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three-dimensional computed =XV E =54 .
3D-CT tomography =i ETN etanercept I&ZRILET
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ABI ankle brachial index TERSEN ML EULAR Rheumatism B O FER
AAV ANCA-associated vasculitis ANCA BSiEMER EVG Elastica van Gieson :\,Iriéi h-I7Y
American College of Ny s I)WAOFTFFT I
ACR Rheumatology 9 KEYUORFER FDG fluorodeoxyglucose :I)_ ; TAFYY)
ADA dali b FHYLTD . EEI)LFIA R @l
adalimumai GC glucocorticoid BEHE 2504 R)
AKI acute kidney injury REBEES GCA giant cell arteritis SRl
ti-neutrophil | i o N -
ANCA zgt:b%%li,mp Il cytoplasmic MsF BRI E T GBM glomerular basement membrane | RERAEEE
AZA azathioprine TYEFHFITIY GFR glomerular filtration rate IR BB
biologic di -modifying anti- [ROPVR. .
bDMARDs r;cgsggﬂclsderizes modiying EPFH OV T GPA granulomatosis with polyangiitis | 2 FMEXIENZFREE
Birmingham Vasculitis Activit N—=VHLMERE X \
BVAS Sggﬁrgg Y L7 = GLM golimumab JULRD
cytoplasmic anti-neutrophil fHRE YT IR AR . .
c-ANCA cytoplasmic antibody Bk Grading of Recommendations,
S 75075 GRADE Assessment, Development and
CCr creatinine clearance g;) F=voUr> Evaluation
cG cryoglobulin SUF50IUY GWAS genome-wide association study | 7./ LT A RESEIZT
CHCC Chapel Hill Consensus FeN)be)bdvtEY HBV hepatitis B virus BAEUFFR DA LA
Conference YRAEE
Cr creatinine SUPF=Y HCV hepatitis C virus CEIFFRD ALK
) ) NI MFVUY - IF
CT computed tomography OV a—SERE HE hematoxylin and sosin Iy
CRP C-reactive protein C RiHER HLA human leukocyte antigen t bEMmEIR
- HUV hypocomplementemic urticarial | {E#{AMAEIEZFE 1R
CyA cyclosporine > oOXRU Y vasculitis MmeE
L - ZUF50TY > mfE hypocomplementemic urticarial | & IIEEERRS R
Cv cryoglobulinemic vasculitis HMER i vascullitis syndrome [MERIEIREF
CY cyclophosphamide OORAT7ZER IFX infliximalo AVIUFINT
DMARDs gisease—modifying anti-rheumatic U< FE IL interleukin S —OAFY
rugs
eosinophilic granulomatosis with | IFEEER IS FEIME X4 VCY int loohosphamid :/f ORAT 7 X R
EGPA polyangitis NI intravenous cyclophosphamide AT
. ‘ s intravenous high-dose SREeAY~IOTU
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= — g
MMF mycophenolate mofetil =JJT/-VEE PSL prednisolone JURZvOv
JIF)
MPA microscopic polyangiitis TR RIMERX PSV primary systemic vasculitis FERMESFHMERX
MPO myeloperoxidase EID/\M/Z#\/S)_ RA rheumatoid arthritis BEE OV F
=>4 st BE
mPSL methylprednisolone AFIVTL RZVDOY RCT randomized controlled trial %/ghfbtbﬁﬂ““ﬁt
MRA magnetic resonance angiography | #E SIS MEER RF rheumatoid factor UOY M FRF
MRA malignant rheumatoid arthritis BHEEUOTTF RLV renal-limited vasculitis BIREMER
) ) . =4t N rapidly progressive PN " w
MRI magnetic resonance imaging S HEISEIRA RPGN glomerulonephritis SOREITIERIREBE R
MTX methotrexate AR MUFT—K RTX rituximalb BAVE e
MZR mizoribine =VUEY RV rheumatoid vasculitis UDOY h RINER
steroi FOA RIS HEIUFY b—F
NSAIDs | non-steroidal anti-inflammatory EEXTD/( NIETRAE SLE systermic lupus erythematosus 2HUTUTI =T
drugs B ZS
PAN polyarteritis nodosa FEETI S FEED AR SNP single nucleotide polymorphism | —1gE% A
) perinuclear anti-neutrophil EE RS ER AR ) ' NUXKTUL - Z)b
p-ANCA cytoplasmic antibody Btk ST trimethoprim/sulfamethoxazole T A T )L
PET positron emission tomography | FZEFRLHIERT TCZ tocilizumab NIRRT
PMR polymyalgia rheumatica U F S HEEIE TNF tumor necrosis factor fEBESER T
l. e2EJICHTc> T
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CHCC2012 &3z ®

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

Immune complex SVV
Anti-glomerular basement membrane (anti-GBM) disease
Cryoglobulinemic vasculitis, CV
IgA vasculitis (Henoch-Schonlein), IgAV

Eosinophilic granulomatosis with polyangiitis (Churg-Strauss), EGPA

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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BT A1EHRIIZ DO TLRL, BIFRTA T4 AMEHD
TR 2 B EERILEGBRIEETH L. T2, B
PEBIIRZEICEI L C, #YVCIZTNFIHESE, A P L FH—
M (MTX) & f\w7: ZEERILEGRBRS T O TV 525,
DOAETIL 2015 AT S A7z [HER O BE 0 5k
SIS AR R 12X o TIREER & o 72iE )
DTHY, LAENIBT BEFNMA, EREICOWTIE
THHRS T Lid V2T, —RKEORHMELE LTV
7o, =, ANEIME RO LRIEETH S MPA, GPAIZ
DV, HERA IS P AN 7R HEAS GRADE & A 7 A
WZHEDWTHER A B L7228, 2ot - AN KO
$HGEEBI DN TUIA DD E AL T 2 15 HIER
ENTWw5S. PEofsixst i, MPA, GPA LSO 5%
BREICE L T, L SNZAER TR $HERk O
B LEa—ERERA L, ZEEOBR LRI E S
LG D7 A IERE RS 2 2 b & Lz, GRG0 HESEE
EIEF AL NI OWTIE, R2, RIDELMEL v
7z, MPA, GPAIZBAL T, [GH ] LALoIHE (0

1

1.1

RERZ

EZENIR I RENR B &L N2 D EBRBIR, HEIIR, il
BIRICAECZKIME R TH L. DAETIIHERKEIIRIAE
Bl & JIINTE722%, 20144FE0 [HHROBE I 5%
RSB S BE) (BRTE) OBGZICH, JREERE L

Il. BRBIRK

ot

R - EIR - R - D XTERFEMO L ¥ -
WAL, [HE$] 12 GRADE ¥ A7 A2 £ S
AT TR L.

xR2 HRISADHE

KT RXECTHD

7RI

VSR la| EEFZHTHD

75X b| BELTHLW

ISR FEHIEEEDCHRET NECTIEEL

x®3 IETVALRNIL

BHDS Y MELBEBREFICE A TETH HF 51N

LAIVA - T ezz

LNV C | BMROGRICLDER

TOWMGLESEEREIET L2, WAEHEOMANL, Rk
KT OI-FE2S Takayasu arteritis Tdh 5 Z L IZHN R, ARPE
BOSRIMERIZT T4 L, /NIE, HLE, O RZHE,
M, B Lhkkmds - MRIORE 24 U s &5 MoRE
ThobIll, ERENDERDEITNTLRETH 5.
WKVZAIAAE DD 7% <, W BB B AR 22255\ 72
O, WHDORFPHEE Z2>TnA, 2L2IcEMER S
OIFFAAN I L 7250513 H 5. L, AEEEHE
PEBIIR KL FEREFA & B E O AR 5. 728 21T,
Yoshida 5O HANEFIORRET T, A4ETHEALIEBIR
&) HRHEIRS L OCHE TEHIRFEOHEPEEICE
WEIREL TS Bk 5 0ETh, REBIRTE
EARIETE WIS 2 . LehoC, BURCTIIASE
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CEMIRREBIAR S &1L, Sl Lo RERE A O, Biko
TRBHALEZEZ DONVELTH L. 5HE 5% L5
HLETH 5.

NERLHITZED D B 75, DHETEE LIS
. FBUIEFOIIE, M %12 X 250 & mEwAE -
- PRTH Y, ZO7ORIEHEHFL L 7214 b Mk E
(2 & B SRR, BRI L 22 b, —MRICRIEIL
ERICRED, SEIHISEC RIS 5. 72, FRERELY
HEMHDFED SN LD, & XRS5, JERIZZLE T,
IR TH B0, FRIBWSTREE 2> TETEBY, F
BiILEL LY,

1.2

EESRRZEE

REBORE LI BB FMICHE L Tnwb 2,
AR OFRUILETTE TH o 72 IIARBEIMIC & 5 1824 4ED
RS TEHIEGR] ORBICEADITZE P, 2O, T
it FELONRIADIE L, w552 7R L7z 45 s B 1B 258 A
SNTVD, BOKTIE, 1856 -1 & 76 SHER D IRHT
KINE & 72 L7222 RIS G S Cn s ),

FEANTETRFIRFBIZTH Y, 1908412 HAHR
BHEEITBWT AR % A MR F.GIME D2 bo—pFl" &
LT, fEBRRY & OHRIEHT /L2 7R L 72 22 i 2P % s
L7z (1), 3BIN3EE O % 2 CTHEEEIIRO DRI KIEA
RSN TV 5B 19514, TR KFOMIVEFE, K
KES, FEEFERNIEBRBZ &0 2501% £ Lo, ERIKY
GRATIREH R, IRIAIEEE 2\ LREE, SHBIIR I SO
DILHEE 3B E LT, k7 LK (pulseless disease) & %40
TR L2, 2N ASE4E American Heart Journal [ 247
AN, BKRTHRIEDHSNL T E12%%

El
ki)
E
A
£
il
)
)
m
[
|

BRAEBRE wwep %

K1 SRAEAELEERIAVSZRIRERR
(BRAA. 1908 &Y)

MR E L CORMIL 1940 F 12T RF RS0 K H
HRDKBIRZ LU0, ZOFEBEIROP - i - S L
(272 515 9% (panarteritis) Td 5 Z & 25 L7228
WD T T D, WRIRFEEFEO FHREMES 1 IHFFEHE % H
i L CIN#i 78 2 47> 727"*. Aortitis syndrome (K&
MR ISRERERE) &\ )RS EE L7-D b FHS ORI
KD TH 5. FINKEHREZEOARERNE L E T DI
AR CAREESIME R TH LI L EHL NI L7,
F70, WRERREIRFOEEFIL1989 4 L D 11 2 h7z-
THEHESZERESHE T L, FTEOHLA L OMEL
W5 5 7% EIERBICEBL L 727, b2SETIE 19754
R E LCIRE S, DIBIENIZES kR S T s,
2007 FENZBIGEK— S BIRTA NI4T L, HARYE
REFFE LV ATIS N7

1.3

&%

1.3.1
Fim, M=, REHE

REBIIEETEEOREERCTH Y, HAEZEIE T
FI R ThILTW D, BFEDESREZ 6,000 A% 8
Z, BEOFHISERIE 300 ARk L s s (E2) .
BEDER A5 1E 508038\, INETORETIZEL
HId#1: 9T, T BIT B AFAERNZ 20 AT 212 ¥ —
I BHNS, PEAETHIETAED FNTIE R, —7,
BUBITIRIZ-EN E L= 205N\, kD
B E TOEET—F DT LOTIE, LEH 83.8%,
P SAEAER L LME T35, BUETIZ43.5mE o Tw
%0 SEEDNSR TH DL B, AR TR
T, FREEGEOEBGDLPLT VLI LB
TBY, LBERENHNLS N DEEZ LIS,

1.3.2
HhisE

HERIIIZT V7, FEHETOREGD L, LK TIEA
FLaRBEREIIL V. WTNOMIETH LEICS N
ERD A SINEDS, DAEICBITAIESE > L bEn',
HHEB L OBK TIEHEBIRAE DI TH L5, 1 A
FTINEIFLDHET LT VT EECIIEMAEIRE 3L L
TR X BB IMED S\,
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H2 SREIMKOIEREERZRIXTHFROER

ERERL Y 52— &V)

1.4

paf]

BE 52 X B IMERE DA L L5 STW
% (B3)°". IR IIskze, % EFEINS.
KELBEO=ZSHARE Z o6 L, MR T2 LR
ELOFETEN S, ZOSMEIZINE SO RE b
CAZRENRINIEDSRZE, PA%E, ILIRD 54 & X5 L7278,
D MRI % 7RSS X AUE, I PRI 325 Hs
BN WEALIZ D SIEEDIEE DA HIZFED H LA T & 12
BETRETHDLY.

2

SEREIL

BIRWERZE RIS, G EOBRBEENI S >»iT &
20, RERE R E L72HMEIIRA H CREETI2 LD
BIRSND LHEE SN TS,

2.1
BITHER

HLA-B*52 2SR D SHEICE S 2 Z L g &
TW59  HRADB*S2 RAHEA10~20%TH 5 DI
XL, DOEOFLEEIRIEEEDB*52 A I 50% T
H5D. B2 EATH NI 2R LOfERRTHELEIR %
1272 )R\, HLA-B4T1ZHLA class 1571125 472

FREEBAIIC K258 >

[ Oa IOb il I\ \Y
18 RER=SoAMmE
Tafl: HTRENR ABIRSESTICZOHKME
I bfY: I afieZs +MER M TSR
M2 - BIER N TAEIR, REEBAEIAR. BEEHR
WAL : [EERAEIIR, DD/ &l BEIR
VA Th+N& (LTAER. KBRSESUICZTODRME, B
ESMTREIRICINA, FREBAEIAR. DD/F/cld, BEIT

DIECEDIEE
k] 58 (%)
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 ~ 59
TypeV 256.8 ~ 43.4

BESICRDMBSEMRICEDSHE. LEODO—NHFELU
PILTPRy MWXF (T, Ta Ib I NV, V)IC BEIRK
ZHODHZEFCH) Z, MERAZDDDFEEIEPHZMTD.

X3 MERZEDDHICLDIETEIRRODIEEEE
(Hata A, et al. 1996°2, BERLE=. 2014°Y, Watanabe Y, et al. 20153" & 1))
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MESIEGEREDOBTTA FF 4~

O, BEEIREOFEIZ CDSBaE THL % /i L 7= 500% )X
IS A EEZ IS,

Iz CHEAE 7/ A7 4 N (genome wide
association study; GWAS) 2 & 0, EZE IR 25 5 IE K%
PERF & L C ILI2B# A F 03I O # A= F % B (single
nucleotide polymorphism; SNP) 725 %€ & 4172 *". ILI2B
AR TILIL-12/IL-23 O35@H 7= b Tdh % pd0 & H
ZI=FLTWA7D, TNHDY A M4 > OEEEIR
FEIREN D GARIE S NS,

2.2
RIEERE

RIEFNRE 2 & /295 |& &L LT, A NVAEGgER &
DAL ADEEG L TWE I EDRHEEEINDLDS, FHHE %
57 AN AZEE SILTW R,

2.3
MEEZHF

EREIRFEOFRILAAFRUL, YR X 0 15 F 2 g
PSR B TH 5. REMIIBICIE, CD4RIETHINE,
CDSI M THINE, ~7u 77—, NKMIF, yoTHINEZR
EMROHLN, o007 7= O—IIMr b L 75
MeAARTLIEMEME L THEINS. Zhbofiia
B, T A N IA RE R TR R EESTLEEZ 25
NEH, ZOFME AN = A LIRBEHTH 5.

3.
RIEFRER

EEEIIR IR RSN AEETH Y, KB
k& ZDEESBEIRAS LIS LISRESNS. JHLDTIE
IEHIEDHMEZ D12 1), G AT 0 BEFE - s P
HMEOWHZE, MM, IMEDISEMRE 2 L 5. &<,
AL S FRRRL 2N T AR (vasa vasorum) O
FIEDIETLRIZEE L EZ 5N T 5,

ARZEIZ 100 1) % 788 2 5 R BIIR 259 D S B AR
HRRRET 25, (1) BISHBIIRCARZEENIR, $HE TEIIRZ &K
IR 5 D FEEIIRO AIHEHRF T 8, (2) -
TREIR, KBRS E & DICFEEA S O LB BIRDS
RBENLE 3) ST RKEIR & 2O HEIRRE S L LT,
(4) LATRBINR . S IEEBICE 2 KEIIRE L O F 0 EF 55
BIIRASLENAR SN DRI AEN AL 72, — 0, R

AL 7 52 A B2 25 < Numano 5 O 73 FHSH W 5
T2, RPFINEGAICE) I~ VRIS
THEY, SHITGEEINR, MEIREZEOR B EE ST
% (E@3L)™. HARMNIET2SSEHAKENRE L 205
HEIRAVRIR SIS Z &%,

WHREIC R IR T SR AHEZ 7R L, WA TIEM
M, BEIRD B IZERCRONEE 29 5. 72, R
BEIREDOMIIE UIE UIREEE 255 BN TS 5 (E4).
AN I TR 2 E IR AT B LS, & ZIZRIEE
HEETH 5. WIRINC 7 2 & EIREEIHCIR O Z
HERET 2T (E5) ™.

FRRFR9IZ, 21X vasa vasorum & P~ ZJE T
i Z o 72 AME O Bz BRI g S, R
TR ZE RS R T b L 7B A 2 B L 7 S B E
RIS HAFEMEIIR % 295 (B6) ™. IBHIZ
IS 2R L TARBINR 9 % PAZE I Sl L Rr B IR 95 & 2%
BLA® LaL, EBRICZ) v 3R EiiREs
KT, ZREMBOMIIZZ L\ RAER IR ERIZE O 0#
WIRZESETEL, SR MG E RS, HEOSMEZD 12
A U7z IEOFER, WA A WIRIZIE R T 5.
I, SRR #E M LSS 726 S e —T, WIKIC
O MR HEE LR DS B LA CNIERR 2212 R 528, 2O
IR M T A7 A8 D A A i i s SR A U 72 BUS P22 4L
LEZLENTWD (BT, —J5, PERFEHME o8
FERHMEMAE ORI - THE, S HITITMIE O FELAL R & I
JEASIND % Z L1 X IR BIRRZE L E T 2 ¢, KBk

SHRPERAEIRICIERA, HETAEEZZE T DRENRDHHN
%. REBICIFIEREEBDNTE Uskip lesionZFEM T 2. 10KLBE 4.

M4 BREIRXOAEIIRPIIRE 1



FFBR 4 o KBIRA, REDIRAEAE DS b 725 2 L2 ¥
$70 EEBIRA TIRAIEERICIZ CHBIIRR b G =
nz 39, 40)'

[ ‘m‘m\‘\m‘\.\\wu‘ilulli\H\."\\\‘H\\jHH‘\\H‘\H\‘UIH‘EI‘U(:IHTGN;.1\l.r‘H‘\\\\;\H\}HH‘HH‘HH}HM“H

T BLRDWEEZ 29 D REPIRIS AR b7 £ o o Z BRI HRAE ML R
ZRg. B0fLiE.

5 SREUCKOAEIRIRE 2

SEDLEEFREIEE EBIC, SRD SDRIEC K D FESNRIDVE
BEN, FROBERZRETD (&), HWEICIEHE/MIK U2/ BRe
CHICEREMENLRURFEEREDERZET S. EifiiadH
MR EERT D (W), (£ HERE, G RISATVHAGFLRE)

M6 EXRERXOASBFEREBRR

RER () - BRSEENAR () OHEBATR. SROLEFREEECD
([CHRDSDRIEICKD, FESNAIZE T E UTCHMEREDREBULIR
HRDERESIND. NRIEFEEHRREEMVIC—HLTHD, MR
HEDRIENIZEBAIICARRIEE(FAE UCLEL. (EVGRE)

B7 SREMRROMBEFTR

Il. BRBIRK

ot

PRI ZIZAMEN L L WA LD 7201 IBE 5 5. Hif
PRI DR RS, BEVWEEET 5. Mk
WHBE L 72/ B IR L 72 B2 % 7§ % vasa vasorum 7%
LIZLIEA SN S, BRI ES OS2 R L,
REWRA S DF LGB TIE LT LIS R 5. $72,
ORI, THbHRHIRMIWESHFEL T, WED
Eh, & AE DB TEREMNE % o 7 GBI 5%
JEBPREREND Z DL,

BEHIZWE, {ROMESRIC X A EYEGER O, 2%
EE BRI BE O E I LRI IRB) IR LAE % 1 9 fE
B KEIRIE 70 & OILIRMENGZ, KBRS R L
DITEAE %D FEGIDSHEIN L T 5.

SRR 9% & AN BIIR 25 D R [F/I O TR 2
% ENTWE, FHIEAMERAN R EN S LT L ESTIE R
WS, 1) KEIREEILE I LS ZEIRE CTLVBEETH S, 2)
EZEIR 2 I BRI MEl O SREDSEE TH B DITR L,
FOREPEBIIR 28 Tl RO NN SSEDSHE TH 5, 3)
HHBLD 1 EE ORI LIZ S ZEIIR T & 0 HEICBIZ S h
B, L) HICBETREE SN LY.

AEIR

PIFEREIZ A SN S EFRIL, REAHOIER, SR,
FHIRER S E S E R TOERE, DFNWRETLEAER
EHMLHERE RO S (R, Tk, MEREIR
W3 2ERETEL TL 5.

M AEIRE &5 &, A RO ME 2= B ORI
DIRANL 2 & o 7e EREZ AT R % 526 2 E B AT
66%L Lo b% L, TNDIRE LIKE VDN AFTLLTS
B, DWVTH T WREHRG & & QIR R DK 48% DIiE
BITROLNS. HHEEY L OEEIIN14% TH 508
T RHBNEIZE A SRR S\, #740% DOAER T Hifi
B0 D (RD)., BLERKTIITE, & IEEH
IR GERITEALEE) 23553 5 2 Lo\ (E8).

BOHEE LT, KEIIRFAHSEA SR, KEIIRE, KB
PRAEEE, BRI Fs(E, MifEZE, SHOOE, 8 T BRI
SEMEAE, RECREIIRMEZSE, B S S IEE 7 &2
Fons (&), CNOOEHHEDH B, AmEIsk
K9 ZRERE LTS, KBRS ERSAIZN & 5 s i
IRRPMIBESE, e thi, B ZImic X2 0R% LRI
LA 7, B ENIRS A2 R KEDARAFR 22 |2 & A S L, Al
BhIREAZIZ & AR ZE, & XITEEIRA LIS X 55k
IMERDITEZEDSBO b DO TH A, JRIREIZIRKT 5
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K4 SREICROVFERFICHSNDESR

BEE (%)

GEEEEITTZIN 26.6
HFEWN 9.4
BV 8.2
RARFAE 2.6
KBRS 0.4
B 9.7

BRAEIR 3.3
PN 0.1
"WhkEE 2.7

_EESREIR 17.3
7 U 4.9
IABRHAME A AZE (= 10 mmHg) 3.9
SRk 4.6
ARk 1.7
LU= 3.6

IDVEEIR 11.1
BN 4.4
ghiF 2.1
BB B Rk 1.5

FEIRESAEIR 6.7
e 0.8
0% PR 2 4.4

SINE 3.9

TEER ¢ 3.6

AERERDIRE * 15.9

ES=TN2/N 41.0
Eic! 34.7
2HEHERRK 12.1
ZE TR 1.7

1,372 CDIRSE

* ERMRIT, SRS AR LONR, BH
" e, EEBEE KR

(Watanabe Y, et al. 2015 °V & U &8

TR, & <ICEEBREICRE (RBEEB) NEHITBDT LN
H8 BREIRNTHSNDIKE (FEEIEHIH)

14

x5 SRETNOERREIR

BEE (%)

GEECTISRN 47.5
HRAEIR 14.3
_ERSAEIR 66.4
IDVEEIR 37.8
IEORERAER 10.8
SE 38.0
TR T 9.5
EEER 74.9

—_

372 BT DHE

GEFEEMAEIR - 0DFEL, TBfE, KMRERME, BFRE KEES

BRAELR +oeveeees KHR, HNEE, ERAIRBERRX

ERBER e L, WHREAIMEAHAZE (10 mmHgRI L), ZES
&%, ARk LUTU%

JDVEIR oo BN, BF MWEEaRk

IR ESAEIR - MR, 1%, [FOREREE

DRI e R, 2EBRR, ZEFHRX

(Watanabe Y, et al. 2015 *" & ) #z#%)

X6 BREBIRKRDSHIE

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

REDIRERELE 1.9

BEE 11.2

SIEGHHE 39.4

BBire 13.1

AXREIMFESE 13.2

XA 3.7

A 0.9

—

SB728ITOHE ¥ Hho— Ry IZ5—DIO—ICKDFHE
(Watanabe Y, et al. 2015 *" & ) #2#%)



FERE LTIE, KEIIRFEE & RBIAR S i SE K <0 Fr DA
FegE s 2 REIIRFAASHA S IEDS CLAEDBL DT
BB, KBRS PASHASIEIZHI30%IZRED SN B 0D,
INHOMEWEIIZIET DD Y, WIEIRTHHET
81756 BRI HEA DIERE G0 2ER L TERTH
5. EDIIIIIEME BB IR, iR 2 CHE
ST DIERD BT 5.

5.

1%E - ERFIR

5.1

®EMmR

L EIR ZE D RSW A F 720 FE FE Y 70 K - AL A
137\ 78, BURF ST CIIIRRE RN 20 SHAE DRI CTd A C UG
P& (CRP) & ARIMERILFE R EE (ESR) H3AE DR K2
Lo bHEHENAFY—H—Thb EHELEIREILESE
WEREZRTHEVH Y, REHEIZEbD S HLA 7 7 A1
5 F-B*52 R HLA-B*67 L OB Z 2 BENH 5 Z &5
LNTWEZ0MY CNSRBHOMBIE L THY S
LGENH L. L LIZHLA-B*52 5 61ix, HLA-B*52
B tE BN e RTIEEN A <, KBRS S ED A
PFFRPEOEVIREDDH LY. L LS, 20184ED
IR C HLA A IR ASE ] S AL Tvae v,

EREIR I OIEEIE DA A AT L & LTI,
CRP & ESRDIIMIZ, HIMEI D &, Bilo#sT, %
By T) R ERIEFIIRAE MO RE 7 Esd T
bNA. Z&IZ, CRPIFME I VF I A F (GC) HEL =
I AREOBEDORBBRIZEHTHL Y, v MUtk
MIL-6Z#HMEE/ 7 u—F Wk THE P ) AT
(TCZ) &, HEGMEDOBLEIRZEDERICHE RN TH 575,
IL-6 2353 T2 Cd 1) CRPEEAZEHIZ CTLEH 720,
TCZ#5- T Tl CRP % I ZENR DTGB PEEH IV 5
CENMTELRWIEIZHBELZITIUI R B\, 20184ED
e CRBEH SN TWAanb oo, IMiE7 IS FAYD
EREIR B OTEEEDO A TH B Y.

BRI BT 73y — iBakse gtk & LTl < )
FUGEETH AR T+~ (Pentraxin) A—/3—7 7 3
1J—1Z, w9 Short Pentraxin (CRP & IMiF7 I 91 KP)
& Long Pentraxin (Pentraxin-3; PTX3) V12 K5l & 1,
WIEN S RIEWREONA T ==L LTHEHATH 5.
Z L2, PTX3 L GC oG EIHE L2 T I L IR

Il. BRBIRK

ot

ROMWGEEZ BB BT 2 2 LM SN T WD 7,
B REIIRICEE O 7 S SIS X A iR =1 C
WD IZH Db 5T IIEDFRE L TV A BIR TR S8% 4 1) IR
T, 521X GCIHHEEICCRP EAZ DT ICHIET 5
BIAS—EBAFAET A2 EH 5™, PTX3 L EEIIHIZEOF
5T COBBEIREDESNEZ €E=5 —TE L[ 7 —
= L TR s LS.

M TIZIL-6 IL-18°, sRAGE™, W] ¥ %
ICAM-1*, = M) v o 2Axra7asr7—E0% &85
LEIREDOEEHEOF M A TH L e MES N TS
P, PTX3 2 &L INOHDNA < — 01— ZEEOKRD
B CREBIIREOZHEIMHSNDIZIZES>TELT,
2018 4FE- DI R CLERRASH I S AL T 78\,

5.2
EI{RFRR

R, FIEBHAE XA, CT, MRI, #@¥, i
5, "F-FDG PET/PET-CTZ& &S5 15 (H9).
JTAED CT, MRITIEKENIRB & O D FE5H DOILEERT
iS4 RETH D, HLEIREOWINE G Z: & L CHEsE
s,

AP BIIHFIER NS <, WERHC £ 2 BT 40—
Ty T RLELT D720, MEICLAWEBEATRER KD
P2 BT ENLET L,

5.2.1
HERER G X ¥R

W HAL XA CTlE, TATRBIIR LA D P IRIL % 528 %
(B9a, KFD). BIIRTEALIEZALIZ LW AEREFIC BT 5
KA, BEEIRZIFETH L. F72, FATRENR
DYEFER, FHBIIRIFZE D550 EE B TR F O % 32
DB ENHHD. BEENIL, KEIIRZAFOBARAIKAL,
KENWRIPABAA A D OIER 720 5. KENIRIEZAE DS
SRCEAE, MIREIBIIR A & O BRI AT 5% % KWL L 72 rib
notching 78 5.

5.2.2
CT

CT T, KiELEofE (Eb) 2, ZWiikir 5o
I 30, AR OFE 2 17 . 72, LEXFEH
CTH#MWT, EBRFEOFML THETH 5 %Y. ELH)
MRIEDMAIFEII L 3R E F LS, #EBI%CcCT
AT B A IR B L R 2 B9 5. Bl
CT i3, MUELZZBhIREEASAIE & O e Lml U it S

15
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MESIEGEREOBTTA N T4~

% (BE10a)®. wEERMMHCT Cl, M PIEE L BED BT
Har b7 ANPESNL (B10b). wEREIHHCT T,
FEEIRISEINC, IEE L 72 KEIIREED “double ring-like
pattern” 320 % (B10c). ZOFFRIE, HlE~FHEHE A
RIEICE B SN, A F v /BT F U RRERE & 72 L7
B 25 3 B A B TR DU & L TR S b7z &%
2_ % hfb \Z;) 62,()5-67).

BHEHOMERRIZZETHY, BREE~UF AKX

‘ ‘-

a. BIEREAT X HRIC BT D T RERLIR DR IR

b. CT angiography (FRAMBIRFE) ([CHITFDARBIREED AL

c. EEIRBERICHITDNE - PEREARDUFAM - £EMIEE
9 SLHIRKOERFIR

LA

N

c. BFERHUEACT

n bl

a. BfgcT b. EFEFMECT
H10 SXREIRRDER CT ER

7, WURTE~ UM% APEIREE, AAZ DI & 7R O'F AL
e RO D SRR L E R0 5. B
BREEDTIDRALI, HARI L L 72380 TR AL A iy <
H5 (Eb). 7 PAIE S HWEIITEO RS
>,

5.2.3
MRI

MRI T3 BB 2 P 9712, TR EIPH O MAE R 2 % GFAfi ]
HECTdH 5. 152 MR angiography Cl lLEHIEEC a2 &~
NT A PORIFREGENGFTE, CT L FARIZEEILE,
BED AN RAD R LM RETH 5 (B11, 12)9 7
IEE 52 MR angiography T, KBk E 2D FE 5L X
WAZBIT HIMENRE, BEOREFMA TR TH L. Lz
Py o TEMEREICT R0/ 7 LIV — OB % 49 B 5ER)
IZBTBIRAFHICAEHTH S, CTE IR L2 R I,
WA H SR, AIKILOMILRRIZS B, 225 e
MKV, MRIFERIS 778 A AHGABIEGIC RS 3 % AT
HIFHND®. B REIENE, BT b2V MRI
T DOWLEF LN,

ETREIROEEHRE SEB 3 DHOTABBDEZRHD.
11 ARUZDLER MRA

a. BAET1®HAKR. b. ARUZOLGE T1@BR. AHEBIRICE
R EEFAIERIRZRDD.

®12 EZREBICRDO MRl E&



5.24
MEER

CT, MRIOERIZ L >T, BEEIRZEODNIZHNIAZ
HAIME SR SIND Z 34w, BIE, 238910
B, WEIRTT, SRR oIS N B SRR, CT,
MRI U BT 557 /NIERZE O FFM, B IR 0 3
HEOHMTHHENTWS P
5.25

=P

B TR T & 2 ARSI RRE S 545, filifE, &
RETHY), FHBIRRL 2 OB TV D, S%H)
R 28 TIEARSHBIRIC AL - IR SR O OV E AN - 21
EARD L. RE LY —2sTta—%221L, Lid
LiZ“<wpua=HA > xignhs (@) ™. %/ &
R B MEER ML, B & O IR B AR O R
L, O E I TR - DHERB ORI H W ST
W5,

5.2.6
'F_FDG PET / PET-CT

"E-FDG PET/PET-CT!Z, 201844 H X ) —#i® PET
Mgk T, MM TR O R $ 72130 B O s
ORI R EE T LRI, HBEEHOL & oM
THREL %%, “F-FDGIEHBESIED AL B EBALIC
ERT D720, KRIME~D E-FDG 471X, EEBIIRE
OFBWICERZTIRTH S (B13)™. F7-, "F-FDG %
EORREL, EREIRROERIEEE & DM ™.

5.3

BRFHEE

5.3.1
BREEMIC & D7mHRE

FREIIRISEE D18 ~30% I ZFHEM - HIMEKT, —@EtE
MAOBEERCIEZ & IRICET 2 HERERAA S,
INSDOHRIERIZB O IZIRNOEERALIZL DAL S,
HROPEERA TR LIRS IR R I E R L R s, &%
HEME (EEEGEAEIEE), MBI PR AERE, WO AR I
HENHY, BEENRAEL 1L, VE (& EZIC X 585
)P THRLNS (B3)N),

T ZRABE LR Z IR LD BE DRI 13~ 15% 278D 5
e A O - AT, WEEIROILER, T
MRS, M I, BRPERBEZ: EARIE CBlg s D
(BE14). MBS UIEAE S 2 BMIE R & IRB AN HE
7L T2 Z B AL O AEBR M W) & LA 72
AR CTHs (B1). RS TR - HaRAE B R O it
., BiMEOM%E, BHmERE, BifRYE 72 ERAS
n, ETT 5 LR AR LI T A M E SR 51D
(B15). 10 - FIE S 2B oo L, 13 : Sk
OFEER, 28 BHIAER O, 38 MM E)E AR
GOTH, 48] A 0HEY] (B H I E i F- AR i,
WEEZ &) LRz 5L Tnw b ™.

T MR RE X 3B FERE D B HTHRAEL ™, HIHRERL
PHA SRAET 2 IE O TR HMKT R B Ri8 %
LS. EHRIABEEIRELZ R SRR MM EEL, &
PR3 FLEI 2 L2 2012y A L CHLEEO B BLE
U TL BB IMERAEED S 5. ELEIRE TOHR

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

JKSEHF fusion B

17
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MESIEGEREDOBTTA FF 4~

HBRREFRDILROZIAT, MRLM, HIEAHNHSND.
14 SZRENCKOIREFR

HAEERIRDINR - ORAE, FEMMERNHOSND. EFFEMIBERC
(SR EMEDECTND.

15 BRBRRDOIIVA L1 VIREERMR

HD% L, HIFRHE MR TH .
5.3.2
RIEIC K DRE

NEEBRBINR S BIIRSE 2212 X ) BSITE 2 A0 52 &8
HAHI, TV, VEITIE, BIMEMEEERASNDLZ EDD
B TEIUE HERSE L B 450 16 ~30% THLEL ™77,

Keith-Wagener 72 CTHIO N TV D L B, IREKICHIES)
WROBAM, R TRE, EIBE, I, SR FLEEE 2 A4
TL 5. BIMEMELE T, 17T LREBIC22EFTHR
FERIZHEH L D5,

WIS, BEOIME FAIC L) 2 & ER
MBEIED, MEEIRETHELLZED DL, IREIZHT
BE & B IR EE DS A S, IR S TR I
FEERIER TR KBS AL NS, SR IE FAC XD IR
e I LA I E A A PAZE L CHRAE IR DR SR A ZE 2k 2§
ZETHELA.

5.3.3

Z Dfth

ELEIIRIIZAE ) IRAE & L Tld, T oMl s e ) gk
TR EDHESNTNGE T,

6.
SO - U

6.1

SBE#E

SRDTA RFA4 VUETZH 720, B A EEE T S0
FeE - KRS R FFRIC BT, 2008 4B A K54 27
DELEEIRRKZWHREO T FIIEE LT, BEFEOELE
SO S & C—EMBIE L 72372 2 s Wik e 2 e L 72 (RT).
ZWHE, Wi{%ZW (CT, MRI, #8359, PET-CT, MWilX
#,MEER) 20T, RTOHH, A 1EBDE
DIERE, B) KEIRE ZDE—RSEDOW S do B\ id &
L52IC, SR E 7230 T ADOIENZ, et
% (EEZED) &5 VIR E (B2 &) owvwih
MR, C) FAIEEEZRNTELL0rBELEHIRE L
T 5.

WIS 5 KZ B OFER] T MM Lo KREfT o
EADRDON, BMOSEFRL 5D, WBRIIRKAE
BT RDSIER TH A SAAEL, T 7-IREEIED RS E
WREFTRIZZO SN AW L ICEET 5. EFNEY
(EAELHICIF 5L, BEIEROEHES 4B LLT) <,
HLA-B*52 721 HLA-B*67 DA 1%, ZMOZER R
£E3 5.

%3 "F-FDG PET %, 20184£4 H £ ) —#R? PET fiti ik
T, MoOBE THEDREF 721HGEEO HIRTAS D5 7%
WRENMAE REE X RIS, RBEHO D L TOMREDS



6.2
bl L

AT REEE L L COBIREAGE, @ERMEIMmE R
W, QFEVEIEE KBRS, @A EIRE, Ok
HliEgs, ©EMILMEBIIR % (MBEBIIR %), ORI ~<—
F v ME, @IgG4BERBIIRFF A HITONS. B
DRAEALAE & (&, FSIE AR MBI O 554 Th 1R
TR TdH 5. SR MEIME FE & L Tld mid-aortic syn-
drome3® 5 7%%, KEYROHMEZE % RO H L BEILTHETH S
RO OHERTTRETH 5. SHEVEIE R BIIRIE L 40E % 52

R7 SRHIRKROZEELE
A. EIR

o @y =

IREDTTE CRENIRAFHHASIESEET D)

HEERIEIN | BEERMEHS, BREARBRODEH
EZREEIR © AEERIERTIE

© @ N o

|

7 | BT (carotidynia), [9fE, HEME. B, B LER TERE

BRIEIR © —BMEXIERHREDENES, RAAER, KB REXE (ENERE SMERE)
TREAERIEIR | BERR. MR SEERATTC. OFL), HER HIS, KER(E
BB LU, ARk, 2 LS, _EARIAT™, ERROIAIROMERS (B8 EIROITHEES, BK. 10 mmHg EDMEREEZ).

TEIER: LUK, ARk, B0, TEET TROMARUIERS (FREIROIASTTESD S VEESS, MEET, £ FRIMEE")
FOEBEEIR | BUIN, P, IFPIRESE Mk WENEERR IROER, REPR OME, SEHMEMS

Il. SZ&

=

O, KEIEZHE) ZE£A% <, CT T mantle sign AV T
H5D. BEEREIEROBIRELZ ET52 0% <%L
FEUEOZEBH LD, UIHNIHED 2L, ZOMDPT R
X ZECTIUIERITRECH A, MERIEHIERIE, HET
SRR B Z &I s, MG - ARSI R
%. AT EEIIR 213l B A FE L, M () o~ Tk
ZEmIE) & LIELIXEMS 5. MERN—F v MF
X, FIROBREZ X723 2L 03H 5705, TOMOFT %
ZE T IUIEINITRETH 5. 1gG4 B R B IRE P %
WX, I TG4 i B e s 2 12 3B 1) % TgG4 B R B4
POERITRETH 5.

IAERIMERE, VS

o IEBICKDBHDE U DIHBRMICIEET 2 Z &

oo RN BB KR D 10~30 mmHg &L hB5ANDIBE
B. REMR

Z BIEZZD) “HDVHREFE (BZ20) “' O

0 ERHEIC K DRI OIRARDME U D e DBIRNICHIES DT &

BERIRENR © ABIRE ZDHE—XH  DEADDVIFEESNCEHTND, SRMUHIFUFAMDIRELRE ", KRR

o REMRER, BER BEBROTHO-T,Y), BF
FDGEXD#Hdr) THHEND.

MEREE B - EESHEEZBRENETDHRICITD.
C. HERIZHR

9G4 EEEE
<ZHOHFIU—>

KBRS TO—ROKEF, KB (7. 517, WS, BT, KBRO—RHE (BERESD). MERETD.

W RoME(F, L2 DL FOBIREFIEEL, ABIRD 2K EOVFNNTHS.

EEMRI BIRELEROEFNR). PET-CT (BIRELEMD

*ORRRMERE, IR, X (TATABIRDEIAIE), CT angiography, MR angiography, DEHBERIRE (KEHIRFHEA
#AD), MESFTHLIND. HTABRGIIEL, ABRAPEFLEHOTL. BEHICE. CTICTHREDLENE

gfb, CT angiography, MR angiography [C CEBIMTEROFEZENHEIND.
BRI EDEE S | &5 CTINEHREATI®RS,. CT angiography (&S RHIME TR, = ATEGIEESER. MESH(IES,

BYRFELE, SERMMERS, NEMAEEASIRE, B MERE, BEEhRR. EfiRtEiRy (RISREIRA), MEERN—F T v Mg,

Definite : ADD 5 1IBEM £+ BOWFTNH7ZRD, CZERALIZBD.

(BZHR)

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

1. MR - £EFMR : FOLThE CRP &fE, BMEKEI, &M
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S

e

m
A\

JIEBREOBREITA N T4~

7

sam et

RO IIEEINREDOGHICHT A%, E1610m%
BIIREDEE 7T —F ¥ — N ERT.

7.1
A70A K - BiEiHIzE
7.1

A5704 R (glucocorticoids; GC)

a. Bt

HEOERBIR SO 3 F— MR T, EB D 79~
949% 'S8 2 FEHMETIZ L F=V Yy, HATIE LR
=vur (PSL) S BEIGE A R G- STk
P BIHENE IS Kerr 0 FE#E (LLTF4IHEO 2 DL B2 F
7 O sEER, @ESRILE, G R IfE
K, @OmEE AR ® 72 & CHIRT .

b. #IHAE & Z DHfIFHAR

O A Tlx PSL1mg/kg/H x 14 F3%0%%
mg/kg/ Hx 638 0.5~1mg/kg/Hx 1% A %0k
THEHLNTEBY, PSLHEMOARIZIIR50% T 72",
2008 4EWLAT A 5 4 >~ TIE PSL20~30 mg/ H x 238 &
wERDRGH EFNIIE L T60mg/ HE THIE LiF5 ] &
FRRENTHBY, ZOHE:TPSLEMOERIRIZFI50%
ThHo72% HAD106FOHEAIME 2R—MYTIE, 9
WIPSL &=L L OFER] (1999 4ELIFIFSE, 22.4 + 14.4 mg/
H) 12 < B UL 4E O HE B (20004F DL 36 iE, 38.9 = 14.6
mg/ H) THIMERCH D, BLZ0.5~1mg/ke HIZHH:Y
T 5. bHEOIEFIFREOWIAEIL, 30 mg/HY, 9%
DRERFIT55mg/H Qmgkg/ )% &FTEETHY,
BLZ05~1mg/kg/ HIZHET 5.

c. 2704 RINVAFEE (2L 7 A1lb, TET Y AL
Q)

BAE OBV ARG O, GCHtEE 721k
MR > TATOA F7OV 2 (mPSL 1 g 721315
mg/kg X 3H) 25T7h % 54,9090,

d. iREEE

EREIRFITFRL LTV /2o, PSLOJEIL, EiF
KREBIZH 2 Z L 2OER, OIMEARE~—7—, @W{EHT
ACHRELOOEEIZT). HRD 106FOHAME T
A= NVICBIZERIFGIICL DL, FER - JERIRICE

X8 BRIIMRKRDGEICETIHELIET VANV

IETYR
(VZaV1)]

704K

2704 RIOVABE

XN RUFY— N (MTX) *

TYFATUY (AZA)

YO0ORAT 7= K (CY)

=71 /—)VBETTFIL (MMF) *

20U LR (TAC) *

ORI (CyA) *

hUXNYT (TCZ)

TNFBEEE *

LI/ R

me) 1 ) CAF i Ila C

MEREE Ilb C
* {RERERN

53 28 bEER KR TILPSLkEEE (P=0.01) TH D,
EEED L7 Hd720 1.2 mg X V2R THRR
PHBEIZRR>TWz, OMVID248F ORI E T h—
FOTIZ6~12 7 AR T5~10 mg/ H F T, 22008
ERTA KT A%, 2T 125 mg 9210 mg/ HF T,
DIBEI3 298 2212 2.5 mg 9 DR E £ TllE & HEmwWw -
SV7EH, Foto7aban T, @12B2FT5~10
mg/H & T &™), @FHESmgd > PSL20mg F T,
DIz 2.5 mg$OPSL 10 mg T, S 51243 1 mg
FohIEFTREY LHL, Ihbo7ararizBnT
RN L ozl b2 b, HAD106BI0 3K~ 1+"9|2
B FREEPSLEA 133+ 75mg/ HCHo7- 2 L %%
95 &, PSL20mg/ HARMZELZZOHIAD 17 Hd7z
D12 mgZ MR Vi ERE LG RETHL. D%



Il. SREDTA
PSL 0.5~1 mg/kg/H X2~4i8
— 8 5 mgiEE (30 mg/HET)
— 38 2.5 mgiElE (20 mg/BET)
— B& 1Y 1.2 mgEBAEVERE
— #3FE 5~10mg/A (—off)
= an ¥ AR A R
PSLIBE—H#A L
HER .
PSLR BRI MR L
EES)
or W NHEPSLEGHA
2IER
TCZ s.c. or MTX* or AZA or | TNFFE==
162 mg/iE 8 — max 16 mg/3# 1—2mg/kg/H IFX* i.v. 3~10 mg/kg
(EE=HR) ETN*s.c.25 mg X 2/3E
or 152 r%/kg/ 5| or MMPF or| TACX or CyA*
- . . M RE CHRE
(35 BB B D) 0.5— max 2.5 g/H HRIRE CHER
(CDBEHTHIFX+MTXIEEDHRER])

16 BRBRXOEEIO—Fv— b

ST A TCEI6 ik~ —ADALEER L2705, E%
ROLLGEIEI6 L) BIELARD ) 5.
e. =

PR L ER/NEDPSLE % 5~10mg/ H & &
ODHTT NN pgL 2 HIET SO b o
WEDLB LA, FNSOHETHERIC L) LER/NR
OHEFFREA TR TV Y,

f. GCT7U—E#

KEOPSLH L% Big 3 71 b 2)u ™ CREl 2 G ERE
WBASEIRT & 7230B0H 561 (17%) 53 GC 7 ) —Efif % At
FL7z RKEDOA N MLEFS—F (MTX) DY > 7 VT —
LEER Tl 16 BIH 461 (25%) HXGC 7)) —HDOMTX 7
R KRR L7 1975 O HARD 15061 D ftat Tl
GCHEBiBNL37.4% Tdr o727,

g. BRADIEE

ERE AR T OIE S, NERBEE AT 2L, E
FEFEDSHIWIT 5. KEIOMTX DY ¥ 7))V 7 — L3057
2, HWEA B A B L GBI OWE Y T, FRE
(2B A A TR (PSL 1 mg/kg/H) # RifT LIE L T\ 5.
—77, KE®D 75603 FR— DT, FRPRERIC PSL % 10
mgiE T 5L & OICHRIEIFEE T 7 e hav e L
TW5b,

h. BIfERXIER
GC ORWERNHE 2k K2 B3 505, Mfallifs.

7.1.2
SIS

FIEPIHIZE L, GCLOMFERRD, GCORMERN R %
WL CGC LT 4. REMHISE2H O, W
YA & SRPEIHIER O AT ) 22 b H D,

a. MTX G327 5 A1la, TEF 2 ALV B) (1R
%L)

KE DT v 7 VT — 2588 TlE, PSLEMGIREOREDS
A4 F 71X TR L 72 186112, MTX (0.3 mg/kg/H—1x
K25 mg/H F TllitE) & PSL (1 mg/kg/ H X 1 H—ifijk)
PRS- L, 1BIDMEAREEC, 182 —FE Y AT
AR CRTE L7278, LIS 16 BIF 1341 (81%) 35
fEL, BRI TP CHRRAALNIZ OO 7 a h a3
AL, T~18% 1412 841 (50%) 75 & i % 8 |
727 MTXIIELEIREICH - & b X b T b 5%k
gL 2 5. MV aD 248 FIOHIA & T F— N Tld63%
IEMTXDMEHEN T2, 750D 5260k A &
I7R— N TIE77%I2 PSL & MTX O I X B0 EGERDS
ThnTn2® LhL, 209 542%TEShE 23R
HAD7=DIZMTX DN I ENTEY, 75% TOBIZH L
MAEREAHBLL Tz, KED 75Bl0#H A E TR — b
Tl&, #alGE#EEE LCPSL 1 mg/kg/ HA Sk L, FHAL
A X PSLE 10 mgid s 5 & & B I2MTX (15 mg/ 8
=i K25 mg/ B E THiE) 2T 570 vk v
B, FHMZGEEEANEERC & 7230 BH 1341 (43%) 12

21



22

MESIEGEREOBTTA N T4~

MTX 2585 5- 8T 72 HED 106 BIDH A& 2K~
R, 1061 (9%) 12 MTX 5% 5- ST 7225, MTX
% E T RIEIHIEE G- ST 72 2061 H 1261 (60%)
TR F 72 IERIER TR STz MTXIZD W T
1, MEREOERZHIETE VIR H L L &,
IR LW LSRR D7,

b. 7HFFTUY (AZA) (JfEFE7 T A 1Ma, ZET VAL

~OVB) (2011 4E2 A 23 H AR )

LAY POy 7NT — LB T, W3 - R - 158
D 156112 AZA (2 mg/kg/H < 12% H) & PSL (1 mg/kg/
H x 68 —) = B G5- L, &60C3 7 HBRIERD
BEiEL, &I TAZAICLDRIERIZZ <127 Ak %
ZENTE, @BITI2 0 AR THERERZHEREL-E L
TWwaY, LfITCRPE ESRAMET L7275, 12 A#IC
6B TCRP & ESROWVT NN EMEE 2o Tz, DX
25 DMEZRHREN DY, 127 AERIZ1T #ETIdE L C
W72, 8 A FTHEEALL T\ 7z AZA PR OB/ EAD
R ENDY, FhE~ — 71 — DR LR M HZE O
Bl o722 EDHEE V2B, #£EOT T ka3 VIzBlF
5 AZA DR BEIIFIEE. MLID 248 FIORI X 2R —
N CIES561 (22%) IZAZA PG SN T 790
DRFDHEAIME TR—FTIE, MIXPHERTH-7213
Bl (25%) 12 AZA 1 ~3 mg/kg/ A0 5- 2T 72® ok
E O FEM 72 30O FAE TIL, MTXDER THo72 26
(7%) 12 AZA 2 mg/kg/ e 5- STz,

c. ¥yoORAT7Z R (CY) (JEEr 7 A 1b, LTV A

L ~UVB) (20114F-2 H 23 HARKE )

KIE D 1985 4E- D 20 Bl O Fij[A] & TR — b Tld, PSLHLH
5 (1 mg/kg/ H X 1% A=) 166109 £ 761 (10 ~41
M) T, MR AT E GBI R R 70,
CY 2 mg/kg/H (WBC >3000/pL & 72 % X 9 |2 il % §if)
ZIBIL, &6 TPSLIEERRL RS, MEWREHETH
& o 72 61 4B T HREHESTHSHIE S 7z QENEHEST
L72)%. AfEdd - ek - arikis A ohiz. CY i
bo b L 2 OEEHIRK DI T & REIIHEE T
HY, BREGIETENDLZ D%\, MLarbo/ng
EREIIR %5 6B OIS TIE, EHRIRERE T 5 46012
CY (#1.6 mg/kg/H) & PSL (1 mg/kg/ H x 4:B—#)%) %=
PER#EG L2e 2 A, 1 BNIBRIME HZ TR L2225,
IBNTER L, ZNEN1,2, THEBRICEREZHERL Tz
(37 AIZCY =MTX) ™. ML o248 Blowil X 2k —
RTIE 3260 (13%) IZCY DS #HG-ShTw/iz™ 759
D RFDHABE THR—FTIE, FEIED 146 (27%) 12
CY 2 mg/kg/ G- s Twiz B4 AEIZCY > MTX
F2FAZA) Y. KED T5EIOHAINE aR— N T, B

SEOEVEAIZCY Qmg/kg/ Hx 3% H) % PSL & HFH
B35 70banxfleCBh, 2GR E BN
TE7230610 9 H461 (13%) 1ICCY 2545 5- 8T 7z 3
BRIZCY = MTX) ™.

LEQT7/=IVEEETF IV (MMF) (3% 7 5 Z b,

IEF Y ALNVB) (BEoE M 7% L)

AV ER50 2 B0 TIE, IHNREGE#EE LT,
1ZDD10BIIZAZA S DY) T Z TMMF %9.6 £ 6.4 %
A5 L7282 A (&B1TPSL36 = 16 mg/ H & ),
L7 EBIZL B 1BORT, ZRLUSD 206 T
ITAS (i5#ME 23 7) KT, CRP - ESRIELT, PSLiKE%R)
REDDO7ZD. TIVNO10BOHETIE, SEUHIEE
JEE LT, 1320 5ENZIEBI D SRz D S b)) 2
TMMF 2 g/H) 235233 » A5 L7222 (&#T
PSL*F¥524.5 mg/ H EHFA), HIEL7zDI3BEREIC & % 151
DHAT, ENLIOIBITHREFEELT, CRP - ESRIX
T, PSLIERFE%EHD72%. ML ad 248 Bl oHijH & 2
A—FTIZBI (4%) 12 MMED$5-shTwz®. 75
DIND2BIOHEAINE TR— N TIE26] (4%) 123372
/ =)V Na 720 ~ 2160 mg/ H A MTX O HERH F 12 $¢ 5- S
NCTW72® KREOFEMZ 06O E TIE, MTXE
AZADER)TH 72260 (7%) I MMF 3 g/ HAW5- S
TWw/z® HATIE, MMFIZ20154E7 H31HIZ )V —F A
BINARBOE I & 72 o TV B DS, EEEIIR IO 13 7
v RPN SHERG 5 2 LS.

e. #0U LR (TAC) (s 5 A1lb, TET Y ALN

VC) (PRBE#EAZ L)

FEBIIRE DA TH S, TAC 1.5mg/H (GCHEHZL) T
FHERD MR angiography At iL2SCs L 72 B8 v~ T &
PFEREIRED 15172, MIXBLOA Y 7)F <7
IFX) 12 BB L 2 220722 TAC4mg/H (7 745 ng/
mL, PSL12.5mg/H#FH) B%H%I1C CRPASIEFILL 72 1
B s G ST 5.

f. Yo0RKRUY (CyA) (HESE 77 ZX1b, TET7T Y AL

NV C) (BRBE 2 L)

HAD 106F D% A& k- TIE 760 (7%) 128
Hancwiz EFIERE2H.0LCTH S, PSL 1 mg/kg/ HA
5OREFICHE L, MTX 30 mg/# OB TIEMmET
Ho 7275 CyA 4.3 mg/kg/ HOEIN (~F 74870~ 100 ng/
mL CHEZME) ICXDEM L PSLLHIETE, CyAH
MG CAER BT 5 2 &S TE L/ NESREIIR %
D 1617 %, PSL 60 mg/ HIZ X 0 Efff% 20 mg/ H F T
HL72EZATHIRLZDS, CyA 150 mg/ A DBINODA T
# 72 Crohn R & B ZBIIR I 1 1% A3 ST %,



7.2

EPENRFA - flIVRES E

7.2.1
EMFHSEAE

EREIIR I3 2 EW S EF O R IR § 58
L, BUICHESELINT- (TNF) [ESE 2 HLIL-6 2545
Pk 2 AT D LW F R RF T A e ST 5,

a. FYUXTT(TCZ) (RS T AL TET VALV

B) (20174F-8 H 25 HERB# )

ELEBIIR 25 0 B LI C IL-6 T 13 e B TG B I & AH I
LCERTAIEHESNTBY T, mEahiRimEE
TOIL-6 DEEEIIRIE SN Tz TCZIZEFEI O
Mebte ML-6 ZFAE ) 7 u—FUPiATH 5.

Nishimoto & (& 21 i D& H 14 KM 9 % & B9 2 HEiA 14
EEEIRKEE I TCZIHE LT, TCZHB AR TH S0
REMEZ IS 72", CyA, CY, MMF, AZA, MTX
REHRPEHLCH PSLIELHET S, F/-HIMERIEHE
R mPSL/SV AFETOIGEEAZ 2> FI— L TE o
THEBIT, TCZ%¥59 52 & THRIENIG & BB
BHERDICYE LT, BEEA SN, 2ok, Wk
SELEIR % & MITHBIIR 25 % S b - KEUMAE REE %
BHFEFGRE LT, TCZOFREIZET 2 FEkOHE L 7%
ENPP F72 bAETIE, PRS2 GCEEIRPTIE
IR LRI EE 4B LT TCZ (8 mg/kg/ A) &
D 2E L EO RS- 21TV, TCZD GCIlERF&—
EBOFES]T DR _E OIS BIERZ OB 4 % i LT
5" ZOWETO TCZOAEMENBE I N2 16]T
TCZ%Wikd BB, FEWZLEY A M A VIEE S 5
EHPBIEINTEY, REIHEE M & OEELR IR
P52 EATRIBENT NG 1),

75 ¥ ATOEYFEF] (TNFESEE TCZ) HHFO
BAIMEBHIETIE, BLEIREEE 496 3561 %
TNF[HESE, 1461% TCZ CTIHE) CTEYFIIRFNERIC
L rEfRIZeon HH, 120 HETZENENT5%, 83%T,
PSL¥ G =IINR—=AF A D 15mg/HH» 5 127 HHIZT.S
mg/ BN LTz, 34ER O MEFRFE 313 A W 1 B 5
EHET90.9%, HEREIDO A DMARDs G TlE58.7% T
HEENALNT (P=0.0025). —J5, TNFIHESRGHE
HEETCZIHHIOM CHELRBERIMDOERIIAL N 25
7219,

F72, DHETEGESZEIRE % RIZTCZOH
WM, Atk R AT A 6 (TAKT study) ASHE1T S 41

Il. BRBIRK

ot

721 GCIZ THEIR D B fif % 51 L 72 LB IR 2 B % hF
RUZ, TCZ (B2 FiH#HAD) 2l TG 3 5HET I+
REECT 2 AZEINFIT T EHEMR T TGC & 10%
FoRE L7z FEHEEEIELEREOFEE T TOW
e LT, B 19BIEIEE SN CaplhIEE R
WIENCRBATL .. AROEFRE L CKerrOIE#ELLE L
T, ZOHBETIE (1) S5EIR (BB, (2) £5E
WK (W), Q) KEY—H—0 LR, (4) MERZE,
(5) BB A2 2 AF 9 RIMEIR) ORIHE S >0 9 £ 21HH DL
M EHE SN AR TR L L E0 723661
(N=RAF 4 ¥ GCEDOHIE : 30 mg/H) IZBWTHHEZ
TOWE % 8- L 726558, 792 REECR 2 TCZEED
INAF=R I 041 FHXF ) A 7 A 259%) TdH D,
95.41%fEFEIX K112 0.15~1.10 TdH -7z (P=0.0596). T
FEHMBEE CIIAEET R E R D700, FEOER
DSHADO VTN 7T L REEZ AR TTCZ B 2 ]
N E=3Y (WA

b. TNFEEEE (32~ 5 A1la, TV 7 ALN)VB) (fff

HHAZRL)

TNF R E# TP INFHA D IFX, 74 ) A< 7
(ADA) & T) <7 (GLM), TNFZ A KRG EA DT
73+t 7 b (EIN) %R EHdH 5.

Hoffman & (& GCIHHEIEPUIE S ZEIR 48128 L T TNF
FHESEIHTH L L2 M L2, ISEREGE L
T2 7 G~51» HomddE) o7 +a—7 v THRHT,
1051 (66.7%) 3B fFE A SN CTGCHILEZRD, 1~33
Do CEMAIFER SN, RV — 738G
ZEIRIIR$ 2 TNFREFEORIIRED 25612 xR &
LTC2~84 7 ADBIZETHIE L TV 575, 1561 (60%) T
ERFEAD S GCHIEIZED, 78ITI0mg/ HUFETo
GCii, T IIHISEpE HES o 18517 941 (50%) T
BHELITICESTWE 'Y, 75 0 A0 Lk R bR
T, IFXOHEGBMEERENR 7 EE TO GCREEERA &
BEIFFERIZONWT, ERRERABOMEIHE STV
%' =75 EEREEEEIR O 208 & K KL 7
Schmidt 5 D5 T, EHFFERIIFERICEThH o7z
%%, TNF [HEZE Ok I E2333%, BERIC X 5%
ik 20% THALNY. LoT, EBEERETD
TNF HEHDOGIVEIC DOV TV MR Tw
7,

7.2.2
MIUV/IVREE (322 5 ATla, TV F ¥ AL ~UB)

BEBIRICEE THIM/IMEE (728 ) 2NIk$ %
ERMEOHREZE, AN U, — YRR M FE1E,

23
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MESIEGEREOBTTA N T4~

A ST RO, SERE RN S o2 EEm A N>
NOFRETAREICHHIS NS EESN T Y. FELR
PRAEVENZE D D % BHTIE, FERD 720 & ) Pl M
DWRHDE L L,

7.3

RS

7.341
BRI ORAY

= & B IR 9 O L E TR S I PR #E (endovascular
treatment; EVT) &, JEHIE LC, SEYIGHSE CHRAEIGH)
Wrar ha—) L7292 TEMET S Z & THFEBIEDT
9%, EVT 2 & CEIMIEEOMIGRE, Fh, ik
HHIE BES () ~F) WRHE, (OIRIMESRHE, A
VH—=NRryat) AN, MERNEEDS 5O RN T —
ATHRIGSTAZ EAE T L, FEERZICH$5EVT
13, AN L THERZE R E\N 20, 3R
T LG GIREE RN 2 24 5. BUIGRE 2 61T L 72
%Y, RUNhI) BB Z BT ALENH 5,

7.3.2
BEDRENE & Filimia

EEEIIRSE T, KREIIRFEZE S OPIEMERTE R, Kl
ARFFEASHAN G, KREIIRIE 2 & OILRMRZE 2 L 5 ),
SEYGEDRRAITH B85, WEDHEST L7 BB, e
M= OTEE R TR O ZF 2 By & L 72BLUIAYTG
WEEET 5.

BUMAYERIE, BEMEEEOR EO-012h, GCRE
PIBIBER M L7 < TH RIED 2 VI GREENE) 1252
Wis 5DONHETH A0S, GCRGEIEIHIFEZ M L %A
OBORIEX T PO—)VL72) ZCERT A L xFHIE
T5. SIEHD LHIREECTHEME SN BIMAERIE, KIED
IV bV ENTRETOERMICILELL, ik SERMT
DEPEDFEREL TREMIMS L v #wELH D ™,
F72, RIED D HIRFETIT DN NA XA TFA L S 4RI
RINS3% T, RIEN T FO— )V ENIREETITO T
M 88% & K ERTE D72 L DAL VITINA, KIED
HOHIIREETOFHIL, KiEr >y Fa—L 179 2 TfFo
72T L HNTHPMERS X OB R A7 1R 2E
PHNDENEZIIE o722, Lo T, BHEOY A
7 HECEIRIE, AT LS Y)E L 7 il e & E
BOHLGETD, WHEARPE) GCRREIHISEDIS-
THRIEDHIEZ Y AHATH P lithd, SHEE

% 580 B B TlL GC R SRE ISR O 5-T SSE DS L
ERBRIERA LI X 5T, BIFREBRE S S
2 PR E e, REOBIGULE, FhE, M
WiE, BESRE ()~ F) WERHE, (LDisiE s RE, 1~
F—Nraf) AL, WRNEHE S % & E BRI F— 4
THIET A EDNET L,
EEEIRIZZ DR AMED S RCTHThNL T \niz
O, EEPAME EVT ORI, BHMROKEE D L I12ik
DHLNTWE, FLFMBEREIIONTH, $_THRAAE
BIRMEOMRIZE & F 5. BEEIRE—IROEEZ IR
EHEMGTEPLL, HFEHECLVEETH L0, 204F-LL
FOMEMTHY B E X TQHEHH 2 RO 20805 5.

7.3.3
il DER

MATIZ GC R G- IN TV BE TR, MEEL,S GC
w535, GCIRERRIIHT T HIEHRETH L7720, |
WCTERnIenLwn, LUIEEETIE, KIER Rz
F L3722 DR EMEHEG L7213 5L, I
B L CORIEDTEFIMEDFEAMIZIZCRPR ESR R & D4 &
FIEY— N — 2 H 25285, BHRIERE SE12 LN
YR a b 5.

MR T Y A ER BRI AT 20 4E 112 13.8% 12780 H Tz
LOWEDH B, RBEEECMITHEZ TS L
&, BAESRERLE LTHOWEMOME M Eb LTz s
LR ZFOENEEZ LNDDS, B L AR ZE IO W
T, FEINRBEOWGZ 1) Ry, EICh- 4%
BHEPNETH 5.

7.3.4

MERZICKH T DA

a. AR TEER

BEF 512 £ 2w (B3) 2 I E R oAl b 4 &
JEFHNC AT REG 7O 7 7 A N EFKTOIET 5. FilhE
IR A E T 5 9 2 Tld Ueno H12 L AR HE 7 A3
HFHTH L7280, I TIEREZHCS. T8 SRRz
R TR RS ERRAZERY, TR L#PHPAZER, VI BHIRIM
NSNS,
i. 1BRE (SoHEER) (CT5iaE

KENRS 5 F 2BV T, HEMIRE OREE & ERIE
REFLT LT LV TIERL, &R EOMZEITRZT
TIHMATHEOBISIRE S5, OFWIEETRET
LEHETIE, HEABIHER SN COUIRFNICEE L
Bl 4. —HCHNEEZ RO LA, BEEHIET
W 7 BRTOF LA™ 55 2 3 (RIS &) 205



55300 (RIS I % Wy & 1) w0 1, & 72 AR If T i 50
mmHg i A2 AT ER OBIG & VWbt s ™, KRBT
EBIIRBEA L PEO BRI AIRZS & TR Y, FEEOEKEIE
FEAIE Tl 7 B2 MR T ASRETH 5720, F
A B A D PIBBERERRAT £ D XA /S AT DIE ) B RIFTH 5.
F72, WAL LIFLITEXBIZ A Z &0 634 78 228
BREN L2 FATKBIR™, TATRBINR, $445 T &)
MR7Ze SV A% EL 2 DL, e TH BT REIR
M HNFHBIIRNO AR EIR % AV 7231 IS A % SRS 5 5,
A s P00 72721, IhbmEEIREEICHREZ R
DB ELEL, EEITREBERS L <3 EEike> S0
WATHE IR AN A S A B ERB SN S, WHIZEENIROFF
LOSEEOY A, FRHIMATIEZ1T ) LB %
U EHREERKENZ 2 RETL2bb o720, ¥
B RIORIZE &5 T EDWBETH B 1201281,
i. 13YRZ (MESSRRAERY) (CXT HiAE

— AT BB KB RMEZAEE 2 L, FEEABIIRIC
PAEIRE R /T 5 ENE L, JEERF O RIMAER
EEHICEMBEEEMELY 23 5. EEGIHRENES-
LTW e WEITE, KEIIR - KEIIR N A 2l B L OV
DD IEFEZNFA9 /8 A 7S ARG, KEIRE BT T DI
%, ARRCREEE D S E R L T HATKEIIR - I K EIR N
AN A % Bhed BEE RS B P2 B EN BRI
% 2L & O RIGERZ &% ) A2, Bk -
R RIREBIAR - BEREBIIR O S BRI KS 5 2 14T PR A 2L
T4, LB MEEESMECHREICL Ty ha—)
MR TERWEAEIIMATHREOBMIGE 2 5. SEaH L
BRI AR RSB O BRI T, /A 7S b L I
HERE B #INT 2%, KEIIR-EEIR S A /S AHTE &
LTftbits. AREIRD L ISP EBIIRE v Tire,
Z DI HFENIRCIREI AR ISP A% kDD 2 L0 H 5.
FAAE SR I AT C SR — R BAAF 38 79%, R BfF =
9% LHE I NS ™, F7z, EVT, Bl HRER
e EHZEBEINL, BMEITY bO—)LE3n5b T &g,
FHROUFEIZL DAY )L, IR ARERD 7 E DI
W7y F—FERETHEZIH LT, BREBEBIRIEZEC
X9 HIMATHEOBINE BT 5. KENNRHZE O L
T Lo T, WA SR L E LTS F S F MR
H5b.

iii. MEY (LEEFAER) REICHT SEE

B ATRE S & SIS G L mETh D, ZoMHEx
ZRE L CEHEF 2 R0 B D 5. S BAOIMITH
BAMATT A L, RMEIREICE LT RAsas s 2
HES L |2 28 SALEETUEEREC R Y, iz & oE
BRAEELE/-TILdH D —F, BIEICHT SIE

Il. BRBIRK

ot

PEAR AT L7262, SRS Ko THERF S LT 72 i
MFATREU A L CRRIMATREE AT 5 2 L 5l &
N5, WIATEEDSEEOEI2E, SOOI L
UL (6 & AR FA 2 ATV, BXOS S S L (R iR S
NBHZEDRNE)ICHET 5. MIMITEEAEE TR \»
A, BICEMEDOEREZITG, FESHET UL
WM~ O MAT 2179 .

iv. V& (BiRER) REICHT B8

PRMEDFRZ I EMIES KL B % b6, v o5
R BB PRI, AR TH B E ONE
KENIREE, MoREsBKEARIE, PEETRBINRE, RAYEIIRIS
WCHEL L, FRLORBEWRENIA T804, €D
BEEIHMBTFESFMM R & TRAMIC T REE
5.

LIRS 2 AVEH AT R AT 1, I T
BIFCHh D05, migIcPZERFIENEmRISEZ . K
El260mETh, KREESHEDZEHT TIINA 782D
30% CHAK%E - ELY L THMBAIHERZOY, K
) =T R7) =y 7 THI6%DMLE - FkEx RO
TW5Y —F, HAD106BIOHETIE, 104EFAFEIT
FEBIIR88%, HE THEIR64%, KENRK - KEIIR100%, B
TR 68%, IHRIIEEIIR67% T, 204E4E173%1E 74% & ik
R CTH o721,

b. EVT
i. AEMRECHTHEVT

WIS & 7 2 RS - WA, OEBEMER R, @REMGE
BRI, ORBKBIIRMEAE, @O MEESME, 6
7 v ¥ —F, @MRMEYT, @Bt E~RR ET,
EETMEFRETH 5.

TIEIIFER AT OEEN LN L H Y, REEL
MATHEFE L LT, B8R, S5 TEIIR, ZEEIIR, KE)
Mk7 & DR MERZICIRE L CEVT %2 :3& R 3 5 2 & 0°%
WWIOBRI9 ) A BVTIE N A 7S AR Hlse L C e
S P0IBT e BRI B AR L & 7 Y
B IR BE 4 B DRI MEIL & oo TV A ED H Y, EVT
RN OB E T A S AL EEIHINT 5.

HHNEMEAT > M EED, A7 v MBI
T AT T B RBROBETH Y, & ATHBII S
R LICAT » N2 L Fpz iR L& 0
HDsd % P T JEHEI T B AU R AT L
7 oHELH L,

ii. BRERZEICHT D RATV TS5 T M

HETIEAT Y N7 7 MATEfiOWREL AN S
A EREGEIL E S IR o TR

25
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MESIEGEREDOBTTA FF 4~

7.35
DEREICHT BiaE

a. XEiRFEEAE
KEWVRITRAIEE, F4i L CHRmsAE L5, Lra—
WA CH AN B 2 B T, HREIEIRO A HE0 /2 E
BeZe AR EE L CRERTOBSEREST L. AT
FOMFOBERUZOWTUL, TR iElReEfts L7292 T
BEOFRIZENIET 2705, mlnE PR 3 545
WIS LR VS, SEN T Pa—)L &
NTW W ERRICATREGHOBER 2 & Ofe N4
G A0T, ME - ML DI IS RAEY T S b
O—)V§ %, KEJIR S E I (aortic valve replacement;
AVR) 7213 %479 A, FEEPEARAM (Bentall BUFA4) %2179
PIOWTIE, KRENIRESTE IR O R RIGE, £72
KEPREFE I 21T o THFAM) A7 AR E T EAS
Wzl BREIRZIE AT REIIROILRDSHEE %) 9 %
Z&, HEDPSRMIICKEINRIEE ERAMT 217 Z L 28D
D BHEDTEREZ TWB 0P F 7 RAERIEN T
FE—=VTELRWEES, KEIIREESIERD 2 < THKH)
IRFEFBEIAMT 44T D Z & HEhd B >,

b. KENRELIEK

BEOKIRAMEAEEZN) BBETEIALATEA
T EHE (Bentall ITF47) 2479, RIEA T hu—)
ENTOTHEBINREIIRFAEN T 2EENL L, &
LENR K TIEE AR RIIRET L 2 WIZ) B Evnewn
bip™ REBOFMICE L CIE, SFSEhulishiEs
B C)) |IBVAL Wi e oY AN QRVIall
c. BE)IRIERE

Polmz i, EEIIRICAE BRZE AU, T
M A AT 0 BRSNS AR & TS A B A1
13, 777 FOBERICAE L ZET 5. AWEIIRIE, S5
B ERHESTFE LB TE W ErH L. T/,
TFREHE TERDFEZEDET T 2 EEH B, KIRTEFH
DRAE S EIR T O AR & % FATREIRICEL 2 &1
D, BB DSH 5. AT RBIIRICAIK LR B
DONLIE 7 & O % RO USRI G55 & L CITEIRT
&9, WSHBIIRZ: & O REINRE V5. AT REIRE R
M7z EAEIRHC AT S N A B A1, AT & PRy
EIIZHVD, REBOTDEIRFZIZALTFBIZZ W OH
T TH Y, ATEBAERERR AL S FHE K25 F
IS TR R SRR

=

7.3.6
EERRZEICH I DiaE

FlBHHR AR 22 12 & 2 il 5 e 28 5 R C A 28 A O i R &
ETIUIFMGEIGE 2D, DR 723y TR A A
TIEERD AT SN, TEIRAEIRIIERT 22 L%
HY, TNHBIRZ DR L THERT L2055,
VAR TIAARZE IR ZE V203 & oy HL g 2 OV — & IS T At
(plain old balloon angioplasty; POBA)Z & % EVT O EL4T
AR G ST D ™,

8.
T

BREIIRIEDF B L CTlE 100 BIBEOHRE A D
DB, 199442 NS 1F 15FELFERIT82.9% & i L
TWBY, RERISLAPHER & ORI T 7% 535 E T
L INEREOHEN L2 EINTWE ™ ZoAFERIT
VS ODPDFHEABRFIZE > TBfiS N 5. PHRARRK
T LT, #ElE, EiE, KBRS S, KEIR
B, MEATEOREE, FHAEFIE, ESROTLHER EA3H TS
M ok ZAXKEIRBEE D G BHEDS AT A2
ISAEAEFERIZ66% T TR T T4, EEOFHMEL LTl
—IICRET 2D DL HLDEEL LTI T I THY,
BWHEREE B0% L LA E) oMENL L, AfFIE—EL
TWian®,

B AR IR IR DS LB & 2 DB 12~50% & 1F
LOEDH LN, FOL TR L &o, TR
B ADEIE AL TE TV 5 ™. Miyata 5259 HEHY
A 106 8% BHR L 72384 Tld, 204ET13.6% W) &5RIE
REDEPHENAE L L% E, FMEEOSPHED SIS
DE. L LS, #lr ORI A oA PHE L,
FIZOAREOED LEEN L ->TRY, ZOHEKIZKE)
IR FEE R R I O BRIC X B b oD% FEN %
EOHETH 2 REIRAPFISALZICB L CTid, SRR A
VBN o 12 G D IS HFEFERITT6.1% TH L. L Lk
5, ZTNHDH BLFMEATE 10%HI % TREPIRFT O BER
R T T NAENROLNE ", PLEo L)z, YEE
FECILEE OB IR LR B 2 R O SV iR 5
LD DBEPERIIE L, EHERD R, BEBIIRE
DBEZETIEGC % EORIEIHIGEZ )T T2 L%
<, FolmiE LIZLIZEHTAZ LI~ ArH5. T
SOMBEDEPHED ) A Z7IZESRR°CRP, 7471 /=7
YEAOMETTHTE, TR5OMEIY) THBEED ) 2 2



& EHi$ % 0.

JAEPETX° MRI 72 & OW{§ % H.0 & L 7235 st o €
XY, BIENCZE LNRY B X OSVRHE#E 21T 2
ENMFEIZ > TE TV A, EIROFEHD 5B E T2k
W% B 7ERE S AV E g S, RS
DY) 2 NFRGHE & BRI 2@ 2 SRR X 5
TEMFROUENHGFCE L. B EsNIZRRIZE-T
bAEMTHEPRELLEDLY, EFEOIEFNILIFTO b D2
L PR EENICH DI EDTRENTVE D, $7-,
WA EFIOME MG E D, 4O iRHEER M LA
ENTWBE ™,

9.
INROEZEARHR

INEOELEHIRFEENRERETIED S5, NEBME
KO TIENRE, IgAIMERIZRNTE . 201540
AIE D 20 7% A D FFE PR B (F 72 HER) 4G LT F
FRITOTANTH DD, 0~-9mOBEDOEFIIDOTHMIA
Thote. FAREBFIIAERT & o/NEERD I E %
HWTIHEE N TV, FEEREZHFEL TV Wik
AsEv. —75, 2016 4FEDJEAESTEFHAIT 78O FE R A
T, BABITH % &t/ NEIISIE O B L EIR KB E L
140B1TH D, PO T0BI 16 %KM TH -7z, DHEIS
B /NEELEIREOIEME R ARE, RERIEIAFET
HBD%, 100 BIFREEDO/NEEZOFAENRATND, #WF:
2EDFEDO AR CIEB LI 1 7T TRIBICE L, WSS

Wk, MW, Modw, BOEDE, V) SEIlENRZ: &A% 578
BEDTL - L DL BN DBEFIZFEO LN, /NEDORH
BOBEOBRETEMSNLZ LD LW
B, WM O L R ETERE S A, EE R IMERE
M SN D HNZBM SN A/ NERED B T 5. —
F, BATIEMEEICASN DL FEFRE L TORIT /3
R LR, S OIZHHIELS - REGERASWTERRIC 2
LT ENL L, HERAEZEOR I, NEH
VZFIE L 723 BEIR A 72 OB AR, AR
ZIBRICHM SN D BEOHFIELHES NS, B2
AT, NEEREIIR IR o BE TR RS
HRB L OZFDOFHNRERE LB &ML, HER, -
TRENR, KEVRSISREDIFFET DN & e %101,
F72, HLAICOWTORRKIIES N 05, 028 G4
FHCIZ 176 9B AT HLA-B*52 [t T o 72, /INEEZR
BIIRIIEAL L 72213 72, A D ZHUCHEL 5705,

Il. BRBIRK

ot

ANEIB VAR E B B O IR BB 726 O RS W I HE D3RR
ENTWD'?,
INEELEIR O 2 OB R, JERFRNRA
PR IE~— 71— L5, 375 CRP, ESR7Z& & DI
HIIEALOBEETHEDL, UL, BRSO
BAMEIZIEEILT 22 L %\, ZMD700MEE LT
W NFERRICBE M, CTIE &% &R CT, MR,
PET-CT &SV OIS, /NETIZEIHKENR E €05
BAREDRRA LD %, BEBIIHEOIHRERA T
HL7OBW - R EH TH L. F72, PET-CT
TRBIZ WL, WA O S, IEEEOFMICEHTH S
(20184E4 A & ) —# D PET Hif% Tld, MM THRZED
JEAE F 720X B I O FIWT AT D 23 70 KT A S E % k)
542, RBEEAO D & TOMEDTTREE 2 5).
INEEREIIR S DERIIE, HVRETH L7202/
BRI L L -7 v 237 <, FEARIIZIZ A OEHEIZ
). 2o IIEY HiYE L7z GC & IGEDHLIZIE
Z, EEPIER GCHEZ HIyE LRy LToil
FEHHIEE A B 3 210 — X Th 5. WIHIGERIZIZ 2
~33—=Z2OmPSL/ VAL TG L, #EPHIEPSL 0.8
~1mg/kg/H TR L, FRIZMTX (frEEERH) &5
WIZAZAZPHT 2. BN ET DHEREOABE
B, FEERA~OEIF], GCORMEREEF], FHIs% KIE
THHNIE, IVCY R TCZOEHZ W32 Lhb
G, NI HER L CY 12 & AR E SN W
W, BIRLOIVCY OEAZFEMAICERE LTI, 6
FELEOERNE LT, BEREEIER T 5B mEMS
METTO/ OV AFEFEE G GCOMHIL, Wik iESE
FUEINE LS & 28 i = PERR I 7 & % 35385 A fabh
Yedsdh 2726, /INBOMEDIEF % 5%\ REE 2 IS
19 ZENEETH L. AEZDHRFIHE S FAEAHEIN
T5720, GCIZL2MEREDSHEL 5. BEMCE
WTHERICEELZWPSLEIZSmg/ HELFTH ), CRP
RESR % EDRKIET — A — D ERAI TR, FAE~14E
BEXHRICHKEBESELZVWET CHRIERHET
5. CY OMINAPHEIZIL, el ORI Z FEA A
HddY, BRE LFEHIIELRETHS. —F, TCZ
FEHERACIINBIZ BT OAEMEOHEH L5, /)
QPR & 7 o 72 B FIEBEAIO /R OV TE S
57 DIEBISERE L AL E CH A, T2, TCZRAMGTRIL,
IL-6 12XV #FE &5 CRP, ESR, flifk, 1gG, 747V
)= i EORIET— T — 1 ZEMAL D B WIZIEFILT A
7o, BEEEBIEORIRINEC RS, INODORIEY—
H—DEFEEDDRLTH, MBERATEENBIE LRE
PHEAT T 2 BE D720, EHIYAD T 82 R FE AT

27
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MESIEGEREDOBTTA FF 4~

AN RTHSH. ZNHDHEFICHIEPMEDY; &1L, TFX,
By Za—1) YHEE MMEPHASNLD, Wi
bEBEMIMER TH L. NEEHETH L LD HIEE
S0, REIMIZD:0RELEE T H05, mikH)
ZIZEHE e IR TE 2 BE VLT 5.

M8 DR R = BE DY & PO IARE D fE R 7 % 5 &

Hi3Am7 AE) v, HEEFouEY Y, YRS Y —
v, TV T 1Y) 2 EOPUIIMIEERHIE EHE 2 15 59 5.
Rz - PLERIA R KENIR I PASEA 4 % & BF L NERFRYIG
AR BEITIE, AR E LRI REORE LA
MVRHEIER 2 TS 5.

I, BB SRR

1

1.1

RERZ

E M EEIIR 45 (GCA) OBE&IE, T4 IR A
TLERETHY, £ IKEIR»D/ FE7E 2D FEES
#, & ICEHBYIRPHEFBIIR O 54 % B BEHEE CIEE T 5.
LIS UIXISEEIIR 2 1553 5. ZEIEF#HIEE {13507 L D
ETHY, LITLIZY v~ FHELREHRELY &0 5]
EFxgbeiba b s A4 (CHCC) 2012 12 ThE sk
Nz, KED SR OBIR % (2589 5 F M ME % T
B2 "D FRE AN TEBYAR O E X AR R A SE B R
T&H A%, CHCC2012DFEHIZHE L TAI A FF 1> Tl
MBHENR & Lz fE—3 5.

18904F, Hunchington 5 2MUBHBYAR %% (temporal arteri-
tis) DIEGI % A L, 19324F1Z Horton 5 2MAIBHEN IR 45 D
RRIR IR IR A I 2 e L 72 2 L L MBHE IR 2 & L
TOWHCERRME &AL L, F 7SR 513 “Horton’s
disease” & b L IEN T & 72, £ DF#%19414F, GilmoreH®
FRELEE I, RIEHARICEMRE LIZLIZRRO 5 2 LA
“giant cell chronic arteritis” D ZFRARIE S 72" Z
W& TEAEEIR %) oty s Bl
N EBIIR ST MIBHBY IR 12 IR %2 5260 503, LAk B)

IRED S NTOREF THBEHBIRDHE SN DL DO TIER
v, FE 7z, ED0MERTH-> TOMBEEIIR;EGE S NS
ZEWHDY. TOdIHEBR % LD b EMEBIR
KOG LA ST 5.

1.2

&¥

FEREAERRI L S0 LT, 60~T70fICE =2 25% 1),
TR R L. HIEEBIIRZOZHIEEEIZE DO WTTD
N7 1998 FFEDIEAEE (L) OEEEFHRHATIE, TR
ERBEBIZH690 A (0.65 /10 5N), BLctizl1:1.7T
WIS o7z SEIEEMIZFEH TSR T, gk bic
60fC1% 05 10— 2 B3 5721 HARTD 501U
T OFIEZEIL1.48 A/10TT A (95% CI: 0.86~2.10) TH 1),
KED200 N, AL D60 NEL LT, bYETIEE
HIAMEBIIR J I R A 2 v, WV TIEA Y 2 —F v R )
W7 =D B DR AL N EDBHLN TS, T
TR TIOTRIE Ty T AV)ARRERT 7)) %
FE N COEMIEEEIIR SO SEZRITE < '™ Eilla
Bk 7% & B35 HLA-DRB1*#0401, HLA-DRB1*0404
EFCKREIAIZ S, BRI A 20019,

1.3

i pap]

R, BHFRFIEAY, 3% b b R R 25+ CUE
HENTwab, i UWEBR CREVIROFHZE A s S,



%A1 O TEMBIEBIIR OB W, BMFEEZHET
KEYIRIE % 720 5 s Sz 11 2oz B
BRI TIERBIRIFZE D S WV TRO LN L Z L3
Iz, T ehs, MSHENNRZ SEEZEEBAN O Ek
VZBRJG3 2 0 R BN BEZ R B MM Bk 48 (cranial GCA;
C-GCA) &Il N, BHFHILNIZIR 8 3 Bz H s}
WZBYIR K DAFAET 5 D OV RIS B 5 B 14 B IR 2%
(large-vessel GCA; LV-GCA) & XX 2 ' L L,
LV-GCA DEFEB L OHRIEFIE T3 IR L Thewn

2

SEREHL

EANNE BN IR 2 O R RIEHH & 22 TlE 22\ 2s, Eai
A& LT, HLA-DRB1*04, & <|ZHLA-DRBI1*0401 &
HLA-DRB1*0404 75 5 i L B 5 2 2 LA 6 T
W2 g, BRI 6w EAS SN L 72 B i T B R 2%
KHELT ) N AT DI, T OB 2 T HLA-
DQA1#0301, HLA-DQBI1*0302 b B A%H 5 = & A3
SNz ZofEHTT, Thi#Mif, Th1708 R HI#EEE T
Mifg OFEREICBI 53 % PTPN22, LRRC32, REL A%
MR ATFEmE LR Eh, WEEEZL2ERTD
BLERZE . F 72, Mycoplasma pneumoniae, Chlamydia
pneumoniae, parvovirus 197 EWEEYERG:, & 5 (2B
7 EOBBINTOHAEIC G- 5 2 L bR s Cng 7,

EA I EBIIR 2 m 2B IR 28 & AR I & fa o 2k
MigizE2H Y, & ATHEB XUABREICEAESSEIL,
NIEDIEEIZAE ) NIEOM AR 5. EATa MBIk %D
TRZETE B I ME R T O CD83 b A IR Ml & CD4 R4
THAEE CTHLH. 20T &ix, EMREEikEED
WWEBIRO EM R 2 A8 L - EIEHR A REA 4 (severe
combined immunodeficiency; SCID) ~ 7 A % $L CD83 T
HE 7213 P CDA PR TRLER S 5 L BAE R DBIR 72 A3H 2%
FTHIEpOHENE NG T,

EMa Bk 22 omRE L LT, sERITAIHZZAS, A
ZHAE T B AR BBHIRAE 2%, Toll-like receptor (TLR)
TBE AL Ol L, CD4RME T 2 S LS ¢ 5.
AL S 17z CDARE M THIIR X EIIZE L, s O
Ja 555 SN A TFN-a R IL-17 R E DA A4 b A v %4
LT ~7u7y—2%EHALL, BEAEZ NS¢ 5.
L7~ a7y —UREMBE AT Ta 77 -8
(metalloproteinase; MMP) 2 X° MMP9 % A L, W ME
WEBIEL, WIRIREST 2, REL~v7077—U%
A a0 XA PR B B B R - 0 I AR SRS Sl R - 7 & %

. EfEfR B AR

SRl MBI OBER M RED ) €7 v 7%
T, X512, BELLx a7 r—U S 0wEnge
IL-6 72 ESFEMES A M A LIRS DG ER RS
%70 F7-, BEMBEEEIIREORE TSR — s a—
D CDARGYE THIFEANEE STV B, KSR IZAB
"C“&)E)IW).

L, CD4FECDI161 Btk TRl Y ER ShvTwn s '™
COMIFEIE Th17Mifao Rk fIfe L L ThES o, B
MR PEBIAR 25 DO BHDRBEH L2 L T\ A CD4 Bt Tl
DRI CDI61 B TH 5. S 512, ZOHMILIE
IL-17 R IFN-a % 779 5. Nz T, EAfEEEk % Tix
B IREEFF A~ O THILOREARIFIZ A L T 5.
ORI S E-EMIE IR ZOFRREICEIHE L T\ 5
CEDTRIEEN TN 5,

3.
RIEFRER

3.1

EEER

FOHREEBIIR 28 Tl SR OMRIEIAR, & <IZHHBIIRD
Gk GRINSHBIAR, 2UEBIIR, AREDIR, RERRMAEIIRZ
&) R, MEFEIIRDME ST, F72, KEIR, SHE T
TR, WM B EIIR 2 & O KREBEERIBI IR AR S5 56
L, E6I2, FNTH LYY, EEIIRCHEIIRIC
LIRENELLZEDFHE SN TG,

3.2

PERFRR

FZIRBTH Y, /0 EIINFTET 25605 5.
FD7:8, A b 2emPl EERILL TR BES 47X
ETHY, WIRMIIHEZDIFAEDHL P TRWEEIZIE
4embPl EHRIT A2 b d A, AIRBIIITIRZE L OBk
BEIALE L, WEEOKAEZ - TWD LS\,

3.3

R

MISHBINR 7 & OFFRIBIIRTIE, TIN5 D72
W) oA R S s (B17) 7. SIEIRA
FFEERTH Y, MIRIROBIEZ 5N 2732k, EM
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MESIEGEREOBTTA N T4~

fa, =7u7 7=V OREPHILNL. Tz, BRI
& L CLanghans &l 5 X OMEYRIE M R0 S5 s (B
18) 7. PIBEMEARIIIIAER L, Z OB S EE Ml AT
NS 2N 25H 5. HEROAEGEREOLILEDH 5.
T4 7)) A FEERUFRERORHIZIZE AL RO b
vy AR IERR R e AR AR IR E 2 TR LR ZE DR & 72 5
B3, THUEHIED FAEIHE ) IR 2 b EEZ HN 5.

MR DUIR, FERICEITDEMIEZSCRFESERX, NEOZE
BRISERHEMERER, RO, NEDIRHEDHOND. (EVGERE)
I REE, M: iR, A: SR, IEL: RSEMEAR

17 (BIEEENIRDRIRER 1

(VI 7HRMEXREET bS5V &)

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

(VT TRMBRFET FZ 277 &Y)

PSSR AR 38 A L 7oA st 2 il B RUAE AT P REIR LS
HRONDLGENRDH L. IMEIZIZRIEL RO \VD, T2
BEEEDIFIF RN 72 SAE AL Z FRO B DA TH 5.
REIR GEAETIBIIR) TI1&, IR EOHEZ i
FAEL, FTUBIIR DY & & AR ASFIEPED SHED T &
N5, BIERAEIZRITI A WRRICTE R L (B19)'7),
Z OFALIZ—BL THIIEERR ) >/ SERDRE, S 5125
ElfaAZ0 52 (B20) ™. FMEAHHEAS 5 A4

IR ICREVERICILEICH M REDERNERD 5ND. ELED
BARGUABTHOCEMIDOHER TH DD, FIHRHEDIHER UTE
fIICIFZHEMIRZSOEZIRDBENERH 5N, HERENTZT
U TV DB CIETRmliEnER LTS, (EVGRe) (BAK :
HEZE)

®19 AEHIROFIES 1

(VT TRHRMBRFET F SRV &Y)

RIEDFEVERL TS HEBIRE SEMRZEH S UTCNFEIERD
BOSND. &z, UV GpY o077 —IDRBEEHFS5ND. (HE
)

K20 XBNIROMKER 2

(VT TIRMERFET b5 R &)



# (vasavasorum) [Z{> TH RIENA LN DL, F72,
W D RAEDS L ATV R WERIZRIMEZ L Z 2 Hi
B OB E AT e L. LaL, Btk
AR U TR S 5720, 20 L) RHNT
OHERRMEIIIRAET 5. DD, KIEDD LA CTIHIRH
HIRL DS 2 B & AT ERRHEDSTH R L, RIED 2 WERAL T
VEHPERRAEA R O METIASTH T B &, RIS (558
$TAHZLIl%s (B19, BAR). NP EOHETH
LE RO L ENEETH L, FMEIZ S IR ISIE
MHRBNLDS, FPEEITETRNS D TIE AR,

3.4
ERISZERTE S U [CERLIRE

3.4.1
RRBIRR

BRENDBIROKEE, 7% 6T RAEUL TH
D, mOEHIPVELRRETH S, IR T
TRECELDI-OFERP I IEREREHRE 2D, HHE
VIIREPT RO A TR T E v E SN DA%, BIIREEC
B LWEDFEEN A ELELHLERTH A, EAMNEME
BIIRIE TIPS 2> 6 g 2 H OIS RIED FEAE T B DI
AL, SRR TIPSV SRR SN, JHE
DR E LTI, SEBIREDIII DLV ERTHY, B
Mgz & CRFEESIES TSR SN EDDH L. L
2L, EMIBEEIIR 2D ) 3 Eilie R A IE AL &
DEHFEICALND.

3.4.2
N—= v —fRERBIRA

HEHBIR I B\ TR D F I 72 AT 2 7R § A3 P PR
RLHFEOBIE DR VEBR D H ), W= X —iHE LT
WESNTWD, Lal, 20X REEI0E, FEiE
HMlEEBIIR 25055 0, ZAUtEo T U1 Th 2 e
MEBET DLLEDND 5.

343
FRE M E MR B AR

FE, I, RE R EOWIRAETES LR O /NEIRIZ
EAlg % & G ASFEEOBIIR 20 RBIEIC AT 22 &
W Bh, FEETMRINDIEIROKE S 7% EDASEL
(ES

. EfEfR B AR

344
Z Ofth

PSR D/ NEYIR %2 423 PUEAE AR E GCA (disseminated
visceral GCA) R°#54FE8 OMISHBIR % 42 335 414 I SHBI IR
4% (juvenile temporal arteritis) 25 4725, T ILH b
TENTH 5.

AEIR

EAFaMEBIR 22 D FREIR & LCid, KEEICFED S8
L EICHIEREY), MBEIK, SIEYT,
REWWD, L5, SRR E2R05. REHERE
L CRABMEDHMIC LY S FSERERZET D, AT
ElZ BT 5 B PEBR 55 66 61 0 £ E 4T, HIBEE
DA (80.3%), BHRzG (63.3%), BIBHENRDIEFE (52.6%),
MSHBIAR OFAENE T (40.0%), tHIIEEE (43.9%), LRIk
HARREAE (21.2%) 7 EASHEE ST 519,
AVFRBIARINZ NS & AEIR & L CTRIBHE OB, MISHED IR
ORERE - 159, ST, WHAT, TEEEA UL, AL
I, SHENIR OFERITMBAE IR MBS NS 720T, Wl
P SR LA LS. BEEEIIE RS T IV TE
T EEIIHR DI ENEL L, FPEATIEHMREE O AT
W TH D, ZTO7OEFEINS DR, RIELD
EbEVEERA, BRIE HITEELZ LIk,
IREDARIZPNZEENR & 0 2l L, LA % i - IR
AV, BERRAEIIR, MEGEIR, EIRBIIR, AR L
BRZ: &2 3%, IRENRAMZE S B AR, 1D
L B, B EHPEL S, SEMINCHTT - SR
HrREL, ¥23~44%HIIKT, 4.4~6.5%0 815
EHIEET OO TEEDSLETH L. BROWT
THRITFADRRIRIEIZ D 2 %W, F72, LB
NROPAZEIC L BT, HIHRICELZLLH S, 50
i DL b oo s b D B AIR P ZEAE O 5% (X E A MEBD AR 2525 5
HTHrEvbhTws, SHIZHEEIZVRVD, IIFE
EMfhx KT 5 REEREEIRDPAZES 2 LIE, I
%ok, BIREEXEL D, —7, IRE, SHRFEZIREIRO
GREDNEC, HIEBIIR D55 H T H 2 FRENIR, R AITE S
Wk, BEEEIRZ: EOSRIC Lo THHRBEEN TS, B
1Z 2 NS DEYIROFAZERIREREE) % 7] 5 Rl oo m i L2 2
SCHMBRIRREIC L > CTHEL D EEZ BN TWD.
MW HDEIEIZLV-GCA 4%, C-GCA 11% & C-GCA
2D BT OBED RSN TB Y, HIEED
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https://ja.wikipedia.org/wiki/%E5%A4%96%E9%A0%B8%E5%8B%95%E8%84%88
https://ja.wikipedia.org/wiki/%E9%A1%8E%E5%8B%95%E8%84%88
https://ja.wikipedia.org/wiki/%E6%B5%85%E5%81%B4%E9%A0%AD%E5%8B%95%E8%84%88
https://ja.wikipedia.org/wiki/%E6%B5%85%E5%81%B4%E9%A0%AD%E5%8B%95%E8%84%88
https://ja.wikipedia.org/wiki/%E9%A1%94%E9%9D%A2%E5%8B%95%E8%84%88
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H 5 EHEOHEPATEPEILSSNTHY, HOEEDL WV
HED38% L) LHEIZE, HEITIIH I EEE & /21
fEMINT- 22605 T ERPNHIBEEOHE %
MEF 4 % &, 1950~ 19694F D 46%12 < 5 X T, 1970~
1990 4 18%, 1991 ~ 2005 4F-21% & et D13 ) H3HE 134
(o TETWE™, BRMRAERLHERZW 2 & ORI &
D HRIIBEE R AF L R BRI EER 55 0 22 WHE B 28
ZCWBIREMER RIS, FHARGHRIC KD EIEEICE
SARVEFIAIEZ TWAZ EDEREEZ NS,

BHEAR AR ZS ClE — B B i M58, PA 28, Rk 7z
Ex &7zl B - mEREE L & H BIERHEISROER A
ROOLNDZEHH LD, BNEREY AT 52 LIkt
BHENTH 5.

CHCC2012 DEFRICFEI SN TV A L H 12, FEMIfa:
BRI KEIR DD/ F 7213 F D FEFSFUC L IHEAHB
T4, 5 TEIRKZDFIEILLV-GCADF L Sh T
WD RIHEIIRE A T, ©F Vv, KMElE A
W &R R 5. SHE TEIRA T, bR, bios
&, RS GEER &L, EBIRONT], S A
T5. T/, BEEBIRABIOMES 2\ LI, ML A 7%
(10 mmHg Pl b) 2234, KEIIRGZE CIEMiE, 50,
KEIRFE - EHEVERBIIRE, KEBIRFTPHAEA2ZAL 5.
BRI CIRZE DS ] S EFLE, DEERY 2729, S512,
Mol B BRI A CIXRIRMERAT, B, THaSEx X729

ELAR I BIIR 25 B8 0D 30 ~ 60%12 ) 7~ F 1 3 1k A
e (PMR) %328, PMR ® 16~ 21% 2 E AL EBD R 55
AT 2 PMRIIEIGEICE {, BRTIET 3
HomE, FEOERE, S KEEEOER, &1
RERIFOIER & 2O D4 TH 5. PMR OREFIZLV-
GCA26%, C-GCA15%& LV-GCA 2%\ 725, PMRIEIR
DEPHILV-GCA 21%, C-GCA30% i IZHE 3%
V¥ PMR Tl "®F-FDG PET-CT (5@ M7 L) 12 TIH
ROES, BeBAETOIZ A B AEET, KB o 7308 X OHE
FEENOEFEIREINTL ™. 512, FDG-
PET Tl KBRS 844 T EIIR~ b £ REAFR0 5 ),
PMR & EATAZEBIIR 2 S AR IER — 2 ETH D,
RGOV LR 5722 00REERZ 2 EZ LH L™,
—J, ME L% EHT 5 PMRITHEERRLURLROFTR
BYHRWEDRTTEHY, WEIIEHEEZ S5,

5.
1%E - ESFIR

5.1

BREMR

ORI P B IR 2\ A S e i AR BT FE 22 v, H LR
FE MR EEIIR 4 TlE— IRt L 72 B, MARASHT R
TIRRIMERILEEE (ESR) OTLER C UG H&E (CRP)
O, EBMESEEOE, K7V T I VIEL RO S
%. ESR 50 mm/M¢Ll biZ, EOHIBBTEBIIR 2500 55 H2EHE 12
GIENTEBY, I2OMEREFEFEZ I P a—)LET 5
CIEIE 1L 86.5%, BFEEIX47.7%TH D . CRP L ESR
HIEE OEMIEEIREIZEN T, KEAST—2 ) =
7O ak— MIFFE T, EHMBBEBIIR 255 FH A e 2 i 7
167 6IH 951 (5.4%) ASESR 40 mm/ A, 661 (3.6%)
H330 mm/BELL T TH 72", 1S 0 9 BNLBITEED IR A&
1T B E A EE IR %€ & e 2 S 7z, MIBHB)IR AR
WMAAT Oz 7640 % xf & L7z ak— b Tl 17761748
EOHI B R 45 & 72 S 41, CRP & ESROEE X Z 12
1186.9% & 84.1%C, CRP & ESR & b IZIEH DIERNIL 4%
TH-7:". CRPX ESRIFEMIMEENIR SO F I D~ —
H—L L THHHENTEY, 1ZEALOEMBMEBINRE
DEERAB CHIEOERIZEETND. T 0¥ MMELERER
(RCT) TOFRFIOMRIGOMEIZL DL, FIBID 40
~ 509 R RE (& UM B M B IR 2212 BE T 3 4 B PREIR % £ b
FIZCRPRESRA LA T HDATH L™ JEME A
AT, RO IL-6 R (PR 7 L) 2558
THENME & SEAT L CEB ¢ A 2 L HE STV B P,

5.2

E{RFRR

R I PEBI IR £ O W2 W12 1%, CT, MRI,
FDG-PET 2 5% 5.

CTBIUMRIIZ & b IZKIMNE R Z DG OFEIZA H
THY, FIEPFAET 286, KENRS BIIREE D BE )
AHND. F7z, MRITHERZETT) L BIIRBED HE RN A
A5 (E21). s Lg% =Kol gL
72 CT I 1 #22° MR I 5 3RS R 2 D53 o 2k
BOFHIAHTH 5.

MRI Tl 81% 0 B |2 M BE LR 2 32 K01 & %5

B,



WEDFRD SN, BWIHEIEE V" F72, MRUGEM
SHBP R R PR TE LB R 72 & O TSV B AR <0 SE 2 N BN AR O
M AEHTH L (B2, L, MK
DR, R=ARA—H =T EOE/E AT LHEE T
ABVIERDH D, 51T, PERIEE CIIIF LR
XL LT—F 777 MR, BIENHLEHRLEILOR
W BERETIIMEIARE LT LN D 5.

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

®21 EffiEERD MRIFRR

. BB B ARA

CTTld, EAIREMEBIIR 45 D 45% | BEALIE o 152 %)
EAFRO LN ENTWE D, [l CH REFHICHRE
MR MRS AT A BERHE 0 H 5 BH T LK
BYHE S BRI T e 2 s CMRI L D N T 5.

AT, RMBEBIREEOFIEIC X - T, BRI
“dark halo" 2 S s (B22) ™. FEMIAICIZEED S
Nz kdd), BEITH40%E SD ™. R
WZHIATTTRECH 1), RMHBIIREM AT R 2 VBB TR
HTh DD, MELZORKREI\HETSH. /2, KEDL
P ORI IR EE 2 2 03B ), 25O KIEDHIFH ORI
WZIER PR ETH 5.

FDG-PET ClZE A B IR 258535 D 80% | Z I & |2 58
ERPFEAETLERE SN TEBY, BWIREILE W 2
& AMBEBYIR DAF DK IMAE 7> & Hr I 0 1 i 72 SSHED
SEMCEHTH D, BTIZCT EMAEDHEZPET-CTH
JINSERLTBY, WEDFHES LYV ESHIRoT W5,
201844 H L ) —FBO PET ik Tld, MMOMAETHZE D)
T F 72 ZEBIME D FIWTASD 2 70 WK RIS 5 R % 0F &R
2, BREBREAOL & TOREITEEE 2D, Lo, BH
AN &R ILERAYIR 5 N7 ffii T L 2T 2 W 2 & A58
HTH5D.

DL IR I ENENEF REI D HAET A7
W, FNEFRR A4 O BEF WY R E G s 2 IR
LZENEETHS.

5.3

IRFHRE

ELHIENIR 28 88 D 20 ~30% 2 %41 - BT 2335

BE fREENR

R

BIREFC dark halo (4RED) #5865 5.
X 22 E#iattEiiRRIC ST Bi%AEESIRT I—FrR
(Schmidt WA, et al. 1997 " & 1)
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MESIEGEREDOBTTA FF 4~

OB o fl e R, BRI
EDVHRONDZEHDDL, B, BIMEK T HRERELE
LTV AIREEL L CRIER/ S I A AE, e
LEDIRPAZERE, TR EIIRAZEE D D 2 2%, B
JE RS AR A BRI L 2 P IRERE BRI CA U 5. e s’
SRR IR ARG L TV a5 b d 5.

AR THNIEED L - L 3L WEKTH L ark e
HARAE L, BERAREIIROMEIZIVEZ LI NTY
% 020 S Ik E, HEREECREL, IRERE
TR AHEO B IFES A SN S (B23) ™. AilkiE
RE L C—BmERNERSERAZE L2 2535, il
PERIAERE L1, AERIC X BRSNS JEBIIR St s
HY, HEETL)ZTEINIEETH L. BIIREMEICX
% F HRFEIE OFIE R MPERARSE O &, HEE Lank
1 LI 58I DL - 45 BT FOR Al O IR IS TR T % 2
ST EHESN TV B ERMEED B ENZH
L7234, B R BIBEBIIR (20 - 72 e R s, dmEhi
T ORERRIIIN Z ME AT ASEZC, CRPE ESROF = v
ZIEWIHTHY, CRPOFEED L \VILESROTLEZIRL
e, RRBEEEOIEIREE TS HEEIL97~99%
EHEEIN TS T BiiREME I, FEBIIR %
PERTER R MR HLARESE TA S5 L5 “disc at risk” & Vbl b
ERDFAM S /NS WHMREFLIECh 2 BT 2 <, FORHE
DIROFTRLS%E %5 BIREENSEDLNIZGE,
MISHBY AR A= M R0 18 52 CT, #&3% MRIX PET-CT (2018 4F-4
R &) —EBD PETitiF% Tlt, MLOME THEDRIEE
IEENEDFIWT SO 22 % KB 2 E 2 s, R
BB O b & TCOMEDPIREL 20 5) L\ o lRIRA %

BRI AOERFENH S5ND.
23 EHEIEIRA TH SN IcAIBREMIERFHEE
(HEF—ERIED. 2011 & V)

TR HE 2 BB D 5. M LEIIRPAZEE & Bk
N B AR P ZEAE &, B2 BT R B R IE THEHE L
S OIREARAE TR O FEAFRD 5 b,

R DA N L REIR (B, MSHSEIIROIE, @k
T, KB CHIET A I EHIIZENIR %€ (classical giant
cell arteritis) & 5710, FEE, S5, KERD L ED
EHREREBHIZEL, APHBRLELTRET LI EDE N
EE 55 P EL AR B Bh AR 2% (silent giant cell arteritis) TId 4
TIBEFZ DTS, BPEABE R EOIREHRE A E) 2 &8
BB g T ) FI =T AFII LD ETLRBE
I & BRI RSB OS2 E L 72 5.

M - U

6.1

SBRE#E

19904E DK E ) 7~ F- 5243 (ACR) 4 HHL# (R9) "™
SEABEVEEIIR 22 OB W UL S, JEAE S5 8 o B
FOPEBIAR R FRE MDA SN TV 5. SIEF s & A
B IRFEIR O I I\ B 3 A ER & T L 7250 FHILHE T,
RIBEBY IR (296> 72 & A WIZIIENE T % i a5
LT ENEETH D, MEHENRONME S, flss TRk
T 2020 o LSRRI CRER L 22 < T
FOB Bk S & 030 5 2 L ST Re e SLECTH B, 2
Wr OB LMBEENIR DA ZAT ) Z L SHESE S N 5. (IBEE)
BRIGZZIZ S L T W e %L, o hESoER%E
PREL LAt CRHMli T 2 DD 5. BWOROT A K7 A
VB ES Tem, TENE 2 cm HIBEB)AR 2 BREX

xR9 EMREMBSIRNODIEEE (1990 F, KEVIIF

[P
F=

1. 50 E CHIRERD D WVIFFTENHIR.

2. HTREBETD, HBDOIVEVEETRELIECEHFEVY A
TDBEFDER.

3. BEIROENRIE(L & RRBEHRDIEWVEISEEIIRIC /A D TcE D
ZVIFEHET.

4. ESR 50 mm/BFLLE.

5. BIR\DOEFHALERMIEZEDOVEAZFERE, 8% %
ZIEEHRZ M D MEXNFEZRD 5.

LEESIEEHA L B IEELUENRO 5NDIBE, S

FRKREHITET D (RE93.5%, HEEI1.2%).

(Hunder GG, et al. 1990 " & 1))




TLIENHER SN TSP, IS ED R A A8 R
Tiibh, WHlEFT) 2 & CHMENLDEINT 52 &
DIRENTWDYD, HERIENRTLWY, mMEFTa—(2
£ 2 HISHBY AR O BE LR OSBRI & L THEHTH
022 MISHENIR T T — & ARRRTICAT ) 2 & CHEMOBTE
KNEL 2B 2 EPMAREEN LAY, AP I TR0,
FHENAR SIS O M4 92\ B3 2 BRIREIR I, 38.5% & &
FEDMK BB IR 25 0 s JE SR I Z & T2 s,
EPOMERIEFEEZ 3 bu—)v & LB oS R L
97.9% & 75 < %0, FIBHBYIR A M C M 48 & BT C & 2T
BEDTEVERRIECTOH 0 27, EMFREEIIR OB WiREC
S AS BT A, FHBAT 7 & O FHBYIR FE I o fE K 1 1
1§ RRPHR BT A CRISET 5 2 L3 L <, MHIE<CHE T (2
B3 2 5 N O 57 R AN PR A B FEIUF ISR 5 b
HEMBI ORI LI L L b, IREIIRFEIROIME J12
B 2 B PR RE IR IZBE L, R PR O i o0 I 1
7.5%, FEREREEIZ98.4%LWMESINTEY ™, MK T%
HRELTWAEAL, IREFEMEK & Ef L Tl @il
PEARAE DA DOV T 5.

6.2
ZHICHEDERTNER

1990 4E D ACR 73 HUEHEI X F IR B IR 25 & 1 2 D D114
FAEBEREL T A HITHER SN TR D720, Sk
ELTUEIATHT, ElEIISRET 5 ANHER B 2
RAEOREEERE, FROLEREICET 2BRINSH
L b, JRHZWTCEAMIEMEBINR % % FEH T & 2 WES
ZENTIRR WO, EHBHNICEEEZET LY. &
72, AISHED RG2S (TP BRI PR (ANCA) B
BRUOPO EEIVESFEEIR 2L Y, g7 I 0 F—
VAP TCHOONDLZENDHY), INHOEBIZOVTE
FR A LTEE § 5. 19904F ACR 47 4HZE#ECTIZ ESR A81E
TOEMBMEEIR KOS DT RETH 5%, CRPE
ESR725E QIZIEHOERIZFNTH L),

MISEHBIIR A=A S E AR B AR 22 D WM T d 5 75,
FRPR IV EH R BIIR 25 & 20 S N2 IEBI CTlAM A AT
T CHERIGZES T LI, & IR E % 5E
LR T2 5N 57 — A TIE, IGEOENLTHIE
TARTME Y EHD) X7 Db A0, ElE %
WCIHREHG T ALENH L. BEIVF a4 K (GO)
BIGERIE 1 ~ 2 B DI BIBHB IR AE R 2 4T ) S EF L

vy 212,224)

. BB B ARA

6.3

REHRmZE Dl

Wk TIREMBBAEBIIR 2 IS KREIRFE 2 60552 &
A 1940 D HEER X, 19704 A T =2 ) = v 2
A5 S T BRI O AE % 7 B EU AR B AR 2 0 1
Ty MO ETHZEDPHESNT VWS, bOETY,
1997 4E 2 )5 A 57 48 v R 1L 22\ 2 BE 3 2 B A I SR BE A
FECATo 72 E MBI IR 4 0 &EFE T, KEIIRIEE
ABEEIEBIIR RS 5 2 A E S Cn g '),

EAIRR B AR 212 A 03 5 KBVIRIE A OB, oK
DFETIL20~30%FEE L EZ 5N TWD. 1950455
2004412 A4 F—21) = 7 THEMD 5 \VIZHEEIEETHE
M BIAR R OB % 2 72 BE R R E L ARE T
A— P OWIFEAERTIE, BWrSUINKBIIR AL DT IHZ
R RKEWRIE R EORKBIRIREL G L T B 7 —ADH 5
2k, BitR SAEDLRGE L Th S REIIRIZ DR A3
AT BT EDHGE SN, 2013FE0HE T TORIZH T
12204 B0 33 B REIIRIE, 27 BN KENIR 73 4% D 5K 72T
EDSRERR S A7 702 A & B EED IR 4512k
BIREDEAET A LI, EFECTIC L A BENE 2 53 L
72FZER° PET-CT COMGEI b L L o T D, L
L, IS DIRMIAIZERD S 7 B O KB IRIGZE Db
B ARG L8130, BRERSEDEREL T
PO L TLAREIRHREDS, BEMIZSTHRoTWS
KERED 7207, GCHEEZR L) G0HE, BIIRTEL
WZREE L CHBL T AWEDIEIRHTH 5. AR CHEE
SN-EMBEBIIR 4T, B APT R & M XA o
KENRIGZ 2 A0 LTz &I L 72fERIC, Lok
KEARFE A BT 5 Oh % #ead L7z mia S i sE ol
T, 54625 44EDLE, REIRRED A7) —= > 7 Fik
& LTI XAR & B ARIT R A v CRaEBIZ Sy, 22%12
KEIIRIRZEAHERR SAIL72AS, KREVIRIRZ O BT & 5 B
Bk e OBEIRFRD S o7z 070 basE OB M
BN IR 412 A BE T 2 RENIRIRZSNS OV CUE, BRI s
KORMAEWFEIE CHIAI S IIZE, RAMEWIELEITHTH
D, SHROBEPEEND.

DHENZ BT 5 IEEMIEEBINR B E 3 5 EAla
FIRISEE ORI TEE ) A7 IR TH D, Bk Tl
1990 F DA A E OBIZEWFET, KM AREIRED ) 22
X 17f5E T 23EDNDH 5755, IEEAMILPEEIIR 7 & FAIAL
IR K EZ TORBIRIFEOFE T EA R, EREX
D) 27 DE LG SN TWA IR STV 5.
WEORR T —F X—=A% L7z AH aR—NTlL, B
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MESIEGEREDOBTTA FF 4~

PRIEACICBEE S % (R CREe 247wy, FEEHRa A EIIR 258
X0 B B IR S8 BB T RBIIRIE A BE D 1) A 2 A5
P R TR2EENC L2 S L Tna ™,

KENRAZ I E M BIIR O FAIC O BT 5 2 &
5 B D D\ XTSI KB IRAGZ 2 FFI 3% =
EMMETH D, WEREIRFOFEM TR MEOKE
7, WEBIROMABET, FH, WO MBS OH
7 B RN AL 012, CT, MRI, #BIRTa—7% &
(X BWERZBWIC, BIRBEDOIE, Pezg, g, fREEOF
A1) 0 EEEIRSE L R, B EBIIR 2 A B
L 72 RENR I DZWIZ FDG-PET 2% H T % '™ (2018
4R L) O PET ik TlE, MoBE CREDRAEE
7AXEEE O HIRI AT O A KBS e 2 k512,
B O b & TCORELITREE 72 5). [RIRBAMGIIZKE)
IR % A S e BB EEIIR KBS T, BHREORBRN
BEAZE L CTWBIERITL, I RENIRFEZE O
WZOWTHRETNEPEIAATH L. BEDOL ZARCKD
HARTA L THIDEIZOWTIEfilIL STV,

7

st -Vt

K10 I MIBEENIR ORI T S 43R %, 2412
EOIR BRSO HE 7 0 —F ¥ — P &R

7.1
A70A K - eiEilHlEE

711
AFO14 K

EOMALEBIIR 22121 GC OSBRI L, F—RINFETH 5
(HE3Er 5 A1, TEF 2 ALN)VB). HESENS L, &
B AT i) 7 B E DO fERR AT E 5 DT, B 728
A, RHICEHEDGC TR RGT 5.

a. fIHAIRS

LUFIZ®1F72 GC O G5 dg S a2 7212 20232

D ARAEIR, MREEEIRD 22 WEEBITIX, 7L F=var

(PSL) 0.5~ 1 mg/kg/H (kK60 mg/H) 23 4E S
5 (I 5 AL, TEF U ALNVB).

2) BUBICHRER, AR LRI Tk, A7
A K7V AHRE: (mPSLO.5S~1g/H, 3HM) #4f7s
+, ZDO1%PSL1mg/kg/H (F&AK60mg/H) D523
s ng s 521, TEF U ALNIVB).

WG % 2 ~ 4Rk R, ERARERAEIRL, B
MIFBPEBIAR 2212 X % ESRX° CRP O FADSIEH LT 1L,
PSLZ{HE T& 4. PSLIZG-E20mg/HEX TIZ2:HT L2
10mg$ 2, 10mg/HEFTIE2~4HTL1225mgd 2,
ZNUREZI 2 HZ L2 mgDR—ATHETE S, KR
BT EDOR—AZRH L T kv, 1~ 24 TS
 DIEBITGCH G- O IEATTHEIC 2 5.

b. B

LA LA, BRI EBIIR 42 SR PR TR 5 5 52,
FREEIRENG, TRARBHAA 14 DA C PSLlisdI b L <1
HFR TR VEDADPE, BRERE LT, 8L
7 F S FMIRAEDS 8 % > 5 ),

D) 5 O ZRERANBLIL,  Z ORERAHRER
FERER Tl VIGE12IE, PSL % 5~ 10 mg/ HAREEHE
/Y5727 THe.

2) BUEIR L MAEIR T3 L7618, Milik5-E1C
RL, GHEEHHT 5.

xR 10 EMREEBIRNOAEICRETHEEIET VAL
~NIv

A70OA K

A704 RIUVAEDE

XN RLFY— N (MTX) *

YOORAT 7= R (CY)

PYFATU (AZA)

ORI (CyA) *

hUXYT (TCZ)

AV TUFITT (FX)*

7 LTT (ADA) *

I&HRILETH (ETN) *

/RS

*RIREAS



3)7272L, ESR=°CRP 7 & DIRIEFUGDZEAL 72T T
FEHL ST, FEERBEL, MOFERLHERT 5.
i ICEHEDOGCEHGT5DT, 8FILL EoEE
WCRIWERZSHILT 22 B AR AR A — NI &0l
RIERRERL 70 by Ry THESE R EOPIEE SR,
GCIZBEH (PHi#5) $X&ETH L Ry 7 A1, €7
VALNIVA), F72 —a—FLAFANEDS, B
BREEEICBWT, HHE G0mg/HELE) O PSL#%S:
B, AN ML FH—1 MTX) BERBI KRY > BREL
400/uL LUF OJEBNHIA L 72 & ) ki 5720, 20
LI BIRITFTIE, STARO0S~1g/H GEH) dLk2 g
H GE2I) OFFi#% 5% ZERBL7Z2IEZ) DLW 20
(3, BRI ML 7 & ORIWER I L 72 5563 5.

7.1.2
REMHEIEE

SEIEPIHIER I, GCIRIRPUES], GCHMIRIZMEVFESE
S HIER], BIEH D720 GC & T E L 72 WIERI 22 &

| BBGERER, BEEROME |

=L HY
mPSL/ \JL R A% BEA
0.5~1g/H, 3HHE
PSL 0.5~1 mg/kg/H *
2~4:EfE

TAFIRGUED]
-BIER DS,
PSLZz B L ey
LER

Wb EHAE
’ TCZ s.c. 162 mg/iB ‘
or
MTX 6~16 mg/3E*
(EB= )
or
AZA1~2 mg/kg/H |
or
CY 1~2 mg/kg/H
BHBTHAICZESE)
F721EIVCY (500 mg/[]
2~LBETE, 6EIET)

BRET |

[PSL5~10 mg/E112E

* RERERSN
FLHUSBRAEIR, MRERDHIRDEBAF 1 mg/kg/ B

E 24 EfffadEiRXOBEIO—F v— b

. BB B ARA

2, GC LTRG-S N5, G NS HpcE M B)
MRZEDEEIIITD R, LA LRSS, RIEIIHISEO R
1%, GCHAEGHE L IR L€, At e etz LT
BREEIGPoTz LV IEYPH Y, REIHEEOE
PEBIIR 203 B G RISBRER & & 2 S5 ™,

MTX B O A& & etz i L 723 DO RCT 3
B NS 30DRERE A AT L 724, MTX (10
~15mg/38) PEHTECIE, FEFFATES LB €, BEEEITK
&L ws, EHB IR RO FROKT & GCHAaix 5
BEOWFIRIEIFBOSNY. ZoZ s, GCHEEER
Pusl, BITER 2 E D702+ 5580 GCAHEG- LIz v,
H 5 VITFE IO EAT VIR EFNIZ L, MTX (FRFE
) OBFHIEERE AL REEFELEZ 2 5N (HEREs 7 A
la, TEF Y ALNIVA).

TUOKRAT 7 IR (CY) IZ2WTIE, GCIBEIRHLH,
GCOPEA LIZ VIERI, MTX 72 & oD 56 5% B 3 B
FTRIEART 5617 &1 GC L PR G- 8, —ZEDORH
Ddolz b VAHEDH LM L Lahs, EYER
CEWEROBEA S, EEXZEL, EiErS W EHR
PEBIIR 2512003 5 5B —BIRFETlE v (JESE 2 F A T,
IV ALNIVB).

THFF T2 (AZA) OFERICOWTIE, 120/
Bk — MUFZE CEMBR IR 212k L C GC B 55
LVEMTHY, 1HEROGCEZARISME TE L HE
ENTVDLM. T/ Bl O/NRBRE A0 & BIEE5E T
b, FEREDORIEDHE SN TWE P (Y 5 A 10b, T
Y5 A L~N)VB).

AR v (CyA) (EEMIEIEBENIR 2126 L TRIR
BRVERE SN TNE PP (JESR s 5 A1, ¥ 7
AL~V B).

7.2

EMFIREA - UMIVRES &

EMFHRE

B EBIIR 203 GC L3 2 i SUB X AT CH %
25, GO OFIEOMEN . BHED Y A7 25
T 72012 GCOWE AL L E § 5 & EHERICGCHEDH)
TEH % 05 5. GCORIWER % BT 272012137812
GCHRWMET HLED DY, AW EH % BN 5
BT 22 CGCORIBEDTTREL 72 02 T3 5
HIT, BRTh2 ) A= 7 (TCZ), 75 A< 7 (ADA)
HBHNEA 7)) F T~ T (FX) BEHOFE R T %

‘721

37



38

MESIEGEREOBTTA N T4~

RCTAFTHAL T2 0759,

7.2.2
TCZ

IL-6 ZHRHESETH L TCZOAENMEICBE L Tid, E
HIRLEBNR 2 D GCIHE DM A S TCZ % G 5 ih
70 r A= VOERUEA2 OO RCT CEHMEI SNz, 120D
DORCTIFHHEFE TOE2HHFABRE L CT2016FIZA 1 A7
5t S/ TCZ+GC (TCZHE, 2060) & 75 & R
+GC (7T tREE, 1040) 12>\, PSL%12:8FTI20.1
mg/kg lZIET B L) T ha—)L T, EEEEHMIHA &
LC 12 TOEMRE (GERER L+ SER S 1EH L+ PSL
0.1 mg/kg DERF), FIRKFHHEHE & LT 528 TORIE
- GCOFKGEIH SN, TCZIZME) v~ F DO
Wi 8 Cd 5 8 mg/kg/ A A5 iiEE: cH G- s, Efif
HFIITCZHESS%, 77 vRMEA0% & TCZHTHEIZH W
ZEDURENT 52T TOWIHEEILZTCZHETHEREIK
{, GCORRHGRIITCZHETA 2L, GCxHIETE
AHEN TCZEHTAHEIIEm NI EAVREN DY,

220D GIACTA BRI Z i RCT T, 4207 —24 (1
# TCZ 162 mg 3l 1 [0l FZ TF 4 + 268 GC, 24 : TCZ
162 mg 2,812 1 F FiFgt +26:8 GC, 38 77K+
26J8GC, 4% 1 7T R+52BGC) 25740, FEFHM
HHEIZ 12~ 52 B O w gk 12 BDEREIRZ L, KAE
FUBIEBALDERER) Tho72?Y. KA FIA4 e
B CIE 2016 4E D ACR TZ DEAENFEER SN TEY, 1
T, 2BEOEMRRFRILZNZIN56%,53.1%TH ), 34
D 14%, 4D 17.6% & B L THEIZE o7z, GCD
PRERGEICELTO TCZORE FESZHM L7213 A
T TR+ 52 GCREL IR L THA LT ThH -7z Dk
D2ODRCTHH TCZEBHFEM»HLMEHT L LT,
ERENEEICEL LY, GCOMEHE 6% AREIZHIZ
DI LN REE 2B Z DI END.

GCH G- OFIEH & 5\ LI INHIZE & GC DOFF T
B OB T 5 TCZOAE R Z G L 72 RCT 7%
WS, FEBIRRE R/ N — A2 ) — X T, GC & RE
HIFIOPEFH R TNF B ESEOF G- FED B 5 HEA BT LT,
TCZ#H5-%ICPSLERHEICHED 5 WV ITHIETE /2
EDHIE I N T W B MBI ez, S PIHISE R
TNEFHESRL LTI E T AL NIEE L, 2412
R LIS, GCIRPUFI® GCORMHEL LI T A
BUZBWT, BEBICEE LBV AL T4y b
MLz A CTTCZ 24595 (EEr 721, 7
ALNIVA, PRBEEASH D).

7.23
TNFBEEE

TNF &S (PREE 72 L) 1B L CTd GCE BT 5
L TERFE Y EDTGCEREMIIMETE 5245, RCT
I2& D ADA & IFX THEF STV 205, ARIMEIGFEH &
T2, ADADOEMVER G L 72588 Cld, R
TG2 LI D BE % e 512 ADABE (3461) & 75 bR
(3661) 1ZEIIF L, WiEEE HPSL130.7 mg/FE CRIMG S,
4 8% D5 0.5 mg/kg, 128%H 5 0.2 mg/kg, 2475
0.1 mg/kglZifim S /e, FREEHEH 1326 8 TEfMF (PSL
0.1 mg/kg LU N 2D ERa P BIIR 9 O 1 B4 12 BE 5 2
ROWEAD CRP 1.5 mg/dLLLT) %R L 72 B8 OFERE
T, WHEE D 50~60%DEMIERZRTREELBD L7,
FEERIIMAEL DIZTO%RET, FIROIOLRHUL IR
DHT LS CRP ¥ D A THEAMBIVEBYIR 2 O F B 14 2 B
T HIERDEALZ RO o 72, ADATECRRYIE S &)
T EFG OIS SN h o7,

IFX 2B § %3 B8 CTlE, 40~ 60 mg? PSL CHEIR DY
I LI i A C ESR 40 mm/BERi O B E % MR IZ, TFX
T (2841) &7 REE (1661) 122%71 T & AIZEIfF
IFL, PSLIZ 1238 T 10 mgHifRIZjHE S 228 THIES
N7z EEFFHEH X 228 F TOF S (ESR 40 mm/ B
DL Ao BB B R 2 o W Bh PR 12 B 3 2 IR 1
VL) o3EET, 77 R EES50%, IFXHE43% CMEIH
HELRRORP o1z BAYEOMHE L IFX B CL W i %
KL,

PL_E® ADA ¥ IFX ® 2 O O i R 55 O 5 520 5 13,
TNF [HESE A GRS GC BT 5 = & ffise
v ({5 A0, TEF U ALNIVB). 72771,
COTNFRESRIZEALTH22ODORCTIE, T M) —Eh
ToREBVEA 70 <, F - E AR EBIIR 22 OB EIG B DT
filii 3212 ANCA RS INAE D L ) ITHEL SN Th v &
WML 357, GCHG-HOTEFEBH 5\ IE 5z
HI3E & GCOPE B OFFZHFNI T 5 TNF HESED
HRIPEREFME L 72 RCTId %2 v B0 GCTiikIZ % E
L7=25GCHEORIERAZHILL GCoEr LEL T 5
BELZFRIZZY A7 (ETN) O GC =R R &
T L72RCT ClL, EOHD D 7% SMETEN 2 G E 2T
SN horzhs, RERRIG 12 » ARICERBIEEIEA T >+
O— )L ENPDPSLEH I TEEROBHEL, ETNEE
50%, 75 REER%THo™. BT, EHIC
GCHG D THN TV A EHIIHT 5 ETN O GC il Ah#
B ENADODIE TV ALK, SO
flisti 725 g2 5 A b, TEF Y ALN)VB),



7.24
HI/IMREE (327 5 A1la, ¥ 57 AL ~UB)

BB IR 25 C A BEBI IR R IR BH AR (2R 3 2 R
FEIRDA T, WIMEREE, (LIS R M a6 5
CENDHLH, —fEOERG L B L CORMEREE,
FEDEPE) AT DT EDH ST B AT [RE)
PR FEIE & B CHEBR N B AR SR MAE R A SSET 5 2 &1
FNTH2™ JKHET A1)~ (81~100 mg/H) D
HORMECONTIEEA M E OB TRE SN TE
D, BHET7 A oI, IREIIRFEE O &I
FRAE & & O 7 MM R E O 2 b S8/ LAVREN
T 529 gia & BIEIge R 7 » & A fLIEERBRIC X
BENIEO I IEE S TIIATHIL TR \OAS, BN ™

TFHEETIE, BT bET AY) v R A
TR AL TV B,

7.3

TR

ECHIR PE B AR 412 BF 9 KRB IR ZE ~ O A R G5 -
MEMEEICET AT Y AZZ L. 18373 (5%
BIR K OBULAIERR) *BE 2SNz,

8.
B

FRICEETLIDE L TUTO3HEHIT 5.

O MAE O BIMIC & 2 B AE © 200, IilizZE, L
RE

@OKEWRIE, FOMOBIIRKE : fFEE - iz

@EREEADHE © B GC % ORIkl X5
B, RABETT R E

. EfEfR B AR

1998 4F- DI e EEFHF AT, ETFHRELT,
T - R 81.8%, MNAHZE12.1%, JW16.5%, JE1=4.5%
LR EN . BIFRICE T 2RI E 2.

PER, 2MELINICIR AR T C& A —MEoREL E 2
SNTW7225, PMR & EDICHRE MR THEETHL I L
BHE SN AT 2 —F rORETIE, GCHEEMIX
15 5.84F (HPH : 0~12.84F) T, {HHEHESHFIT 43%, 9
U2 25% DIEBIAS GC iR & ke L T 7z,

KEIAVZMANVLAT Y FEO—f NI E LG E L
7ok — MIFZETIE, EMIRRMEIIR 2B E TIE— AT
e, B RBIARIE O FSRE ) A 7 B3 17.315, JEHE R ER
JEDIIED 24 L S H 7279 WREFULLTIEAL
7o — MFZETIE, 2 S04E ISR EBIIR 4% 168 151
BEM7ro—sh, EREIIRIE 1861 (11%), MEHRK
FREE 1661 (10%) ASA STz B RENIRIE 18 511 9 51
(ZFRBEAS A S I, EHBREBIIR 25 O 212 & K58 K Bh AR
fREEDTRE T TORREH114E, 20 HTHHIIETL,
EDLOTTFHRARTH-72. SR LRFAMZECS
VT2 REHRDERT 25, EARBEBIIR 288 TR
RIZELDWLEEOR I NDD49EE HEEICL N &M
RSNz EBIT, KEWIRIE R MREE % & 0k L 7- B 14 B)
MR2CIE, —M A& R LIBTEERS 515 & A& <
77T HLMAERESE (8.76%) LI g E (10.76%) 12X
DI N EASREN T,

ANA VACTEER D Hfifi % T 1981 4R 5 2001 4F % Tl2 4k
FREB W S L7 BB PEBIAR 25 210 B 20 61 (9.5%) |2 KB
IRIE (MaiB 166, REEB6HI) H5hess L7z, EMAu kR %
RIS O 3 ML & 85 BE O 2SS E BB S KB BRI e 56 D
fabgEFCTd o 7227,

EDNA T ADL I WEIR S BRI L5 &, KBV
JERRBEDOF IS AEH DRI 2, SEHIIE
222%I2A B, TOHROIEAIE 2, BRI OZEDL IR
T5HIEDIRENTP,
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MESIEGEREDOBTTA FF 4~

V. \—I v—J&

1

KERZ - BF

1.1

REBLR

IN=T ¢ —Jild 20 ~ 40 RO T I Z < A B 15 U E)
FIRDO T EIIRA T 5. BUEE ORFEANEV. JFHENY
VIZEDIR - BIR & S ICWAEZRED, TR0 5 3 A
PR OREBIHEFF SN T 0B T L, RAEMMILREIZE
ICNREDIAE & PIEIZFRO SND Z L 25 e 5.

FHAE BV VU AR S50 o0 B MUE IR AS 2R SSE 3 5. 1
ERBOGRKNTIBYEREOMAT, FEARMIZIZIZNOEH
HT2E SR, BMERE L TIEE - LOIUERED
LA —EdRR, BIRVEBEAT F 7213 2em e, 1855 - A
EXFEETHLY, R LEHEE & L IZTFED L TR
WCHEIR - FTRAFT 52 E0% L, L IHEERIR %
T A, WA, R RTREEIR 2 & F B AR E
B, THUIREEIRY S R MENRFEIL TH Y, FIUINEES
MIEBIIRR>_EREBIIR, KERBIIRIRA 2D e 5.

A TPRIIBIFCH L5, WUEO/NIW A ES 52 L8
» Y, quality of life (QOL) 73 LK T35 bA %
{pvo, BT ERWVIEAIZIE, JRIRADSEST LYK
5.

1.2
=7

DHAETIE, A0 AIZ4~5 NDOFEEREE SN T
K725, 1970 A4 & 0 3R B I3 Bl LTl Y,
2014 4E DI ER B ERIE# 7,000 A TH 5 (B25)*°.
BEFED B 5 20 ~ 40 XOFIHARIHFE L, BT okt
1EBEBEBTEALEZHEO TV, UEIZEMEICS L, &
PEIZ 1%L T & SNTW/z2S, |wmIETIE 1% 5 23% T,

T OBYEZ AN 722 L1285 & ENT w5 252,
HEEISTEAEMN T & & D 12201805 408055 178, HIfE
DA FRE DOHLAER 45~ 557% THEEV LD A SN,
BR3E L OBIELIIRRO ST, BIRMFER L FED HIL T
v, ARERPgRI—a Y8 JuK mk, T7UAT
BVl BTYT, WTYUT, MLVaiEL, Inb0H
I BHZEME B RS O ABIEBIN 56 % E4130.5~5%
TH 57 bETHLRITIE 16% % 50 5 & i
ENTWA, BUECTIEARER B O & BHIRTELPER
BOMIMZE D 1% UTICE TR LT EHEESNS.

2.
FIEHR
BRE LTI, B, E, RAEHE ACE I

WRE BB DIEMEAL R EABIT B TB Y 777 MG
BREEEDIS A LT B 2 & AN i R I B AR AT 72
EDHIEMEN TV H0 F72 AR e ciR
DOHLNDLY, ELIWICETYT, BTYT7, Mrallédnwa
LB NEZEDTRIE STV 5™,

B L O B AR B O O—D2THY, BED
BWAEEIEEZF L TBY, ZINE—RE—H—Tdh
% 200 HE SRR O AT AR T, HORET S
EIFIRDEITS 22 DL, FEAERE L TEEMR SN
T2 202228 e | - X o CIMA e R R T % &
7oL, FROBMASHEST LYIBNCE S EHEE s D, 72720
BUERED 2 WEEL DY), EHRERIME, ST
HOLPIZLDFHEDIE SN TWEH™ ZEIEE %
EOLEBBEIIMEPOBRMREYATLEINTVD.
19284F, Allen 3/ N—2 ¥ —J{D 75% IR A3 A HAL72
EHELTHBN ™, BHETRIEBHREO—HETH 5
Treponema denticola 7’ & #H B T i &, 1461H 1341
(93%) DEYIREE T LIEA & [F] U R 0 i 59 1 At 39k
HENTVD S,

IN=T ¥ — R B T AR B E OB O BA
BIZE LT B & & 1227, B3 B SRR A Al
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TEMERM S RMER
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g ZRMEXERSFIEE

0

25 HEREERZIGHRHFED SH
@EERE>2— " &Y)

RSO ZALIZ L > Tl A 73—V 7 I VEREDMET L
TV 5, RREARERTIC LD RIESNA2S, BUHIZL 5T
BT 322 A<, AWM © M B ARAF g )
IEDBEESNTBY, TeFa) OERMNIEAIZLS
MFHEMERIIE T LT A, T2, PR b X
JMIMATEEEO 2 EFECOITLTE D ™, ICAM-1,
VCAM-1 % E-selectin & N K2 A <2 S5 ML C 58 B 25 TT
ELTWDE™ F/ Mmoo b= HETFTLTW5S
5, MR ot b= ERLTWAE ok
5, M/MRTOXT b= P BGARDIKTN &, I/ M T
DO VEEOERIZEST, O Ny ZHEEE
L THMRANE AL ST B EHERI ST 2 20,

3.
fRIEFR R

N=T v —JF T, T 5VId B ohRInE AR S
DS KIS OEIIRAZE Y 726 L, TORBOEE
AR B LS P 1908 4512 Buerger % FHl 7 i ARk L
FERREIT S 720NV =R EIFIEN D L D12
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5, HEER S ORI 2 S/ ME R IR OFER TUE T 4
WREEDS D 5. ABEEEBUIRHE 2 EEOBITICZH D% D55,

V. \—=Yv—i&

8.3

FEREIMA D P

W=V = TIEERII I EEL T LA O T
%2724 & &, Shionoya 5 I1d 2 EAYR S AERNE
16%, 3BAS41%, 4B 43% LB LCBy ™, 1212e
BIC2R L DSBS 5. SO IERINTIZ A 7078,
X Z MR L CAFA S AT EIUL, RILATEE Tl
W, WhW 3 Fontaine IEDRAEIELT 5 2 L1375\,
L L, Bk Cld Fontaine [0 IE R 10D Bk AS T AE
L, FVRHEHE O & 254 2 IRRBICRE 5 & & XRRR I
LCHEBT L. FFRIMLD PHITN— T v — IR O FLfFIRTE
DBEELNDPENITEA SN, i Ok A
M EIND.

8.4
HEFRBLESUICEmTE

N=T v —JFIEFE L LTI O KM EIIR A & F# Bk
WCRIERPE)IRBTH Y, FEMESR T HET 2 NEENIR
WCELZ L7692 LIZEFNTH L0, AP
LENTE/. Ohtabld, PIRHDEMAFEILSETITY,
104E T 94.4%, 204E7C92.4%, 254ECT833% LM L C
B EERBETHLI L2 EETHE, b TR
STV WS, IR BIF e AR T - 7

F 72, Shigematsu 5D & 5 IR 72 5 FBEILC X
HEETIE, P94 (12~274F) MT, 287633 61>
WERBDOz. ZFOWRIL 14 BIAEEHEmTHY, 20
Ml O EAIS B, BiEZE3 B, FFmiZE2p), < QBT
I, Z3MMALE, BAL, BEERE BER AH %
1BICTH o727,

JE A S A 22 PRI B B L EFE O R TIE, BER
% 13.7%, WIEZ 29.6%, MiEREIEY 15.2%, i
EEER 8%, It IEEE 6%, PAZEMBIIRIELE %
SWICRRDI-ZEH 5P, ERE I L TE, HARADE
WHIBOPFREER AL CWA I L2 AHHICB X, %
RGBT TH 5.
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V. fRERTES FEBARAS

1

KERZ - BF

1866 412 Kussmaul & Maier i, Zlaasi2 0469 % Bk
O JHP G FIIRISIED B S IFAER % FRAT L, AEETIEED
IREFE S L V) REMEZIRE LY. 208k, #8ke
DYDIZFIEN D D Z & HIEHITEL IR L L1 5
L9 %ol MEROFEMH L GO L LB,
Peke, FEEIEL BRI L B ST RBED S, W
THEAY % FE 1% 45 (microscopic polyangiitis; MPA) %
LDET 5, ZDOMERIHL L, BAEOEEITES FEEIIR
%% (polyarteritis nodosa; PAN) O %< B4 & A3 e 37 L 7.
Fy )L T r & Y A45E (CHCC) 2012 T, PAN
TH - B IR OIESEPE A T, REREE £H DI
HI/NEDIR - BAIE - M/NERIROIME K52 tEb 5, Pubs
HRERHIR B PLIR (ANCA) LBE O VWRE] LEFRs
729 L7255 T, MPA O EM & S 17z 1994 4F
VIR OWFZE THf g & L 72 PAN & BLED PAN IR [F—Tld 7
WZ EITEELZITFIUE R 5700,

PAN + MPA O $k N, 199441213 1,851 A CTH o
7278, 20144E1213 12,057 AZHINL TW 5. ok
MPA TH 1), PANDAHIREITITRKE BT EHEE
ENTWS, DAENZEBITAHPANE MPADLEFIZ1 120
L OHERDH ), BHAEOBELIIR 6005 LT Sh
%, L22L, PAN D27 SERERFE R (FREHER) =
BT RE L3442 NEHEER LD O S 0072 T
SOBMBEORBMIZOVTIIESHORFAVLETH 5.
PANOBZIIE1 15112, SIETFIHERITSSHETDH
% GEAMVE OB RRFIZ100 HADH 720 2~33 NEHEES
NTCWLOT, BIFFALEELEZOND.

2

FRAEWEF

PAN OIREIIAHTH 5755, BEIITFZ7 1)V A (HBV)
&G, HBV U 7 5V 3:Ad, CHINTF47 4 VA (HCV) JEZ,
A BB MR HESE T 5 2R PAN 72 051 H LT
A5, DHAETIEIHBV B#H PAN (3 7\,

3.
RIEFRER

PAN X Z DRI & > TEZ% 2 IR LA 7R3,
SV SEI o A 20 AT BLCUE, A EBIAR o 1 R
V2R IRAE & BIBEATRO S, THETBALAMREF AL i F
N5 LGRS 4. EEMIIET R ER B L OV
BERCTH Y, WFerImEkd BT 2, BUEHoMmE 213
BRSNS T 0 7)) ) A REEBE, N - AL
WITELDSZ2D S, LIS LISENIRE DT S b5, W3
JEIZFED W (B31). PANIGEE IR ICIZSIEF S
I23/4%)

4

AE1R

PAN TIIB R - RE A - F8 - BETR L o4y
FEIR & BRI X 2 g iE RS M $ 2 PV, 582403 38 ~ 39
FEDSFERE S 2 2 &%\, B e BRI, B AE -
- B - BE - AR ETHD (R RENLE
JBE TR il T B8 722 SR 3E (palpable purpura), #H8%ERz B,
B ABHEIC, & IEE - BUH, HMEEXET 5. BIIT
a7, RBIEIOSV R, BIRSRICHBLIL 29, VT L
bLITLIERED OIS, PANDIFFENEZEIZBREL, PAN
L —DIEHEFT R AR L, IR E RO RWIE % FEH



BPAN P H 2V L EEIIR K Y LIT5. B PAN ©
— BB & ) PANICEATT 5.

25 AR 4513 PAN CHIE OB \WEIR T, ko5
MEDRIMAVEREEZ 5N TWD. JEE - EEHE O

FOREENREL, FHERLIEMTH L. MIEREEN T
EIIHERT A LANEERFECH IR T 2RI 0D
5. TEESHEED RO PRI - 1k - RE - BEE AT
b LEIZ, FE-HTHOSEEMERLRIHED

BIRED T« T /A REFEE, BIRES SUBENONEMIR
BERDD. (HE @) (UHEXT BRIEFFLERT)
E31 BEBLAIEPIDRSEILEIRA

& 17 FEEMESRECK OERFREIR

BEARAER - IR BEEER (%)
2R F#, BRX FEHAS 80
TR R 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 *** & V) %)

V. fEEES FEBRA

H%b. —7, PAND20~30%I\Z HHCHFEIEIR & 78,
RIRI IS AR ZEIC X 2 Frkie, BRlRE 2 23 5. FfE
RiFEFNTH%.

BEIIR 2 S/ NEMBIIR F COBIRZICL Y, HL =i
i % P B E S AN 5. MBIIR, EMImE 2
RS0z, MBI AEARE SRR S v, HER
TIEEANEAREEET L6055,

W OIIME S RET 2 &, Frbeny TH B2
Hed 5725, EFIHED JEF (intestinal angina) #7855 2
ENo D, TNPSOHEALTERE LT, A, W,
i, TR (ML F 72 3SR ) 28BS 5. WA - 22
LEETL, BmuERD 2 VIZEAMEEY 2T 5. i
Jigk - e - HEE - MEOIME D EEL, SMEHERD 5
(3R JETHRE L 7RER] b i ST .

ZOEDOFEIRE LT, MWESE (WE AR ), [z
BRIEK, WSR2 & OUWAREFEIR, i - M AR 7%
EOfREIR, ORI, OIMESE, BUEIR (R &9 B,
MR ge, bIRE%, RIEHIMZ L), FEHLVIETFHED
MAE RSN TN 5.

5

1%E - EgR

PAN 2B B 2 BERBRA IIIFAE L 22\, R— ik Tl
Mk, BREORARK, Tl CRINEKDSFLD 5N 5%,
MG H B L 2w, FIMERIE % - £l - 5% 0 ER ok B o
(ESR) JLiEA 7R 575, Ul EkIIL EHiA (ANCA) &
ettch b &gttt 7~ b—72 (SLE), MHi) v~
F (RA) 7 13D DOIEIE 2 PANBEOEEIEVEMAE % % 22
DDGENHHDT, FRFT AL ENH OB Fb
B A PUEEUER, ST R RE L, S
3 %. HBsPuUE % illl5E L, HBV DG OF M fERT 5.

SEIZRIRED AT D720, HEREFIZIZZ O OMEE
RIEDEIENTH. EWE RO DG E L E R
119, BERARI 7 2 B R $ TR % 2 L)
FLw, I8 - NI - B ER & B OBIIRFZ A
BELN DY AIIIME R EITV, 28T 28REOHF
xRS 5. b - TEBNHEEEIC & 2 B R A A L 1
T RS S N A RERIT R, KRR E 2 300, M
(R R TE IS AR R OFT A SN2 A1,
BEIE A & % \ IS BEIEAHE AR AR 2 AT W IEIEME A5 S 0 A Jik
HERR T 5. BHEMTHEINROBIEIEINE K2 FEHTE %
BaniH LN, BIRE,SOHBIND) 27235720, I
(ERi5 S A E SN /AN
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B - SOHAEL:

JE A= 57 8)8 PAN S T A 2 R18 IR ¥, LR
2IHH DL RSP R0 2 B3 HEFEG], TEER2IHH

& 18 (EEMEZREIIRXODELESBESEE

Definite, Probable Z35R&E T 3.

EIEIE)

1) FEER
OFF(38TLUE, 2;:8R L) FERA (6 7 BLIANIC6 kgl k)
@=mE
ORRICETI 2BAE, BEE
@R, e
ODEEE, EMELESR, DEX, DA
®RER
@EEEHM, BEAE
OB FMERER
O TEE, HEEE, BH K35
O%EEEE (KX), fif %), BHOET
2) HEPTR
dr - INBIIRD T o+ T S A NIRFEMEMERDIFE
3) MEEFAR
AEEBREIIRDA: (ReCBPI\EIAR) DL F/\ENARSE & Fk7e - BAZE
4) BZrnAHTIU—
@ Definite
TEARR2BE LR R DD DA
@Probable
a) FEER2IEEMU FEMBEEFTEDEFEL I D6
b) FEAERD D BOZEZT 6 IEELU EFET D4
5) BE L DHIHREMR
OBEMmEEMN (10,000/ 1 LA E)
@/ \WriEMN (400,000/ 1 L E)
QFRLTTHE
@ CRP#[ZMHE
6) SERIFZH
OIS FRMER
OBHMENEANTEAE (B¥ - D T4 F—NZFEE)
OWFBEIR ML FIMERMERNTFERE (87 7 UILF—14ENZFE
MEIMER)
@) I RE RS
OBRR (25HTUTY M7 (SLE), BEUOYF (RA)
TE)
®IgAMER (IBFR | EPRIEMER)

[BZ=H]

1) MEBFRIC IR, IFISESER, WHIZFR, VARG
TRHAD 4 DDIRAICHIREND.

2) BRIREVICI, 1JRERIF £ HDMEDSEDRIEZ KRS DA,
N, IVERZ RS NCEEOENZRIRT DIERZZTD.
3) BRONVEE DRERFIRIFEEMERZET DN, FHBISER

CIREMRD SHERTED.

DLl i ROFAEST 260, F3EEEFEOH B
O &G HH D AT NS Bl BT 5.
ZWHIXIpom - NRIME &K, ZRMEINE R, EHFH
SEVEMAE 25, 7 A VARG (HBV, HCV, HIV) B i
9%, YL OB S, BB AR, BIARAEAL, i -
FERE, WMER BRI e &5 E A, CHCC2012 D5E
FTIE, [RERRE 55 2 W IH/NEIIR - BARILAT - #1/0N
HIROIME & D & SNTWDEA, - Bk
FEVEIMAE ST RSN 2 C, Ml - ZNBIIR LS JAE A B S5 B
ML, DEINELRLELH 5.

7

ot -Vt

7.1

EWREARE

PAN ORI IFR SR OFH & BIEE % E 18 L CvE
94, RI9IZPAN DG T AR L IR T

711

EEEBOREEZRDDPREFED SEEDPAN

JHH 1 mg/kg/ H O PSL T 4 MM OMIEHREZ 1T\, 16
JEBGENS IVCY 23 HEN Y 70k A 773 F
CY) #5%2 T2 (g r 521, ¥ F 2 ALNLB).

XR19 BEIMZREBIRKOGECEHTIHRBLEIET VA
(2a91V

b2 IEFVR
952 LAY

2704 RIULAEE lla C

AF0O4 K

YoORAT 7= R (CY) Ila

X KRt —k (MTX) * Ilb

FHFFTUY (AZA) Ilb

MR- Ilb C

(BELHERBHEAMMERII005FKET. 77 £Y)

*RIREAS



IVCY i 10~ 15 mg/kg/ Al % 3 ~4:8RIC 15, 3~6MH#%
592, F#BLOME S L7 F o METHRGEY KT
%M REOCY X 1~2mg/kg/ Hx 575, HARATIR
2 mg/kg/ Ha BNk CE 2 BH L v, ERDIE
WL WPANDIF A2, A7 84 F/73)L 29 (mPSL
0.5~1g/H, 3HMEH) B3 2% (HESE2 F X 1la, =
EF ALV C). FAEDEREE % 20 554 1133
O - s, SR (GRBE AL 2 (222 7 A 10b,
IEFYALNLC) & EZOWTEREMEIHKL -
OIEIRIZ BT H T EHEFE L,

7.1.2
‘ EE[EBREZHFOIEVEIED PAN

PSL Hift (0.5~ 1.0 mg/kg/ H) Tl xBGT 5™ (i
LAV ZEF Y ALNIVB), EROWELS RSN
WAL, CY, AR PLFH =1 (MTX) (7.5~ 15 mg/
W) R EHHT 5.

7.1.3
MERGE - BIfERAXIR

HERGE L L CRIES, RIS 2085REGEH, Kl
ERE BN § DGR R 2 4. BEa Vv FaA R
(GC), SRIAMBFIZERENAE D SR I 3 B TR F 4G
WMOAZ ) == 7, PHiixh, €250 7 ZHEFEIZHE
i3 %, GCEIMHGHE) BIERIBA RIS 0 2.

V. FREIMEZ FENRE

7.2

BREMERRE

TR AGREOGRVERTEREL, 1IR3 ~ 4 8%
5% 5 PSL % 5~ 10 mg/1 ~ 2 M O #E Tk L, 20
mg/ H DI 2~2.5 mg/2 ~ 4 HOEE CHET 5. =
R LIGEE, A OHE, BWEHOREZBIZ L CREd
%. 5~10mg/ H&#iFem & LTkt s 5. IVCY 1£3~6
[, FEIICY Z4~67 AR HBITHFA+7) v (AZA) 1
~2mg/kg/H®H 5\ i MTX 7.5~ 15mg/BIZZH§ 5%
(27 5 ATMb, TEF» ALN)VB).

8.
T

PAN @ SEEAFFHILT5~93%TdH % . Guillevin
HIZPAN, BEMEMNILRIME %, IFERERIES 56 K%
WIFEIEDFHRIER T LT, (D1H1 gl EOEAIR,
(2) K3, (3) LiE, (4) BEWE, (5) ke RmA
D5OFHHL, CRHD T o7 WA D SEFLTR
1312%, 22O EHBEADSFERTHRITI6%THLI L
RS L2

2011 41 UE 2 B8 I 28 PR A 3B E i 2 CFARET L,
65ELL L, IR, BAG, LR SHESE TR L
WYL e L.
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VI. BAMIRRIZFEMER

1

1.1

L

PEMMEE N2 5 1% %8 (microscopic polyangiitis; MPA)
(X, REEITEBIIRER 2 & D S BEARST U 7T, PRIk
MIBEHE (ANCA) BIEFIAZ 2 LX), Frve
Va3 vt 4 245k (CHCC) 2012 T3, £ 31 R 1%EA
FIESE (GPA), TFERERIEZ FE 1A SN ZFTEAE (EGPA)
L EHIZANCA B/ N ME RITES TN S, [+
/NS (EAIAE, MERIR, MERZ L) 2EEL, %
BEIREEZ DT PIFROLH, F213e {FBO R R
BT, BIEHOBIIRI/NNE 72 Tld % R EE IR %
bEELD D, (3L AL THILHEAIREE 2500, T
MM 9% LI LIZRED 5. AZFRE I S 127860 S v
LEFINTVDY,

1.2
=37

DAEN BT S MPA BE RO I 2 f st A3 2 e
ODSE D EEE I B IR A B RS HE B ot (R1256)
Tl, MPA RS, #EHIELHEBIIRE (PAN) IZE&HTE
EOBLNTERA, 2015FI2H7212HlE Sz [HERO &
FIR T B RGBT 5 3] (%) Tk, MPAIZ
PAN LR E L L CTIREHHICREE SN THEY, 2015
FEEROFFERBERTREH DT LD T,
MPA 758,511 N, PANA 3,442 AN TH-7-". 72721, 1%
FEFNLHGF SN TV WITREED &, FEROBERILZ
NLNHLZnEEZLNL. B 111 Lk
1244, PIERRIZT05% TH -7, SHMPAICET
5, L0 IRMERSEERESIF SN S, MPAD 100 /5 A

H720) OEMISIETIE, DOET I8 A, EETA, R
RAVEN, FAYIANEHEEN TN, MPAIZBI
%5 ANCAY 74 4 7OHETIZ, bAETIEI oL
7+ ¥ 2 #'—+¥ (myeloperoxidase; MPO) IZ%f 3% ANCA
(MPO-ANCA) %397.4% & EBIRIZ% L, 7074 f—A
3 (proteinase 3; PR3) 12 %f 3~ % ANCA (PR3-ANCA) 1
2.6%TdHo72 —J, WK D MPA Tld MPO-ANCA
7% 40~58% , PR3-ANCA %326 ~50%TdH 1), HAEIZ
{ 5XPR3-ANCA GIEIZENE. $72, DHETIEMH
BVERGJ7345% & % { FBO BT,

2

SEREI

IR TH A5, HIZHIR T & BERT- OB 25H.
WIZHEE LDV, HOHUATH S ANCAD EE S, 1
BNEEELD|SRI L) HORERT OS5
ENTNWAG,

2.1

BIGEF

HLAN 7T % 4 7T HA AN D MPATIE, HLA-
DRBI1*0901 BB 25 50% 12 5, X REEIZ S
NTHBEIZL W ERRE SN TWE ™. 20 HLA-
DRB1*0901 I3 HARAD 29% 125N 5% ET7 V7 Rk
M CEAEIZFRD HND 05, WINRERRR T 7Y 7 540
WIZIEEAEFIEL LW, o2 &, bHEIZ MPA
R MPO-ANCA GBI AL WBIZIE R O—D2 L EZ S
N5, F7z, BINOZ sk mFZEIC & 5 ANCA B Ifi
BRI T 5 GWAS (BBIZ T OB T Z R 2 ki
FRAT 9 2 HEREAYIE 5 TAT) OFEFIE, MPA B X UTMPO-
ANCA B ANCA BI# I 95 & HLA-DQ FHIZ D SNP &
DOEEMEMEZREBLTWAS Y, 72, ANCAR# I
BROBIENZINE, MPA, GPA L W) FRKRGEH LY L
MPO-ANCA, PR3-ANCA &9 ANCA O¥FFEM:IZ, X



DR BT S LR S B,

2.2
BERT

MPAZIE> ) 1, 35, EGUE (VA NVA, 7T LB
EH) % EOBLGHER STV S, HHITRLZ VDI
THENFF YTV FHIRBEE) ThHY), oz /
A7)y BUEARD, e 8TV BESE) 7 &hHE
ENTNW5,

2.3

e

MPA |2 513 % IV N B AL & DA REIZ 1L, TNF-a 7%
EORIEMEA A A A~ ANCA, MPO, GfERiG AL
D5 5% 2 51 Tw b (ANCA-cytokine sequence
theory). HOMRIERTIZ LY EA SN/ ANCA X, &IE
P A A 2 & EDITHF IR BRNF AL L, oFER
WIZHh b EHG BRSO HRERMBN T
(neutrophil extra-cellular traps; NETs) &) Mifg#HERE (&
a~F 77 AN=) R LINENE 2 EES 5 L3
STV NETs D 7% 742121%, DNAZ & DAY
BB L UOHIBEMNICAEAE T 5 MPO 7 & DR R & H 7
BRI EIN T D, AENETsIE, Wil 4 & o e
ASEIZ BT A RWERE R/ L, BRI EE 1%
#EHHoTWD, LI AHH, MPA T, AMITHIEGE DA
1% LICIFHRER 25 O NETs I ATHEL TB Y, BN
FEELERTLEEZOND.

3.
RIEFR R

MPA X, B, 2R, MRz &K A
35, BOI/NImME EAME, MR MEIRZ &)
(CHBEHEIME KA R0 5 (B32)°. #tiiikdic L 5%
YErua7) L E T, REREEDLTNIRO LY, £
723 F o072 CRBO R WIFHL (T %2 R ; pauci-immune)
TdHAh. MPA TlE, [ ANCA BIHIME 45120835 GPA
R EGPA L #7420, WHEMEEL RO WERBE LTE
FENTWDEY B, MPA OEFEMEBIR 713 /N 1
72 T CPRIBIRICHBDEND Z END 5.

MPA |2 X BRI 2/ MR Je & LT, BRIk -
SrEITEERE R ERIRE K, AR R BRI 26558

VI. BRERMIZ FMER

0, i CIMBAIE 5512 X Mg .

4.

AE1R

MPA 3Z B EMIRETH Y, KlEH 0§ 1M
FAS L BIEIRDH S 5. AR, M8 OWGHE - #E2E
(2 &2 HIML - ARZSEIR & SREIC X BIEIR - BRRAT R Th 2.

EERE LTI, J88h, e&dBeik AT, fE
WA 7% ETHL NERWZRIERE LTE, TRESRT
SR Bt EIERA D 5. TN DIEIRIE, W {OhH
FRCHBLT 2 2 b iU, EettictBly 2546, —
W, RN &5 5.

a. BRI BHTERIERIREE R (PASM-HEZRRE)
BEBROHE, ROYVECT Uy, MIEMEENEEZESRDD.

(BNZER. RPGN DB ROBH PO OVTHA T LEL. &R
HETHBRAERBES BN A N QRARGTE2MR. p. 7. Wi & B4, 2015 >
£4)

b. NERJEIRD T 5 T U/ o REURIEMEMEN (PASM-HERE)
32 MPA DiRIEEIEFTR
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AR ¢ BBEARIERIRE 200 X B REREIR (I, SRERMA
P bR, & A AT M 48 RE 5 B [rapidly progressive
glomerulonephritis; RPGN, & 2 DRI R 2 a5
o B OR%E TR BRI T 25T D IEMRAE]).

FiZs © IR & B Mk, Wi, e, XK,
WK, VR 950 X B RATERLE, IV PR

BEFREAEIR © S8, MAIRBZPE, K T

RIS © SR FeI, #EAL, AT, ARJE

HBMRMGEIR © W 4812 X 5 B

RAEAREAZ © DU DIKGEREE, E B E

HORE R o« A SR RO I LA S & 2 FrRRE, BEE,
AR, BHTH AR R 2 AR K BRI, R
JEVERBRR 2512 X B TE0, BT

THALERZS - 8, R

5.
%8 - ERFIR

M 9202 & 2 RAEFT WL & Sl anbt ERT LA RO 5. 4
POt xR HTRE LT, CRIMEER (CRP) - o~
07 o8, ARiiERERE#EE (ESR) Ji#E, HKAIMH
MEREL - M IMEE DB INDS® % .

B TIE, BRARTIREFEITR (BER, SREREME
MPR, ARIMERFIAE, BRIAE), BLOBHEEERT 2R
eGFROIKF, BUN - MiE 2/ L7 F =D LA %052
ENH D, MPA TIXEAMEITHE SEREFL 25528
ML, #lxB-72 eGFROMENEETH 5.

flimZsCl, Mg i % /s 3 IR X s o B s &
WATRCH 5. Blifghiinid, SEZHEREOSE MR
&C, 1 BEOBIZESE LD b, 2~ 30 HO RIS
DT DB OIERER L) LS 5 728, PR iERI A 4
DIR$ T LA MR LI 5. MPA TALNARE
PERZ I X ARG 3T, AT T B AL MR
Wik, CTCHIEE MICHEIREE R, Wi, REEry
%R, WE R B NG % (usual interstitial pneumonia;
UIP) /8% — V%R T T D%,

MRS Tl FaRE 2 2%, B SRR 2 ClI B i<
R VEHERERT R ASRE0 5 A. RAYMRIRZE Tld, fikE
B H A T IS AR ST WL & R, HAK R AR
ECITMAE R R M, AR PR 55\ & B TEE, Rk
KDL, HLEHRZETIE, e, TIhd 5.

2l - E2EREHE

20 (ZE 57 A EEA I A KA ZETEIC X 5 MPA ©
SRR IR, RSB EEORE#IL, OMKRAT R AT
BoNZTH, BRIER - BT oA T MPA &l
T&5ZL, @QMPA DlE#REEEIRZE & L CRMEEICEED
511% RPGN &ifiw2s (e i & B 95) D2 5%
FEEREL TR ANTH LI L, @bHEIZE W
MPO-ANCA % FEMEEFT O PIHAANTH L S
&, HIERIERFEFE (definite) &5%EV> (probable) M2
WL, R RBIORE L %P5 T DEEN R ENT
WHLIETHAH,

6.2
RIS DFIE

39, BGYEREMEES, A, 3 0RBIEEIC X S 1
BREBRINT S, ANCA (& {IZPR3-ANCA) 1E, 1% %
DA GO R 2 L) 7Y b =T A% ED
BIEHRCHREEERT I ED B 5. YO g L O
HNCIE, BERGREOBEME, Mk, Lra—pr R EE
Thb.

Rk e, EEEoh - RIS RS EZ bR
7oL Z12iE, B3BIRTLIICIDDATY TR SHAT
ANCA BN 5% 5583 5. |2, Wi B H 4,
FAYIMIFFRER OB L DA 7 & T EGPA % FRA4 5 4. K
2, M) F, Balo RSB, BLOMI% EICRSEEY R
FHTR GREED) OFHEIZ LX) GPAX BRI A, b 29
BRI SARERMIER £ OJRIT R, R34 &/ %
DO R %30, ANCA BFIEo & Z 121X MPA O] fethnses
V. MPA 1Z783% (CHCC2012) IZ/RENTW5 £ 912 GPA
RREGPA & 720 WEEIETZRC & 2 BRERAT R R B
TREZZD LW LD TH S, L ->T, WIS
T MPA LI SN ThH, Rl IRl E 7 S RAZFESE
12X BIRED TR SN, GPAE7213 EGPADZ skt %
VAR EE I E A IR

MPA 1, WFZ iR CTIXHEAREEEDA T, TORICHEL
i v B = ASREE IR 2 AT 5 2 & 5B 5. ANCA



Wi 1tk D AV SR ER IR 9% C iR O IS 2T 7L A& 72D 72
WE XL, REEGFEOBWEETIE, MPA & L THW
(probable) DHsEL %%, —HT, DL %RGE, B
JATIMPA & b AR SN TWE, & ICEI TSRO MR
(% \ZBEMSEMIMIR), RERIEMPALC & 2 BHA 4 4
I, 72771, BIRFR MPA LB SNERITY, FEM
TRIRIER BARFT ROZ 5 (K8, RISHRERE, IRiEZR L)
LD, BHoMmE R RE B0 5264, BRE

X 20 BEHMRIZSRMERDEIELE

(FEHREHE)
ER, BUFlIERRETSD

(EIEIE)

(1) EEER
DOR2RETHERIRIEE R
@i, B U< IFRIBEERR
Q@B - PN DESER © £, F R, EEERm 25
TEE RN E
(2) EEHE/AR
BN - EMME - BEMMBMERIROREIE, MBREFEDRAE
TEARRE S
(3) FEREMR
DOMPO-ANCABZ %
@CRP &4
@FEAR - IR, BUN, IEILU7FUEDLER
ORMESX IR R 2 ERE (Fiadm), BEMEmR
(4) HE
DFEE (definite)
(a) FEERERO2IEEL E#mIZL, Bl EN BT
(b) FBERODORU@ZZH2EEL EZHEZU,
MPO-ANCA BB D
@%EL) (probable)
(a) FEEREDIEEL EZm=T I
(b) FEEEED 1I8EH & MPO-ANCAFRSG 14D A
(OF:
OISETES FEBIARA
OLRIMERNMENZFRERE (B - D 5 —NHEE)
QUFBEIRMEL R ME R ETFBAE (BF : 77 UILF—1EAZE
HMER/F v—7 - A NTUERE)
@) |IBEDATSR
®RBFR (SLE, RATEE)
®IgAMEX (IHFR  KPHRIMER)

(zZ£=1E]

(1) EEEROEIRT D 1~ 2BERICHEITREE (LI LB
L) ZRHDBIHZ L.

(2) TBEROD, ORFFHBITEFFC, ZOMDAITELTN

h—7THET9 S,

% < DFITMPO-ANCA DAl F R EEEN M & AT U TEE)

9.

(4) REZERHICHILTDE, BRIDHNGS.

(6) BRAOERDFEEBRIFRIEMEMEX T2 T DN, FHHEVSER
CIREMRN OHERHTED.

(BEARBERBEAMNEA RS, P &Y)

3

=

VI. BRI R ER

MPA OZWIIMEEZ S 5. F72, FEFEZ MPO-ANCA
B Pk IR PRI 9% 70 SRR DS HUB 2R L2 PRI L TV B 35412
b, LSO A 5T ROF B2 51255 2 L ATEE
THb.

7

iVt

MPA D AR e WML, BEavF a4 F
(GC) L uEMflEE (Vv F v~ 7 [RTX] 2&8t) THD

( pvomszls )
¥
ACRE T I LanhamDEGPAREICAH
EB | s
EGPA ES ACR@GPA%&E%EE@@Z}
| s
CHCCOGPAI BHT BRI, )
Yoz

CHI@MMM%&?%@%%E?}

GPAREX—hH—&Y

¥ Lz
AP RAEL
GPARKABA~—H—&HY
PR3#5% U MEMPO-ANCARS

|

NIMERICEH T SERAHMBES L0
HEMPTRGPARER —H—7L

|

MPA
BREE AP R AL
%Egg_ﬁ!* GPARE<—H—7%L

BMERLTIIMMEARBY—H—bY

EX L/\
;ﬁ?g f m% PR35 M&MPO-ANCARR 14
2 2 5 28 _
e | CHCCO SIS 3emARAs (PAN)
PAN I BT B R E T PAND
e

LZ
DIEEE

*FRRBE MPAICDWTIE, Watts R, et al. 2007 ¥ TIFE#E N
THS5TF, SadakKE, etal. 2011 % TEEI NI
PSV; primary systemic vasculitis

33 Watts D7348
(Watts R, et al. 2007 *** & W &)
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M RIEBEREDOZHFATA N T4 >

(BE@34)"%. ozt amz bbb b (1 PR IR 2 FRATHFZERE, T 57 2 G 1 B i B B
Bzse FHAY). T LAY, E5E 0 F AN B 5 A
ANCA BIE I J13AN 155 70 e BRI 2 C U s fifp o FEHEIZ & B B RER) KD PR L7260 L ¥ R 2 O,
ADEEL L, wot/uﬁﬁ%f%ﬁ%%ﬁ I, — M BLOEMRE G (CQ1, 2), EMMEFIED (CQ3) %
Rl 72 S HIHIRE X FE R GED ) A 7 = ®, GCAKAE T (EROMS, TV ADMFEMEIXGRADE AT
PEOERITEHERE, HRRLR EOAEEZFRLLTL LZHED VTR Y. FEMIEFE A A K5 A >~ Part 1 O3
BHEOQOLIZHEX KITT. MPAIXERELEL, 2 AL W2 & 720w, BEFOME - HElIco
NEOFEIERATE LICHEE R LR TH 5. WL, [T A K4 2 Part 20 VIIIEEDIEE SR L C
ANCABEME SKZHET A K514 2017 (255885 AVAAEY/%Y

MPAZ fzldGPADESE

[2RPEE - FRRE DT
@ IR BHERURIH
Eﬁﬁ%)\ %g?gfg L BLEEZSND
o BEBE
; CY, RTXEDIC -
g1ERY 7\/775\ fERARA] -
EZ5N5ES, B )%FIJ RTXHNEE) & -
NN 1l ] =
RN ﬁﬁ%ﬁf AL | e BEMBFENEC  aln -
. AR E A -
v * ‘ v
GC$§$ GC+IVCY GCHIIlﬁg’ ‘}ﬁ’ *
CQIDHEEL . o 5 * GC+POCY™ | Cuopitszs
Ut GC?—I:O‘?Y*‘ GC+RTX3 GC+MTX GC+MMF PR | g

GC+RTXDESEIENE
CQIDHER s - R OB

pEmmmm BREERAR

GCHIE CERE A l AAV:ANCARSEEME 2 IVCY: B E YV ORA T 72 R/ ULA

ﬂ GC+IVCY/POCY&

BREZTOGE, MPA: BRI ZH M E X POCY: OV HAKRRAT 7R

%f%g;i;iﬂ@%zfﬁ GPA: ZHMEMRMANZIBE MIXARLFH—F
EAE ’f‘ﬂv & GC:Z)LaALbFaAR MMF:=27x/—)VBBETTFIL
v CCAAZASS QYRR 77N AZANTHFA T
GCEXHR +tALAT HISONES =S
CQIDHERELFRFIEHR

¥1:GCHVCYHGCHPOCY LW E B ENS.

%2 AAVODSEEICH L0 755054 - iR A £ DERMDE, & C, RIXOEAAEYI S HIBTr SN BIERIIC B L TIE, GC+CYDRES LT,
GCHRTXEAHWTHKL.

%3 GCHIVCY/POCYDGCHRTX KW E B ENS.

¥4 POCYTIEELIVCYHD BWLBSNBZEL D S.

X5 IAZALIADERE LT, RTX, MTX*, MMF*hN&IRER & 750 55.

*ARFEBEFN (MEEATHRIL 201 8FARTRIEINEL) . 71 v 7 )T 7LV AT BEAA RS54 > OEWNH ] (pvii) 5K UPart1 | T4 FEHELD

AR IBR

IEF—RMEBEEE TRLCHY, BLRDEBEEETADIRRITIIRT LEH TUIED LIRS,

H=ES=ICIDN> MPAimiGPA@ B, SRR E SRREDFHINEE LI5S, PLUBREIABNEMN ChoI5EaERY.

SEIFKEI(W) - RIEOMUA (O) 1, HA R4V OHE X TRELICABRE 3T DREREAER Y.

CBEREEN($) IXTN LN OBEAERT.

34 ANCA BHEMERZEHA RSA 2 2017 [CBIFHEEL I XV DFER
(ANCABSEMERBIEA A RS54 >2017)
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7.1

E\REARE

UTFDCQEZDmHZIZMPA &£ GPAICIHETH 5.

ca1

ANCA BIEMERDEFHENGECTIE, EDKS
BLUIAVHERD

@ -(i) ANCA BhEMERDEMRENBZE ClE, GC &
HMEDEH GC + IVOY FelFHE CY Z1eZET 2.
(#ER0ES 5By )
(IEFTVROMERM : EFIE )
@ -(i)ANCA B:ZMBRDEMRENBZE CIE, GC +
#ZOCY &b, GC + IVCY ZigETd 2.
(#ER0ES 5By )
(IEFTVROMERM : EFIE )
VCY DREL U TRACY ZAWLCH &L,
(® ANCA BBEMERDEHRENAEClF, GC + RTX
&bD¥B, GC + CY ZiE=X7 5.
(#ERDHS - B )
(IEFYRAOREEX : FFITEV/E™ )
ANCA BHEBEMERDEREICN U T+, - 1255
ZEBHDEMDBHET, RTX DEADETEHRTS
DIERICBNTIE, GC+ CY DREBEELT, GC +
RTX ZFHWNTHLLN.
*IVCY EDHE, **&0 CY S

®CY, RTX EDICHERATETWVEAT, SiEFERR
ZHF< BHAERZEDEMIE ANCA BEMERE
EDERENBEClE GC + MTX*Z12E7 5.

(#EpBE (5B )

( IEFYRDMEEN : FEFEICE )
*REREAS

@ CY, RTX &EBITERTEREVEE T LEHEER(C
ZUUEWVESICIE, GC + MMF* 21X T 5.
(EEDBRE -5V )

(IETYRDMEEM : JEFICE )
*RPREAN

V1. BEERRIZ FMER

ca?2

SESEESZH S ANCA BEMERNDEREA
AR CMIRSHRIEEAD

@ -() BEFBESZHD ANCA BEMEXNDERE
AECIE, GC +#ROCY +X 704 K/VLR

&KDH, GC +{ZO CY +IMEFsTi* #1259 .

(#EpBE [ 5BV )

(IEFYRADEEY : FEIE )

@ -(ii) BEEFEREEZHD ANCA BEMERDERFE
NAECIE GC+HROCY £OH, GC +#2[
CY + MBI H1RZET D.

(H#ERDHES - B )

(IEFTVRADMERM : FFIE )
*EPREAS (2018 4E 4 BICRIRINED)

J

%B, CQIBLUCQ2OHESEI I3 HIHE MIZKRD &
BHTH D, MIEBEAI DK - BRETH L2, —
MENZIEBEFY T X 2. RPGN % 5 T FE 70 R 24901 L Mk
BB AR T A2 E YL E L, AL CER L Tid+
IR B HIERTDO D & THET 5.

ZOLHIZ, HEEROIERIIHIEO L B Y GC &R inH]
KO TH DY, HROMHTIE, EikE, ST
LEEE, Bk, BWEHY A7 EneEZ 615
B, 5WIERRECEERS A IHES 2 WIS R L,
GCHMTIEHERT 27 — AN DL EMBAEIN TN,

7.2
BRI
cas

ANCA BEMERDERMERGE ClE, EDEKS
BUIXVHERAD

ANCA BIEMERDE#FMHRNAE ClE, GC TR,
FHFFTIY (AZA) ZHATDHCEZRETD
(#EEo®ES (5L )

(IEFTVRADMEEY : JERITE )
BIRERRAEICAVDDEFIE LT, RTX, MTX*,
MMF*HDNRIRE S 16D 5 5.

* RN DERH - AE DB, —MRICFERHTEEL.
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MESIEGEREDOBTTA FF 4~

8.

Fi&

MPA OF 1%, ANCA I7E D — AL B & D T
X B RFE R, REIHREEO TR, BAHER RO E
BLELIZEDFELILEL TS

20084E, FRMY 7~ F 224 (EULAR) &, 447m3LD
ATFTA Y7 LY 2—|2 & 5B ANCA BE #1145 % % AT
L, HRRERZERL MPA@%@$$ 281%7%%5 91%, sfﬁ
HEAFHRIL 45 ~T6% L HE LTV 53® —J7, 2011 4E12
PN 98 277 )V — 775>MPA%E.%J'535T§IJ0)ANCAE§1_
BRBBEORMAGTR (PS5 2E0MEAM) a1
7o A, FETEIT 25% (133/535%1) ©, HRBIME 14
OIS EYE DS 48%, IMAEF4H19% TH -7z b it
L, BYYERROBEEZ R T5, T/, EFEY
FRXEBEHEERKT & LT eGFR<15mL/4)/1.73m” LA
T, Ekn, mWEREEENE (BVAS) £ HF, MPAHMKA
ELTTFRARGERBETHLEWMEL TV

HHIE D MPO-ANCA BE 3 I 98 126§ % HEJiE Bl
GE 7O ba— Vo HAEEP S 22T LHT & ERIR
BT & 5 IMAAV (Prospective study of the severity-
based treatment protocol for Japanese patients with MPO-
ANCA-associated vasculitis) FERTIL, 200447 H1H~
200649 H30 HIZES SN/ 48 BIZENT L T\ 5. IRE
FE L 20, FEE 02350, 5 5123 50 (SF 34 52 ) R
187 H) THY, EFEAZIL89.4%, FLIEH10.6%, FHil
BAREATH21%, FHE19.0%Tdh o7z, HiE )
OISR EREF] 50% (1261), EHEGI13% (3/2341), &%
HEBI4% (1/236) T Y, FERII LML AN %

&b D%, EiERRRE T GHRBE O RGE (W
[ﬂlfhc‘: 2—ETVAFANY) THoT

FrEEGTEIN S SB35 RN 7 (et
Tﬂﬂiﬁ?&) c‘:F %Lﬁlémf?’: (2B 2 AT ZEEE (W
FeFEE MR —) 12X 5 ANCA BN % 321 Bl R
I & F A (RemlT JAV-RPGN) T, 197 1> MPA 756
FN, BTG AT RO EAFEIE 92.5% (183/197
Bl), FEARE AZILT76% (150/19761) Tdh-o72>P. 72,
BREHIMT1212.7% (25/1976) S AKIIB ARSI HER L 72

VIl. ZFEMERTEPNFIEE

1

KERZ - B - BF

2551 S RFEREE (granulomatosis with polyangii-
tis; GPA) 13 19394F12 N AV OFFFEL-H Wegener 12 X ) #)
D THE SN ETH L. DENEY =7 F— A3 E
FEE WA BIETH o720, Frrove)var ks A&
(CHCC) 201212 & W B4 7S GPA ICEE S 72 GPA

X, O E&GE @) H & WHEE Bl &K (E; ear and
nose) 3 & Uili (L; lung) |2 317 % 58 1% 1A 3 JiE L&L 7%,
@% (K; kidney) 12 B1F 2 HLIR - Hi A0 MR ERAK B
@&HoH - INEIERDL ?Eliﬂ[[”’:*@30%ﬁﬂhfﬁfi%

M7 e 3 DA TEINAE £ Th 5. EFITIE, HEA
BRI OEARATIE, BLEIEALL Z)’otﬁ‘
ULAE ORI X ERRIFZE TR IR e S b o 72, ITF84E#G
(240~ 60 K TH DS, /NERERIE TOIIEL 5 %

2.

FAER T

19854, van der Woude & (&AMl i 20 U T F Bk A i 2L
Pufk (C-ANCA) 25GPA CTEFRICHE L 25 2 &L
7%, C-ANCA O FZER ISP AT BRI 0 — Kk B
FCEFNL29kDaD 7 a5 4+ —+3 (PR3) Thb.

GPA 28T 5 ANCADIEREF & LT, ANCA & &iE



P A M4 2 (TNFZ2 &) 28R B I ERICIE L C
PR3ZEO 7T 7 —Ea i &4, PR3 Db OEHTH
FEne, FIMERSL - BRI EE A IC XD GPA IR 72
B A, WEFRE, SR AR gt BT
% X9 ANCA-cytokine sequence i A M8 S LT 5 ),
SHIZ, AT ERDSHIRLSE DB 3 5 B ERHH
fa#t b Z v 7 (neutrophil extracellular traps; NETs) %395
BIEHICES $5 2 EAURIBEN TG . F7- I
DT KT A RN T, BRRERIZBIT S GPA/
PR3-ANCA BB #&H DY) A2 7 L)V Tdh % DPB1*04:01
OHERE DO TE NI EATRENT D,

3.
RIEFRER

EXRL T, FEOEIIER RSFE: AT FLATED 5
N5, F72, GPAZ &7z ANCA BIH M 4512 FF B0 72
HLHRS T DB M 41 B S /Nl O B IR B &
OEMIME SRRSO 51 (B386a), EVG Jeft Tl KIED TR
WEBALTHER B AR MEATH R 3 5 (B18Bb). K D4F
I 7 LA B, BEARAPEIIR F 72132 AR O &
OFTRTH Y, %77 ¥ RMIROE BRI LR
72\ pauci-immune RIOE % CTH 5 0. B TIL50%LLTF D
FEGIT 747 /4 FRIME RO R 2RO S, 71477)
J A PRI #IE, BSOS GO D L #I2 00
T5, MEETIE T4 7)) 2 A FEIMAE 4 & & D ISABI 2
WXIROEZES % 72D 5. HILE TIXRIRIICTS AR
i 7R, MBI NBIROEEIZ 7 1 7)) 4 FIEFE
RO L. R TIZARAIERIE L 2L, M9

¥]
2]

K7ZFRS, BME
MERICHSME

B\ BIME(CSI1T D H.E L8 () TEEHME
D EVG 2 (b) [FHMEARDUTRE S L THD,
BEDREENTESND.

K35 ZRMEREATFRIEDKRIER

VII. ZRMERN S ELE

EROREIE e OFT e 29 5.

AE1R

Wegener 255 L7 EGIE, E, L, KO 3REN TN
THioTWALEGMTH-72 2k L, EF/2IEL
DHDIFEX ZLKOHEEREF b H Y, RFRE L
TRHEND. GPA DHSIEIRIZ ED I 90% & %
<, G, MRMESIT, BPREEIL, BREER L EERL
FNCHFMTREPRELZETHH1LH 5. Lid GPA D
80%IZHIRL, B, B, Ik - IR &80 515,
W5 48%, AR TIE 85% A & 2> DITIR ZHAE TR 32
DHEND. EHIEIRE L TORBRARERFA L &I,
PSS & DR 2 E B 2 L . ERIE— RIS
HEMEDOHATIETH B, GPADFKI20% I MFEFEIRE L
THEER - MROK %R0, %L T70~80%D
#C pauci-immune B F AR AR EE %42 7R
T LIS LIS ESEET R ERAE okt L ), B
VBB D 7 SRS BRI L 2 JiAT L 70 v & R AN AL
£5h.

BCLLED S, REHAREOEFERE LB,
OE OFER Btk &ds, Sl #%E hEE BUMKT,
WEMESR 5, WA 72 &), @ LoodEdR (M, -0 A
B2 7% &), @KOFER (MR, ZIR, 2HGETHEE %
&), OFOMoMmE % Bbe sk R, £5H
Hie, ZRAERLLY) A S, @HIL, O—~@—-00
JETHRZZZEHEL, O, @, @DFT N TORERDH
LareEgl 120Ab LE2DODOADERTET S
LA RFERE X5 Sk T, P EIRItE
R, PR BEETERAETA, WP, ARERZEH, Bl
%, WA EOMRGER, SRR, TIPSR
JEME A 7§30,

5

RE - BIRFIR

F R R L Cla 2 36 H 5 WIS A O 22 % 119
KRR % R0 5 OB TH S (B36). K& Sk
Bem KA %<, CTTIERS0%IZ2EH %R 5. 22k
DIFESISFSET, EEHT RO AR S EHIERE R 2
ELOEINREETH L. F72, 1215 (infiltration) b 72
OHIN, IO Z RS I & A B G ERT 95 & D)
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62

MESIEGEREDOBTTA FF 4~

o ir-:

SHREDERZ H# SEEEREZRHD
36 ZFHRMEREAZFEEDES CT AR

S L. OF AR I TIZ A #5 ZAEF (ground
glass opacity; GGO) /R 9. & 512, MK %ZK10%, il
P - HERR ) o/ SEIIE R % $0% 1278 B, Bk Tld GPA D
RIGFRIE B T 80~ 96%12 C-ANCA (PR3-ANCA) 7553
% % 7R $ 2%, b AE T IE P-ANCA (MPO-ANCA) &
C-ANCA (PR3-ANCA) FHMEEZHZIZ 1 1 OEE TR
BHENDL. FIERIEELOE AL L) ANCA OfEILE
T L, EAGENEE ANCA OMEAHE S A% R
— T, EROFIMIZANCAIZEHTIZAR W EDHRED
H0 EEOHA KA THANCADEDOHIZ L -
THREMFIREZRE T LRE TR AVEEN TV, &
fEAERFR LI ANCA OfiEDS B AT 2556 %° ANCA I
MDA T A EIIE, FRORTHERBILEFT ) #EHIE
WA, FIREAE L CIEERSBIRT 20 EDN D 5.

6.

S - B

KIEDBWFIIE, 1998 4E (2 JE B RFZEHE X ) $2nE S
CHWHEREDSYCE S VLR TWS (®21)7. 0@
WL |2 B UF A EEERIE, 1) EQSEIR, 2) LOGEIR,
3) KOFEIR, 4) MERIZEDERPHIFONTHE. F
7o, FEMMPTRELCIE DE L KoOEMENES
HIEMEASEREYE S, 2) S a7 Yk R D R
FEPE: HARTERCE 25, 3) /IN - KHEHAR O BEFE 4 A 35 1 P4 1
BROGIENHITHN TN D,

HIEIZOWTIL, a) E, L, KOZFNZEN—EisiEk %
EOEEHERO3EAL EZ/7RTH], b) E, L K, I%&%
&2 FEIERD 2IHH DB L ORI R 1 ~3 0 13HH
PLEARTH, o E L, K, IM&EHRICLDEERERD 11H
HULEE#M#ET R1~3 0 1B L B XU C-ANCA
(PR3-ANCA) B0 B % LBl & 5.

¥7:, @) E L K MEEICEDFEERERDH H21HE

PLEOFERZRTH, b)E, L, K MERICESFEE
KOVF N1 HE B L OB R~ 301 HH %2R~ 361,
o E L K IMERIZLDEZEMEROVT A 1HH &
C-ANCA (PR3-ANCA) W% R BI% 5\l & 3 575,
OB L HRSFEMEREE (Fraf F—=2 A% L) %
SRR 56 A 95 (MPA), TFERERIEZ F8 1A SRR 3
JEiE (EGPA) 7 & DM I SAERERE & OIS LEET
&)Z} 367,368).

5|2, I TR 7~ F %4 (EULAR) O rec-
ommendation T? ANCA BHEIME KD EFER Watts 5D
T TY X2 (B33) ¥V 7% & ANCA # HUY) A 7z40 43k
HEDSPRIF ST 5 3070,

7.
ot -Vt

GPA O{RFITHEEGEMERCEIE LIS U TR ZAT).
R, TR AR & SRS AR OMERRE I T 5
5.

ANCA BRI I35 7 G0 PRI 15 T e e
ADEEL L, oz AL THIBERITE . —TH
72 GIRIIHFE S FAE IR AGED ) A 7 &2 8, HEE )V
T34 N (GC) AFMEDTGEHI LB HIERE, MR EDG
PHEZFEFE LR CEEO QOL 1B E RITT.

71

EWREAEE

EHEY 7 7R NIV ELTGCICMATYZaKRAT 7
IN(CY) BRIV D, & iR I & B g = %
PES R - TRERTIIATOA 2OV ZAEDSE R TH
%75, GCHATIIHREImV-0, REMEZRECY
DOPFRAPLT L, Wekae i Lz7a ha )Ty, &
RIOIEFNZIZFEITGC (7L F=v o v #81 mg/kg/ H)
WA CY (2mg/kg/H) & L <IZIVCY (15 mg/kg &
2~3EMME) AR TS (RS I AT, TEF Y
ALV O IVCY O h, FleB L OB RREICIS L
TCYDFGmEFEEL, 1H$%5-2551,500 mg & B2 7
WEHIZEET S, F72, IVCY 12 POCY & A% 0 & fifi
AR RE DO DBYEIL R A MBI D FE A D vk
WiEEINTnD P,

ULAE, GPA % &7z ANCA B I %5 0 5 8 A2 xf
LCBMZ MBS EL) VX~ (RTX) DAL
LMD 2 OO KMBLRCT (RAVE B2, RITUXVAS



SHERP) TR &Nz EULAR/BRINE G4 - BN BHT
Mg 2 (ERA-EDTA) 782016 4E 128 F L 72BHEN A K
FA VT, BEERT R A TREE > THHE
ANCA BEIME 76125003 2 T AL & LCGC + CY,
F 721X GCHRTX DA SN T 5, DOETY
201347225 GPA, MPA )9 % RTX LA Prbaadi i &
), BERRE AL LCTHEATREE o7z, L LADS
5, HAETIE GPA & MPA D REF LKk E R,
EEBEOE G, RIEIHIZES XU GC OfEHEIC
DIk EIIRELERNH L LR, bAETITORZ
RiCRAV i "7 € & Bl BYUE I E B & 3 R &R
WEINZES, RIXOMEHIZE L CHEHNTIZED
BELMICSEE L. R22IZZNENOEKAEROM

VII. ZRMERN S RELE

AEBIB LT 7 b h L% 7R"T

ANCA B ME RZHETA F T4 22017 (EESEE
BRI 22\ B9 2 B IR RE, SR A S R A
BB 2 AR ZEHE, [EAEST B OV F A MR RS
B4 2 AENETE) 12 X % GPA % &t ANCA BEEIM A 45
DFBIEFTA KT A 2 TlE, BFEEAFELEE L TUTOERE
EDHEREIN TS JERORS, TV 7Y ADMEEMEE
GRADE ¥ A7 LZHD VTR ”. WA A K5 A ~ Part
1 DS LA L LTBIBL T2 & 72w, BIHHOH
B FHEIZDOWTE, FF A K4 Part 20 VIINAHED
HESBLTWE &0,

T CQEZFnHESE LI MPA (55 VIFE) & GPAIZ3E
WTHDH, EVIEZEORBE %SO L)

x21 SHMERXRMASFELE (IH Wegener AZFEE) DZEIEHE

1 kS8 (B) OfFk
&2 (RMER B &52), R (Bf \AOKT, RBXEE B (hEX), QR RER (55, B,
KUEEE)
2 i (L) DAEK
mge, DM, EOREREE
FEER 3 B (K) OEk
MR, EAR, 2RIETITLHER R, FE SME
4 MERICLDIER
a DB FE (8TLIE, 28R L), %RERD (67 BAIC6 kgllh)
b BEESAEIK @ 5RBE, SRAENN (), LO@RRK, LFMMIRN, RIMEBDER RO - DEEE),
SEEERI (M - T~ ), MEREE
1 E L KOSHERZM D IZIEIEPZFREER
FEHRBATR 2 SBEI/0O7UVIREEHEDIEVEIEE B AR R
3 N - HEEDARODIEIE IS EE M ME R
FEREME Proteinase 3 (PR3)-ANCA (E3#1{454 T cytoplasmic pattern C-ANCA) BER(C[G14EER Y
1 HXE (definite)
a E L KOZNZN—EHRERZEZSHEZERDIBEEL EZRIH
b E L K MERXRICKDEEBERD2EELNU ESIOEEHEMAAE 1 ~3D1IBEU EZRTHI
¢ E L K MERICKDFEMRD 1IBEMU EEFEEBAE1 ~3D1EBL ESKUC (PRI)-
YT ANCAZ DB
2 %EL) (probable)
a E L K MERICKDEZERD S B 2IBE U EOIERZRT A
b E L K MERXRICKDEBEROVTNN1EESSUEEHEBAE 1 ~30D1IEBZRI A
¢ E L K MBRICKDEBFEROVTNN1IEEE C (PR3)-ANCA 5147ZR I 4l
SEZL155%E | 1 Ak, CRP DLF
Ziiz) 2 BUN, M2 L 7FZVDLER
1 E L fOREICKDAFEEERER (PILIA R—YREE)
Bl 2 fhDMENAERER (BERERNSRIMERN, FHRIRMSRIMENEAZFEE (Churg-Strauss fEIREE)
TEEIE S HERNIEE)
1 E L KOIXRTHRI>TLDHIFEEE, E LOSHEHEULF2DDESEICE EFDE)%
FREEIE K
semE 2 2BAFE L KOIBIERDPRRET DI ENZL
- 3 REZULUESLKTDE, B LOREICEET RUMEZEETHBRLEEZSHLPTN
4 B, LOWNHEIC KD HHMERZDZEICCT, MRl Y YFRENERTHD
5 PR3-ANCA DS EEFBME S FATLT L. MPO-ANCA B4 ZRH 2461052

(BELHERERRIIREREHEMZEIL. 19987 L UHE)
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MESIEGEREDOBTTA FF 4~

F22 BEARABRICHITID7 YU AL (CRES KU

TESHER)
RAVE 7 RITUXVAS @ | RiICRAV®™®
FREER) GPA 151l GPA 22 GPA 5%
Bl MPA 484 MPA 164l MPA 161
DEEEE B BEIREEL 64 EGPA 14l
64% (53%)
CRX% —BIAB— 76% (82%) 57% (—)
67% (42%)
BER
RRE | 7% (7%) 18% (18%) -
AR
IRTD
RAAE | 62% (47%) 36% (27%) 57%
AR
QR [E i

RAVE : Rituximab versus cyclophosphamide for ANCA-associated vasculitis,
RITUXVAS : Rituximab versus cyclophosphamide in ANCA-associated renal
vasculitis, RiICRAV : Rituximab treatment of cyclophosphamide-resistant
patients with ANCA-associated vasculitis

ca1

ANCA BIEMERDEFHFENGECTIE, EDKD
BLIAVHERD

@ -()) ANCABSEMBRDEHRENAECIlF, GC&
JMEKDOH GC + IVCY HTalFHRO CY Z1eEK T D.

(RS 5By )

(IEFYRAOEEY : FEITE )

@ -(i) ANCA BEZ=MEXRDEHFENBECIE, GC +
ZOCY £bH, GC + IVCY ZEET 2.

(#ERoEs 5By )

(IEFYROEEY : FEITE )

IVCY DAL LU TRO CY ZHWCH KL

@ ANCA BhEMERDEFENBEClE, GC + RTX
&£hH, GC+ CY #ig=ET 5.

(#EEomE 1BV )

(IEFVROBEE : FEIEN/EY )
ANCA BEEMERDAEEICK U TTo7/5 A0, - 28k
ZPDEMDBET, RTX DERAMNEYIEHEEN
DIEBICHBULTIE, GC+ CY DRBEELT, GC +
RTX ZHWNTHLLN.
*IVCY EDHE, ** 2O CY EDHE

@ CY, RTX EBICHERATERWVEAT, EERESR
ZHE < BHEAEREE DML ANCA EhEMERE
EOBEMREIBETIE, GC + MTX* 2T D

(#EEo®ES (5L )
( IEFTYRADMEEN : FEBICE )
* BB
@ CY, RTX &EBICHERATEFRWVEE T LEHEGIC
FUUHUVMESICIE, GC + MMF* #1259 %
(#Ep®RE 1BV )
(IEFUROEEY : EFIE )
BB

ca2
EELFBREEZHD ANCA BEMERDEFEA
AR CMIRIRSEAD

D -() BEFBEEZHD ANCA BEMERDERS
AECIE, GC +#2OCY + X704 K/CLR
&DH, GC +HEO CY +MEIF*#1RET .
(#EEDES (55 )
(IEFTVRADMERN : FFIE )
@ (i) EELBEESZHD ANCA BhEBEMENDEHFE
BEClE, GC +#OCY Kb, GC +RO
CY + MR =i T D.
(#EEDES (5L )
( IEFTYRADMEEN : FEBICE )
*RERS (2018 £F 4 BITIRIRINE)

%P, CQIBLUCQ2OHERRIIT AEE MO L
BYTHL, MIIMEBE AN OS] - BB TH L0, —
REAZIZBR T E v, BHEIT R ERIAE % (RPGN) %
GO EE L EEEONIBMEMEICHE T 22 ENEEL
V. MHERSHIC S Ll R iR A H A EERT O b & TR
5.

COEHIZ, HEOIERIIHIRO L BY) GC &S]
HOPHATH LY, HROMBTIE, mE, ENMEET
LEEE PG BER) A7 EwEEZ LD
Yt HDHVIERBRICHEEMI A IHEN R VISR &
GCHITIHET BT — AN D5 I EDRBAINTVAD.

72, A T® (GC+ MTX®) Tld, ME Sh7-ms
DX RIEBIE GPAD A TH V), FFICHELED (GC+
MME*) Tt SEFI D 76 Bld 75 Gl B EEL 5
MPA CThHh o7z, G, OOWBHFELMETTHE121E,
NEDIERD BE MG B UEND 5.




7.2

BREMRE

CYR RTXZ% EDOH 2R EHEENELL, £ D
ANCA B IME SAE B CRMREE AN Re L 2 0, FEE
FREDNEE L 2o TEz. BRIO@EKE L7 GCHG12
£ 2 BYERC B IR AL ME B R ) R &7 R0 s At C
Wz CY DSREERE & BB ) A 7 O &
P CEE LRI E NS, IREEO—HTIE
GCHAICTHM MR CEXLEDH LA, £ DREFIL
SIEIIHEBEO AL & 7 5. EilEgEEE L THY O
TWAEFIIEHEDOGCE TV F 47 » (AZA) 7\
LIZA M PLFT—1F (MTX) THDH. AZA IETHERFRRIEIC
BIF5HCY EDIEGEERTH S CYCAZAREM ik 79T
AEOFNEDFEH SN TRBY, HEFEICGC + AZA
RS LT AL L 5T WA, F72 Pagnoux b I
20084E12, A —T T NVEHERTIEH 525, HERREICE
FHMTXDOEF LWRIRIIKE %L, BEAIHE, &E
FEAE D) A 7 IEE W Em 2R L7277 bAsE T
MTX 3N TH B 2 L L HbET, ML TIR
AZADSMTX BRSNS, RTXIZOWTIEERF T A b
REEWOMENFEL, HEL—T I XNVIZL5
RTX & AZA OHEFE#RFEO LGSR (RITAZAREM 545%)
MO T VDY, MEFHRE TR T 8T v AW
72, AZAZERE SN, ZOIINIIMME 2 81453
YRR CEALIET Y AR ERE I A DA

VI FERERIE 2 FEMER NS BIE

D7z OHESEEE IR, TR o> ANCA B A 42508 77 A
K4 22017 218, SEREABZOHMERFREICOWTUTO
Hedt L Zr TN D,

cas3

ANCA BhEMERDBFHERNGE ClE, EDKD
BUIXVHERAD

ANCA BS:EMBERDEREHERAE ClE, GC (A,
AZA ZZHT D EZIRET D

(#EpBRE [ 5BV )

(IEFTVADRE : FEICE )
BERERHAEICAVDtDERIE LT, RTX, MTX*,
MMF*HDRIRE S50 5 5.

*HRBERSNDEF AR THBID, —MITIFERHTERL.

8.
B

GPA X GC + CY LI L 0  DIEFI DS EIFIZEA T
EDENhotz. L LA BHEFHREFOFRL S\,
2T, F72550RIE B A IR 2572 & 0 FE R GSE
b, BIHER GO A PHER KL T012AT) 2 & LR
A DT AR O3S GPA DFHRE2UET 5
LS.

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

1

KERZ - BF

TP FR BRI 2 36 155 2 A ZFEE (eosinophilic granulo-
matosis with polyangiitis; EGPA) (%, %€ Churg-Strauss

JEWERE (Churg-Strauss Syndrome; CSS) F 72137 LV F—
T P 3F JE 7% M & % (allergic granulomatous angiitis;
AGA) & LIENTW s, Fr vk )b r b 245
(CHCC) 2012 THAMHET SN, DAETD 2t
HARFERZASED Hi7zY.

AP T 1951 4F 12 Jakob Churg & Lotte Strauss @ 2 A
DIFEFFE I L oT, OKE ML, @FM MO HRER
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MESIEGEREDOBTTA FF 4~

Bm, MR - N (BB ISHBIIR) o H
PN OUFFRERIZ I &, A0 35 & OV AT 14 P 3F Pk 0 4
KEIMETHAFEOLTE, &) 3ODFFHHICE - T,
FEIE % FEBIIR 5% (fi%@%ﬁﬁﬁ‘lﬁiﬂﬂ)ﬁ% FHJE) 75 50 B
3L 7R SR A B R
D1OTH5H™,

CHCC2012 TEGPADEFH & L T [IFERER A & & 12 FF
FE$ B BEVE A ZERE M 2 0E AT LIS LIS 28 R & E L
BRI D33 & LT/~ BRI IS A S, BRI
Wil & ARG AT ERYE 2 2 AE ) BB CTH 5. #ﬁ&%qﬂ;ﬁ%ﬂﬂﬁa
BHUE (ANCA) I AREREE 242 605 2581 LI3LIE
HOLNL] LR ENTHEY®, Efw”&fﬂﬁﬁ%’?%éml*”\
258 R VERSEIEAE & & 312 ANCABEINE %D 12
Tdh b EGPATHIHNT 5 ANCAIX, U7 4 F—¥3
(PR3) Tld%2<, I TaXVF ¥ 7 —+ (MPO) IZH
HANCATHY, ZOHIEIX 2009 4E (2 JE LS B8 DR
HE & B I M4 TSR HE AT [/ CHT o 7 R EE SR A
LB EHI50%TH 727",

PRI, AR O Al A AR TS B34 1,900
NEHEE S, BIEEENIL 40 ~697% T 66%% 5 (H
37), FLERSSHE, BACbiE] 1.7 &R LIS W
EWbroTwWA, BINTIX, AIT100 5 AdH 721 1412
0.5~6.8 \OFHEHIEDN DY, HRHEIL100 T ANdb7:
D10.7~13 A& wbitTwn s,

% (primary systemic vasculitis)

N
140

2.

RIERR

IRRIIAREHTH L0515 hOPFUK T 57 LIV F—
FUSH Do TWD Z EI3MEWR , FUROBEME LT
A== BRFLET 7 F 272 E), TANXNVFN AL
EDHE SN TCOLAARHTH L. DRTBIEARH ST
/oo a M) T2 ERREEGEE (LTRA) & ORISR
BICH ™ Rk S EEFEFATTH LTRA O HILH
35%I2F E o7, BIKEITIX, LTRA PR Clif B
RPYE LS EIZED, PFHL QW Ea VT a4 R
(GC) %i}aj‘aitf_p LM E SHFTEGPADISIE L 7T HE
PEHE Z SNTH D),

RS & LC, HLA-DRB1*04 & *07, HLA-DRB4
PEGPASIE) A2 LB 2 L VIO MELH ) ™, o
L9 BBEROBEIZ, HED%R A SPOPUEHITEAIND -
THIET AW REESRIE SN TV S

JRRE & L IR ER O SR~ O B ER I X 2 M
BENL - LEETHLY, TNUINIL L L DREs:
IR b > T % (B138) ™. I EEER OB AL
2BV T Th2HE A S D IL-4, IL-5RIL-13 72 & DH 1 k
A YDBIREORM, EITICEboT WS ™ —T,
Thl, Th17#fHRDIL-2, £ ¥ ¥ —7 1y (IFNy),
IL-17 D52 7R3 B Re, il E THIBOR T 2 & b #it
HINTWE, S51, EEHIOEGPA BE TIEIMiETH O

120

100

80
60
40
20 I
o Il I [

10~1 9 20~29 30~39 40~49 50~59 60~69 70~79 80~

FH+ 8D 54.9+ 2555, FRR{E : 567
R 37 $FERERMEZFEIN

TEE (i)

EXMANFEEREOREFHROSN



VI FERERIE 2 FEMER NS BIE

Allergens

Th1/Th17
N IL-2,IFNYy,IL-17 | Granuloma -
& . T Vasculitis
< n =

E I 'i IL-4, IL-5, 1L-13
—_—
IL-17RB . ” /}
ce
—c
IL 25 IgE, lgG4, ANCA

CCR3

. Eotaxm 3 ‘ ﬁ

Eosinophils

38 IFEREKIHZFRIME R NS ERE DRRE
(Greco A, etal. 20152 & 1))

IgG4 DHENIAER S, LAEH ST 2 1gG4 B R
BLOBRLRIESIG ™,

3.
RIEFRER

EGPA @ F 2 m BRSO
DU RER A FR L LMz (B39A) & 747 /A
FH3E (B39B), MEIAFEDHFLATH L ™™, Wik
JEDREFIL, fFEEkOFHZEEE, LI LISEME % £
) HARERDEER AL NS,

4.

AER

SETWE, TUVF—HERLREDT LIVEF -
H947 L (prodromic phase), =115 DifEHEHETH 5 GC :
DRI L DTRE G ET S b2, ﬂﬁmm%@%&ﬁ%ﬁ& A HRE. B D1 U/ A REBE
BRI % P T (cosinophilic phase), Je#, AEMA 7% 39 HESREBRMERENZFIBIEORIEEEMR
Y4Bk, S5 IE ARSI X 5%—«% W Ry (GrecoAetal 2015 EY)

Eﬁi—% EBREE, MR 41T & 2 B <o I, B I
BRI ﬁzﬁiﬁ?& DM E RKIERAH I T 5 (vasculitic R D EHETI0% L EOIEFNZASNEL. FDIINIC
phase) t V) ORISR TH B (B40) . & B REAEIR (SETE, KLBE, &7 &) AHI60%IZA S, I

GG EA SIS BRI E TE3ELADS . MERE WISk (b, R %, Rl b)), sk

ROBHTE, FBOREEERAE™ T, SRMEHM  FEMEE HEIMER (R wzﬁﬁ LM, %
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MESIEGEREDOBTTA FF 4~

zroqkas | o~ | T~
ORFBEERIENN [ [
OREIIERLE )
OMBERIERR )

1987 FOELEIREREZFENFILC LD T4 BIDERFICED L.
40 FEERIEZRMEREPSFEE OHINERREE
(PEBHERERAHIRERE B 1988 £V 1ER)

&), HALEGHEIR GHALE I, BRI 72 &), i
&, BERR IS E SRR - TR ALNL.

5

%E - EfRFTR

AT R CUE, AR AT R BR 34 I R 1 o 1 Bk o
10% 2\ b GEE 1,500/pL L F) LB TH D, F72, IgE,
)= MM FRT-OBEEREIFT0%E v, ANCA B E
13 ANCA BIEIME ROZWIZBWTEE, HFRELEL,
ZTOFTMICIELHATH A LoL, EGPAIZBIT 5
MPO-ANCA D[ PEEIESCERIYIZ 40% R 2, AR D4 E
T TH S0%ETH 72", L7zd>T, ANCA
Mt ThHo>TH EGPADOZINIT3I2H D) D 5 2 &bk
FTRETHAH. F72, EGPATDH PR3-ANCA (c-ANCA)
BB EE D2 L13H ) ) BH, FNTIBIYTH S
DT, ZOYEIZEGPADZ W & HEIZHIR & 5 LZEA
ZX’;)Z) 386).

EGPA |ZFF B 2 BT AL WS, IS m s 122 &
NolEETH Y, ME XA E 7213 CTEGOFEMIIEE T
BB —RIIE L ALNDETRIE, WHIEORBEEEZT,
— 3% 7% (transient), # B (migrant), 7> I X 6 1%
(non-segmental) D53 Ai % /" 3. CTTIXT V) 7T Ak
WERETLIELE. HRIROBREIZLZ EEDLNIK
SRR/ NERREEOME D LIZLIEASN S ™.

S2HF - U

B, Watts 512X D IRE SN - 2GS ROGHET
VT ZLFOTIE, Lanham Ot (R28) ™ % 723K 1]
U FEROENE (R24) ™ &Y Y61 EGPA L4F

& 23 Lanham QFEIRMEZRMER A EED D HE
B
1. [EXHS

2. WFERERIEAN (> 1,500/ 1 L)
3. MERITER T D 2 fEzsl EDiEzsES

(Lanham JG, et al. 1984 % £ 1))

& 24 KEY U FEZROFHRIRESRMEXENTFEE
DRIREHE

1. [IEXME  WBEF, FEKEFICHSNDUFRAMDEE
DSE

2. WFEETKIEN @ HIMIRDED 10%i8

3. BHREEDDVIFLH BN | £HHEMERICERT 8
HIREE, LRMEBHEES, HHLVIISHEMRES (FR -
HRELD )

4. i £ HEMER(ICREE T 2B ENED D W [E—E DA
BERZET S XiRE (EEEREISFEN)

5. BISEES  24H2VFEBHEDRISERECFERDEE,
HDVFEIEFEDXIFERICHONDEELFTR

6. MENEBNDIFEEIKRHE | Bk, #HEIIRED D L) IFHERRD
ERICHVTMEN N DIF IR E

YIE - _EEE6IEEH4IEE L EZEC 9 HBE Churg-Strauss iEIR

Bt (IREGPA) &9

(Masi AT, et al. 1990 **? & 1))

HEN5.

DETIZ1998FEDIEAE (B, BATEE) Ok A
WA, BREE TN L 720 0% CSS, R R H
WTBHIL-b D% AGA L LTE7: (K25)*.

ERAZMWTE LC, o> ANCA BN 9 CTdh 5 PSR
M3 IME % (MPA), 561N %R FIERE (GPA) X
BRI I S A\ S, EGPA TS i 7 &7
LIV — i B O REE & B 2 IRk NS & > C Iy
HHIENTHETH L. LA, & IZANCADEED
BAaE, BRI RIS E L OB BT 2560
5.

201541 FICHiAT S 7z [HER O BB b3 B RIREIC
B3 2R () I2BWT, IREREBRENENCE
JERE S RIS A 2 AR B S. EGPATL K26
D &) B EREEGEDIRE SN TS,

7

ARt

#FK27 |2 EGPA DHRICE T A3 7R 9. ANCA Bk
& S DWEEITAE 4 DREF O FEIEELHENZ L Y Bl b,



VI FERERIE 2 FEMER TS BIE

& 25 1998 FEEE (IR, BEHEE) [CKd7VIL+F—
HERSFIEEMER (R EGPA) ODEEE

1. EEMRRPTR

1) [IEZBRDBDWVIE 7 VILF—HEn
2) SFERERIEM
3) MEKICKDIER
2 (38TCLUE, 2B L)
HERD (6 7 BLUAICE kgl k)
LHRMBERR
HEERm
e
LR (R)
EhPSE (BROET)

2. BRIRABDE

FEBERRFTRD 1), 2) BSETL, 3) BRIET D

3. TEHEBAR

1) EEHER CEES T BRIR B 2 4 S M EDRSFREME S 213
T4 TU A REFEEMERDFE
2) MESNNIFEDEFE

4. ¥

1) B (definite)
(@ 1.OEBRKFAEDS S, 1), 2) BXU3I) DZNEFN1D
DEZERU, 3.OFEEBARD 1 BEEZEICIBE
(b) 1. DEEBARFTEDIEEZ L, 2. DERRZBEDRF#HZ
AN
2) %8\ (probable)
(@) 1. DFEBRARATED 1 IBES KLU 3. OFEHBFARD 1188

Zialc I Ba
(o) 1. DEERARFREDIIER Zimc I, 2. DIRFREEBDREL
ERSHEVSE

1. 2ZBELDMR
1) BmmEkEN (= 10,000/ 1 L)
2) M/)\iiiEhn (= 400,000/ L)
3) MiEIgEEMN (=600 U/mL)
4) MPO-ANCAR5 %
5) UDY b FAFHM

6) fi= RS

(BEAREREREEEHEMIIEAEMEANITR. 1999°74£V)

VRN 7 = F 2445 D recommendation |2 FRHEK S AL 72T 45
XY, BRFE (localized), T4 5! (early sys-
temic), 45 % (generalized), FEAET (severe) B & UV
6 B (refractory) O SELIZ T 6TV 5, bSEOD
ANCA BIEINE KOBHTA ¥ 74~ QOI4FYETI) T
b, BOEG, BIER, REREGIO3IOIHGEL, HETE
AR SN TWD ™ 72721, ZHUZBLICMPA & GPA
BHIZBWIZIBHE AT A KT 4 T, EGPADIHHEILRR
BEDD, RRETEIONA T4 /L CRRKRT 5.

X206 [BROBEICHIIERFICEHTDER] (BRE)

CEDCIFRERMESREMERNEAFBECEER
pap ]

S5k :

D REARIEDE (AT 04 K, mEfE) OMEFES SV
BRI U(C1EL EMERGER™ ZRD T, BRRIRRECH
D, MERICKDNRENSHEEEEZH DT, BRELEE (R
EETEPHRER) [CXEDFEVNEE

DA E M EE U RERZNEST DD,
MEXKICRDBEDATEN S HEES (BE, BISEX,
REMREELE) BLOAHEREMCTHD, MBIEL
CHBLEZACESEE

CMERICKD, RONSHEEESEEEV LAHHEZS L,
U UIRBIRIC K D AR feld AR IC#E Ufe se il B
ZREEL, HEERICKEZECTBE

CMERICKD, L FRICR<ES TN RESRE

RV UERLATHE (BERRELE) 28U, BIK

wEifEAE, MERES - SHECHULTT nBUED

ABaRZREEL, BRLEEICREEZEZERL, U

(UM ZNE LT DEE

MERERICKD, LEonitehs([CEES DN R

BEECBELAMFE (SERLE BRENENRE

fEfREE [DIC] 18 &) ZHL), RAIIE L CTEIRARGRECK

DEEFGEEEEL, ARERICHEASDINYZNEET

DFBE. N, ANTEN, ETRRFE REREQ

EDRFENEETHEEDZFND.

TITROWVWTNDAZERDH D T &

a. F# (38TLLE, 2BMLLE)
MERD (68BIC6 kgllE)
. FEE. B

S FEMBEMER

- BISRFER

ML FIE - BIbER
SRBRRCIFEEMREZ A DRI, RIS EDIFIRES
AEIR

-NYHA 2 EDDAEE=E
EMICKBHER

j . E|EFR, MR BHEERS

Q -~ 0® O O T

- =

ROV FNHZESRDHD T E

a. TREDEEICKDIFERAZE (PaO2 60 Torr i)

b. &I L7 F = /MEN5.0~7.9 mg/dLIZEDB AL
.NYHA SED DAL E

d. ImEkEE

e. RHHRESICLDAREBD LOEEES

f

[¢]

(@]

H{EEHI
CFE - EHDRE

B TRICRBES I RIS RS

a. TBBREANNEITEE

b. &Y L7 F = /BN 8.0 mg/dL I EDERE
c.NYHA 4 ED DA H IR

d. NMEBEE(CLDTEHE 20T

e. RYMIREE(CLDHHERE (HH2LF)
f. e
9. UMD MELTHE - BREDEE
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MESIEGEREOBTTA N T4~

® 27 WEIRMZSRMEREANSFEEDGRICET 5 H#R
EIEFVAUNIY

R IETYR
(2917

I35

ATF0OA K

A70A RIUVAEE

YOORAT 7= K (CY)

TYFFTU (AZA) lla

) n.n

A RLFEY—K (MTX) * Ila

REIO7U RERE

Uw+3<3T (RTX) *

MIL-5FE

HIgEEE>

MR E*

*IRBRBAS

7.1

=R

GCAFEMAT, % {ILPSLIFH0.5~1.0mg/kg/H 72
12 30~60mg/H TiHEMES LD, BAEFITIE, PSL0O.3~
0.6 mg/kg/H (15~30 mg/H) % #& 1% 53 %. Five
Factor Score™” 750 DFEBITIE PSL DA T 93% DIE Bl E
S 5L ENT0D >0 (g 521 LTV ALNVB).
L2L, PSLOFEHZE RS SN D867 & T, PSL
DOWENFEZYHFLC, BOP 70 R2 773K (CY) %
1~2mg/kg/ HT3~6 AT 52, &#OT7THF47
1)~ (AZA) % 0.5~1.5mg/kg/ H (25~100 mg/ H) % i#
HAH$ S (E2E2 5 A 1la, YTV ALV Q). EIE
BCi, PSL0.6~1.0 mg/kg/H (40~60 mg/H) O[]
HHVIFATOA KOV AHED: (mPSLO.5~1.0g/H, 3
HEE) 247V, S 512 GCHIE,S 4HLIZ CY 20§
%30 (JAE 2 5 ATa, TET Y ALNVB). CY IZHEHR
%5 (2 mg/kg/ H) 7213 IVCY (0.5~0.75 g/m?) % 47

I, IVCYELEOFKLMEIL3~4E & L, B35 mE%iE3
~6a X ¥ 5. IVCY L, &EOCY L3pRIEFRL%ET, #
Bt CEL 72 OFERZUIV BN E Vbl Tn 5,
MEEASHEFREIT EGPA ISR L, —fIZIZFH TRV E S
NTWDH (s 5 A1, TEFYALNVB), A
P il e L R 2R S AT D FR S R BRI 2 & D R FRAE
BIClE, EAEFNIE U 2GHEITMA, 5k (2.0
~3.0L%3HM) (FREERSY) 2063 %
PLCD20HUAD ) Y ¥ <7 (RTX) 1&, MPA & GPA|Z
L CTHARTHRMBOEH & 7 57275, EGPA TlEHCTH
4. LHL, YV CTIERTXAYEGPAIZ O BRI D% 4T
HDHEVEBIREDER S, GCRCYIZLAHETAR
+55 7 ANCA B PEDIERI 72 & Tl “easonable” 2 iGHE TH
BEENTWEY gy 5 2 1b, TEF 2 ALNILB).

7.2

& 145

BEREA USR58 L 721213 PSL 2§ 525, &
HEE, FEEIZOWTIE—ED I\, BRI 7~ T4
230 recommendation Tl, {HHEISTEIIILETI6~18 %
HTPSLZ 10mg/ HUTFICT 2] L3 Tnd ™, s
FENTBRINAH D recommendation Tld, 1 mg/kg D PSL
THE S N4, 37 H %1203 meke 67 H %121
0.15 mg/kg F THE T H2OPHHTH L & SNT15>,
BAr 9 B I IRBIE O R R E I L C, SHE
= r7ua7) CEHERD AVIG) BWERITH 5 L) ik
BAH Y P, 201045 1 A5 IVIG AYRBu# I & 72 )
ENTWD (JH2Er T ATla, ZET Y ALNIVB).

7.3

EEEH

PSLE5~ 10 mg/ H CHERFT 2 D0 TH 4. FHIE
BITCYBEHIC L VERE o7 ERTlE, CYDEN#
G L RvwoTer AREZOSIIFIEL, MTX %
TZAZAEHE L35 (HEES 7 A 1la, TET VA
I/J\}I/C) 386).

RWIGCHEI 1) BhIRTEAL, MHHERESE, M SewiE,
BHRRE 7 SR 23 IO T L 72 5. if:, —a—%F
AT AN REOFHEE ST AR 2§ 5.



7.4

IR (FRIARY)

HEITEA S L CEMEMomE L FEEIZIT). CYIZD
Wk EOMHE LR, BEbER S oEMESE D) A
7% LRSS0, BIE5EA10~15 gfEEE TIC
EEODL T DR SN D,

AR, AR TOHIIL-5HUED A K1) X~ 7, PrlgEht
RDF 1) A= 77 EOEYFENEF DA A S ARSI
% (=) A~ 7 RRBuE L) 2.

X, AR ER

1

PURIRIAIE IS LA (PUGBMJR, anti-GBM disease)
ElL, PURERMR LR (glomerular basement membrane;
GBM) JifKIZ Lo THIER I ENDFHRAROF - MihZ
26T, 20124EDF v~k LT vk 2433 (CHCC)
T, REEAARE/NNLE RIGEST, OFRBEO
PLGBM BUAEIE 45, QMBS EHTGBM HTA 2 ifia i,
O LRI Z BEET BIEL, DIDIFTHNRTNSY,

209 LHLGBMPUABLRERKRE 5813, FRIRIIC 2t
T VEARERIRE 25 (rapidly progressive glomerulonephritis;
RPGN), & &|ZEMERESE (acute kidney injury; AKI) O
etz &0, MRS III3IEIR T A AR T B R ER A
7%, EOLPURIE CHREFBEIC 1gG O IR IL#E (linear pat-
tern) XL FHRAROEETH L. Mz G652
%4, Goodpasture JEMEREE X1 5. FBELAIZIE, 1919
412 Goodpasture 734 > 7 VT 2 2 | il L & A U
PHEBI A AE L7 2 LI E 5. HRIZOWTIZ 1973
EIZWilson D FE & o7 i E L T0E Y,

L GBMILATI RPGN D F {1 RPGN D& Tho &

IX. FRERARRRNAR

8.
B

FREDEIRIZ LY 90% LI EDFEFIAT6 » B LAWNIZ Ef# I
BD, EGTFRIESEEFENITBEWESNTEBY ™,
HAFChs, INTHLD, BEREL L5 v RF—TR0
FIbEEC L 24, B E, B E L, & O EE
EHER & -T2 0d b, SIREEHMRERIL LA R
HIEUIXUIEEBRE L, #92/3 OFEFICTAN ] ¥ il 2 % 7% 9,

RN TR

DI L, 1964 4E D Benoit b DS TIE, HEEDOHE D
BT RI132%, EETHRIZ4BTH-727. FnLUE, HE
HanFaA R (GC), REMHIEE, B IO MmEELEOH
RBEEATOND LY, BFHEIE13~31%, 4
FHEDL 2 ~84% L KIGLRUGELALNL DS, BIETHT
BARBTHDZ EITEDLYIZ RN,

BB ENTH Y, FIEFRITAITI00 T AH720
0.5~ 1.0 N/HEE SN D, EAGHEEF AT T Wi B &8 iA
PR (IH AT ) (B9 2 B AT SR AT o
T Y — MRS B L, PHCISAEE T TIZHEME X
7z 1,772 BlO RPGNIEBID ) HHLGBM FLIATIF 4513 81
B (4.6%), Hifi i1 % £ 9 Goodpasture i & #£ 13 27 %1
(1.5%), 7L THUGBMIEIZ6.1%TH-72"". LIk
HAERE 2% < A 5 L7250 GBM LR RLE K -3 4F i 1$
61.6 % (11 ~77 %), Goodpasture it & & o - 39 4F fif 1%
70.9 7% (57~93 %) L\ hdb EE LS HEA TV,

2

SEREI

PLGBM LR O b IS PUIEIL, S ER AR 2 T st <2 Jili =B Al

71
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MESIEGEREDOBTTA FF 4~

MK ST HIVRIT—7 2 o3 $10 CHmIZdH
% noncollagenous domain 1 (NC1 K 2 4 ) IZfFfEL, N
Kl 17-3162 07 X 7 FRiEH (¥ =7 A; BEA) £ CE
Uil 127-141 6200 7 X/ BRFEHE (=¥ b—7'B; EB) 2%
ENTWE™ oyt EBLY M—7% ik ¥ 240
GBMPLA B EDEFELE L YBEE T 25 L S5
aSTAONCI F A A Y EAFEI L PR E b—=712% 095 %
EOWMELH DL WEIE NSO Y h—TEIVE
T =7V o345 NS B 6 mAKOWNENIAFAEL, SR
UL L T 528 (hidden antigen), J&GYE (1 > 7 )V
IR L), BUE W AR CEREEE, TR LR
Fh L) OETH - BORKEICEEDSE LS L, affi6
BADPEEEL Co3, SO M=FHEHL, st
L CHLGBMPLAD A SN B EEZ SNTWE™. i
DL GBM LKA SR BR A R0 fili 0 A ML D £ I it it
NEEEETLE, TV Y SERNER O GIE KSA L,
TEhER, ) v oSER HER -~ rn 77— U EORIEME
DIRATRE T 5. EOIZENODEET LA M1 >,
TR, |ORRRESR, MR BRERIGEZR I D4
ERARFE IR ORRE & M A3 L, BRI AT §
LEEZLND,
PLGBMPLIKIE, EHEREIE R OB OIS HE 2B H 12D
AOENLIENHDHY. T/, b TEINZRA SHET
HTHRIBEINDL Z DG EINTWE 2 Zoifa,
BHIZIgGY 727 9 AD1gG2, 1gG4IZRE L TWBDIZ
XL, ¥LGBMIEEE TILE MO [gG4, 1gG2 DITNIC
IgGl, 1gG3 bA LN, PURTY M—T7 L OFFMELR &8
R O CBEE S 2 LHER S T )

ek d X912, Pt GBMIE EE D 20~30%!2 HLi
Bk A B & PR (anti-neutrophil cytoplasmic antibody;
ANCA) 2Bt e % 5 Z LA HHN T 5. JLGBM L
RIS E RO BEZTIE BEO VEL ELHI2S
ANCA DG EIZ > T b LG L H 5 Y. ANCA
EPLGBMBLIA B E OB #IZ W E 2R TH 5 75,
ANCA |2 & o GREMIEIEBEEAE L, fiRTE b—7
AEHT LI LX), FIGBMBUED REE SND LW H R
BB B, i, FIGBMIEEED62.7% T, #H DMPO-
ANCA 2N Z TMPOD N2 5 THFHI (279-409
RTF )T 2P S5 LG SN2 2
NOHDIY F—TOFENHEREOFLE (B HE 3 2 T REM:
bdY, GHROBERPEIFESNS.

3.
RIEFRER

FARERIETIE, W L7 BMEREREE > S MR O 7 1
T R FENE R &SR~ CEREANRET AL LD
W2, B SRR T & > TR~ 38 E R o1
DL, AR PR ENSG. 20X,
AR OIGHERT LTI, WO AR B R Bk
WEROIFEGE DAL, AR, GO WHIE
WEREPERTH Y, MREEIERY~ T2 TH
POREIZ KRS LA Z . BOEHURETIE, FREFEEIC
o7 IgGOREIRILFE (linear pattern) & 78 5. $RGu{n
T, Bke L 7B BIg S 5.

4

AEIR

e, WS X BIERDITD, BERRLEE, RERK
A, B EOEGERPEHETALNL Y. W%
FEIRTIE, 2B, 7k EOIFRNERD b - &
b\, WHRMIMIR IS CA LD, L7zt
T, BISER - BHRAEDZDI2IE, SRS IR 2
REBRUEIRITRB L OREOEREEREN AL NDLE
FECHLGBME % 589 CENEETH 5D, Bk - SV E
ENEITT B LIEME, ZIR - IR, SIEZ &8, Fiii
AT AULIME - I - MR RSN S, FIRO X9
12, BRI RO A TH GBM LR D 7 — 2 b s
ENTVE Y BRSO KGO BB N5
CLHEETHD.

5

BRERR

ZIZEPIT, MR EE RERATR, I Criio k57
BWRIERT R (CRPO L5 28905, IREADLSESF
HBRETALN, LEIZATUO—BLN)ET L. RN
FAER MM Z KL T, BilbEEDZ LENL . T
GBMBUAD L 22 1), FEEZWIICLHTH L. RO
Fv MIo3#HO CEEMICHEAET A NCI F XA v 2L
TBY, 1ZEAEOPGBM TR EIC R A5, FAUHK
MCTER VI N—THPHEHET LI LITEET L. L



GBMHUIR MM ZRE & 1 TIF—3 L, h#EL &Ity
52 ENL. bbb, mIMIiOP GBMPUAMMmILE
TWEIMEZ R L, KD L VIERS RO~ —H—L LT
bEHEEZEZ OGNS,

RO X 512, JLGBMPLEL ANCADWE % /4 5
SEBIOATED S THB Y (double positive), HLGBM LK
RIRERIAE Je 04920 ~ 30% T ANCA A5 (& <12 MPO-
ANCA) &7 5% 512 ANCA RS ORI 5~10% Tl
L GBMALIR DS P12 70 2 & s ST 2 29§
GBM#ifk & ANCA @ double positive fEf1E, HT GBMIT
R R L IFZFAEOE T, A FRERT.

TERBUERT-& LT, REGROERERE, SRIKMED
FABRIEEES DT ON L. Levy Hid, I 254EMICIE
DT O N5 GBMBUAE KEH S BID ) b M AL
JREE L SEIIRIZE A R L 72 7161 %, 1% Cr 5.7 mg/dL
K (1941), MiECr 5.7 mg/dL 2L - TEMT AR A (1361),
72 BRI AP BT S & T o 728 (391), D 3BEIZ4)
. BAMEAENEITo7. TOMEE, EROAFRIT
HZEETENZN100%, 95%, 83%, BFAEAF=1% 28%,
65%, 8% &7, SMEHNIEN & T HEHORNE T
BIEEDDTARETH-72". T2, BEBTEAED
EARIREICA SN LG ERLEIROY;E1%, BRI
MEECE 2w DLl X H1S, GG OR STl
CrfEiA¥5.7 mg/dL VL b, BHTEA, FAMEERERMEIC
REG &R ENETEARRNT L% 5.

— M@ Il OP GBMFUAM T FRARR T L&
A BN TW5, Herody 5%, ZHEEOERRE IR, B
AT R E & D ICHLGBM PGS A B PR 2 BLE L
Tl HELTWAE Y 20114ED Cuib O ETH, it
GBM #Lififi s LT OMAL L 72 FHIF T TH 5 2 &7
IRENTNBEM,

6.

S2HF - SR

RPGN R DM S E 1, B R IEIRATR & 2k
(TS B ERREREE, CRPIGMEITRA DL, T35
ITEWRYITH S, & ERAHDOZE - BRI, W
IRAYIMIR 72 & 2 780 B 5601213, HUGBM b ZRE L T
BlEAT, IMEH GBM $iLfk 2 llE§ 5.

R28 2O E DR EEEF I B 55 GBMPUALL R ER
RE RO IEAEZ KT

IX. FURERA R RIRIAR

7

iVt

K29 IZHURERMR L RPN O TR IZ B3 B 33 %
R

71

AaEE

Pt GBMIR DG TR 4 (5,
JEFE % Z L CHIET 5.

7.1.1

ENREETEVSIERETIEREREER, FE

M= ERs 5155

W 1 mg/kg/ HOPSL (mPSLIZX 5 AT 04 K/7S)L A
TR, kY 7ak 2773 FAVCY) (500~
750 mg/m’/ H) 7213820 CY (1~2mg/kg/H), BL
ML O 3B B RIREE 1T (E3Er 7 A1, =7

FifZs) O L &

& 28 #i GBM HAZLRIRFAE R DZHIRAE

1. MR Go < [FERMMIRAIMAR, FAUCPRERMVIMER), &EER, M
RS EDERIMERITRZRHD

2. IEFARGEERNEDZIECHD

3. BERCTRIRARIFEE DR ofckORE I OTU Y DilE
CEIEMHE R AR B R 28D D

LD BRU2FlE1 BRUIZRHBDEEC(E [FIRIKFE

ERER| CHEEZRIT D

X 29 HARFERBRAMROGECRETIHRELIES

AN
HELE IETVR
952 AL
2704 R
2704 RIUVRESE Illa
JOORAT 7= R (CY)
MERIARE L
w3 T (RTX) * C
*RIREA

73
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MESIEGEREDOBTTA FF 4~

Y ALUVB). IVCY 343 & O Crli T 55t %
LS 5.
7.1.2

BRI IERLEREZEL, BEF20OE

HRADIEWVES

iREOA % G 72 IKEEZ ZR L THRNEZ
RIET 5.

7.2

WyaEx

FIHEERIIEAICGC L CY ZiE L, % GClL6~
9n HIM, CYIX2~3» HMGEL MBI 5. HLGBMPL
EAEMAL L, BRI E B G R
e\,

7.3
BEICDOVLTOREH

HIFEO PR, W REER DR TH S P GBM Bk
FROBRE, TS AE LB L OGO AN T
5L THADH PLGBMIREILIHEBEAIER ITE 720, i
BAIZ B12UE, WATLEIERRE (A 70 A B2V AL
% &t GC), PiGBMPLEDRZ: (IMHERH), B L UH
GBM HUED 3] (GC 3 & O PIklige:) % [
DIRHNAT) DD 5. ML, DALY
HREDHE SITEZA, Halt, HASET D PR &
%Y, 17—V 2HAKTTIH, 27—V F TCOERAWHEIZ
otz BAREHEST L7 B BT, Bl il
iz Bess LI A 22 2 L7258 113 ER S A L
MR SR ENENLTEE T 5.

L GBMIE DGR T 55 >~ & 2 LB ER (RCT)
A, Cui S E O 112 BT 2 5 GBM LA
THRERKR 458 £ ' Goodpasture SEFERE D221 Bl % K} 512,
GC HF 53, CY PHBE CY B X O MAESSHR it H D
BYhBLOEMTRELELAZY. BRI BrVRiE
GCHMHE L D b CY/ MG AR T, EdTRIZCY
PEEE, CY/IMAERHGEBECHBICBITTHY, 14K
DT, Ear T HRIEGCHMBETZENZNHS%, &
40%, CY/IM%EASHBEHEET29%, 76%TH Y, 3EHH
HIZBU2BFH OV =R [HR]0.60) B L O EdF
% (HR 0.31) 25 EICUEE L Tz

L L7236, Bl L)1, EMELEsTo56%
FTRTORERKIZ P AR R S N5 FAEBICTIEEHERE
B TE RV Ldto T, Bz b 2 WBHE

HMB OFERI T, BHROBRE X EEICHED, HEO
WIS 4. —J5, Ml % &6F 9 % Goodpasture it
BT, A TPREEDZOATOA KOV AB % &
L) 7 RPN E 2 B C O, TEIULR
FEHIHIZE (CY) OPEHATEE LA, JEYEATT » hbo—
VT ELRWIGERHIMERA, JFEER EOESHIED D
LAY, FTATOA FOVABECREIGL, 14l
HHEHT A e RSN S,

HIEA A K94~ & LTI, KDIGO 7* 5t GBM #ifk
RIARERMEE RO T A KT4 2 bOETIETIE TV AL
FHSRPON BT A BT A 2 2014 D7 7> THLGBM PLff
RARRAETRICOVWTRENTWE ™ BT 5L,
RPGN % £ 7 551 GBM FLARRERIRE 46 35 L O &
P9 Goodpasture FEfERETId, WIHGEL LT, A70A4
ROV 2R & e GC, S HIHIZE (CY), %o
] BRI S OGRS HERE SN DAY, 3 TILENTE
ALTWRIGERE, BRREDMITEAD FaAD 7 W R R
T, WOGREIIHFERIIIEZ 213 AL, L& TWab,

PLGBM PLffifild, HEIECREOIRIESE L THESRL
£z BILT\wh. Lockwood 5 13 1976 4, Goodpasture
FEBRED THNRS L2 iNbia g & meE iz T, B
PEREASTE L 72 360 CILE#E R 22 Pt GBM HufkasiiAd L7z
DKL, 461TIEPL GBM Piffid s £ I3, HEFF
BHFICE 572 &35 L 72*Y. 1978 4, Johnson 57 RPGN
% 5 L 72 Goodpasture fEEHE D 4 112 S HIHG
g & MR A AT L 72 & 2 A, IRERIIGHRIZTEIRG
#HL LD ICPLGBMPLAR b &BI TR T LY. 2ok
IZ, PLGBM Uil d IR R L & DI by a2k
%7 H GBMBLADSEPEL L BRI E AR 12 20
TS 22 8137 , RIMMERRGRILEELE R,

%P, PLGBMIEIZY Y F <7 (RTX) % L 724
BIRE DA S ND DS, BT hDDLVITEM T RETEET
LEDTHHRIET VAT R,

8.
B

X,

RO L) PRIZTGEL T D05, WEZICET
%, EGPREIARTHS. PiGBMBPUARLRERIAE 45
OEMFHICHET MG IRV, BidD X )2, T
GBMPBLAEDS L 2 1), BIRMICERICENL, 201k
DFRIIEFNTHLIEVMOEN T D, 72720, fI5ER:
LD RERE L THELADIRE SN T8, £l
BIEIILETH LY. NS OFRGITIZH GBM HUAA



DAL A 5, HLGBM UL TR DR L L TH
HREZEZHNEYY. ANCAFKERGEFICld it GBM AL
PREAE R &) S DL WEIFNIC S 5.
Alport/iEEHEDOEFH TIX, VRIIT—7 > Da3~58H
RIBD72012, BERHREAT R IZH GBMIUE D EA S 1,
YL GBMLIATIE %5 %° Goodpasture JEEHE & FEET 5 2 &

\

X. ERBERIMER

dHM". ZoTuhikit, EEOVGBMLAL £,
a3NClHEEDEA, EBHEBICH LM EDIY h—7FT
137 < 6 BAAH D a5SNCL ¥ 7= N EA FEISI K& L7
) P L72ASo T, AlportdiE 5 B O B S A2 121,
HRIEEEL EDITHIGBMIUEE E=F —F 52 LD EFE
n5s.

X. ERBERIIENR

1

REBLR - BF

—HI, FRVSIHRRI T D 2 I 2 DB OAE
DATHZWENL. ZIhBEZDOLDOEERKE L LI
Frd s, UL, SEMBRRINE I, REMERS 255
BRI R L, BB - B - RILE LD 2 8hB
0, BRI FmERBE R I 2 % 7R B I 2 D —Hl
Thb Tabb, FHRRBRILE KIZEERYICIIZERE
(B95) OFRE Lah s b FoRERIMERTHY, M
ML b e A8 I v OWEEC L > TELLEMB EIEE-
7o B s, WE, BHIRES CIREEERE IOV EH,
5, EEROW T, FERRE L BIEDFEMEHRINE KO
BRI S SN TW5D, FEE, EBEERSER T O
20% DSEMISIRINE R TH - 72 L OFET HH L.

BB %I, TR R AFEEDO R W—RM (K
PR EEREO—ERE L CHN L kM (Fsth) 12
SHEESND. F7o, BERIEZ £ b O % KRR mEE
FEIRB RIS 4 & O, Z LIS % IE R e T 25 005
BRI 258 LCXYIT A, Fry b art v 25585
(CHCC) 1994 TIZRCLHR D 72 Ao 7= A A4 HILAE T 25 R 95 1
M4 %45, CHCC2012 THLC1qIE ROBIFRE & b IZH
7B E 2D,

2.
FIERRF

FEIRBRRIMAE 2213, SRRt R C R A BE | 2 50
7)) PRMEDRE ZRDO L LD, RIEEAGHE
BLEMERIRT A& vwbils, EE, SEMEHRINE KE
BID30~75%I\2, PEERMLEH OTIEE G RDFEDO L7z
EDOMEND L. MEBEA~OREEEROLE, B
O LR OTE LI L 2 WA DIHB A LN D Z L
5, ME7LVF—IZL 0 EEAGERRTH L LITRE
ENTn5,

WA (BEEETE) OBEEEBICIE, YAV ABGHE, &<
WZIFET AV A (BREIF%, CTINZ0), B, &<i24
) 7% b—=7Z (SLE) * ¥ = —7 L VEfRE: - B
) ~F (RA), ZoMomiEs, 704+ 27a7) v
EDHSN, INSOBEBRIZE D FE SN RERAR
IZED, ERBEWI)BRE b MERE L TRIET S
EHER SN TG, BEEGHIEREFHETHPURE LT
&, YL ClqItikDOHE TH % Clq D collagen-like region
PR A VA, ERIER 7 EA RS T s 2,

3.
RIEFR R

B2 R AR T, B TR S M ER B R L4 22 % 7R

75
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L. Thbb, B L - pREOMBERICB LT, WEN
MDA - IF Bk (BB % & ) B2 IS JE PRI
ZH - ARIMERIE MR - MENB L OREO 7 7))
A k& RO L. HIEGEZHOGE CE LM RE 5027
07 Y RHARDREDRA S, & AZHIEEIZ granular
pattern DLAE % 3B % 20,

Mehregan 5%, AR &SRS REIMNA 25 CTlLRE
HOGHEBHEC X B0 T - WO ULAE D5 F JE 2R
BiC69.6%, EZIMERET86.9%IZALNLDIZXTL, 1E
A ML PR RIS BRI AE 28 TR 17.8%, ELRZ I
BEEIZ28.9% CTh o7z it L7z, Davis 5OHE T,
lupus band test 2 A IMLAE 14 5 R I5 Bk L 45 T 96%,
A A L AE E ZERRIZ BRI 28 T 1% A Fa 1 T dp o 72 2.
Sanchez 513, IEAHAIMEEZERIS RN 5 T b 4 SEik
B A ERES EAT A 2RI TS ),

4

AER

WHEOFIRIE &0 Rk (% 324 R DLE) #3625
W95 DA TR T 5. B OFEFRIZ DIEIR TH % 18IF
WA T, BB, EREE) L%, BIEL & H
ZHMEDOEMRBERLRY, MREELERTILELE W,
S5, BEOERPI, MERTHLIDO, EHORIER
MIREZ3E, FLBE, A, IMEZ & O FERIRIET 5.
ZOFERE L TRFEACDBIRRARBRRZ TS H5E61 b
H5H (E41). 7z, EREICAEL 2EMBREK SN
EREE LN 5.

RS RIME K TAONLHRISCMEBFEIL, B
DB TR ZRTIE A5 I V3 - BT LILF -3

41 SMBRIMERBECHONEBEEEMZLT
RIKPARBHROES

BIMETH S, 29 L2EREO S 2 FMIB ME FAE )
REEHEFREL, @553, & XICHEEHTNEZ &% B3
T 5.

ECHH PR IUAE PR FERRZ BRI 28 T, AR AR IILAE &\ 9
F—=% 75, SLEOMIHERE LTI I BE b T
W5 SRR R A ITUAE PR SRS R I AE SR B O 54 %A%
M SLE S B SN0l U, IERR I 1 2 R
SRR JAE B0 & O SLERATIE 3% & DA DH 5 Y.
bbb, RN E SRS RN 9513 SLE & BE L
9 %705, IEAAME SRS RIS 221312 & A L SLE &
BIFRL 72\,

A MEE SRS RIS 2 2R L, BIEiSE - BHEIR -
THALZHAEIR - IYEIR 7 & ORI 2 2 BEIRZ 19 b Dl
B AR IURE 1 2 RRIZ AR IS S8 (hy pocomplementem-
ic urticarial vasculitis syndrome; HUVS) & Wb L 5.
SLE L FBLL, ##SLE LBRs ) 525, Fi& - vk
ENERR L0 5, SLEEOEERN % E 34, HUVS D/
WENEENZAS, WAL Y BEEPEELL TV

SLE X HUVSIZHEM T L b TWwb—HT, KD
L) AEDSTRR SN T A, I FHEIL SLEAERI D%
FEEEIZ L AN\ 0DS, SRS RRINAE % Tl 42%12 52
B ARR AR MUAEVE SRR IS BRI 28 TlE 2 D 72%
WCABNTZE OMEDDH 5. IRAEIRILSLE D 15% 12 4F
L, HUVS T3 BRfiE R R E ) 47 & % 61%I1278.0
% 0 ARKH IR ME PR RS BRI 28 TP RARIF T & 2
L EVERAZEVEI I, HUVS D 65%ICA BN Y. i
FNIOWTIES.2 MIEREF IR e 2.

5.
%E - HIRFIR

5.1

RIZEEFRRE

ML LA EHIS, BB 51g (B %
IEFHERIEE, MEBED T 7)) A NN, BN
OBt L) 2§ 5. 7272, B LEEMIE T
TIZMEREDS AT B72807 14 7)) A FEMEDHELIZ
COOTHERT 5 (HMERBREME 2 Jidh ). 7z,
% (FHE) (ZE EEOFEZ BERT 5 ERETDH
0, MERERIFIERTH L. Z07z0, MEREFHD
TFRERIZEDSIZ S &) LA ED B, IhsnZ Ln
5, B AT IR 2 BRI 255 (F1 M ERB AR ot



5.2

MiEREFIIREMR

HEVEIE ROGFIEN S, BN 50 R EER
LCEIEL TV AIFEMEA D 4. /NI L )V DI S
BEREDST G & 72 5. Bl ERMIIB B HUR (ANCA) 2
T e g KomEETERT S, T2,
W, & IZSLE, Y x—72 L EEEES B L L
THESNDHEIZE, PUEPUE (ANA), $itdsDNA#T
&, VUSSAPUE, PLSSBIufAL L OMAEEITH. LI
AR IMAE M FERRZ AR I 2213, SLE & ORI 25,
L722557C, MARMEALT 2 M L 7-B81E, SLE @R AER
DO ReE % Ei#d 5. ANABEAYSLE D 95%, HUVS D
61 ~T1%THLNLDIZH LY, ANAFEMEATSLE 5%,
HUVS D 66%THHENLPY. F72 HidsDNAPUAR ML
SLE® 70%LL 1, HUVS® 17% TH SN 5 DI L 9,
PUdsDNA HLEEMIE SLE D 5~30%, HUVS D 83% Tk
5N F72 HiClgdifkid, SLET38~61% %",
HUVS T100% ) OHHETH L I EDWRE SN TV D,
LAL, CERIFFR YA VA (HCV) BEEHER )T M F
MERRE, FrOBERTOLHEICR D720 i
BEREIELCZVWEDERLH S,

6.

S - B

EEAYIZIA SN LBOBMEL I FEL 2V, K
FrFRe 3 A 195 (EEMIE) %8s, KRS A Ml CTHisim:
M RGOIFED TSNS EZITE 25 (TEF
ALV C). TIRMEFERIS RIS S JF R EIZ LRI D
725 BRIBREDEAA, MET - R EE 5T IHRE
HHIErASRkD HL 5.

Schwartz 5 1%, FEMBIEEZ LARMARIMVEDS S Y, K
J M 45 - BIEIZE - SRERIRE 4 - BRI D 5 i ne )
f g% - AR 9 % 89 - 1P Clq precipitin (BT Clq#T{k)
ODEEDH B, WFNADO2IEB &4 2 & 2 MEESH
DML L, HUVSO sk & L7 P 22T,
SLE, {R&M27 V4707 VIE, ANAE MG, &
fEHEHRRAEIER ClDI A Y —Y 1 v v ¥ ¥ —RIEJE
PUDNA BRG], BRI 257 4 )V A (HBV) $UEBEME
Bl &N DB 5.

X. ERBERIMER

7

iVt

T30 I ZF IS RINAE S OERICHE T 2284 R
RSB ROBHFEICE LT, JLEGEREBRD TET S
TRBEIIBUIR TIE R <, FLlIFZEI AR L T %,
HMRE L VI EIRGENS, Ple A IV LT LIV
F3IZLDEHEBEPBBENL Z DL (7 T A
IIb, TEF > ALV C). Mehregan & 13 ZEHEIE KRN
BRITENAEH L 20 CHZh & 57l L TV 5 %%, Davis
& POUAEA A M PEZERRB R I 42120 LIl & L
TWh, PBEOBEHOL ¥ 2 —REfEEThiie 24 3
VEE P UV F SO PIIER F /I s T

xR 30 EMRBHRMERDBEICETIHBLIET VAL

~Ib
| IETVR
IS5 LA
MERYZUE - I U)VF—E Ib C
2704 R Ila C
YoOZRY* Ib C
FHFFTU* Ilb C
YOORAT 7= R* b C
MmEEaTIR* Ilb C
wBEIOTU VARSEERA" I1b C
UwHsyI* b C
NSAIDs* Ib C
JLeF* Ilb C
b RO+vorO00+0* Ilb C
LoFYy—)L* Ilb C
* {RERERSN
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MESIEGEREDOBTTA FF 4~

WP Ee 28 3 VIR PLT LV F -SRI e
BRI LD RIEZ T 2EHIE R <, REDOBHREEEE
BZHLDTIE AR\, 7272, BIERIMEETELR & O
FERICH LT, M RV xh 3 2 st & & b1 2%t
SERRSEE LCRHL T v

J895 R0 I T IE 70 & O Bz J i IR ATEE A E Bl R° ik A o 55
PEOIERITIX, AT OA FOSEEERSN, HEIdREE
Mg - EREFIC LD (HESE2 5 A 1la, ¥ TV ALNIVC).
% { DIEBIT20~30 mg/ HAMLE L 72 1) #2499 SLEZ &
) FHERBOEMBNIE, WERERICATOA KOy
AR DL LSRR NS S EEL & SE
KR AT 04 FIRFUEL R TERTIX, Y 7BAR) >,
THFFT) , Y rakAT77 I R EORENHZED
PR GBI D 1 D &7 2 P9 (JEdg 7 5 ATMb, =T~
ALNNVC). Fie, MRS fpiEra ) v kEE
EHEN PLCD20 PR EA TH L) Yy F v TRl
DIHFEPHE SN TND (JfESEY 7 ATDb, TET Y ALN
V).

JEAT O A FHEPUSESE (NSAIDs), & <IZA Y KA
1%, Millns 5 O “0 CIEERB N 2 10 BIHh 9112,
Mehregan D E ) Tl 25BIF 1SHNCAR TH o728 L
T2, Davis® IZIEMARMETE SRS HENE 4 CL AR
LTV (HERRZ 5 A1b, TEF Y ALNILCO).

apeFr¥eeraxrony L RO

POBAIMEMFRIZBNTHE—BIUL L ST 5P (O
¥y 5 210b, TEFYALNILC)., WENLbAETIE
FIRRB RN 22103 2 RBOEH IE 2. LTV —u
(dapsone, 4,4-diaminodiphenylsulphone; DDS) (&, &
£k @ chemotaxis & ¥l 3~ 5 % & O RKIEFIFHIEH 2B 1,
FERIEIRIZT L T2 T, & CIZSLEICRATY 2 AEd]
ANOHEMEDRIEENTWE ) (32 5 2 1b, TE
TYALNVC). INOLOHEFNIREEREATOA FOb
DERLEWERIZ W00, BOBOREHOREIWER &
D, MBHEICIIERSLETH D, 72E I, e FaF
Trunud s CIEHEBRAE R4 AN D Y, B
B HIZERREAYA 7)== THRUIETH 5.
DDSZ, ZOEIEHASDDSHERERE S LTS Tnb.

8.
B

TiRIE, EERBCHMNET 5 ESEIROR M - R,
& {IZCOPDRMEBEFEDOHBLIZHE SN D, —fxiZ, 1k
R MUETE R RZ BRIME RIS R ERD L WHPRETSH
HOVZHE L, AR ME TR SRR BRINAE 9813 45 B REIR A
R, LU MR 2 R R,

XI. IgAMERX (Henoch-Schonlein $¥£5t7%)

KERLZ - BF

M HIZBT B F v~V )b a v+ 4 245 (CHCC)
2012 12BWTC, AADEE SN ME REBZFHK,
RBAEFICERSE, IR RKREANEETT LI LD
SEIENRIRR S NIRER, N vk - =T A VERER
(Henoch-Schénlein purpura; HSP) (%, IgA vasculitis (IgA

M) NELMETE SN, EMBEOT 1 124k
DT/ %% (small vessel vasculitis) D% 7 T1) —
D 7z I THIEE A RN % (immune complex small
vessel vasculitis) D 1 DIZFF SN TV 5L, GHFT 2543k
PR AL Tg A BHE L S NEREECH 5 2 L34 <, Bk
o, TbOMEHER 26T 5 [gA DIMEBE LG A
RERDTREORETH D L) H0 b I OREBHITET S
N7z ERIGEFER (LI, kE REMWEE), M
HEEIR (BEAR, 7)), JEEBER 08, T, BE% 5
e 35, FEM/IMURATEORBERCTH Y, M/NER~E



MM % W28 O FHE & 3 5 G Mo /NI 3% DR
BThHs EFEEELT, 77477 M FEEHE, 7
VIVE VSRR Ehd 5. BHEI, EEFEMEIMNR - &
HRIEBEREZ B35 2 038V, A7 u—VEER, A
PR JIE R ORI L 222 b5 5.
EAERETRIET A5, 3~10/ICb-E 5%, BIR
BRRLLVEIICH D (FHI1.5~2.0:1). /NETITHE
EORWIERTHY YD, FE-10J7 Nd7zh) 10~20 AD
BERESND, WATI3IANEMIOTADY) O
BERTHY, BHIEBET 5. FEICIE, £ZFILWN
ERDd 5. EIEEEERE, ~ A 379 A<, FVERT
WX BEGE, W, BE, K, (BRMALBE 7 &%k
1952w, SREMEEREZ ST 2L, WK
ANTHIS0~80%, /INET20~50%& ST v5*.

2

SRR

BHREZ IR F 2B STk v, TR o IE 1gA
EER 1gA BRI S RO, B LU IgAR B O
(LIS N R IR PLfR 72 &) OFFED S, IgADE5-T %
REEANREEZOND. T2, RETIRIgAY 727 5
ADIgAl 3 F v VEOMERREESERH I TS &
Wy - SEH 7 L VX =BG L2 BI S ST b, il
Uit eI E iR (ANCA) 13REETH 5.

IgAl B ORI AR & Lo 7o/ NI & & LT
FIET A, BERR, NEZIZLOETLHERLIZLIE
BENDI3D, BERERAREERET ISR, 2%
MERE L TOIgAMERTD, BIZRF T 5 IgABET
b, MiEFH 25 VIEHRET O IgAl & v Do ORIEE O
WY b= AWPHE SN TS, WA E D ICHEHA
4 IgAl & ST BT IgAL-IgG Lk DS e i &1k %
TERL, MAERBEZEAE L IEAZERT L EEZ LN TN,

3.
RIEFRER

R I/NE BE O S H Bk E b & L7z %
SEVEM I & A BE D IgA TR AE I K> THDO T b h
. FRETIE, BEEOWIM A S 7 FIERBE R e
M ROMBEAGEH A SN D, BERIRIATIE, #OGHUARE
TRV Fy LA FIRICIgA, CIDLEZFRD DD,
IgA I & TILRERBLREFBEAND IgA TEAE Z FRD H Z L )8

XI. IgA MR (Henoch-Schénlein 4B17)

b5, FHEMEE OLEE) BT T, A4 v F o a8tk
SRERAKE 22 ORI 250 T U 1gA BHEICHED T 578,
TN Rz A H Bl <0 S A R IR & £ 5 B B MR A, I
PERSTE RS, HORBEMIRZ, AR E D e
Wb, FRARBEOMEEIZIgATHEL D B2 L%k
BENTV LM L /N B o ER /N VR w5t 3
(ISKDC) 7450 Cla: AR OEI &I L ) 7 5 A5
MATONT WA, BTIHEMEE (B AT, IgABIEE
[IRRIC A o 7 2SI B TR S s Bl S b,

4,

AEIR

/NRTIE S0% DFEFI THATIERG L L T LAGBEROBEE
H3d B GEATRGE B FHEE COWIME 1~ 2380) 45, B
NFEFEBI CTIZEATRGDSH S TRV LD %, FEIRE
L C, 4R (100%), BIHET 75 (80%), ME W (60%), "B %
(50%) % 2§ 5. WEIAMIC—FED@EmE 7% <, #40%
TR RIS SR B ST 5 .

41

RZREAEIR

(TR AN AR FRPE O AT BB 22 S8 PE 7S KUIRIZ TR
RHEIIZHALNDL (B42). £ D2 2 M T
(Quincke D) AP EHIE, RH - TFHRBEEICHHT 2

T FBEICAR, BEREDMAINREE I ERDD.
NI ERABE (B U 7> FERAFRER) R
K42 IgA MERFBEDKEEFR
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MESIEGEREDOBTTA FF 4~

ZEbdb.

4.2

BIERAEIR

B DI L TEIEDS 70 ~80% 12 A H LD, T DK
i R B RERIAT) 2MR END 2 ED DS, #1/3 DF
TIEFREE, HEmbRINS.

4.3

R EBRAEIR

BEdR, WERE, IMAE, FIM7Z & A 50~70%2A 515,
M JRIZ & AL EREOFIE L I X 5. ZoficfGE
FEAE, WaPRZE, WrEaetl, BN %, B ks i
EARIEMEBEER D ALNLZEN D 5.

4.4

M RIFSFERDOEH S 17 H NIRRT RRE S
TBHIENL. SRRA CHBERIIMR R EEK TR S
5D, 15%MMIRDOAT, 38%ADIR+ &R, 15%05%
PERFSAEMERE, 23% AV 9+ 4 70— BHEME, 8%A %
Tu—YRERRECRIES 5. B, BREELT
bHTERII RV, BRI, MEE &R ERE
ReBO25E50H 5. 70— BIEGRER SMEE JE 5
He 29 AP CIFECHEIE, FEPALNS.

4.5

Z Dt DFER

MEEAER (P WL A, BEE) RS - BRIEEIR (ER,
JEIR) bAOND (<40%). FOMICHTF %K, 7 Kok,
DS, OEREE, RERRE gL EHRESNT
W5,

5

1%E - ERFIR

METE, HALE IO BRI R ST R BRI
KEBTHHTEIEMERDLZ DB L. 8%, MM
MIZE#chy, Fubary Ui, e rarRKrs
AT VM7 EORERERS IER Th A, M XITKRT

EHEF3/A OB TR T LTEY, BRIICEEZ (K
7 5. ST IgA A5H 40 ~ 60% DFERFI T I
A9 5. MIEHEMIEERECTHY, ANCAIZRETHS.
EAMIME HEPLIRTT % 7~ 9 Rumpel-Leede 5% 1249 30% D
FEBI TRt 7R

HLEHER T 23 2B CIEEF XA, CT, BIETERB
TR XBRAEDIT DN DAY, WP B2 i
F7v, RERREROABEBICIZIMR (BAMEERY, WIRK)
R PRUEIE CTHRMBRDOZTE, A R R AR I Bk P AR o 113
RO DL, BROBEREREIS U TH A OFEE DB IR AR
LNA,. A 7u—BEEFELYZ2TUIET VT I 2 lE
SHGETHRERMAE OB AR IE CrRRFEFED 17
TR A,

6.

M - SSHEE

NBOYEE, KED) 7 FEROSEERES) T 41H
H (OEREORR, @2MEolEinm, OAERMRETo
/NEERIREE D FRIER DAL, @FERH 20U T) D952
DL RE S WRE Ch 5. RN CBIETE, BEE
FRIRRE 52 R T HIRAT R 2 E 2213, B e ¢
R o d, BEERICED, WEMRTMIZIZA
MERBE M %% (leukocytoclastic vasculitis) D5 % &
L, /IS JE B 0> 26 7% 1 L BR <0 HLRS BRiE B & 1S BE o
IgA, C3, IgGDLE%BDL. —T5T, KEMHERIEN
THB L7256 32N 5 2829 5. IHALZHEIR
AEATL, BHIEREE L CHIEFMITHhNEZLbH 5.
P ERER KB G R e &L OB VLEETH L, FE]
FER DR & LTI FEREF RIS U T AR PRI FE M B
FRME) v~ T, MBI 8RR E LTH
M, RS IO A SRR, 7)) 4 7 a7 CIUE,
KEETEZRBIRE 2 ERHIT SN L P, 2 - BRFEEIR
BT AT, BHRIEEREENTET L.

BN DEEBERIETE 26122015457 HICHRmEm & 220, ok
) v FHEEOSELESI RSN T0DE P, TgA
M5 JEFERE RS MR R B R 7% IR R 2 3oL
BRI ROBKRZIIITTEETH 5. BRI 25T
W3 225, HEEZ WL B AR B ARSI C1T ). BN
72T TR IgA B L HFHINEETH 575, BIMRZED D
55 B CERRERD» SR 52 LASTE 5.



6.1

B mIEERRT R

6.1.1

FEEAFRR

BRGHitED & O F AMEAEITE BRIK) FTogrF
v LR ZAL DS BT H B 7% Ik (B48), stk
~ L E SR RIWED B LN,
6.1.2
HAMFET IIBERNIFERR

D FAMEI AT 27 250805 TR L § 5 IgA B O
KR, TgABHE & < HTHREFEEAND IgA (L5 H3E 4
JEIZABNDL Z EHME SN TN,

6.1.3
BIFRR

PUE LN 3-SR AL BT e DNt 4oLy
LT LRBETHREWEDOUELZRDL. NETOEET
TBEWHLELZROLI LD .

6.2

b wa g

ISKDCIZ & 2 5 B0m S S oMk - 50 & F i3k
DEBNTH A,

Grade I MUNEAL

L N V‘__’ -, ‘d’
EARIKMEICHIRME R O RZRDS. (PAMARE, 40015)
AERE R (FILAP RIS LRALE) 124t
43 IgA MERBEOBERBERAIR

XI. IgA MR (Henoch-Schénlein 4B17)

Grade[I A Fy ZHEGED A

Grade Il a) HuIR, b) OV F AMEAY X7 20451,
AR < 50%

Grade IV a) HIR, b) OV F A AV~ Fo 23858,
FARIERL 50~ 75%

GradeV  a) HIK, b) OV F A AT > 7 L8858, ]
A > 75%

Grade VI [EPEIEHEIE B 2SR A

B ORREMAGE, S TIARERMED A > 7 2501
DOHFEMZEALT, & 2R ER oo L, g, I
e, HDHVIZHIEG ). IgA BIEN SRR SEE L 7
D5, AR B2 TIEIIATTRETH 0, S
JEK, BAETER, WHWLEHEROEHEIROF L %2,

7

sam et

31 IZIgA B LKDOHEIZHE T HHERELZ R

71

BESEKRICH T B85

IgA A 52253 B HER 2 163 E 2 . Ll a IR BEIR
I U CHHERR LR AT . W), 35H17 & DK A S A
LA I T ORNWE &8 5. SEPRER RSB/
&R ZORWEERE, B AR REER IR T
TEEF S 2 IET 5.

1) B8 DA R CIERERICIE, ik Ay I U FZ

542 (JEEs 5 A10b, TUF Y ALNLC)

2) BAFERICIZIE R 70 4 FHHLIAESE (NSAIDs) %
555 (s T Alla, TEFYALNLC).

3) JEEHERDSTRNEI T, SR OG- 21T THEE T
SWIAIIEE 2 VvF a1 F (GC) (PSL 1 mg/kg/
H) 235 L, 1~28/H Tl 2 %% (5
75 A1la, TEFYALNLC).

4) [MAEEE XTI A 125 90% LA T AR T LIS HREDR, B
FERZ D 5y, SJERIEAE v b IR e 5 XTI H
WHO¥ G552 E BT 5 (HESEs T Alla, TET VAL
~)VB).

5) /NEBITHAERED GCH G- 1L, EDHRDOE KR IEEE
ROFIERDETIIEHF G LW ¥ KDIGO#
A RIA4 2 TIEBROIIETFH D701 GC % #
ALV ERHERINTHE Y (s 5 A1,
Y5 ALNIVB) .

81



MESIEGEREOBTTA N T4~
I ———————————————————————————————————————————————————

R 31 Igh MEROERCET BEBETEFYALAI BEVRAS6 7 A Lh A IR A 17 o CHal
wm |zemon| HEROD. - _
552 | UnIb c.XTO—UERY, BIE, BHEETEIHDEOTE

FHREAR (VEEZAR (1.0 g/1.73m*/ AL,

FOVIER (RISIE, R, B R ESIROEL /Crit>1.0) B3 AL, OhEES

HE 5= b C BIRR (Bit) 6 n AL E, @BEZAR Biik) H125
BRLL) 28R 355
FERTOA RIEFRAEEE (NSAIDS) lla C HHEME AT, ARSI EEE IS D CRE T
P 5.
25704 R lla C i. ISKDC 43481~ I
UMM G- 2 N5 2 A%\, L L, SEBEmHk
BRI NIRRELE X BT lla - BATIlE, HREMRGILH Y, BRRIICEEMENT, Rk
PLRNDA LY HIUT G CROBBIZE L TR TH 5.
RAER ii. ISKDC £l ~ VI
e b C FAROE GBS EL, T OB 2GR %
B9 5.
2504 1 lla C 1)GC (PSL 1 mg/kg/ H)® (%S 7 A1la, 1T 2 A
LNV Q)
ATOA B/ ULR+D0FF—L*+ lla © 2)AF B4 79 A (mPSL30 mg/kg/ H ¥ 72 13 5% K
ORI T 7= R (CY) TN NV
1,000 mg/ H, 3 HIH) + 0¥ —EEHE (5,000 HA47/
2504 R+PHFATUY (AZA) lla C kg/ H F 72135 K 180,000 Hifv /kg/ H, 7 HIH)* +#F
CY (2.5 mg/kg/H, 12387 6 B (F 5 B 48) O (e
(7\M?MDF)4*I<‘+£:|71/—)IJ@§JE71?)IJ b C %75 A, ZEFYALLC)
3) 7HFAT) v (AZA) (1~2mg/kg/H, 5~ 12:0])
2704 R+3¥20RMKU (CyA) * b C + GC (60 mg/m’/ H, #% K 60mg, 5~ 1238H) Hf
PN (3% 5 2 [la, TEF Y ALNILC)
MAESTRRE > b C 4)3a7x/—VEEE 725V (MMF) H 4l (20~25
mg/kg/ H, 10~12%H)** % 721 MMF (1 g/ H,
YIORZAT 7= R (CY) _ 67 HI)*+ GC (0.4~0.5mg/kg/H, 6» ) £
P (N) (382 7 A 1Ib, TEF Y ALV C)
AT + 27 O+ R LRSS lla @ 57 AR ¥ (CyA) (5mg/kg/H, 125 ) * H
Pyl MY F 7213 CyA Smg/kg/ H, 127 A B)* + GC
(PSLAFI, 1mg/kg/ H & Vi) Hf L (HHedE s
S Z1b, TEF Y ALN)LC)
6) IM4E 2> (RPGN) (HESEZ F A1Mb, ¥ T~ A
72 LAV C) N BICH R B3 2 T4
BRESHULES 7Ny rakA773F(CY) 8 (90 mg/mY/H, 421
) *” 7213 IVCY (0.6 g/m*/ H, k&% &) T 6la)
a.MROHH, MRICBEBER (REHEE0.5 g/1.73m?/ + GC (1 mg/kg/ H & O #i%) B H#E "3 E 8<%
BFREFELIGRHROER/IL7F= (Cr) Ltk 0.5k W (JE2E 7 5 A00, ¥ ALNVB).
m) ZESES 8) IgA BHEIZxF L Cld, kil + 2784 K7L
BHERIIATHOT, PUIMEEDIR S % EET %5 (i BEOA RN SN E o> T A, AR, BRI
%7 5 A1, TEF Y ALNLC) . BT H BRI + A7 1 4 R0V 29 (mPSL
b.MR&EPEEEFEAR (REBE0.5~1.0g/1.73m*/H 30 mg/kg/ H F 7213 4% K 1,000 mg/ H, 3H ) O FH

FIERFARDER/Crik0.5~1.0) ZRH3EE M RET 2GS L7 (HESEs I A1la, TET



YALNLC) .
* PrBgeE A
Dbz, FELTOMNRICET2#EE b EIZLTRE75,
KDIGOZHEH A K I 4 »Tld, MADIgAILE FIZ0ES
BRO/NBERBICERTLIENLET L vEShTW
E) 459).

8.
B

[gAME KO TFHRIIERWICELTT, £L0GEAE K
80%), HAHMEORL @ % /- & W FOAM CHRER S 5. 3t
T 1% A0 BELe KEHLE i) Th b, 10~
20%\ZTFFEDS A S, SEROFE TR 2 FEFI D & X2

Xll. 207507V VMAERMER

(5%Ail) FRDHHNL.

INETIEEREZERICRD L0, KB A2ICELZ
L3P, ATIES B %A &L, KBRS
DOBITLLLFHBARTH L. Tz, A TR, &
B WITHME 2 B RIS DR w2 EATRENT
Vo, BARSBATEIE, MIRHEARD L\ IR & EEEN
JROBDMFENL 5% RIGTH 5. SRR~ 7
O — PRl E B3 A aIIETHRARE 25, Mfkn
2 ARTERES B A LS 2 2 L i Sshcn
%. ISKDC ® E JE £ 4736 C Grade T LL_E O3 A 121349
20% DSHEINEASIHEATT 5. 70— BREGERE, ST,
EHRRE IR T 2 58 2 9 B R B ALK AT 7L AS ISKDC D EHE &
4338 Grade 11Ib VL E DA 1 IF EAERBRIE R4 & % 2.
TR T 1T

Xll. 7UZ5 07V MAEEMER

1

KERZ - BF

21) % 7171~ (cryoglobuliny CG) &1, MiiFEH 5\
AR B TR TRERE L, 37CIThim s % &5
LPEINTETH L. LEDOB O LN EIIRE a7
YERRE G TH DY, ZoBGRIE, 1933412 kP
FEERE R B 2 5B ERIEDOBZIIASGNLBIG L LT
DAL L F D P, 194741212 cold precipitable serum
globulin &\ 9 EIETCG &\ ) HEEAMEH &, BIFEIC
FEoTwap ™ kb, CGILELIE, BFIMFEHIZCG
DEEZRTHETHY), WEROBEDEING. I
SLEEMEOBE L IXGT 572012, CCRERT A HIER
EREIMAE RAERE 2 R BEREE 7 ) 4 a7 v ieEtk
M7 % (cryoglobulinemic vasculitis; CV) & A\ 7 1) 7+
a7 v MFERERER & LT\ 5 &Y,

CGIMJEIL, FEEHRBOLRWAREME, MBS BIR

6, FFRBR E2EMRE L L TELAREEOL 0N D
5. BEIRMICE R L A 3N 5 CGIEDHEEIE, 1077 A
BRI NEHEEESN TS, CRIFFH Y A IV A (HCV)
JEAAE Tl 40~ 65%, BIEHHTIL15~25%75 CG IMLE %
HYHEHEINTVDE T bsETld CHF4£D 37
~25%IZCGEBOLH HORERETIE Y 2~
L VIEBEREIC BT B BRAMRZ L B L TR BE (F917%)
12 CGIMER F20 5 2,

2

RIERRF

CG MRS I ED & 3RS NS (F|B2) 4.
H—k (18) CGIEH 7 u—rMEra 7)) v (%<1
I[gM & 5\ % 1gG) THERR S, ) v /iR B Th %
ZHMEHMERL~Y 7 u a7 VER ETHALNL, —
75, A QAL A G, IgMY v b A FET
(FNUCIgGH B \VITIgA) &% u— U MIgG AR E

83
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MESIEGEREDOBTTA FF 4~

&32 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%)

B L7230 THD, ZoH)BEUBO) 7~ b FETFIX
Hro— o METRE7a— W%Thsb ME, M1
2B B RBEEARIC LA ME RN CVIHEDIRK E 72>
TV 5%, flADOBGHE, BEIE, oMo REMERE, %
U)o SBTEME R T AL NS, 4R, PLCRIFFRY 1
VA (HCV) R GHBI % CEBSINDICON, KiE
£ (idiopathic) 1Z#910%d WV IZZ N U T EFTERTL T
W B HOVIE G ISP CVOSSIERF & LTI,
SR-B1 % CD81 % i L CHCVIZJEH: L 72 BilgAT 7 o —
FOVIZHEGE L, IgMED) < s A FRT- % L CoRiEs
BRE T A EDERNTH S LIS T N5 *H),

3.
RIEFRER

2 8 R B s O SR AL AT R T, TR GRS DT
PR PR S S L AR 2 7R, 11, TIIECIEE R
R~ oM A | S I K A R, BT
PERETE AR ER IR R ORISR DS TH 5.

4

AER

TEICIR IR BE TCHE L2 & B IRTE S EATH D, LA
J=HR, WEOF 7 /7 —X, #IREH, B, BIHH
BIL, (OApIEZE, MiEgE, BRI A &4 (FR33)™.

&33 HUFIOTY VIMEICSIF DEERS KURERR

DFFH

BRPRAEIRS SUFRR 18 ] n &
RHERTE > BAEN + ++ +++
KR + +++ +++
®H/fmT 7/ —t +++ + +
BAETE AR RY +++ + -
MR HVES R ++ + +
BElx + ++ +
FRRAE(R + ++ ++
FHEfR + ++ +++
B - + n
c3 E% BT ET
C4 ES & ®T
CH50 IES BT BT
RF + ++ ++
B GIRHEE) - ++ ++
BRUTH - + N
CEUAFK - +H+ e+

RF; UDX b FEF, MARFPEVAERICISIARAE - B0 - {R300/)\HR
BEREZES0.
(Motyckova G, et al. 2011 **¥ & ) %)



A, TECUE R ARIC & 25 2SRRI 2B 5
L, ZREHRERETET L. 58, SoBEE /- B
FEIRZ AL, REERIETEECHEIET S, FTREduLE
T LRV L EBIROEH, Btk i, ik
FEBE, &% FEIREME S ALNL, BIRAL TR, MR
EHRZ LIZLIRHED, XA 70—V, 2R
EEREL, BIEOTRIEET D, KigtheREEs G -
JEBIRS) D EHEICA S, MIEAED L DRI,
BREIR (PRI, ik, M) DF9PEICALNS.

5

%E - EiRFTR

FERIRTE & OBENEOH 5 MEIRE R A2 &, I
CGOMtr, JERBER () v GaPERE, T 1L R
&G, BIEREZR L) OMBEEZITH. CGOFEHIZIE, o
ToUERF ) U CERIM, 37TC T CMEE S EEL, 4CICHE
HLS~7HMBE L7214, ik L CbB O % fE R
L, 704 A%y bRGINEFHII Lo TERT . &5
I, TOMBE RIELIN ST 5™, TEITIEH 7 o—
YR, §XEIReE, IRTZ) v~ FR
T, MR IE, HOPUE, HCVILARMMiR RNA &A%
WOBEIZ% 5.

6.
2l - E2EREHE

WA, BN COL MR ILFEIIZEIC LD, CV O EN
FFLHEASRIE & N7z, 128 DL EoRIE T 2 [ LLE CG Iy
BEOBEIZBWT, M, BRREIR, BT RO3D50DIH
B H2HBELLEN LT 254, KE88.5%, L
95.4% CTCV EHHETELEVILDOTHY (F34)™, H
1, O ESHEEEOWEEN TN TV D,

7

st Vet

K357 ) A 707 ) YIEMENE £OERICET 5
HELEA TR,

FRBEBE RS, RIEYE LT 5. FEATUA MR
SAEHE (NSAIDs) (&, &aBRk, BMEimEIcHwoNS.
STV Ol 2R B X OWRERAS 4 \IH 2> ) B E A5 FR

Xll. 207507V VMAERMER

&34 HUFAIOTVVIEMEXRDOEESIERE

128BM EOBRZDIFC 2B ECCREEDBREICBNT, M
2. BRKR, REDIDDEEDD B 2IEELU LA BHDSE, CV
ENFETD.

(i) RER2IRR : AFL B 2 DU EZERICT .

- K (ELICTFR) ([CNEFHRVERZSR D EN 1B E
HOFEIN?

- PRICHIRUEARVHRDNBERICHER URELED e £
DFERIH?

- ERD S DA IVAMRREEEDNcCENHDEIT N ?

(i) BRARIER : 2K & 3 DL LEZERET.
RESDLIXBEIT)

Bk

2 (37 - 37.9C, 108 L, RETES)
F2 (>38C, RERE)

RRAERDRSIE

- B

e
RIENR

eV

S EE
BRIEMMER
BT Y
LA/ -8Rz

KM= 2 —0)(F—
P feERAE AR

- EIRDAE(R

- INEAEMR

- FHRE(R

MEIAE AP

(i) MEIEE : MF<ED 2 DU EZEFCT. (GRTE)

- MEBECAET

BUDN M FRFEE

- &M AP 14

CG; zU#-J0O7JUY, CV;, 2UA42J07U IMEMENR
(DeVita S, etal. 2011 *? & ¥)

&35 JUFIOTV VIERMERDEREICET DHELE

IEFVAURIL
HESE IETVR
52 N
25704 R Illa
JOORAT 7= R (CY) Ila
w33 T (RTX) * lla
MERATIREDE* Ilb C
*RIREA
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BONLYEIZE, FRRERIC»2DO T VT a4
F(GC) VSV A E &) 12) V¥~ 7 (RTX) (%<
13375 mg/m’/ A X 4[A]) HHWET 7R AT 7 3K (CY)
(2 mg/kg/ H) =Mz 7= LSRR SN (E2ES 5 2
Ila, T¥T Y ALN)VB). RIXHPMEHTERWEA121,
CY 2L DIIEDTLE F LS99,

FeFEPE CGIMLAETIE, JEFIEOEE % HCV &G AF O
CG IMEIZX$ D IEHRE O RS, SIS L 2 B
MIRE LD S, ZIUTNZ CRRBRICH T 2iEEE1TH 2 &
WSS H{HEFEr T A1, TE T2 AL~V B) ),
22 BIDIEHCV BEGRER] (FF RS AR REN:) 2R L 727
T ADE RN TIE, ATFa 4 FEMEEL YL
RTX O L Z AT 072139 D5F AR5 D B % % W LT
WBEZEDNLLY RO S TARBEEIZBWTH A
704 K& RTX O HEEDEhO H D HHERES T X 1la,
IET Y ALNVB), MR (+ GC, fEiiflsE
WX B3R 1L, OEGEMEOEHHEERENZ 2 L2

XIIl,

1

1.1

REBLR

N—F v MEIZOAENT 7%, KBEIR, EZE, 4t
SR A FREIR E L, L R AR D R R A O
RIEHRETH LY. [EAEGEEN—F = v MRSk
(FR36) 2BV TMERIIFH I O—2I12HIF 5N )
ZOWRENI A X% Wb BERIR B L OWTEE R 570
L, FY_ eIyt A& (CHCC) 2012 Tl
variable vessel vasculitis (VVV) (23 & 15 Y. 84y
W% & 723 MBI 2 &0 72 BRI ZEIE X —F = v MR

G, QEmEED>T MRS, Milatims o2k
M kA2 2R L72GEYY, OB LELTHE)%
SHRETMARERBREZ LG AICEET L LEDND
29 (3% 5 A1, TEF Y ALNLVC). Lo Lads
5, bAETIECVIZHT A RTX OB L Ok
BB 20, SNHIC K BEEOBIZIE T4
GAYTA—LRa by N BALEENH D,

8.
B

HCV EGDOM G L 2 WIREATECGIED 1L, SH4E
TR NOELEFENZFNENTI%, 65%THY, E# (65
ML), MER (B, MR B L OTHALERIRZ O 4 B,
BILOEAREDS, ENENMT Lo TFRIEERT & L TE
BECHDLIEDPREIN TN LY,

\—F 1T v MFE

DEELZTFHERNTTH Y ™, FIRIC S B REIRGE G,
Budd-Chiari fEBE#EZ: S ESEIRAEDE L 9 5 Y,

1.2

S

OYEEON—F = v MEEFIIRI2TTA, BEE—7 1
301, BiziFz1:1THL, HRGIIZHELSH
E, 727, i, MR REICNT CEET 5720
VIV a—FiEE QL HLA-B*S51, HLA-A*26 » 4
#3250 hEOBRFEOMEIRE OB 63~
15.3%C, FEHMELL DY BBk 72 & EAE AN 4R
TN L\ B8990 R 5 DAL BRI 1
WRIFZE AL T % 5930 G EE R—F = v MRIC
B9 22 HE (B354 N—F = v MHHE) OB (10561)
TIZIMERZE O M I —F = v MR W ERT 251
(1.9%), TEERZ2761 (25.7%), FIIIFEERT.1£7.9



# 36 EBEFBEN—F v NMNIBEESE

FEIEH

(1) HER

O OFEMROBRILY 75 EES

© BB © (EEIMERIDIRREZZ, BTN DIMASMAAITA, BEK
(BEMR | REOHEREMTTE)

@ BRER IR EERE, BROE S RK (BIRERLK), T
FINSZRBLIcEBONDIHERE, KRG LEFRT
B OEIREREE RRRER HEANE RERAE
BRERES

@ HN2EpEs

(2) BIER

O ZERACEEZHDIEL\BIEK

@ BIEAKX

® EIEMER CRRINDBILERE
® MERE

® FEELEOPTHRRE

(3) FREURZIADEE

D FRE: BBPIC4FEROHRUITHD
@ F2W: TR, 2THER+ 28VER,
TERMBRIER + T DM 1 EIER or 2BIER
@ BV BERO—BOLRT D, CRNBAERNREDS
VBT B0
@ BHFE RLWFERLLOREEFLL, FOLTN
DOREEESBE
(@) BE (B) "—F T v NE—PRE CREESR
(b) M (W) N—F T NE—BIRE. BIREIE, R
IRISEE. RS
(o) #fE (W) "—F T v MNF—BRN. WMBRNEEOR
MR, (SR SCI R MBI AT S BB T
(A EC> 5 — N—F T M (EERRE56) &)

FEThHor™. BEWE $OUSHE BWELLEO
B AR SN,

2

SEREH

2.1
= e |

N—F v MEFIEIC B E RN L BRER T 75
T5EEZ LN, EEOBIZTFHEN THLAYMIILIO,
IL23R/ILI2RB2, ERAPI, CCRI, STAT4, KLRC4,
TLR4, NOD2, MEFV 7z & O EIEZ R ETHNHE S
OL0R0 B T & CURAE O B O SR RE S

Xll. X"—=F v MR

HE59HILEREL TS, HRIZIIPUERTTF N %
) 2 7§ % endoreticulum aminopeptidase 1 (ERAP1)
EHLA-B*S1 L DTV RS — Y AHEH SN T,

2.2

RIGRF

RIEM A OBS-L LCT60kD#E > 3 v 7 & (heat
shock protein 60; HSP60) M%7 K% 4 L 72 H CRED
FEANEH SNTE. EAEORAT CPAMPs (pathogen-
associated molecular patterns) O #2224 5 TLR4,
NOD2 O 24 & ity S s I & 2 Hk R
FERDOTEHALOEE D RS T 2,

3.
RIEFRER

HIRIRZS DI AL PIZE M RIEE AR T TH 2 ™. B
JR 99 28 (3 Bl R B T B 20 & AL, & LTS IMAE (vasa
vasorum) OUFHER, 1) X RFREICIAE D, 0N
TEROMEBIRBE OIS . ZhucxtL, BB
RN LBELE AR % £F D FUAEBIIRIE T 2 ¥,

4.

AE1R

JEE GBS N—F = MEIEOME TIE, MERZE I3
WRA71.4%, BIIRNGZE29.5% (BHARIE19.0%, FHZE12.4%),
fifisZE 24.8% (flA4 19.0%, BIIRIE7.6%), LIRZ56.7%
AR LY, BEBOREDOBE L A7 {0 FAEM:
MR JI SR IR e SBA%, BEERIEHTE & D bf
DS,

41

AREPAAIRINARAE

TR T IR LR A X S R R, KBRS AR 72 & T RS AT
L, TORMMOIER, MRIMTEIC X2 EEER
iR, oM, BEEEEREEELTY L
KEFIRAERERE S Budd-Chiari iEfEH: 7 S ESEREL AL D
2 P50 R R A (S AR S B 28, il ED
RIRZE & DEPEDL 2, REE RIZIMmER & P35,
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4.2

IR - EHEREAZE

AMECIEES, BEEG EOESIERSHEIT S, B
PRI N SRR BIR 2 & B RTI O BYAR, FEBIAR 120158
L, WiEhiceE, KEIRAPISEAEEZEIBIEFHRARTH
% P R RS (LS RIS SN A 2 &
b DY R EIIREIZORBE, B, FEEIRICE <,
B, Himo) 272350, 1/3DIEFITEEE 25 P,
BINRZEAN R O IEBIIRIE, 72OV & BRI T 56 DR

HbdHH M F7o, BIRPAZE TR RIS RO
MEMAERZ 295,

4.3

FBIIRAEEIC & SR

DIETOFERES LI, TEIIRE IS 5 £ 3K
A I % & 729 P2 FR, RS S > F 7T A
OFT IR OMARTE B A R/ S 255, GEbHHIR L
AT, iZete L OFRIHTEE %25,

4.4

MEANEIR

B S OEAETE A S WO FREIR B L ORIE
RICEH SN D (FRIT) 55516

5.
%E - ERFIR

5.1

BREMR

WM TEE L R LR CTH A4S, HLA-B*51,
A*26, MESEATR DTN, D-F A ~v—7% L ollife~—
B —DHEEIEIEIE L U CHW O N DS, BRI,

5.2
E{RFAR

5.2.1
ARlRAE

Bk, it CT CHIZETRAL B 5 \ IS AR D AFTE & FERR
7, 498.499)

5.2.2
BhBRIAE

BIIRIE D 5\ IX BRI ZE 1335 55 CT 70 & O WG AT 12
EDHH SN L R, JBREL SERE & FRFICRE
i C& % PET-CTH HLM SN T D () *.
EEERIBIRE R IIBIEF ROV A2 bH Y, HEEN
T EIENREBED WAL LD D,

R 37 N—F v MRZEEBEDLLER

E5E ISG * ITR-ICBD *'®
O 7 7% IR B 2
B2 EIR EZN2/N O 1
IRRZ EAER @) 2
BRERE S IR O 2
BAEAR BIAER
BlIZEHK BIAEIR
2y BIER
MERE BIAER 1
TRHIRIRES BIfER 1
SR SERR @) D)
HLA-B51 A26 BEMRR

EBEFEEEEDHEFRIOSR. ISGIFOBEANT J5¥ZEE L,
OD 2 BRI E, ITR-ICBDIEF A7 4R ETR—F T v MRE2
IRTCEDEETED.

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

(HEFEBML > 2— RN—F v +F*, International Study Group for
Behcet's Disease. 1990 °'?, International Team for the Revision of the
International Criteria for Behget's Disease (ITR-ICBD). 2014°'0 & +))



5.2.3
FiRE

I B AR 6 VX 00 X C i P AR AR 52, AR il e 5 52
T 5. MEGIIEEE IR % 0 O BYIRILER CH 5 72
tE LA SRR DFFR, 22, MKz 22 &
B2, fili M P ZERTAR OB ISR > > 7 A
;/Cv% ;Q) 498, 509).

G

B - SSHRE

(2]
-

¥

i

N—=F v MEOBWAMES, & ATEERMEOME
TS I 2L RPTRYRHIE & & & IZIRE 2 S 7z e B idaT
filil & 0 BWTEEED TR E 2B T 5. FREEHOEIC
(LR B AFAE T ORER EOIHH 2723 2 Lt
HThD TITIMAEWNL 2 OOERELEL O Z IR
?—515, 516).

6.2

byl EL

6.2.1

LR

FEFSIERIRIARSE, SRS (Protein C K4EJE, Protein
SKAESE, T F ha Y Y IMIRBERE), Hi) v IRE

PURIERERE, TATREE, SEEES, RPTHEEZ S5
IS & B MAREZ: &% $h9 5.

6.2.2
BhIRAREE

HIUA SRR SSEVE D BRI © TR L ) 2 4Bl
Rze, EANIBEINR 75, A2 S BIR e, e LB IR
BLUPEEZ &729 /3= v —, PZEEBIIRRE(L
TEX T 5. BREIRITEF LML <, HLA-B*52
DR L DBF L5

Xll. R—=F 1 v MR

6.2.3
FhiRE

FENIRIE 3 L OBLERAE OBIRII SR 2 15% & 0, i,
FIEVEAFIE, ME, BRAEE OS5, %
PRI RIS ET 5.

Hughes-StovinfiE BEHE I TENIRIE & SR AR AE 2 TR &
L, BEARRRIREIR 2 K < A8, MAEIRAATON—F = v
M & OFEREREE TR A 8 D LD H D,

7

it Vaki

R3IBIIAN—F v MEOHREICHT HIESEL RS, A
TRy, JEASEEN—T = v MEIECILERIZE T 1
RS A AR THY, T2 E0TENLZEHTH
5. F7z, MENREDBRIRICOWTUIETEAN—F = v
MEHEDO BT A KI A BB 72& 720,

X388 N—Frv MNROBEICETHHELTE

FUAUXNIL
R | IETVYZR
52 2"
2704 R Ila
FHFFTUY (AZA) Ila
YOORAT 7= R (CY) Ila
Y oORRUY (CyA) b
AN RUFT—K (MTX) * Ilb
TNFBEEE b
FIEREEE lla
MEEET b
MEREE Ilb
S aihez el =0 lla
*RBRE SN

&9
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7.1

FEURE

711
A704 F - EilFEE - £YFHSE

W) 7~ F-54% (EULAR) OHERECIE [RIMERRZE D
I L CTHEE AT F v AL, AN oEEEIR
MAFEICR L3 Ea v Fa4 F (GC), 7HF4+7)
Y (AZA), ¥ Z7uRAT77IFK(CY) HAWIEY 7T AR
1) ¥ (CyA), FiB LR OBIIRIEIZR L TIZCY & GC
DHERE S NS | (2 5 A 1la, TEF Y ALNIVB) L7
WENTV2 M IEHCIE, 355 % T & THRIEIH
SEMHREL L7222 &R D%, MRI0ZHA], HEk
DIEFYAFESIZZ L,

a. GCE AZA DA (E3EY 5 A 1la, T¥F ¥ ALX)LB)

PSLO0.5~1mg/kg & AZA (1~2mg/kg) % fif fl L,
PSL Ziiii 57 &D 71 b 2 )VC, EERHEIR AR GE O FF
HFBIRIRDTR SN T B 20,

b. GCECY DA (JEdEr 5 A1la, YT ALN)LB)

BIAR % &0 72 BIRRZE 1213 B B T 1 ANCA BEE
P EVHE U 7EIREDTE S5 ND. Yazici HIZFTEIIRIE I
KL, 7OV AP (AF )T L =1 21,000 mg/ H % 3
H ) %, PSL1mg/kg/H L Y L>2, Wi L T
IVCY (1,000 mg/ H) % 6 nlfif7%, 37 H & T 2 4 [k
Bil, SHICAZATHERRDE L2, ZORHEAL, i
BIRIE DIETEERIL 199445 D 50% 75> & 2004 4£23%, 2012
E26%IZIET L7270 Z2dI13hy, IVCY & 5 Wit
F1CY KA B8 AR % 2855, o0 9 1f 42 9, Budd-
Chiari EEHE 72 EOFESEFHIRFZIC D HH SN 5.

c. TNFBEEE (HE4%2 5 A1Ib, TEF > ALN)VB)

PERDERR DD MR —F = MREFI 3
HHUTINFHUE (A > 7)) %<7 [UFX], 7T¥ U A< 7
[ADA]) BB DA EA G S HARTIZ 20154
VW ZIFX OPRF s AR S 278, IRERIFFOGERI S A7
NV A D BIXEHKPUEIOHE S 5 5,

71.2
WMBREEE (e 9 A, “¥F Y AL~NLC)

— M BB AR AR RE TG 98 O H OIS FUEE R L T
575, N—F v MEOYE, PUEEEFRIEEMOFZE T
WAL, RIERIHIERE: & OBFH T AR DR S
NTWHRWIZ D502 EULAR O3 [T EBERIR LML
FeFELZR S H PUEE e, P/ IV, #ad, HoH ik

BOIRIRZE (2R3 2 BUBE I3 O L2 BE 9 2 o MR 3k B o) Bk
I, ZNLUAOREC LA E R TRIUE 2
LTS, 7z, EEERIRIAE & B A O BB R
WAS, SAEIC K B BRI A BE [ L7z M ZE R &
F7 5, HRRRPEIRT 25 b IRNZ 224 L 0 BITE
O MARDPERIZEET 5 Z EAMEIE ST 50,
L L, ZEORAMEEHTIETIIVT 7)) v OfFHES
<, FRIRIRZ LI LTI 3EE89% ™, 75 298.6%
MERMEETHAR (58.1%) = & 50% % 2 Twb
S A FORE I A XY MIASITY
v, JBEEGEER—F oy MRETA R4 T, 2
DAF FIFERE % A, PLEEE S P NS O £ F 2 H1IBR
LaWhETHh LA, i) A7 2 Em iR 2113 &+
BN B 4,

7.2

SHEIFilT & MBS

7.2.1
FHRER (32 5 ZA1b, T¥F 2 AL ~N)VB)

BRI OB, ULEZE B L 0BRSS, B
B WA () 48R B O 72 O PATEIS Th 5. A
NE, 757 VAL EOMBAEIHERY AT BINRE 2 &
RTINS A SN L P57 WTREL 2 & ) R
EFEEAADLREEOERDEN

7.2.2

AT & b DR HEE
(227 5 2 la, ZEF L ALN)VB)

FHRER 77 7 MRS ELRER L, iite e HE
REFEICHGT 5 EE 2o, BT 6 O REIEE
OB INGEZFFL, FMBGEN LICESTL 3N
%Y 2704 R R bl SR O M AL G, ATk
PPN OFELEZEB T 2LED DY, BT CTILERR
LI XAV ERTITIEE S TW AR,

7.2.3

HhF—FIVNERNEE
(3227 5 2 b, TEF ¥ ALXILB)

Za, PR, AT U4 PR GGG H o
ERBET DL, EONC Lo TUIMBENEHRZ ERTRE
ERDbNDATE 27 M EY IR B P ZE
ML IR S, TEMLER LHD .



8.
Fi&

MAERZ, & ACEIIRZ I, HEE5HAE, SO
REEBIZR—F =y MROEELEMGTHE T TH 2™

XIV. B4REEY O F

75 ADAR— P TIENRN=F v MREE 817HId 4141
(5%) 3348 11.9/TIEITELCTHB Y, MhighiREE, Kotk
BRI, (LAEZE L EOBIIRIEZ (26.8%) & Budd-Chiari
FEMETE, FlIMARAE 22 & OFFIRFZ (17.1%) %41 43.9%
DMERE IR L Tz, HARTOMEE RS, £
D) A7 Py, ZORFROTRIZR—F = v R4
PO ARTOEERRETH 5.

XIV. BEREEY OV F

1.
KERLZ - BF

BIET) 7~ 7 (RA) [ BIETEIRE 2 & B - g% Fi
ETAEHMHCRERETH LY, FHIDIMID S TS
FREREREZ S . BEVHERD 22T, RAIZHES
/N 913 7~ b A R %% (rtheumatoid vasculitis;
RV) & Xidn<dh, MM AR < BEmEE S HETT L 72
RAICAONDLZENEL, SFSERIEERET S, 1951 4F,
Sokoloff 512 & ) RA BHE DR AR TR 1 BN BRI P %
DASNT2Z EDHEE SN 1954421 Bevans H A%
PO BIETAMEIRIZ & D IETE L 72 RA @ 2 BBl % S R A
1)< F (malignant RA; MRA) D& T L7270, %
DO, Wk TIEME £ 2572 RAIZRV EIHENS X9
127, MRA &V IFRRIZMEH ST e v, EHNTH
WHENTWAS MRA L W) IFAITHAMBOMETH D,
JEA B AWIZEHC L) T %2213 L &9 L BETTHE
KB, HEED LFEERBRBREZRT RA] D
MRA L 5EF SN, 19734 h S4B B (BLEE #E)
ELTABRBHOWN S L2 >TWwWA, MRADEFRG%E
44|73, MRA OFZMEHEHBICIL, 1M %L DR
B O 2> Tl IIRAERE, BRI, MR EoverEn
THY, RV EH—DIFELZRTHDOTIER .

MRAZRAEHD0.6~1.0%I2A5N, FH25EED
IR B e B R 126,697 AT, HI4ERE L 1) 264

A, 104EHTHI1,500 Ao BEInAS A &5 (B25) .
Wi OERTO ¥ — 2713601, Bt 12 ThtEniz
LD, RAELH_IUTHEMEIZL S WIS S, —
F, EAETIE, RAOREZMHBL O AN FH—}
(MTX) ZHu& L7ZRERERICE D, RV OFSREMEIZK
TLTWAZEDHI TG SN T1D ™,

RV O f=MIRT-& L C, HLA-C*03 337 L 72 & kA
TTHH P KIR2DS2Z4r L CFHF 2T 0*T5— THIE
LIRS L QWA R H 5 2 EAVREN TV,

NS

RA GETTIERRSRIEIBAEA - RFE1E - ACPARS )

mE%
NS FhEYER AR
3

3 HEEE SHMEMES
IR RTBE SEMEE (R, AERD)
MR Hm teRHEE B, IS, B,
AR SREWEN BB EAES
L EREFE A

EimpR%
DU b RFiEER

PRI B TR - BRI AE
e————

REFHEE RFSE-ERELIE RRESERERE)
)

44 EMERIERY OV F OERKE

91
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F72, RVTIZRA LV H HLA-DRB1*0401 & OB )% X
DERNZ EAHRE STV, BENTELTRVED
MEMEDREN TV L DIEBETH S ™. ZDIFNDRV
FHEDV AZRFE LT, Bk RUEE RAOFEEE,
KA - RIMEREZOFLEDN DY, Jix TV THETHLHE R
oxiruuyxy JKHE7 AYY X OFK5 LRV DOIEE
RTS8 5 L OGS 5,

2

SEREI

FAERTFIIATH L5, MEROFSIEICIL, IME %
&3 2HOYEDRS., REEAGRILEICL L KEDE
S, JRETIC BT MR IE O LR E0r L L TF
ZHNTWD, MERORIERFIZBNTHRIETTT) >,
C3, CADLAEN DY, RV TRIMEHD) 7~ b FHET
(rtheumatoid factor; RF) &1, Ry &MKEE AKHAE
flize EWALNDL I EDDHE, RA LD HRWEIESEN
FHVHETHEEZONS.

3.
RIEFR R

MRAD A7~ T MFIEL, JEK, BEREE L LT
BB, FHEFENIE, BEERRUFHERD M BEA DA
Ao, B, FMERBER:, BT 2 & IS BE OB
R, HRMBROEEEIME %% 2L, PANIZHEH
B3 % & B PEimAE R (NisE 2R L, EmTFHRA
B) &, WIEOMHMEERE A RS BIIRNE % 25
DARMEIIRET (U AR B L OB E2EL, EaFiil
BIF) 23765, ZOENICMEREZ) 7~ 1 Bk
HiRkOWEFIE A LT 2 BAETY) 7~ F RIS KA SN S
DB D, T2, MRAICIZIMA 42 BEH L 720 W R ME
Jifi 98 R i MR AERE A3 AR DB 27 25 . — AN I
R, NEIR, B, NEIRRZ Tl RIEE AR
&S FBRBE 1 A RS EAR T, PEIIRRESE
HERA Tl pauci-immune B TH 5.

g, RS OMERHEIMEIT L 72 RAIZA

N5 gV M ClE 38T EDZE, REK
VR EOEGREIR, R, FimB, B, %
MR g8, 2 3s HipmkE g5, WHALE M7 & o M KAER DS
S, BT A, O - IBE - IR - 2R L 0B
WRZC & % B IMAERIE PAN S HHIL L 720 E 2 23 575,
RV CTI/NEIIRIGIZIZE A LB BNV, Lo HR
% T, PR R OEN R 2 & MRS & E )R
ERHLIN, BEE MR E CIE T ET (drop hand), BEE
FpEpE 2 CIE TR (drop foot) & 72 5. FAYENIR 8T
IR EES, MIZE, JRHLCIROEER SR BT 505, AT
THEE, BIRTHL. MOMBEIEREIZEEICETT 52
EWB VS, L EIZEME - HAORET RS, U< b
A NREESAIET AL <, BN % & OB
RBHEI 2 EIZALNDH, FIUMAICASLINDL Z LN
HoW EREELSFSETHLA, R3QOIFEETE
BIFSEHEIZ X B MRA O ESEF LR R

5.
%8 - EIRFIR

FIMER S & O/ %, CRP LS, ESRTLH#EZ: & 4%
JESUG, @A =7 ua7 ) YERASNA, L ML)
YAt~ 7 F F PR (anti-ciltrullinated peptide antibody;
ACPA) X1, BED 2 & 3%\ v». RAHA (rtheumatoid
arthritis hemagglutination) 7 \» L (X RAPA (rheumatoid
arthritis particle agglutination) 7 A ;22,5605 2Lk, b
L <IZRF 960 IU/mL LL LS5 Wi ZedE D 1IHE & 22> T
5. 1gG7 5 ARFHERICA LN, SGIEE SRR
BT VRN DZEDH 5.

6.

2l - E2HREHE

E W S OB Ein = AEST L 72 RF £ 7213 ACPA B4
RA CTHESIER RIS A SN2 HE IC MRA %589
MRA OZWHZIE, A0 ¥R TBIIFEESH O A,
TR CHSMET 304 F—2 A, EFIMEO M 700 -
BREE, Felty iEBEHERCMORBIEHRO A2 L& R 5.
258 B S\ BAET - BHEZIC X B fkEIRk & D5 As
VBT A, BAMESENZLFINE K (MPA) O X9 2 B
BRI LD ARIRMAEB MR % 5RO 5 2 13 e,
WESEBWIDT20, I &2 Bk e U CiTREZR & ) Ak
(EICH®, % - e L) ZRATT A2 LD EIOLNS.



& 39 BMEEYIYTFOEERSE (3 ELULENEED

MWREED)

18 mRilflEs BIBRERTOA R, REHEEREOKRS) &
LIS L EEBEMERAER (K MEEI K FHMA S
PR<) ZERDIFEVERRIRREICH D, MERIEIRICKDIET
WS ESRREEZ DI VN EE

2 MERER (REEE - &% LaREX, WX BE%
FIRIEE) (S U EilflE iz nEE U, EEMESE
BEZETHEE, HULLITMEREIRICKDEEDIET
WHEEERES CRIEERERICRDANERES, ERZHED
BOVBTHRHEER &) ZHE o TS D, R TOHELIEIC
XEDHFWVESE

3E DEFMHOMERER (KEFE - B LaiRk, WRX
DR, BEMRR, REHRREE) BHE T Dlcd
[CRBMFIEELZNEEL, UVRURARZET DEE
B UL [GMERERIC K DIFwEMERES (TEO~®
DVTNHY) ZHOWHR CORBEEEICEDSD SEE
O TFTEDEZE(CLDBEEDREIRAEZERH, PaO2h 60

~70 Torr
@ONYHA 2 EDDASBIRZFR, DEX_ERRIBM/OEE
2, DEME (BE), HSMNIESESTET (0.2 mVELE)
D1 DL LEZFRDH D,
@IEY L7 FZ/EH2.5~4.9 mg/dL DEARZE
@MmERDRESIDFIN'0.09~ 0.2 DIRSIEE
®PEZEZO 2L EDIE - BEEIHT
® RIEHIREE(C KD 1 ROEEEES (713)
A DEEMEOMERNEIR K, HEREE - B LBREX
R, DM, RBIEMATR, RIEMERIELE) DI,
3HAULEDARZBNSNTVDESE, BHULIFMER
FEIRIC K o TSRS FEAEMEEIVER (FEEO~®
DVFNHY) ZHEWVRECDHREEEICEDSD EE
OTREDEEICKDPEEDHRALZERHD, PaO2H
50~59 Torr

ONYHA BED DA LHIEZERSD, XER L CTR 60% L,
DERERIBELHER, WOOvy, 2ENULEDOEE
JOv o, DEME (8E), AIN—XX—A1—0D&KE
DODWVFNH7ZFRD D,

O®INEZ L7 FZ/ENS.0~7.9 mg/dLDEAE

@ MmERDESIDFIN'0.02 ~0.08 DIRFIES

®1 L EDF - BEEEIK D R EIISHT D Tk

® KRIEHREE(C KD 2 [RDKEERES (5713)
5 | MEBERERICKDEEREBOIAENES (FLO~OD
WFNH) ZHL), RERNDEBEEICEULWVLZENSDD,
BEAPUAE, DOVIMERA SONEZET HEE
OTKEDEEZICEDEEDFERALZRD, PaO2n
50 Torr i

@ONYHA 4 EDDALEEZFRD, XiR L CTR 60%LL L,
DER ERIBELHERE, WOV, 2BENU EOEE
JOvo, DEME (8E), AIRXR—XX—H—0D%K&
DOWVTNH 2 U EZFR8H D,

®MmMET L7 FZV/EN 8.0 mg/dL DEARE

@MERDREADFIN0.01 LLFDIRFEE

®2FL EDF - BEIEIK D R Al H T D Tl

® FEHIREEI(C KD IFDHBERES (81713), HULLIF
B EDE 2R (Bi7120F)

(BEHEE. BUEBH) I<F I LY)

XIV. B4REEY O F

X 40 EHEEEY O F DBEELE

1. BRERAEIR

(1) LHRMERA . ARES, BEFREVTNZER O THhLL

(2) BEEBEN FFEEX (FIBAHEE  BRELIMBEICLDDDEFS
FEW

(3) FZTiEE : Bzeiees, HAIKED L FBEEHEEICHDSND
ANl

(4) oSy (IR | REINICHER SN, thORRICLDD
DlFZFEL

(5) BHMMEEN FDEN | BPIEFE, MORRICKDHD
FEFEFV. BEDHDPTRIFFECE BEN

(6) DX RERFTR., NERID, BREER DEXK, DIJ—
BEILLDERSNZDDZERZEETD

(7) BAEEERR IS IRIEE | BFPME, MEBXIR, FifaEs
BICKDERSNCBDE L, FREDLEH D (FRIDEL)

(8) HHEE | MBRICKDEM, FBIEICERUZBE, 05
i’ & DFiE1EE

Q) UDY o REFEE: 2B EDRET, RAHAELUL
RAPAT Z 2,560f&L_E (RF 960 IU/mLLL L) OEERR
g

(10) MBEMAMX EMheEE G ARG S - 2B EDRET
C8, C4 75 E DIMEREARA D DIE X (& CH50 T KD #iAsE
MEDEFZEHDTE, X(F 2B EDRE CIPREES
K (C1oitaEEZEREEETD) ZHDTE

2. {BRFRR
8, £, R ZOMDIEEDERICK D /IVEL UhEk
BIEHEIMER, WNFEMMENEV UIFEHEERERZ R
oYl

3. YIEE%E
ACR/EULARI(C KD R8T DX FDHEERE 2010EZH/C
U, LEEICEBIFHERDHT
(1) BRERAEIR (1) ~ (10) DS HBIEBM Emcgbd, XiF
2) REFRER (1) ~ (10) DIEED1BEL L& 2. AT

BDIBEENHDHD

ZEMUREE OV F (MRA) SR 92D

4. SERIZCHR
BRITANEEE, REE LT, RME GRE7Z=04 R—
VR, AEEE (ERIFRMEEBE MR, RAFEREMER
wE) DRlIEAMNDIFB ND, 7=0O4 R—Y XTI, 8.
BiE BB B HEEQERICEID 704 ROLEEH
5. BAMUINYF (RA) ADBER (8HITUTY h—
TR, BERE, LRMUEMKNEE) EOEEEREICHER
2o YI—JUVEREE, BEUOYFICRDEHLPT
<, BHBEY OYFICBVTHH10%DEHZEHE. T
T« —EREDEINEHRETHDN, CDHE, A
HKECRS, [RE, ZREMEHD

RAHA  rheumatoid arthritis hemagglutination, RAPA : rheumatoid
arthritis particle agglutination, RF : rheumatoid factor, ACR :
KEUDIYFFER, EULAR RN DY FER

(BEH@E. BHBEE IF 9 &Y)
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MESIEGEREDOBTTA FF 4~

7

iVt

R4 IZMRA DGFRIZE T HHE2E 2R T

MRA R RV (IFESCEIEENSLH TH Y, FHEAMIZRA
V2R LT S D OIEFEIHR G- SN TN B 7280, ZOIGHE
3l % DIEFN BN TR S5, [HETEEDT 1987 4R
HEBWIZEHED HIRIB XN T W 527, MRA ORI,
RA DBEEIJIC & 5 BT O i 2 b & FARBEREIR T D
T2+ 52 &, MRAIZHE S BIEIYHRZA 2 il 32 2
LTHAH EBIEAPILFTF— D (MTX) Z2iZLHET
APt 7~ T3 (disease-modifying anti-rheumatic drugs;
DMARDs), AWZ09dt) 7~ 53 (biological DMARDsS;
bDMARDs), ##E I)VF 34 F (GC), KO ]
T EHRE DI - TS HFEEIZ L o GEIRS NS,

K41 BHEEY DI FOREICEHTHHERLE

IEFVAUNIL
i IETVR
ISR )
2704 R Ila C
2F70OA RIYVREE I1b C
XN RUFY—k (MTX) Ila C
THFATU (AZA) Ila C
YOORAT 7= R (CY) Ila
TNFBEEE Ila
hUZXRT (TCZ) Ila
Jw+<T (RTX) * I1b
FINFET I1b C
*(RIREAN
A I MIXBKRUEYFHREIFEREE D O~ FOREER
EHITBD.

7.1
DMARDs

HEMED RAD DY), RKIGED D WIEMTX KIS DY
HTEEDPLITIUEIMTX 2592 (g7 7 A1la, =
T ALV C). B ERER 7 & OEE DI 42125 L
TMTXDAEMTHAHZ EDME SN T L™ Flg: -
FHElLEEORAICKH L THEHT 256 LRETHS.

7.2
X704 K

2 R RN D A DY A id T S & (PSLIfE
0.5mg/kg/H) LT CTGCEHIGT % (HESES T X 1la, =
EF Y ALNVC). EHME R TEIEEHEMRER, Ll
WhEER I GA, Bt HaMoME %R & T
1, BLIZATTA K780 2 (mPSL 1000 mg i
#, 3HM) 2 &t EHE GC (PSL#LS 1 mg/kg/ H) Tl
BEGT S (EREs 5 A1b, TEF Y ALNLQO).

7.3

G EE

EREOEGEMERIH L THL2OFES 70k X
773 F (IVCY) (500~750 mg/m*/ H) F 7213810 CY (1
~2mg/kg/H) VSTV DS (g7 5 ATla, TEF
YALNIVB) A, L R GE AR G- B IR D
TEIESE, MR IE S 2 & ORIWEIC X AETEH b A
B VT EME E N TV B P CY IR ERED L
MO EEE R ETHWONL I EAL VA, B
AT HA FEMCTIMEROEHEEZIZz S b LAk
{72 &, bDMARDs b RATHIH SN L )27k o7
Zenh, ZOMAERENICLES>TETWLLEEZLNR
%, BHEBNIR L CREIEFI O MG BROMER R L L
TT7HFF+ 7 (AZA) (1~2mg/kg/H) BHVHNR S
TENHDS (H{HEIEY T Alla, TEF Y ALNLC).

7.4
bDMARDs

bDMARDs ¥, MTX#5-F TEHIEL7ZRVIZH L T—
BENZHOWBN D L) IZ% > TETWAE™, TNFRHEHIZ,
CY B LUE = GC L TRIRA T4 TH-72RV9
Bl 6B CHRICTH -7 (1HITHL), 2B TREIWEHIZED



k)™ ANCABEIME A CTHEM THL) VX <7
(RTX) BRVICHER TH o7z LG SN TV B D),
WTIFRAIRBOEIZ V. E512, b)) X< 7 (TCZ)
RTHIRG E IR IEHERE IR T N5 2 T I HFRTH -
7o & DFEBIAE D ELR S5 Y, bDMARDs D JHE:,
A= HEORAICHLTCHHAT A2 LFAKTDH 5.
ZFD—)7C, TNFIHEHZI1Z D& $ %5 bDMARDsH% 5
REBRE L2, BULICEBOMELORELMOSN TS
0 ) R IZ ATEICE CLED D B,

7.5
Z DithDisE

TEIRARYU] R0 I B C I3 A A F R0 1 ML BR B 25 9%
EVITONBL N DD, WHEN < 7a 7)) VR

XIV. B4REEY O F

I (IVIG) 7SRV ICH D & O hids % (TRIEAL).

8.
B

W OBIEZEIC BT, & FTERV OFAEME 134
KHEIATH B0, ZDEEARIIET RNV EAVRSN
TBY, 14, 54, 10FEFZRITENEN.9.6%, 47.7%,
26% CTdH -7 ENOEFFEICBIF S MRADFHIC
DV, BE219%, AZE26%, EAL31%, FETC14%,
A - Z01Mh8% & DIAEN D Y, FERIEIFHA 2D D
%<, WATREHEDEDE, A%, BAERETHo
7270 M RS X AR S kA AT 5 &y
FRIIARTHLE SN TV,
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