIRT SR 4 0E
frbE FAEIRD B 5.

BRI | BIEIR IR 10 X SRREIR GRIE, SRRk
PRI AR, S0 o AT 1 B 98 E 5 BF [rapidly progressive
glomerulonephritis; RPGNY),

FitiZe - RIS & Bk, Wi, Bk, Bk, W
WP, VRV 902 & Z ATk, I P

FEIEIR © 2R, HEIRECBE, B2 TS

MRS © T, W, SOOI, IR

H SRR AR © T 220 & % W

RIS © DU DI EREE, EHEE

HARCRAERE S« IR ZE R M ML & 2 PRk, B,
R T, PRI A R 70 & AR SRR 2R K B AEIR, TR

JEVERFRR SIS X B UE0E, EakET
THALEZS IS0, T

5.
e - ERFIR

FIEROSERTATRE LT, CRISEEE (CRP) - A
<707 O, ARMERILEEE (ESR) TUHE, KA
MmEImEkE, MO LA S 5. RFEN L IEGRRE
DA - WHRET R ZFE T

BT, BRERTIREREIT R (BER, SREREME
MR, ARMERMAE, A, BIOEREIRTZ2RT
eGFRIKT, BUN - IliEZ L7 F = LA%ROL I LD
b5 RPGNZEET 5T L35, #ERHY eGFR OHIE A
EHTH5.

tiRZsCld, e i & o 9 IR X o 2 R
WATRTH 5. HEMEM I, J9EE XA 5 5 <l T i
BB SRR R W 2, CT TR T IZHEIRE 3,
Ve B, R R E xR, R R E A% (usual
interstitial pneumonia; UIP) /¥4 — > & 7x 9 Z L 5%\,

ARApZE (RBRIESE), B SRR s (R EEER) A57259



S, RRHHREIRA (3R HARRE IS L), FPHCHfE
& BEgE, Ji o, ACIEPRRRIR 5512 X % B, BRI
™), LR (B, T 2% 5.

SSHF - M

1925 A P E S AETFIEHELC X 5 MPA O
B R )

6.2

A2 B DFIE

F9, BGUEREMMEE, R, 2HOBEIEIC X S I
BRERYNT 5. ANCAIZIEG S G RR & gt )
TYMN—TAREDOBEIRCTOEEERT LD L. K
YOS & ORI, REHEROBER, Ik,
ODIZO—FTRAEETH 5.

LRI E N, EEEoh - NEINE RS EZ SR
7l &i2iE, B38BT LI DDATY TR SHAT
ANCA BIHE M %% 540 5 7). A I ERER 2 56 1M
BERMENIFEEE (EGPA) %, KIZGPAZ BB § 4.
NS 2IEEDIRILNEN, REEELORITR, R L
/N G2 DT R % 328, ANCA Bk & & 121 MPA O
THEMEDS =, W T MPA L2 TSN T, &l
VIS5 7 RS RIEIC X BIREDHERE X, GPAE
72\X EGPA O Wi B HEZ 72 XML E L 20 5.

MPA TlIWIZ ik TILHIEAREED AT, Z0HRICE
g BB IR 2 BT 2 2 e 05 D), B
BThD.

7

yict-Vaka

MPA DA G L, HEEIVF T4 F (GC) &g
HgE (Vv F <7 [RTX] % &) TH L (E34) 7,
SO ICIMHECHREZ IR B2 b dH D (s,

ANCA BN S84 54 2017 (B9 8 HEE T
M 2B 3 2 REMZEE, B9 A Hn R RRICE T 5

VI. BRI R ER

FAASHZERE, JE57E OV F AV I B3 A BRI ZEEELC
LB EHAER) Tid, DUFOEEEDSERS L Cw D (i
BOME, LT ADOMWFEMIIGRADE Y AT A2
VTR PV, @A A R4 >~ Part | OHESE L ISR L
TWwizfZ& v, ZBEANORE - HEIZOWTL, FTA
K4 > Part 20 VIIIIAEDOHE B L T 72 & 72w,

xR 19 BHBENSFEMERODEIEE

(FEHRELE)
iR, RELFIZERRETD

(E=EE]

(1) EEFER
O2EET IR X
@FHEMm, B U< (FRIE MR
@F - FIIADIEESAER - 53, R, SHEEHm, 25
PEEIRNTR S
(2) TEEBR
fHEhAR - EMME -
MRS
(3) FBHEFR
DOMPO-ANCAFZ %
@CRPaM
@FAR - MR, BUN, M7 L7FANEDLER
@REXIRTR - ZERE (FfEtm), BB
(4) ¥E
OmEE (definite)
(a) FEERO2IEEM E&EEL, HBEFTRDEEIEDH]
(b) TEBEROORV@EZH 2IBEU EEEZL,
MPO-ANCA DS 4D A
@%EL) (probable)
(a) EEEREOIBEELU LEZREIZIH)
(b) FEEED 1I8E & MPO-ANCARZ DB
(5) $ERISH
OIEETES FBIIRN
@ZRMENMUATFBIE (8% - D 'S —WNFE)
OUFBEIR ML FEIME R ERZFIBAE (IBFR - 77 LILF—1EAEFRE
HMER/Fv—7 - A ST ERE)
@) |IBEDARA
®BESR (SLE, RATRE)
®IgAMER (I8H : LKHRMMER)

BEMMEMERRORIE, MERBFEDRIE

(2Z=EH]

(1) FEAEROLIRT D 1~ 2 BBANCHEITRE (Z<IELRE
R ZEERHDHINL.

FEERO, OFNFHBITEEC, ZOMmDAITENTN
h—7IDET9 2.

% < DBI'TMPO-ANCADOMIFHREEED 4 & F4T U CEE)
EES)

(4) BEZERHICHILETDE, BETDHHHDS.

(6) BROVEE DFREZRIFHIBEMERZZ T DN, FFHBVFAER

~

(2

~

3

ol

CREFMRED SERITED.
(BELHERBEHAMMERIBR. 7 &)
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MESIEGEREDOBTTA FF 4~

[ PSVOBEFREOMT j
2
ACRZE fzldLanham DEGPAE#(C A ]
I Fouz
EGPA ACRDGPAS I AF)
| I
CHCCOGPAICA®Y B4R, )
| I

CHCCOMPAICEE S HEFTR T
GPAREB~—H—&"Y

| I

HERPTRAEL }

GPARE~—H—5"Y
PR3% %N EMPO-ANCABS M

|

B NMERICEET DERRBIRS LU
BRI RGPARAIRY —H— 1L

MPA | 250

B[R A BRPTREL
%Egg@ BU| GPAtkAT—h—7sL
(BHHLI BMEAE SHNERAAT—H—5Y
B3 | B PR3# 5 \EMPO-ANCAR3 1
02z == =3 _
bamn) l ner

s | CHCCOSEEES ZmBRs: (PAN)
PAN ICBE T /M R & TIEPAND
e

*FEBRBTE MPAIC DT (&, Watts R, et al. 2007 " TlFE2&H N
THSTF, SadaKE, etal. 2011 2" TEH SN
PSV; primary systemic vasculitis

33 Watts D5 %a
(Watts R, et al. 2007 27 & +) &%)

71

EWMEAEE

UTFDCQEZDMZEIIMPA & GPAIZHHETH 5.

ca1t

ANCA BEMERDEFHENEGECTIE, EDKS
BUIXHERD

@ -()) ANCA BEMEXRDEFEE AR Tl GC B
TEDH GC + IVOY FTelFEO CY ZHeXRT 2.

40

(#EpBRE (5BL )
(IEFYRADBEE. : FEITE )
@ (i) ANCA BZ=MERDEHBNAECIF, GC +
ZOCY £hH, GC + IVCY #i2ET 3.
(#EpBRE [ 5BV )
(IEFYRADBEEN : FEITE )
VCY OB ELUTROCY ZAHWVWTCHKL.
@ ANCA BhEMERDEFENBEClE, GC + RTX
£bH, GC+ CY Zig=xKd 3.
(#ERDES (5B )
(IEFYZAOEEX : FFITEVN/E™ )
ANCA BEEME NI U TTo7E A0 - 128
ZEHDERMDBHET, RTX DERAHETEHIREN
DIEBICHBNTIE, GC+ CY DREELT, GC +
RTX ZAWTHKL).
*IVCY EDHE, *420CY EDHE

@ CY, RTXEBICHERATELRWVEAT, EEREESR
ZHVF< BHBEREDEMIL ANCA BEMERE
EDBMENAECIE, GC + MTX*Z12X9 3.

(H#EDES (5L )

(IEFTYROMERN : EFIE )

*RERE S

@ CY, RTX &EBICHERATERWVEE T LECHEGIC
FZHUFVMESITIE, GC + MMF* #1259 3.

(#ERomms 5By )

(IEFTVRADMERN  FFIE )

HRBRER

ca2

SELFBEEZHD ANCA BEMEXRDEFEA
AR CIMIRSIRIEAD

@ -() BEFBESZMHD ANCA BEEMENDEFE
JAECIE, GC +#EOCY +X 704 KV
&£DH, GC +HEO CY +MIFIE*#IRET .
(H#EDES (5L )
(IEFTYRAOMERN : EFIE )
@ -(ii) BEFBEEEZHD ANCA BEMEXDERFE
BECE GC+HREROCY &bH, GC +#O
CY + MBI H1RRT .
(#EBEoms 5By )
(IEFTVRADMERM : FFIE )
*FPBEAS (2018 4E 4 BIT{RIRINE)




VI. BRI R ER

B, CQIBLUCQ2DHESEIZH 3 HIEE MITKRD &

BYTho, *RRATIOEHS - BRCH LD, — 7.2

B\ IIERI T X 2\, RPGN % & s e 2 BH R S 1 LB G RS E

BB 5 C LA E Ly, Ml LTl

PRERDH DIERIO D & T . ,
cas
ANCA BEMERXDERFHIFAETIE, EDLD
LI XHERD

ANCA BEEMERDERFMERIAF ClF, GC CMA,

MPAXfcl$GPAD

figiRfEE - TR AR DT
@ I SHERUZ D
[ mmeasm TELEES s eEasns
kA=) i}/ﬁ FE
; CY, RTXEDIC -
m'M’Eﬁ%UXﬁb\ FEERE -
EZ5NDES, B )%?F'J RTXHNE )& -
- A0 =
?iﬂ@%ﬁf REAGL | HEnass BEMBREHEC el -
BE, 5L BRI = AR ER =
v
GCEIH GC+IVCY GC+IMEERTH
CQIDHERRL . x . * GC+POCY™ | ooy
B (208 GC-%IZ‘O%Y*‘ GC+RTX*3 GC+MTX GC+MMF ARSI P
GC+IVCY/POCY &
GCH+RTXDESEIEIE
CQIDHELTL feaht - R QLB

:IIIIII Eﬁ%ﬁﬁiﬁ\’ﬁ

GC B Jh T B R A AAV: ANCARSEIME 2% VCY: BEES I ORAT7ZR/NVA
BEEITOGE, MPA: BBIERERY 2 F IME R POCY OV ORAT7Z R
Eﬁgjj?\i{; man l GPA: ZRMEKMWFIE  MIX AL FH—b
U - GC:Z)LaLF AR MMF:ZO71/—)VBEETTFIL
v ; CY:¥ORAT7IR AZN:THFA T
GCayh GC+AZA™ RTX: W H< T
CQ3DHELLL FRREIR

%1:GC+IVCYHAGCHPOCY LW EH B ENS.
%2 AAVODEIEICH LT 7505 - 28 A DEMDEE T, RIXOEANEYIS KB ENDEMICHB W TE, GCHCYDRESLT,
GCHRTXEBWTHLLN.

%3 GC+IVCY/POCYHGCHRTX KW B NS,

%4:POCYTIdELIVCYLAAWSNZIBENL B S.

%5 AZALINDERFE LT, RTX, MTX*, MMF*DNEIRAY &5 5 5.

*ARFEEAA N (MIRRTHR X201 8F4AB ITRBRUNE) . 71 v 7 ) T77L VR[22 BEAA RS54 > DEWNA (pvii) B&OPart1 | T4, EHE LD
AR IBR

BRICTIEF—IRREBEE AR L CHY, [BL2DEETADIKRICTITAT LEH TEEDEIEBRSE N

CBRE (L) 1E, MPAK Tz I&GPAD YT, fHZRIEE - REDFHENEE LI5S, BLUBRE A ABENEN Ch B aZ .

CSRASKEN (W) - REEOMA () 1, HA RS54V OHEY TIRELCABEL 3T DREAEART.

SRR ($) IZF NN DBEAERT.

X 34 ANCA BHEMEBENEZEHA RS54 2017 [CHBIFDBEL I A VDER
(ANCABSEMERBEA A RS54 >2017 2 &)
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MESIEGEREDOBTTA FF 4~

TPHFFTIY (AZA) ZHATDEZRETD
(#ED®E 1BV )

(IEFYRAOBEENY : FEITE )
BRRERHAEICAVDMDEFIE LT, RTX, MTX*,
MMF *HEiRE 76D 5 3.

* [ HREFEANDER - BECTHDID, —MRICIFBHTEE.

8.
B

MPA OF %1%, ANCAIED—BA bR B Bt &0 K
(X2 RIFE A, REIHREO TR, BAHER RO HE
B OIZENELLYEHEL TV,

20084F, BKM Y 7~ F 445 (EULAR) &, BIRFH %
B < MPA D fRFR1% 81%7° 5 91%, SEEAAFIL 45~
76% L LT 50—, 2011 FEORIINIME 4 7 )V —

712 &5 MPA % & ANCA B IME 5 35 O RIIAEAFR
(P52 FEDBIE W) OGS TIL, JETEIX25% &
LT JEEE FARF & L TeGFR < 15 mL/43/1.73
m’LUF, @i, mOREEEE (BVAS) #H1F T2,

HHIE D MPO-ANCA B M5 7120 § % BHAERE BTG
Fe7a b a— VoS 223 BT S ERR U
JMAAV (Prospective study of the severitybased treatment
protocol for Japanese patients with MPOANCA-associated
vasculitis) BBk T3, FAFE AH89.4%, FLT-510.6%,
KHIBALRATHE21%, FHAE19.0%Th o7, EiE
FERFE I i FEE B 50%, FRER] 13%, $EERI4% TH
D, FERIIME %R, EIRERETH o7

JE 5 B G VRIS 212 B3 % AR A WE 7R T & IR 57 A AT
PEEBEEIZB 2 AT 78RS & 2 ANCA B 1 35 4%
321 O HilA) & F 4T (RemiT-JAV-RPGN) T, 197610
MPA7ZS & £, FE AGHR BT E RO AR
92.5%, FEfFEAFILTO% CH-o72). Tz, BIEHIHH
(Z12.7% I ARIBEA IR L 72

VIl. ZFEIMERENFIEAE

1

REES - T8 -

L3 MAE SVENZEIEAE (GPA) 13, 19394E12 R A Y D
% Wegener |2 X ) W0 T s ™, O L&GE (E;
ear and nose) B L Wi (L; lung) 12 B1) 2 5EVERZERENE
SHE, @FF (K; kidney) 12 3B1F 5 BLIR HitE MR Bk A
Bk, @egom - NUBIIROBBENEME 40 3 D% [k
SRELA R 2 R - 3 D HEATEINAE 2 TH B, IEDRRIF
FTIIRMIR RS, HFHEAFIIL 40~ 60 TH 577,
NRRERETLIIEL ) 5.

2

SEREI

GPADHUFHERHIIL A (ANCA) OFERRET & LT,
ANCA-cytokine sequence 2SI S 4L, 4 rhEk 25
NFEDBH UL 3 B i EkAliast b Z v 7 (neutrophil ex-
tracellular traps; NETs) bIRRESRUCRI G35 & &5 ™.

3.
RIEFR R

EX° L CIZFE OBIE R P E M 4 % 720 (K35),



B\ BIME(CSIT D H.E 2 () TEEMMERNZERSD, BME
D EVG 28 (b) [FHHEROMBZELTHD, MERICHSME
BEOWREENTRESNS.

35 ZRMERENTFEEDKIER

BEPEIMAE TR T &/ N OB IR 35 X OB 12
oSNNS, KOMBEHTRIE, JIRGEIIR F 72132 AR
JMETE 22 DT L C pauci-immune Bl T 2 2,

4

fER

S, Bk PE % VKT, WEMESEGEES WA
&), @QLOFEK (M, MR, MizEzs), @KD
FER (MR, ZIR, 2AUETHE K% L), @Fofiioim
ERAEIR (SRBE, ZIEMHTE, SEMRELRY) T, @E
EO—@—@DINETHE 5 Z L%\,

5

%E - E&FR

R AT R Tl B 5 1, HAES T 22 % 1 ) A E I
2 (B36) 7SI Th V), BIEEE R L O %
PS5, WOk Tld GPA D AR B T 80 ~96% 1Al
B B ANCA (c-ANCA) (PR3-ANCA) 7B 1 % 71 3 7%,
HHETIEFZE AR ANCA (p-ANCA) (MPO-ANCA) &
c-ANCA (PR3-ANCA) FPEEHEAIEIT 1 1 DEIE TR
BHHND P,

VII. ZRMERN S ELE

SHMDIAE S HEEREERDD.
36 ZRMERENZFRAEDHKEE CT FIR

6.
2k - SRR

RIEDOBWIIL, 19984512 JEE S WFFEHE L U $208 X
7B W E DS E SNV ST WS (FR20) 27

7

iVt

GPA DB B AR & BRI S
%. ANCA BHE IS RS A K51 2017 Tl GRADE
VAT MIHEDC T T AR ST Y,

ANCA BE I J AT 53 7 S S DI 5 C UL B A
ADEEL L, Vo ZAERL THFREILTE . —H Tl
ol 72 SRR L EIE R GHED ) A 7 &858, FEE IV
F a4 F (GC) IKEMED G EHEE, BERIEZ: & D&
BHEZFHE LT CEZ DO QOLIEL T .

(LT CQ & Z DS LI L TAMSR I 2 381 %5 (MPA)
(5 VIE) & GPAILHHETH L. HEVIEORIL 2SO
Zk)

7.1
ERSARE

ca1

ANCA BEMERDEBHENEECTIE, EDKS
BLUIAVDERD

@ -(i) ANCA B EMERDEFENBECIE GC B
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MESIEGEREDOBTTA FF 4~

JMEKOH GC + IVCY HTelFHROCY Z1eK T D.
(#EomE ( BV )
(IETVROBEY : FEIE )
@ (i) ANCA BhEMERDEHEF N aFE CIE, GC +
BOCY &bH, GC + IVCY ZigET 3.
(EE0ES (5L )
(IETVRAOERM : FEICE )
IVCY DREE LTROCY ZBRWLTHERL.
@ ANCA BREMERDEFRE N AE ClE, GC + RTX
&DE, GC + CY =iz D.
(BB 5By )
( IETVADERM : JEBITEN/E )

ANCA ESEMERDIGERICI U T 7FAH - #28%

TP DEMDBHET, RTX DERHEL]E RN
DREEFICHBVTIE, GC + CY DREELT, GC +
RTX ZBWLTHEL.
*IVCY EDHE, ** 0 CY EDHE
@ CY, RTX EBILERTERVNEST, EEMSR
ZHF < BHEBERESDEMIE ANCA EEMBERE
EZOEMENBECIE, GC + MTX*®RETD
(#Ep®RE [ 5BV )
(IEFTVRADMERN : FEFIE )
HEIREFA
@ CY, RTX EBICEATELRWVEE T LECHEE®GI(C
FZUFWMES(C(E, GC + MMF* &2 9%
(#EEoES (B )

®20 ZRMERMUANSIELE (H Wegener RHFIEE) DZHESE

1 68 (B) OfFik
£ (BUsim Him %2), B (B \HET, BERE, B (hER), O -RiER (&5, [E5,
SUERAE)
2 ff (L) DFER
MEE, B, FEONESE
FERER 3 B (K) DR
MR, EAR, 2RISETIDERL, FiE ST
4 MERICKDIER
a ZEER  ®# (38TLILE, 2:8BE), #EEL (6 7BLMNIC6 kgl b)
b SR | KB, SRAEN (F), L3Rk, RN, EMELER GRDE - DHiFR),
SHIEEH D (- i), MENEE
1 E L KOSHIRZ D EIEPZFREER
FERBATR 2 ®EIO7UVIEEHEDIEVEIEE B AR R
3 )\ - BN ARODIEIE S RE I M
TEREME Proteinase 3 (PR3)-ANCA (&E¥¢HAE T cytoplasmic pattern C-ANCA) D& gMERT
1 HEZE (definite)
a E L KOZNZN—ESRERZZOHEZERO IEEU EZRT I
b E L K MMEXRICLDEEERD2IEEUEBLUEEEBAR1~3D11EELU EZRIH
¢ E L K MEXRCKDEEERD1IBE EEFEHRBFE1~3D1IEBUEBLUC (PR3)-
HE ANCA FZ DB
2 %L\ (probable)
a E L K MERICLDEBIIRDSH2IBE U EDERZRI A
b E L K MERXRICKDEEEROVFNN1IBESIUEEEBARE 1~3D11BEZRIHI
¢ E L K MERXRICLDEEFRDODVTNH 1IEEHEC (PR3)-ANCA Gt g fl
SELIEDRE | 1 Ak, CRP DEF
Ziiz) 2 BUN, MO LU7FZUDER
1 E L fhORRICKDAFEMEESE (VLA R—Y 2R E)
RIS 2 fbDIMENIERE (EMEENZRMER, WML RMEXNMENIFERE (Churg-Strauss fEREE)
IEEME L REIRNIRE)
1 E L KOIRTHR>TLDHIELER, E LOSBEHBULF2DDERICEEEDH%
RERIE K30
sEEE 2 2HAIFE L KODIBITERDPRET DI EHNZL
= : 3 RE%RUES<TDE, E LORECER T RUKEAEEE T ORBEZEH LI
4 B, LOWHEIC KD HIMERZDZIHICCT, MRl Y UFHRENBRTHD
5 PR3-ANCAMDFfilFEEEENEEFATLPT L. MPO-ANCA [F4 %R 2610 H2D

(BELHERERRIIREREHEMZEIL. 1998°7 L UHE)



(IEFUZOREN : FEICE )
HMRIBERA

ca2

SESBREEZHD ANCA BEMEXRDERFEA
AE CIRRIEEAD

O () BELFEEEZ 5 ANCA BhEMEXNDEFRE
SBEECIE, GC +HREOCY + X704 RJYLR
&DH, GC +BOCY + MR #iRET 2.
(#ERDHS - B )
(IEFTVRADMERM : FFIE )
@ -(ii) EEFBEEESZMHD ANCA BEMEXDEFE
SBETIE GC+HEOCY &b, GC+&O
CY +IMEFHR* w12 T B.
(#Ep®E ( BV )
(IEFYRAOEEY : FEITE )
*REBEAS (2018 £ 4 BITIRBRUINE)

%P, CQlB LU CQ2 DRI T AEE TR L
B THA. MIEBOEHIOEH] - BETH D720, —ik
WIEBERh T & v, BudGEF TR ERIAE 25 (RPGN) % &
CEAELBFEEMIEREMEIHR T2 EPETL
W MRS LU0 B S & A ERT D b & TR
U

VI FERERIE 2 FEMER NS BIE

7.2
BT
cas

ANCA BEMERDERMERIGE CldE, EDEKD
BUIXVDERAD

ANCA BEMB X DEFHRIAE CIE, GCICNZA,
AZA ZHET D EZRET D

(RS - B )

(IEFTVRADMERM : FFIE )
BERERRAEICAVDDERIE LT, RTX, MTX*,
MMF*DY&IRE RN 55,

HHRIRBANDER  AECTHEID, —RICFEFHTER.

8.
B

GPAIZGC+¥7ukxA 773K (CY) FEICLDEL
DIEBINSEIRIEATEDL X)o7z L, Mk
EHOFEBRL LV, A TEZLERIIERERGIETH 5.
J&YIE % B 60 724 BHIE R 38 & 3 72 70 MEFRIREE O B FE AT
GPADTF#HZUGET A LBbILA.

VIII. $FERER IS FEMM E R 1S PN SF IR AE

1

KERZ - BF

I ERERTE 2 6 I 2SR ASFIEAE (EGPA) 13, DS
Wi, @R M ORI, @Mk - /N

(BHISHBENR) OIME FFNOIFERERZE &, BB
X OVEEBE M P 3 I M A4S 4 & 721 A AL A 3 E D AR TR,
D3 DD &) AEEIVEL FEBINR 55 (DER DK ETIEBIIR
JER25) 22557 BE S 78T, Churg-Strauss it £ &
FHZIL T2, 20124EIC EGPAICAE T S, [IF1E
BROSEE\AETE T B A0 A SRR 1 2 RE Y LIS LA
R EE L, BRI KT & LT~ TIMmAE 12 A
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MESIEGEREDOBTTA FF 4~

S, BRREZHGE L RAY M AT R BRI & % L) B TH
5] s ng, R R IR 1,900 A, FSEER
DFINIHI555E, BLIIE1 1.7 ERR LIS W),
WA CIEALT100 5 A 721 0.5~ 6.8 N /4EDFHIE A A
HY, FIFEERIE10.7~13 A/100 5 A E Vb Tn 520,

2

SEREHL

RRIIAHTH B, 01 2 M) T2 35 AREDIE3E (LTRA)
& OBELIZEEY TP, LTRAFHBOME I VFa( R
(GC) WMEAIENTH A WHEMEDTRIE SN T2, iR
195 Tl HLA-DRB1*04 & *07, HLA-DRB4 & OB
DRI SN TV 5 P2, SRR IR IFERER DRI X 5 #kE
L TL-4, TL-5%°TL-13 7% & OEEANFRT Db -
T2 A 1gG4 B B & OBILR S RIS 15 ™,

3.
RIEFRER

EGPA OB BRI IFT LI, 37 - /ML OFIBR
ORI Sk LA E 7 17 /A FEE, 1
EIMASFIROTAE T 5222

4

AE1R

SEAMBAGEAT L, BT IET ) b IRk
W, REE EORIIEAR, SRS, R
BRI S5 L O SATBE 5 OB T 5 (B
37) 054, SN A b A S5 % C 3 4R DL

A7 OA RAE ’\ ’\
OEFEEERIENN [\ [
OREX R I
OMBERFEAREE 1

1987 FOEEBIREREREFIC K2 74 BIOBTICED.
37 FFEERMSRMER PSR D HAHERFRIEE
(BESRHERBRANIREHEREFIEIL. 1988 & U fFR)

S\, S VEHAIRR J1290% DL EOFERI TH S LB 2,

5.
e - ERFIR

IFERER B INIZ I ER @ 109% UL E F 7213 1,500/ L BL_E
T& 5. MPO-ANCA Wz 14 3 (& 40%~ 50%#% £ T >,
PR3-ANCA (c-ANCA) 13N TH 5. FEBE{EHT LTI,
e D 435 2 m 3 IR %, L &IZTD
HIAMBERE R, SUETRER/NEREREOIIE S A5
h;u) 256)4

6.

2k - SOHREHE

4 G VEIMAE 95043 Tld, Lanham2Ei#E (FR21) 2" £ 72
oKEN) w7~ TR (R22) ™ & T A ICBIT S
N5, bHPETIZ1998EDELL G, EESEE) OF
WHLESH SR TS (R23) ™.

S

721 Lanham OFEEIK S RMERN ENFETED S LE
1. [EXRE

2. WFERIRIEAN (> 1,500/ 1 L)
3. MERITERT D 2 fEzsl EDlEzES

(Lanham JG, et al. 1984 %" & 1))

& 22 KEY U FEROFHRIRES RMERENFEE
(OFspit=% 3

1. REXRE  REFEE HKBECHONDUFAMDSE
D=

2. SFEAEKIENN | BIERSDED 10%i8

3. BHRREEDDVIFLEMEN  2HUHMERICIERT o8
HREE, SRUBERES, DDHVEZRERES (F& -
HRED D)

4. R 2BMEMERICREE T 2B E) %D D U [E—B DA
BERZERY XM (EEEREEFZFEL)

5. BISEES 24DV EBEDRISERECFERDEE,
HBDVIFRISED XIFER(ICH SN D RELFTR

6. MENEEBENDIFEERE © Bk, #HEDIRED D L IFHERRD
ERICBVTMEN BB DT RS

HIE - LEE6IBE4IEE L EZ&E T 9154 Churg-Strauss fE &

B JREGPA) &9

(Masi AT, et al. 1990 ¥ £ 1))




& 23 1998 FELEHE (R, BEHEE) ICKB37VILF—
HAZFEMEMER (R EGPA) OSEEE

VI FERERIE 2 FEMER NS BIE

R 24 FEIRMESRMEREATFEEDGRICET SR
EIEFVAUNI

1. EERRRPTR

1) SEXEEDDVET UILF—E8k
2) WFERERIENN
3) MERICKDIER :
FE (38TLLE, 28R L)
HERD (6 1 BLAIC6 kgl E)
LRI E RN
pi= A =tuuliiil
®pt
S EIERE (X)
e (BHET)

2. BRIRAEBDEH

FERARFTRD1), 2) BETL. 3) BRIETD

3. TEHERTR

1) EFEHER CEES T BRI R B 2 S M EDRSFRE M F 213
T4 T/ A REFEEMERDEFE
2) MENNFEDFE

4. HE

1) #EZE (definite)
(@) 1.DFEBBARFIED DB, 1), 2) BKUI) DZFNZEN1D
DEZRLU, 3. OFEEBARD 1 BEEZEICIHBE
(o) 1. DEERKRFMEDIEEE®ICL, 2. DIRFKZBEDRF %
mUIBEE
2) %8\ (probable)
(@) 1. OFEBRARATED 1 EBES KLU 3. OFEHBFARD 1188
EiElCTIES
(o) 1. DEERRRATEDIEE &I T M, 2. DERRBEDRH
ERSIEWVES
1. 8ELBDHR
1) BmEREN (= 10,000/ 1 L)
2) I/\RIEMN (= 400,000/ L)
3) & IgE &M (= 600 U/mL)
4) MPO-ANCAZ14
5) UDYX o REFEHE

6) ff= RS

(BEAREREREEEHEMIIEAEMEANITR. 199977 &V)

7

st Vaka

K24 |ZEGPA DIGHEIZE T 2332 7R3, ANCA B
MEROEFIEREECHEIC L) R b,

R IETYR
(2aN]%

O35

AT0OA K

2704 RIULAEE lla

JOORAT 7= R (CY) lla

TPYFF T (AZA) lla

) ﬁ.n

A RLFEY—K (MTX) * Ila

REIOTYVRERE Ila

UwF<T (RTX) *

HIL-5FE

FIgEEEX

MEFEITHRRTE*

*RBRBRAS

7.1

=R

#% i %] T &, PSL0.3~0.6 mg/kg/H (15~30 mg/H)
RS 5. PSLOAEREIBRESNLE, 1
Pr7uARAT7IF(CY) (1~2mgkg/ H) F/213#07
P47 v (AZA) (0.5~ 1.5 mg/kg/ H) %@ HHFH 5
5 (¥ 5 A1Ma, TEF Y ALNILVC). FREHTIE, &
1 PSL0.6~1.0 mg/kg/H (40 ~60mg/H) & 5\ AT
04 ROV AESEEITG, AALNIZCY 2 BRI 20 (e
375 Alla, TEF Y ALNIUB). CY 3T (2 mg/kg/
H) 7212 IVCY (0.5~0.75 g/m*/3~ 438, #&¥%5-H%3
~6[) 479, O F AL i 7 & o & EAEFI T,
M (2.0~3.0 L% 3HM) (FRBu#E ) % BF
T B 0 AL TR IRPUE O ANCAB B 22 & C
PLCD20HUABLHI D) v ¥ 2 <7 (RTX) AV S5 >0
(227 5 21, YT ALN)VB).
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MESIEGEREDOBTTA FF 4~

7.2

=ik

B AR PSLA MWL, 6~18% HTPSL% 10 mg/
HELFICS 2%, FRAF3 2 KA MRS, SHE v~
a7 YR (IVIG) 2520104E 1 H 2 & ks i &
ootz (ESE2 5 A1la, ZE T ALN)VB).

7.3

EEEN

PSLIE5~10mg/H CTHEFFT 5. CYIZ 67 HEEL®
Szl AR PLFT = (MTX) R AZAIZEET 5
(e 7 T Ala, TEF ¥ AL~V C) X,

IX. REKIFEIR

1

PUARERF RIS PUARR FLGBMIR) &%, PrREkfkis
JKE (GBM; glomerular basement membrane) PULKIZ & -
THIERIENDTFHRARDOE - FifRELiEd. 2012412
WET SN F v v a st o A4 # (CHCC) 403
T, REHEAEEVNIE RICGESN, OFEBREON
GBM#LARIE %, ifi BR & T T GBM FL AR T ifi i 4 1f,
G LR 2 BEET 2HAD3DI3THN TS Y

Z D7) HHLGBMBUFRERERET 9618, BRIRIYIZ Sk
FIPERERIAE % (RPGN), & X IZAMEEE (AKD Off
W L), AR RO E R ER AR 8, i
TEAUAR D THREFEE 12 1gG OFIRIEAE (linear pattern) % 52

7.4

IR (FRIARY)

JEHIE L CRaMEoEEE FRCIT) . CY LB fE
HEZHAN, BRGEFI10~15gREFTTIITL™). i
IL-5HUED AR) X~ 7, HlgEPifhko+~1) A~ 7% &
DEWFEASESND (<) X~ 7R
7*) 252).

8.
B

EREDWEFRTI0% LN EDIEFIAT6 7 H LA i 2 i,
TRET, SAEAAFERIZOI%TH A, TG EEIL, O
AN, BHEREEE, NMINEREELREY & TIE0D 5.
R AR R X DA ST LT LIEBIEL, #92/3
DJEBI CANTT 3 1 i % 55

mnidim

DEFHABOERTH 5. Hlithillz 469 111F Good-
pasture fEEHE LIS,

BB ENTH Y, FBEFIZAITI00T AH72D
0.5~1O0ON/MELENE, BEEGBEOREICLL L, F
BIS4EE F TIZEME I N2 1,772610 RPGNIEBI D 9
YL GBM LR 9513 8161 (4.6%), Nifi il % 9 Good-
pasture i B # 1% 2761 (1.5%), ¥t GBMIEIX A F6.1%T
BHo727P . DRNIHERICS < A5 N2 5 GBM BLiRHIE
RKOFIJHFEHZ 61.67% (11 ~775%), Goodpasture i 5 #f:
DOFIGERNLT70.97% (57 ~937%) L LA HEA TV,

2

SEREI

HLGBMBUA DR IGHUEIZ, TR H R <2 fili = A 11



BERIEBEICHAT A IVEI O 55— a3 O CE Ui
noncollagenous domain 1 (NC1 ¥ X £ ) IZfF#EL, N&K
U 17-31 620 7 X FRiES: (¥ —T7 A; EA) & CKlii
1 127-141 6207 X/ FRFRH: (¥ b — 7' B; EB) H)%E &
NTWBE ™ @HIE, NHDTE b—FIFEEREA
WHL L TWBDS, A v 7V E W B ikye, B 1
ANFEMEWE LN - EOREEBICEEN AL S &,
o SHOEMRDREE L Ta3, SSHOTZY b—T &AL, L
GBMPUAD AL SIS, Z NHSBSRERAR S it o EAl 1
BOWRKEIEANMET AL, TV Y/ SERAERIOGIE R
JESA L, SAEMBLO RFT~ORE, 21U < SAE G
V2 & o TRIREORHE & MERVA LS.

3.
RIEFRER

SEHAFT R TR, SO AR B BT AR B AR B
DIFEED R LN D, HOCHURETIE, FREFEEIZIH-72
18G DRLRILAEZFLD 5.

4

AE1R

Broe, MRS X ZHERDIT 2, BRI ITER, AR
A BRI 7 & O HIEIRDSEHHE CTHHND . 15
ERTIE, &FBERK, 84 EOIFFFRIPERD S - &
Y&, WIRAIMR O LB TA LN 5. BUBEES,
ELEDBRDBEEEZHNLZEBEHETH S,

5

BRER

ZIZEBIT, MR EBRERITR, M CriEio -5,
BOWRIEATRAZRO L. JREHD SEFSEFLEETALN,
CEIZATO—BLANNVIZETLIIELH D, B EE
DTN, PLGBMPUAD L 72 0, FEEZ WL
HTH 5D, PUGBMBUAEMHIRE L (ZIF—F L, AL L
DICEEMALT 5 2 &%,

PLGBM LI & PUbf R ERMIILE PLik (ANCA) D7)
B2 72 ZIEBIOAFAEDS I HLCTEB Y (double positive),
PLGBMFLARTLRERIRTE 2 D% 20 ~30% T ANCA H3h 14
(&£ <IZMPO-ANCA) & 72579 jiil2 ANCA BEERE O

IX. FURERA R RIRIAR

#15~10% THLGBMFLIED B I 70 B 20027,

i - EZRREE

R25 2O DE DR EEER I B 5P GBM AT R ER
REROZWEEL R

7

ot Vet

K26 | PR ERF LR BESUAIR OGBS A HfERE %
R

7.1

A RE

PLGBMIR ORI Er R 22 (B, FfiR4S) o i & 5
EEZZRL TIET 2.

& 25 #1 GBM HFELRIRAB R DRTE %

1. MR (&< (FERMERIMER, FNUICKHRNMEK), &HK M
HRIEEDBER MR R 255D .

2. IBEFARERGEERNEDRIE CHS.

3. BERCTARMAEREE (L ofciRRDREIOTY Y DikE
IR R ARG B R ZRDD.

LD BRU2FlE1 BRUIZRHBDHEIC(F [FRIKEFE

ERBR]| CHEEZHIT S.

%26 MARGEERAKHOARICHT SHRETES
JAUNIL

R IETVR
(2aN1Y

AT0OA K

A704 RIVVAEE

YOORAT 7= K (CY)

MEEIIREOE

Uw+7 D (RTX) *

*RIREAS
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MESIEGEREDOBTTA FF 4~

711

ENREFEETEVSIRETIEREREER, T
it MZ=ERsh 5155

1 mg/kg/ HOPSL (mPSLIZ & A AT 10 A K78V A
TR, kY 70k 2773 FAVCY) (500~
750 mg/m*/ H) F73EIICY 1 ~2 mg/kg/ H) #45-, B
SO gL O 3H PR E AT (SR 7 21, —
Y5 ALN)VB). IVCY (Z4E#B X O CrfE ¢ 5
HEHYRET 5.

71.2

ERZEIT5ERELEREEZEL, EFR2DMEHE
DRASEVES

MiRA DR A GO/ IREE ZER L THENE L
RIET 5.

7.2

WA

FERERIIEAICPSLECY 2 EL, WH6~127
AR e R A ke A, B L Ul B
HEERBHE T LI

7.3
AEICDVT DR

HEROBEL, WRRER,I, ETTARRBLOE
e DR A T L, I CdH 25 GBM IR E LY B
(ZETHD, BMONPLSIERRE (A704 N2V AR R
&t GO), ¥t GBMALA DB Z: (IMEEZEH), B L UL
GBM JUfE O A3 (GC B &L OSSR Inifile:) # [k
O R R 2T 9 2. mMEER L, Rt b oS
THRBEHE 2D, 17—V 2B/, 227—VET
DFEREAREIZ % 072

8.
B

PLGBMBUAED R E 2 0, BRRIIZEEMIZ BN, £
DBEOFIRIINTH D, FOWA, HEFHARTETE LE
o, 72721, FIEEIRE &) RARRE LTS L2 W
ENTWAED, RBBIZEIIVHETH L. ANCAFE
R 12 B C AT GBM FLiR HUARI PR & 1) & Tk A % e A
1Zh5b.

X. ERBERIENR

\

1

REBLR - BF

R WG9 2 505, BLRZ M ERAE R 15 2% % 52
D5, FIRIE LB S ITIEBI DK 20% HSFE B B I
RKTHolz DML 557,

— M RS TE) & R (Bessth) 1o s i, KH
RIMAEYE & IE R IEE & LTS s, ARHIRIIE
PEAS, Fr¥L bl a ey A4HE (CHCC) 2012 THE

ClqUF RO E & bITHi7 IR S,

2

SEREI

FEBIMAERECSRIE 7O 7)) ) MifkHAEE L, REEE
EEMERIES 5. ZIRMEDFEBEITITY AV A G
fiE (BRI - CEIF20), B EHsNTW A, #it
ClgPtEDHLE TH % Clq D collagen-like region % if- 4%
TANWA, BREHZ: EDFERE LRI TR T,



3.
RIEFRER

BLRZ b - R OMEBENERIRIS, B EREEAL o I E PR
i - ARIMERTEH - 74 7)) 2 A4 FiLEERD L.
Fu7n) Y RMIROLAED A HIS. Mehregan b1, K
FHARIIAEME CIXSeE 70 7)) ¥, IR DA A3 R 25K
T 69.6%, FLRZIMEEET86.9%ICALNLDIKL, IE
AR METE CIZFL IR 17.8%, B RZINAREIZ 28.9% & #Ht
&L 727 Sanchez S 1 X IEMIRIAEE T 4 BAEIR % £k
IR ERS 5 ERR LT,

4

AER

R (£ 324 ML) Frfe 3 2 5E, S 51T
BE, MOIREZPE, ALBE, 7K, MJEORLE, BB Kz
. BRRSPARHME T 2EM b H 5 (H38).

AR MIE D 54% A FEdP &) 7~ b—T A
(SLE) & & Wi s nizoizxt L7, IEMARIMEE S 0
SLEBATIZ3% & 0 25d 2 70, ARMIARIMENET, BIH
9% - BHREIR - THILZRAEIR - HREIR 22 & ORI 72 4 BHAEIR
&R b OITARAH AR MUAE T SRS IR IMAE S EERE (hypo-
complementemic urticarial vasculitis syndrome; HUVS)
Evibitd, NRENG L) BEENEELLLTWT. R
JERIZSLED 15% 2% L, HUVS Tld LERfER R RS
B9 7 &% 61% 178 % 7,

38 EMBRIMERBECHONEEEEMZLT
RIKPARBHROES

X. ERSERIIER

5.

RE - BIRFIR

5.1

RIEHEFHRE

BACHIME RO SN 5h%, Bl ZDOT7 47
1) A R AT v (EIMERB R A8 ¢ &
%). ERRE OFED SHHEIRZEAE-E ) L, 1ML
EREZGET O T Y, RIEDOILAEZED .

5.2

MiEREFRIREMR

WROWE. EHMEMEROWEEMENH L0 T, Pl
M EILAE (ANCA), 707 u7) a2 fllEs 5. —
WEE L, PioPuE (ANA), HidsDNAHUE, HiSSA
Pk, PLSSBHUADIAZ1T).

ANAFG AT SLE® 95%, HUVS® 61~71%"", ANA
FetAYSLE 0 5%, HUVS 066%™ THHNE. HLdsDNA
PURF A SLED 70% LI, HUVS D 17% P THAbLS
DIZK LT, HLdsDNAFURREPEIZSLED5~30%, HUVS
D 83%70TaH Y, H ClgPifhkix SLET 38~61%"""",
HUVS T100% > & O#HEH D 5.

6.

2if - BSHREHEE

KRR I 220095, M AMR O Mg %% T
MEESW b (VT AL~V Q). Schwartz 51,
WRIB & ARRRRIAEA D 1), BEJR A 7% - BRI %€ - SRERIRE
g5 - PRRER PR E ) B - ]AET A0 - MHHClgdi
o) b0 2 H 2729 2 £ % HUVS DSl
HL L7

7

iVt

R2T \CEHRMIBAR IS ORI A 7R T
Ple Ay I VE, TV VF-EPHG SN D SRS
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BERIEGEROBETA KT A »

K27 EMEHRMEXRDBECHIIHEEIET VAL ZAIb, ZEF Y ALNLC). UL, ik AY I V3 -

~NIb 7 LV F—d3mah e s 28 EEIRATEVE
e TEFYR B IEE 2 2L FERI T, AT a4 FASEINsh s (JE
952 )" %5 AMa, TET Y ALN)VC). 20~30 mg/ H A E
] L) SLEDEBHBNIZ AT B A K7V A L% A
MEXASYZVE - 7 U)bF—F Ilb C 7L Lf’iﬁﬂ:fﬁj;)é 283,284) E/«A—ﬁA%r\lﬁﬁjz%D{ K
o IR RIIEGITIZ, > r7axR)y, THEFET) >,
ATOAR lla c SRR T 73 FOR GBI D 158 7 5 2 (4
] s b 37 5 A10b, TEFYALNVC). F72, MEERHE™,
FIEAY > L & St 70T KRR, HLCD20 kAT 5
FEFATU* b C VYT MG SR TWS (HEBEY I A1, LU
’ 7 SALNLC).
JEATF A FYEHLARES (NSAIDs) 1E, Millns &5 *0 %
VOORAT 7= R* Il )
i ' b ¢ Mehregan ™ OETHR) (HEdE s 5 ATb, €TV AL
RS> m C NVC). AVeF IR FOF L sunF IS
IR
] EHFFED & 55 —&INE > (S22 5 ATb, T¥F Y AL
P it C NV C), L 7T —)VIZSLEIZRATT BIEGNC AR 22
B He32 7 5 AT, U2 ALAULC) £ SRTVD
Wk T* Ilb C
8.
NSAIDs* Ilb C %i&
JJLeFo* b C
AR ME LS FREIRD e W ETH L DIZHT L
F RO o00+% b C T, EHARIETE S 2 BEIR DT L 1 TR,
LoFI—IL* Ilb C
* (REREFRS

XI. IgAMMEX (Henoch-Schoénlein #EH%)

ANELEE SN2 REME DY A XIZHES VLT
1. RIME RIS EINL, 2FERECRIET 5205, 3~ 105
'F}E%WE\ ;ﬁ 1Zbob b4, BEBRLRLLWEHAIZH L, NETIEHE
FEDEWIME 2 CTH 5 7, REMRE %% A3 2B
BN THI50~80%, /NET20~50% & EALTV5 >,

NIk Y= T4 VRIS (HSP) IE IgA M4 %
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2.

FERER

BIREZ RN N E 72T Tl R,

3.
TRIEFTER

AR/ B O S ERE ol & L7z %
SEPEMING IR & M BED [gA IR IZ L > TR 1T 61
5. FETIE, ERE oM Z M- 72 FIERBR PRI
ME RO A SN L. BEAIRKTIE, HOBHUARE
TAH 2 LG FRICIgA, CIDLAEZRD, IgA
EHEIZHLS 2.

4.

fER

/NBTUE 50% DHERITHeATIEG & L T ERUE RO
WD, FERE LT, 5 (100%), #HEi% (80%), I
(60%), B4 (50%) #2352,

T BRI IR, BEREDMAIRT KB 23D
N ERARE (BT U 7 Y FERNAFRER) 21
E39 IgA MERBEDEIEHR

XI. IgA MR (Henoch-Schénlein 4B17)

4.1
RZRETEIR
VEUE SN 2 AT KPR R AT i 2 SR BT £ RS TG

HHb ::7%%7“% (F39).

BB O & TERRA 70 ~80% 12 A H 5.

JEJe, W, MM, T2 EA50~T70%ICA 5N 5.

4.4

BAER

:‘?
4.3
H{ESRAEIR

FEADBH A S 17 B LA IR AT R A3 B
3‘5_&#%’7m. 15%DSMIRD AT, 38% AR + &R,
15% DS B JAEERE, 23% AV 45 + 7 10— PAEMREE,
8% 7 U —VIEMGEIE CRIET 5.

5.

%E - EiRFR

M/MREUZIER CTH Y, Tarar EVEl, 9 o
VRTIAF VR EOBRBROIEE TH L. MR
XHTAFEEIER 34 OB TIF L TB Y, ERMICEE
T EAEIC 7 B, AN IgA A3 40 ~ 60% T
T 5. BAIME PGS 2 7R 9 Rumpel-Leede F5%
1349 30% CTHE 7R

HRERIEE O AP CITmR (fEER, WIREY) iR
ECHRIMERDOZTE, PR AR R MER o L, B
FKOBEIEEIIL U THEA DREEDOERARNASND.

6.

SOHF - EoBRELE

INBOBEE, KEN) 7~ FHE05 LS T 415
B (OREREDERE, @RMEDEEIE, GEMME#HKTO
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54

MESIEGEREDOBTTA FF 4~

/NENFRIREE DRERIER DAEAE, OFEHRH 20N T) D9 52
DU R -IEBW e TH S, EEMRICL Y, FEHE
AH A 27 1 020 Bk B % 14 48 (Ieukocytoclastic
vasculitis) Dz 2L, /NI EFHO LA MLER P BA%ER
R EMEREDIgA, C3, IgGDtEZRD L. BADR
PRI 9613 20154F 7 HICHREER & 2 ), KRED) v~ T
FEOGFIIEI AL TSP
BN BB T ZEEE (ISKDC) 12 & 2563 RIER 0
B VXKD LB TH D,
Grade I N
Grade [I A Fy ABEHHD A
Grade IIT ) HL4K, b) OVF AME A > 7 28458,
AR < 50%
Grade IV a) JIR, b) OVF A A~ F7 28858,
AARTERK 50 ~75%
GradeV  a) HIR, b) "F AW AV~ Fy 28858,
FETERC> 75%
Grade VI [BPEREFHEE SR 2

7

st -Vt

R 282 IgA ME KOG T IHESEZIRT .

71

BENEIRICHT Bia

LR BIERIZIE U O EREZ1T ) .

1) B OB T ECIRERKICIE, Ple Ay I /xR
552 (#5275 ZA10b, TE¥F Y ALN)LC)

2) BIERAEIRICIZIEA 7 1 4 FUEHURAESE (NSAIDs) %
B3 n ({HEEs T Alla, TEF Y ALNLC).

3) JEEHERATR BT, SERAI OG- 2 1To CHEHES
WA RMEEILF a4 F(GC) #H&5 L, 1~2
JAW T 92 0 (g T A 1Ma, ZE TV
AL~V QO).

4) M4 X RT-A390% LA T I LIS ERAE R, R
JER 20D B f, WAMRIRNG © b IR [ A5 XTI IR 1
BRI O G2 ZRT 5 (fEIEr 7 A1la, TET VAL
~)VB).

5) /NRBITEIERED GCH 5L, ZDHDOEF R NEHIE
ROBFELRDOETIIZEG LR KDIGO#
BETA B IA VT RDBIETHH D721 GC %l
LW EDHERR SN T WD (3 r 7 AT, -

Y5 ALV B) .

7.2
BREGHULES

ISKDC 73481 ~ 11 : $LIi/MIEED G- SN b 2 &%

W (RS 5 A10b, TYF Y ALNILC).

ISKDC44EIIL ~ VI : LU FOiBE S Z5E T 5.

1)GC (PSL 1 mg/kg/ H) ™ (EdE 7 F A 1la, ZET ¥ A
L)L Q)

2) AT A R7OVA+ 70 %S —BEHEY+ES 7 1k

R 28 IgA MERDEEICHTIHELIET VAUANIL

iz IEFUR
ISR 2N
BHVER (KREEX, BeEnE, ER)
RS Ilb C
JERTOA RIS (NSAIDs) Ila C
2704 R Ila C
i IR E S X A F 2 Ila -
P/ AR b C
2704 R Ila C
25704 RJYVZA+o0FF—B*+ I C
YHIORRT 7= R (CY) a
AF0OA R+FHFAHTUY (AZA) Ila C
2AFO4 R+=3T7x /—ILBBETTFIU b C
(MMF) *
2704 R+¥20OXMRU> (CyA) * b C
MERATIREE* I1b C

VOORAT 7= R (CY)

RAHELAT + 270+ R) UL REE Ila C

*RIREAS



A773IF(CY)™ (EFE2 I Alla, TETF Y ALN
JLC)

3)THF AT (AZA) + GCHRFIRE (Hidz s
I Alla, TEFUALN)C)

4337/ —)VIEEET7=F ) (MMF) A>3 % 7213
MMF* + GC B HI# V) (iEdE 2 5 A 11b, =¥
FUALNILC)

5) 7 AR ¥ (CyA) *Bpl™ F 7213 CyA* + GCHif
R (%2 5 A1b, TEF 2 ALN)LC)

6) MAEAS L (HEFE 2 5 A b, TEF ¥ AL )
C)  /NRBICHM S A D 55,

7)CY A9 £ 7213 IVCY + GCBEF#RE 3B R T
W (R 5 AT, ZEF Y ALNIVB)

8) SRBEIRIEE 4T D A AT + A 71 A K7L A 5%
EOHF MR RET 2852 5 (SR T A 1la,
IEFUALNILC)

Xll. 207507V VMAERMER

* DrbE A+

PLkiE, FELTMNRICET 2G2S LI L TWE7
KDIGOZ#HE W A K54 »Tld, BADIgA MERIZHE B
FO/NEEFERIERT A2 ENET L nEENRTWD,

8.
B

[gA M LD FRIZERMICEIFT, £0%E, Bl
PEOREB % 72 &) BoHH CHATEM 5. 10~20%I2 7158
WHLN, FEROFEE TR HIEFID & SITHDHONS.

NRTITERZRFRIRO 75, REBAEIZELZ
L3 BANTIE8S %A E R 372 L, KIBA LA
DBATEE L, NELYVFERARTH 2.

Xll. 7UZ5 07V MAEEMER

1

KERZ - BF

21) % 7171~ (cryoglobuliny CG) &1, MiiFEH 5\
IS B CIRIRIC TR L, 37CIThiRd 5 & Ef§
LHEHE TH A, CGIEILX, EEMEOEEDL L0,
REE G ARENE e R BB 74 ra 7)) v
MEPEIE % (CV) & L5875,

R B O WA LD 5. CRFEY AV
A (HCV) BHIETIE 40 ~65%, BIEIHTIX 15~25%78
CG I & Fegs 35 20

2

SEREIL

CGIMAE L 3/ & B (R29) 243 Jr4E, #L

HCV LA ER OFEFE IR, REMEIZHI10%H 5\ 1
FRUTETIT LT 5203,

3.
TRIEFR R

[T CIEIE RSB DI R VR MR 5 ) B 2 & AT Ae %
R ETIZER B~ oMl NS | 238 i

EIRAERRD, B TIRB IR B R ORI
BTH 2.
4,

AEIR

RIO P EBBOZ L.
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MESIEGEREDOBTTA FF 4~

x29 U407V VMEDSEE

| 84 1184 1[4
B BEEM EEM
M E/o0—FIbmEJ0O7U | E/20-F)bekgJO0UY | RUZO-F)beEIOUY
> (IgG, IgM, IgA) FelF | (BBICIgM, FNICTIGG, 1gA) | (TRXTDT7 A VI AT) DER
Bence Jones &R /B EfERGH ERUO—F)beEsO0JU
>~ (BBICIgG) EDER
yeee | fRumie REESHREMER RREAREMER
- Waldenstrom~ 20407 | - CRIFFK - AREEM O UAIOT U VIMAE
U >/ [MAE - AREEMOUAIOTU VI | - SjogreniEEEE
- SHRMEBREE - Sjogren fE1REE CE2EUTUTTR—TR
e | - U/ UEEMRSICEEU: | - BEU DT c A )LD ARKZAE (BEL - CEY
i35S E/o0-F)beEs070 | - 18U WEAITR FF%, B4 "XAODAILA,
VEEAE EBDAILA, HIV)
- BREHIR CIDREER,  DERRAIE
- RFEMERE AT IEZS

(Brouet JC, et al. 1974 **, Motyckova G, et al. 2011 **) & ) 2k Z%)

&30 ZUFIOTY VIMEICHIS DEERS KURERR

DFFH

BRARIEIRS KUFRR 18 1§ n
REERTE > BAEAN + ++ +++
2R3t + +++ +++
®E/ KmF 7/t +++ + +
BHETERAE IR BE +++ + -
MR BIAEAR ++ + +
EEfR + ++ +
HEERAELR + ++ ++
FFEMR + ++ +++
IFIRESAENR - + T
C3 IE® BT &R
c4 8 ET &®F
CH50 % (GN (iN
RF + ++ ++
BEMNE GUIREEES) - ++ ++
BEIAFR - + +
CEUFFR - +++ +++

RF; UDN b FEF, MMRFPHVEMRIC(FIARAE - HI - RI/IIR
BEEZZ0.
(Motyckova G, et al. 2011 **) & U %)

5.
1%E - EfgR

TR L OO 5 MEINEZ A2 L &, 1L
CG A, JEHEEAE () >/ SBaFETER A, ey 1V A
Bk, B L) OMERZAT).

8|

B - SHRELE

WRIN T DS FE LRI L ). CV OBEFSERy A5 SL
DIRIBEN TV (R31)™D.

7

sam et

FB2(ZCV ORI T HHEFEA RS

FEPIRTE LR, RIRE B — LT AIEATOA FIERIE
A (NSAIDS) 7 EOGUAIS iV s, Bk
g ED D L6, WHINVTF a4 F (GC) V9V A
BrEt) L)y FY~ 7 (RTX) (%< 13375 mg/m?/H x
4l), F7:13> 70k A 773K (CY) 2mg/ke/H) (i
%275 A0, TEF Y ALVB). RTXAHHTE 20
EAITIZCY I L AR F L3280



Xll. 207507V VMAERMER

&31 JUAIOTVVIMEMEXRDEESIERE

ENFETD.

12BE EOBRZDIFC 2B ECCREDREICBVNT, M
2, WK, BRBEDIDDEEDS B 2IREM EHBIHDES, CV

(i) M2IER : 2ME< &H 2 DU LZERCT .

- BB (ISR [CNESHERVRRZRD 2 N 1B E
HOFEIN?

DFERIH?

- PRICHRUEARVHRNBRICER URELE 2 DD

- EEDS DA VAR EEEDN e EHHDERITN ?

(i) BRRIER : 2 E< &H 3 DU EZERIT

(RtES 5L HEEL)
e
. 3 (37 - 37.9C, 10BLLL, EEFRE)
= 563 (> 380, EERE)
SRR
- -
BIENAE(R —
o
HEES
| MEERE S
BT RR
LA J—ES
Kkt 2—0/)F—
EER R
MBS R
(i) BEEE : S 6 2 DUEERLT. (BHE)
. MECAET
BUST o RETHR
- MEMBEE

CG; 7U#2o07JU>, CV, 2Ux42707) VIMEMMER
(DeVita S, etal.2011°*® £ 1)

x32 JUAIOTV VIERMERDEEICE T DS

IEFVAUNIV
HELE IETVUR
952 LA
25704 R Ila
YOORAT 7= R (CY) lla
w32 T (RTX) * lla
MERATIREOE* Ib C
*RIREA

FeFEtk CG IMUAETIE, SREHIHIEE N2 R EICN T 5
EBEEIT) HERY 5 A1a, TEF Y AL NV B)P
RAEMEICBWTH AT 04 K& RTX OB R EIO S
% (fE4Er 9 Alla, TEF Y ALNIVB).

AR, OB EEERERE, QR MEIFRA S
Pl LB & OB VRIS I 25, BT ATLE 4 2
HOETTIEAR BRI R OYE OIS E BT 5 (3R 2 T X 1Ib,
IVF Y AL~V C). RTX DB L O s g
BB N2, T4y T r—ARarter b x
BHVEND 5.

8.
B

HCV DG L WiRATECGMED F1L, S4E4E
FZIZTI%TH Y, Fis (65m L L), 1R (B, Ik
BB L OHILEREDO G, BLUBARED THRILER
FELTEETHS ™,
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MESIEGEREDOBTTA FF 4~

Xlll. NM—F 1 v bR

1

KERZ - BF

1.1

REBLR

N—Fxy MEETIENT 75, BRER, B, 5
SR AR L 2 SR T, IR R
WO —Th %50,

1.2
=¥

DOVEDOR—F = v MEEZIT2 TN, MEWREDOH
BIHE1263~153%Tdh 57,

AER

21

REBAFARINASAE

PRBERIR AR E (X T IRUSIF5E 9 5 2937, KRB IRAE B
#¥, Budd-ChiariJEfRE, BFHIRIIIRAE £ L % 70,

2.2

BIARAE - EhREAZE

KAEBIIRIZE C, KEIRFFPASEAR &% £F ) BlE T A
LRSI SO EIIRIE IR, i) A2 HY, 13T
4553030 FIREAZEIZIBMERE X727,

2.3

FENARAZE(C K DFEIR

DAECIHAHUE. REEIR MR 5E1T5°% <, Bk
AR S BTV I 2 X 74336340,

3.
e - HIRFIR

3.1

BREMR

HEPEL & LU CE RIS, HLA-B*51, A*26, i £9%E
Hr A% 5.

3.2
E{RFRR

3.2.1
FIRRE
BE MRS, SRR CT Tl 2 Hi4 2 3637,
3.2.2
HIRRE
JER CT ™™ TR L, TUHE & R 1 % R R0
TESHPET-CT (AL PO L L S b,
323
R

Fiti B R (0 X & F V. il i P 28R A o e 12
RS > TS EHTH B 70,




S0 - SHEE

LS AR ) N—F 2 MROBITE EEL
WA RS 5 ™7, (L B & 0 M
+ (®33)

& 33 N—F 1 v MRZEEZEDLER

EHE =7 ISG *? ITR-ICBD **?

OfERT7 75 ESTIN B 2
B2 EIEIR FAER O 1
BRRZ FAER @) 2
BREREE EST2IN @) 2
BAEAR BIfEIR
BlIZEHK BIER
BERE BIAER
MERE BEIR 1
TR BIEIR 1
SR BERR @) (1
HLA-B51 A26 BEMR

BEHEEEEDHE

OFERE | FEPIC4FERDPERLICBD

@728 3HER, 2HER+ 2BIER,
TERURIBRAEIR + 2 DAt 1 AER or 2BIEIR

@FEL) 1 TERO—BAHIRT D, EANSLRIERDRESH DI
EERIDHD

OFHRRE  (a) IFEL,

(b) MERY, (o) FHEEY

ISGIFAREANY 75 ZwZEE L, OD 2R E, ITR-ICBD(F RO
P AR ECR—F 1 v MREBIIRCIEDIETED.

ISG: International Study Group for Behget's Disease, ITR-ICBD:
International Team for the Revision of the International Criteria
for Behget's Disease

(#RIERE > 2—. X"—F v MK >, International Study Group for Behcet's
Disease. 1990 **?, International Team for the Revision of the International
Criteria for Behcet's Disease (ITR-ICBD). 2014 ** £ 1))

Xll. R—=F 1 v MR

4.2

byl EAL

4.2
ARlRAE

FEFS PR IR AR AE, BEESLE (Protein C/KIBJE, Protein
SKARSE, 7 F hur By NIKIRERE), Ju) VIgE
MEERE, FAMREE, B, BT & EET 5.
4.2.2
BiRAZE

BSEEIRYE, EMIREIIRYE, REEiTES SEEIRA, g
PEEIIRIE B L UPAZEMINAE 2 & 7293 — T v —JiF, PAZEME
BIIRAEALIE 2 & 2 S 5.

423
FiRZE

Hughes-Stovin e AHBIIRIE & IR AR 2 T s
L, FERRERRER %2 /K <.

5

iVt

R IIN—F v MEOHEEICHET AL RS, K
TRl geny, JEAESBEN—F o v MRIECIERIZE D A
R4 R TH Y, LITIdHEL SOEENTLHKTDH
B F7z, MEIHRZEOBRBRIZ OV TRRETBE N —
F v MEEOZTA RTA V2B 72570,

5.1

T

5.1.1
A0 K - REINHZE - EYP2HRFHE]

a. JEEIJLF 14 R (GC), PY¥FATU Y (AZA) H#H
({22 5 ATla, TET 2 ALVB)
SRR IR AR E 121X PSL 0.5~ 1 mg/kg TRAMG L,
AZA % BEF L2003 % .
b.GC &Y IOKRRT 7= R (CY) DA (iR T X 1la,
IVYF U ALNIVB)
FERERIRGZ, BIRIEICIZ OV AL R BT A7 A
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MESIEGEREDOBTTA FF 4~

R34 NX—Frv MNROBEICEHTIHRELILE

FUAURNIL
#RE | IETYZR
952 (2]

2704 R Ila

TYFA T (AZA) lla

YOORAT 7= R (CY) lla
TUOXMRUY (CyA) b C
ANBLFY—H MTX) * b C
TNFFEEE b -
TUREER Illa C
MEFET b

MmERaE b

BT HHEOE Ila

* {REEERSN

FR&EELIVCY (1,000 mg/ H) 12X 2 FEHEAL, AZAT
MEFRERIAAT ) R EOBIRN D 5.

c. INFBEEE (Jii32 7 5 A1lb, V7> AL~V B)
2015 4R IZ IFX O PR # FARFR. EREGNE £ 7247w

51.2
HEEEE (e r 9 Ala, T¥FYAL~LC)

PrEEE I, BRINY) v~ 544 (EULAR) TIEf#

AP L DS, BAM BT CIXEN AL BIZT VT 7
1) BRI R P R A Sl N—F = MR TE
AR T A 2 CTIRPUEEESE LU/ MIEE O 2 #IFR L C
Va3

5.2

SEIFilTE MERE

5.2.1
‘?ﬁﬁﬁ(%ﬁaaszLE?yxuNwm

BRI OB, 03 B X OTBIR P 28 13 T 5@E)8 T
bb. WEAE, WELREOGIHERLYETIEIREZ &)
EHHEE T % 70,

5.2.2

[AiTHA & D DRI

(337 9 Alla, TE¥T Y AL~NIUB)

JEVT A 70 & D SRR O BF 8 & IHE R 15 % T
BiL, B LicH g9 &8s ¥4,

5.2.3

AF—FIVMERNG
(32 5 A1b, TYF ¥ AL~N)VB)

FEBINC & o TR PNIGHE % i8R 4 & 35099,
6.
T
MAETRZ, & AZBIRFZEIEN—F = v MEOREERE
¥ 5

WTHRETFTHY P, MiBIIRA, KoE KBRS, A
%€, Budd-Chiari iEfERF, FliAeiEZR EAVER & 72 5.

=



XIV. B4REEY O F

XIV. BEREETY OV F

1

KERZ - BF

BE) 7~ F (RA) 12RE) /b 413 7~ b A R
4% (rheumatoid vasculitis; RV) & XiXits. HEMREE)
7~ F (malignant RA; MRA) (ZHAMB OB ET, [
KEI LD LT HMMIMERE RO, HEED LIEE
RERRIRRER R TRA] LEFR SN, RV LHZETIEAR .
MRA DERE % E40127~ 7.

MRAIZRAEED 0.6~1.0%12A 5, SBWEEOFfin
DE—2713601, Bzl 2L&ns (B25)". RVDO
FREHHE TR T LT, RVIEEDY A7 T &
L C, HLA-C*03 ™, 5t RHIME, HAERA, KA -
BRI IRE DA ED 5.

2

SEREILE

FEERTIIATH 7%, MECHEN LS 5HCHAED
B SEEERILE I X D SHEDER, RFTIZBT 5
JaVEEZDEMNAL R ENEZHN TV 5.

3.
RIEFRER

B IERO MEBEANORFES A S, T,
MERBE R, BHPERR I 2 72 & A BE OB 2 1E . A Al
BROESCEMAE %% T & ik mE xR L, NED
HRAMEPE R 5l & PR PAZEVEBIIR NI 8 % 529 2 RAE B IR %%
BT oG, — &S, ANEIIR, BMIMAE, NGRS
22 TIRSRIEE AR EAS & PE D F BRI 145 985 4K
T, HEIIREA S RERMAE Tld pauci-immune B CH 5.

4.

AE1R

R OBIEIBEEAHEST L 72 RAIZE P, o= b
A FAEEIAEAET D E . £&5RIZEaMT, 38Tl
bz, RERAD, KRB BB B, R
%, WSS, ZIEHARR L, HALERMZ E0A LN 5.
DRV ENEARZS LB HEIT T B 2 DLV, LEIZE
P - HEPEORERZ R

5

e - HIRFIR

FRERUG, A~ 7 a7 JE, B M) oAb
7" F R ¥ (anti-ciltrullinated peptide antibody; ACPA)
bl SERGHREE, WRET 2 EhrHRons Vv
N NEF (RE) EEMEE 25,

RA GETTIERURIEBREA - RFA 1 - ACPARS 1)

mE%
INE rREYEDAR
)

3 RS EE SEMEMES
IR SEMERE (G, FEED)
TR sERHBE B, S, B,
AR SREMEN BB EAAS
IR M

AR
DU b FREER
B MR - RHRAETE

\

SRFHREE RFEE-EHENLE  REEaHHERL)

\

40 ZEM4RIERY Y FOERKE
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MESIEGEREDOBTTA FF 4~

35 VIR THWAEESHHN D,

& 35 EMEEIY U FDBEIELE

1. ERAREIR

(1) RN ARES, BEFREEVTNZEF O THhLL

(2) FEEBXIFPENFIEUHEE | BAEPHMEICLDDDIES
FIFEL)

(3) T TiEET : Bzeees, HAIKED UL FBEEHEEICHDSND
AN ]

(4) oS IR | REMNICHER SN, thDRREICLDH
DlFZFEFEL

(5) BHMMEEN N FDEER | BPREFE, MDORERICKDDD
FEFEHFV. BEDHDRTRIFHZIEICE SN

(6) DEX ERIRFTR, RERD, FRMEER, 0BN, LDITI—
BELCKDEMEINcbDZERFZIEETD

(7) BB MR I(FAIARMERE - B2MATE, WEEXER, Fitkes
BICLDERSNCDBDEL, FREDLEHD (FREDEL

(8) MHERIEE | MEBNICKDEM, BEICERUCEE, D&
fii7s & DFEERE

9 U h RAFSE: 2B EDRET, RAHAELU
RAPAT X k2,560 (RF 960 IU/mLLL ) OB ERER
&

(10) MEEMAMX FMheEE G RGNS | 2B EDRET
C8, C4 15 &E DIMERARRL D DIE X (& CH50 [T KD i fAE
MEDEFZEHD T E, XF 2B EDRE CIIPREES
#EEE (C1iEREEZEREESLTD) ZHDE

2. 1EiFRR
25, fh, iR, ZOMODIEERDERIC K D/IVEL LSk
BIEMEIMER, WNFEMMEREV UIFEAEERERZ R
Yl

3. YIEE%
ACR/EULARI(C L2 REEHETU DX FDHFEEE 2010F Zinle
U, LEEICBIFDIERDHT
(1) BRERAEIR (1) ~ (10) DS HIEBR L Hd, XiF
Q) BRFRER (1) ~ (10) DIEED 1BEM L& 2. BT

BDIBEEN®HDHD
ZEMREE OV F (MRA) E2Bid 2

4. SERIESHT
BRITANEEE, REELT, BPE HEEF7=0A1 R—
SR, AEEE (ERIFRMEEEMMN, REIFREIERX
FE) DEWERDDIFS5ND. =04 R—VATlE B,
B B B FEEOERICKD 7041 RDLEZH
5. BABmUINYTF (RA) LISNDOBER (84T UTY h—
TR, BRI, LRUEMRKNEE) EOEEEREFICHERT
%, YI—JUVEREE, BEHUDOIFICHRDAEHLLT
<, BHBEEY ORFICBVTHH10%DEHZEHE. T T
T« —EREEDEIRNERETHDN, CDHE, A
HRECRS, [REE, ZRAMEHD

RAHA : rheumatoid arthritis hemagglutination, RAPA : rheumatoid
arthritis particle agglutination, RF : rheumatoid factor, ACR :

KEUDVYTFER, EULAR : BINU DX TFER
(BEHEE. BEEEH) JF > &V)

7

iVt

36 12 MRADRH I T 2HELEL RS AMMLF
=~ MTX) B L OEYFHLY) 7~ T3 (biological
DMARDSs; bDMARDs) O ik - Flm i O RA I
TOGELFEETH 5.

WHIMRAD DY), 2EDRFIUEMTX 2359 % (3t
%y 5 AMa, TEFVALNLC). HEHEILVFIAR
(GC) 1, BIBRE IR KO MDY A L% (PSLH
#0.5mg/keg/H) LFC, 2tk - HaEMEMEm %, 2%
Mg, SmEETIE, A7aA P2V AEER &
wEHE (PSLIE% 1 mg/kg/ H) % V5.

FIEOEHEIME R L TEEY 70 - A 773 F
(IVCY) (500~750 mg/m*/ H) & 721&#% 0 CY (1~2mg/
keg/H) BHCHNBZ EDH B (fidEr 5 Alla, TEF Y
ALN)WB)., THFA T (AZA) (1~2mg/kg/H) 1%

x 36 BEMEEYUOVTFOREICEATHIERE

IEFVAUNXNI
i3] IEFVR
IS5 )"
2704 R lla C
2704 RJUVAEE b C
AN RUFT—K (MTX) lla C
FHFFTU (AZA) lla C
YOORAT 7= R (CY) lla
TNFREEZE Ila
r U T (TCZ) lla
Uy T (RTX) * b
FIFET b C
*{RBRE N

E MIXBRUEYZRALEIER D O T ORRER
ZHTB.



B G LM e LTHWH NS (2R 7 5 A 1a,
IEFT Y ALV C). TNFIHEHR IL-6HEHZR &0
bDMARDs 1, MTX#5- N THE L 72 RVIZxF L CTHwWw
SN O—FT, INOEOGIZLDIMEROFIED K
BTV 2 9 GBI R B B Cl e s s,
FImEREE 8, TVIG ™ (BRBR#E L) 256 %) & o
Wb,

8.
B

EHVERVO 14E, S, 104EAFRITENZ1189.6%,
477%, 26%TdH ) @I L LA RFEL TV,
N o 22 T A TUE, BE21%, AZE26%, HEAL31%,
e 14%, AW - ZDfhi8% T, JERIIIFMA A b %
W EDHRIE ST,

XIV. B4REEY O F
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1R MERERBEDZENA RS54 IHBREOFIEER (COI) [CRT DA

64

BEE  —HE
EA=E : o (3 WOBIE, o
== | fmEeot | HE Egﬁ e B | WmEsms ﬁﬂ%ﬁm@/ g@ﬁ HIRA - B
(REtZ) = #BHFBEICD
WCDERE
I : F—=H HhSy LR BANT7—X
R g I\ BT E KRS
g —dt
I\ B T R
N =Eals
e TrAH— HhoyadER
X H— RS} R
=25
Fwg :ﬂAﬁ
T 255 2w
S —=SAUJ=
B4
YT
=1 Y4 T AT 5 ARE
FiE F— T7AH—
=K chy| s
= fibth FRFS AR
= FOTFUFY T7—~X BRI T AT S ARER
INE —fY a—TFT A4 BRI IRD—-XS5A4THA
I I
MSD KRR
==t A
iias o E——1t
=8 KEA R
HAR—=U>HF—A> HHEERTE
ZILNA L N =Eals
SRR T BAT7—<
N—FPIA3— /|
FRAFSA - FLIT FILE
VAT
5= 4t KR
[SECIIYN=S S)T4 PRIUT 4R
F—=H
me g R IT—HA M =25
#teE R BAT7— BAT7—< DRI RIEL
BAbEE
SRR T 3
B
KIFEILEER
Ty aEett
= =it =t
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