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Z 1 Chapel Hill Consensus Conference 1994 (CHCC1994) DN fEL&EES

Pk MmeER
KREMER | SRERK Takayasu's arteritis
EfmaEiR (RIEESIARA) Giant cell arteritis (Temporal arteritis)
FAIMER | EENEZFEEIRK Polyarteritis nodosa : PAN
B Kawasaki disease
JEUMEER D T4 —PAZFE Wegener's granulomatosis ; WG

7 UILF—MAZFEEMERX (Fr—J - A NS D RERE)

Allergic granulomatous angiitis (Churg-Strauss syndrome ; CSS)
PR FIME R Microscopic polyangiitis ; MPA

NS Vil - YT =54 VEBHR Henoch-Schonlein purpura ; HSP
AREMES DA 207 VIE Essential cryoglobulinemia

R ERMEKFREIMER Cutaneous leukocytoclastic vasculitis
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5. [FU®IC Chapel Hill9$E—1994 h 5
2012

B8 IMAE ROBERGE, F5, #iE, B, 5,
BREETHHY, ToREE, BEMEOHERS, K
EXICEBTENEV. FORFME ORI, it
Jigk % O ML 99 2 R0 LA 1) 7 R BT AL S, [RIIRE: 3 %
WITRIFEICHN D HICH D, D XD ik d
M5 %% - MEREEZHRICH 72> T, ERORHE - £
WEAE LCHETLIENEETH L LHIBIL
UTFOBIEHICHD/z> TZEOMEL B,

1) Chapel Hill Consensus Conference 1994
(CHCC1994) 43

1993 4E1Z K E North Carolina 4 Chapel Hill T, Ji

FYEME RO LR E BFICOVWTOREREZ A &
LSNPSz 22T Mt ek sk
(Polyarteritis nodosa ; PAN) & SAMEEM92 5145 %
(Microscopic arteritis ; MPA) O EUME YA X D&
WAYEFR S, MPA 13 PAN 225 1EUS 0 S 7z,
F 7z, WIS J1E MPA & 72 (R 0 I BRa et
MFRICHFSNDRREL SN, EEKLE L TIRH
SNhh oz, TORE, FIEELEME D 10 HEHER
Wan, BHIMEY A XL KRB - rhil - N 4%
RITPFENT, 1994 EICAFS NV (D).
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& 512 CHCC1994 121, M ROFIEMF & LD
DBED B o 7. MAE O ERTIIZRIERDORE D
ME532500H505, EHICKIT 5 L@EMERED
53250 MR EZEOMST25008HY), i
PEEDRE & LCIZHCHAOR Y., REEGHRD
BME2RMOENTWS, - T, KA I3 RHER
B B E SO T e o g, /NMEImA 2513 ANCA
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2) CHCC1994 htax TL\IciReE

—77, CHCCI994 ICI3#H 2 W3 bR I T
E7o I0REDFEREMEME L L PG TN TV o7
72, HRBIY CHEMT 5% { OMERPZDORNELIH
ThoT.

S5, AMEE L ES (Eponym) O )
WH RO E o572, CHCCl1994 @ 10BN H B
PEOSEE (BELEIRE, I, Wegener RIZENE
JiE, Churg-Strauss JEfEHE, Henoch-Schénlein $83E5%)
% Eponym T o7z, ZD ) 1D Wegener W IENEE
WZoWTIE, 2011 4E 4 AICWCk D 3 &0 RECR
Ui RHE IR X 1, Z O T Granulomatosis with
polyangiitis ; GPA & \» 9 i FLEE T RAZ 35 < R
GNDOEFPRIB S NIz, RELZ BT 72012, M5
WG % C Wegener's #5835 Z L2 E SN 7z
7%, Bk < BIC GPA & v ) AR TR L7z,
HETS [LIIE VNN &) 25
WS TRIBEIN, ENDVEH LZESRH L. Lo,
Z Ot ® Eponym DY P iZFHE 2w LT
KolmEFEThHo7o.
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4) Chapel Hill Consensus Conference 2012
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Rheumatism #E2 IR S 1z, Zo&iki, Lk Lz
CHCC1994 o i %, 285D X ¥ 3x— (12 # EH
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£

KRB

REIMER
(Large vessel vasculitis : LVV)

SLBRK Takayasu arteritis
EfmiREsiRS Giant cell arteritis

FPEIMER
(Medium vessel vasculitis : MVV)

fEETE 2 F RS Polyarteritis nodosa ; PAN
JIIEf" Kawasaki disease

JNEUME R

(Small vessel vasculitis : SVV)
ANCA BSHEMER
(ANCA-associated vasculitis : AAV)

REESHIE/)BUMER
(Immune complex small vessel
vasculitis : Immune complex SVV)

TEMIEZRIERX Microscopic polyangiitis : MPA

ZRMENMEPFBEE (Wegener's) Granulomatosis with polyangiitis ; GPA
(Wegener's)

IR Z RIMEN ARSI (Churg-Strauss) Eosinophilic granulomatosis with
polyangiitis : EGPA (Churg-Strauss)

FIARBEZRERERERR, 71 GBM % Anti-glomerular basement membrane (anti-GBM)
disease

oA 0070 MEMMER

Cryoglobulinemic vasculitis ;: CV

IgA MEX (Henoch-Schonlein) IgA vasculitis ; IgAV (Henoch-Schonlein)
EFEAMEESMZIRMERXR 1 C1g MERX)

Hypocomplementemic urticarial vasculitis ; HUV (Anti-C1q vasculitis)

BLOMEZR T MER
(Variable vessel vasculitis : VVV)

Behcet & Behcet's disease
Cogan jiEf#8f Cogan’s syndrome

B—EIRDMER
(Single-organ vasculitis ; SOV)

MERMEF4EMER Cutaneous leukocytoclastic angiitis | CLA
FREER Cutaneous arteritis

FREMPARSZRMMEX Primary central nervous system vasculitis
MFEMAERN Isolated aortitis

ZDAth

2EMERICHRAET HMER
(Vasculitis associated with systemic
disease)

JL—TRIMEX Lupus vasculitis

U h RIMEX Rheumatoid vasculitis
)L+ RIMER Sarcoid vasculitis
ZDAth

ARDHEE SN DIFEEME R
(Vasculitis associated with possible
etiology)

CEIFFR DA JVABES UA IOV IMAEHMER Hepatitis C virus-associated
cryoglobulinemic vasculitis

B BUFFR D)L ABSEMER Hepatitis B virus-associated vasculitis
MERhEAERN Syphilis-associated aortitis

EEIBEREEASREMER Drug-associated immune complex vasculitis
EEXIRSE ANCA BSEMmEs:X Drug-associated ANCA-associated vasculitis
FEESEME R Cancer-associated vasculitis

Z DAt

Xt 3) & [REERNSHMERZEDFSIE Chapel-Hill J2EVYX&# 2012 (T00TC) (FEHAR, 2014) ZHE(C5 IFRER

WEMERE (Wegener's), Churg-Strauss e e 12051
R 2 561 2 E NS ERE (Churg-Strauss), Henoch-
Schénlein #8355 13 IgA %5 4% (Henoch-Schénlein) ~
EEMERIN. T, BREIRSE S ERIE, B
KR TIIEORBLM LY SBIRESEUTH S &
WIHREEICED, REI .

5) CHCC2012 ICBIFPHEZEXIFEREDZ &
LfcmER

CHCC2012 lZiEF 72124505 3T) —=2mb 1,
ZDOHO—DIZH % % (single-organ vasculi-
tis s SOV) 2°h % (£2). ToAFT) -, H2H
— DI L72E £ TH L. 22Tk [REHA

MERBEREME A 2] o X 912, BEges & REME O
A XZHEE L2 1FME AR T2 2 eI Tw
b, 72771, HAHEEMIZSOV LB SN b DA
SRAYIC 4 By PRI Je e BN LR L 22354120, Bl
AT T —ICHSEEND. Fz, HlRaRcmiE %
MHRHNTY, BRAT KA R &2 62 5P
BROBERRBHIHEN SN DA, CorTsT
) —=lZiE ANV, o SOV LIS, Z OB
72O R 50 H OB E, BRI X
L0 EOMEEEZBA LT ER LRV, 20
JTIE CHCC1994 TH S M7z X 9 7 TR Bk e
PEIMAE S ] DB SR L T b L) ICEbIG.
SOV T, K% H—lsdrs 3 2MELREL LT, K
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X3 HAEZSHEZERICERENfc CHCC2012 OHAGEE

CHCC2012 [fRX

BAEER

Large vessel vasculitis, LVV
Takayasu arteritis, TAK
Giant cell arteritis, GCA

Medium vessel vasculitis, MVV
Polyarteritis nodosa, PAN
Kawasaki disease, KD

Small vessel vasculitis, SVV

vasculitis, AAV
Microscopic polyangiitis, MPA
Granulomatosis with polyangiitis (Wegener's), GPA

Eosinophilic granulomatosis with polyangiitis
(Churg-Strauss), EGPA

Immune complex SVV

Anti-glomerular basement membrane (anti-GBM)
disease

Cryoglobulinemic vasculitis, CV
IgA vasculitis (Henoch-Schénlein), IgAV

Hypocomplementemic urticarial vasculitis, HUV
(anti-C1q vasculitis)

Variable vessel vasculitis, VVV)
Behcet's disease, BD
Cogan’s syndrome, CS

Single-organ vasculitis, SOV
Cutaneous leukocytoclastic angiitis
Cutaneous arteritis
Primary central nervous system vasculitis
Isolated aortitis

Vasculitis associated with systemic disease
Lupus vasculitis
Rheumatoid vasculitis
Sarcoid vasculitis

Vasculitis associated with probable etiology

Hepatitis B virus-associated vasculitis
Syphilis-associated aortitis

Drug-associated immune complex vasculitis
Drug-associated ANCA-associated vasculitis
Cancer-associated vasculitis

Antineutrophil cytoplasmic antibody (ANCA)-associated

Hepatitis C virus-associated cryoglobulinemic vasculitis

REVMER

SREIRA

S M EniRss

FRALMEER

TEETE S RN

B

I\EIMENR

TR ETE (ANCA) BhEmER

TEMERRSRMER
SRMENMEPNZFIERE (Wegener PIZFRERE)
FERER ML RIMERXMEAZIERE (Chung-Strauss fEERE)

REEGH\EMER
TARIRGEERTIAR 31 GBM ®)

U707 MM MER
IgA MEX (Henoch-Schonlein £BL5E)
A MESEEREIRMER F1C1ag MERX)

SREMEZRITMER
Behget &

Cogan fEf#E

B MER

B2 B MEKAR e M E
[RFE PR R R I E R
IREMHABIRA
2HMEEBEEMNER
JL—J ZAMEX

UV b RIIER
IV RMERX
HERERZB T DIMER
CBUFFR DA JVABSES UA IO T IMEEMER
B BUFFR DA )L ABSEMERX
HEESREIEAREDARA
FEHIRERBESNEMER
EEEIRSE ANCA BEEMmER
D ABSHEME R

Ji§ I ER A e Pk 14 9% (cutaneous  leukocytoclastic
angiitis ; CLA) & 2 EIR% (cutaneous arteritis ;

CA) D2HHRISIY FiFshTwa. IiEFRD% < 1L
EHHT, MaEBREOMmERIIDRV. EEICBW
THEGHIME ROEBFRERE L ToIME %£I35HE
A%, KB E U CHIL - 22 iERE D R,
WCBR L7 A R Th v, 2 EEEDIUE, K
JERBTEME &KL V2 5087 LV —PEiiss %
(vasculitis allergica cutis Ruiter) & 8 RIS iME 2 58
k% (cutaneous polyarteritis nodosa ; CPN)) @ 2
PRUZIRE 2N 5. CHCC2012 3 HICHE 212, A,

CLAWZHIYM L, CPN X CAICHINT 2. ThZho
HHEZZH L TWizZ& 2w,

6) BAEERDEELH—

CHCC2012 ® HAFEFRICBA L C, 2016 ERKICIE 574
AT RIS 2 AMIZEINC X D, AN
bh, HAESZMEZRRIOK#E SN (http//
www.vas-mhlw.org). X# A K74 o fEE, [k
JEIEIR 2> & Az %2 # O F5] &  Chapel-Hill 2
Ul U AR 2012121 T (B, 2014) %
bEIILTBY, HTRELHENDD LMY
5. ZEDLOICHAREFSMHERZBRRIKR I N

FEEERIELORY. ROMAE % - M EEDSHRY
A RFIA Y TREIIM S RIS —T 2 TFETH
5.
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IgA M=k
BRERMER
EZHEmiR

AEOBEOIIEHER, 52, /S,
KyE, [0, FELVINEIOHE

fEpM T M o

suxgoIUy

FIRBZE, 2RI,
B5E. FFR

I SR 5

B iR
A ERIR%:
M Behcet i

EHME, M
(= - HERPIR)
M E

(SHSIRR - KRR

6. 2BE7IVLIJUXL

2008 4F H AR Bz A& 74 ¥ 4 » & CHCC2012
SEERA LT, ABBXIIEMERSN %5 O
DWW (M2)°, MER»EEDILYED T
ARRET 5.

1) Jennette JC, Falk R], Andrassy K, et al: Nomenclature of
systemic vasculitides. Proposal of an international con-
sensus conference, Arthritis Rheum, 1994; 37: 187-192.
(LAOVIV)

2) Jennette JC, Falk R], Bacon PA, et al: 2012 revised Inter-
national Chapel Hill Consensus Conference Nomencla-
ture of Vasculitides, Arthritis Rheum, 2013; 65: 1-11.(L
NIV IV)

3) WEhEA, NER#, AREFEA M % - RS
WA RKITA MERERS  HREEREERATA P4~
M % - MEFREESTA VI 4 0, HESRE 2008 118:
2095-2187.(L X)L V)

4) Falk RJ, Gross WL, Guillevin L, et al: Granulomatosis
with polyangiitis (Wegener's): an alternative name for
Wegener's granulomatosis, Arthritis Rheum, 2011; 63:
863-864.(L )V V)

5) Jennette JC: Nomenclature and classification of vasculi-
tis: lessons learned from granulomatosis with polyangi-
itis (Wegener's granolomatosis), Clin Exp Immunol,
2011 ; 164 (Suppl 1): 7-10.(L XV V)

6) N&akn], B PR 58 REME RO T 70—
¥, BEIMAE S, B8, BEEEEE 2013, 51-78.(L v
V1)

Z2E7IVIVXL

1B1EH

1994 4R 1256 R S NEBEIYICIA < 7% L T\ 5 Cha-
pel Hill Consensus Conference (2 & 0 #RIR & 7z M4
KO EFDEFK (CHCC1994 ; #F “Chapel Hill
S 19947)7 A%, 2012 A RIRICET &, CHCC2012
L LTEFEENA GBEFR “Chapel Hill 5% 20127)%.

WET SN2 F 2 mid, ANAWEE bR ES
(Eponym) % #EUF, ¥ K RHiHE 12D < B 2B
GRANET L8, SEFX Vs tshi-m 32
DHTT) =5 T7O0% T T =28, EEED
WML 7z (10 B2 5 26 BBNIH), M43 H)
RASFEART D B HFRANDOWR D H 5 Z LATRF S N
TeRENBIF o EY. W, —H LT CHCC 4#ild,
MERFEBOERSTZHWELTBY, KEED
FW L EERL R E HIE L Tldw i,

WEAMOET T, KEFEWHT 2 (ASN),
ACR, EULAR O£ % 95 1}, CHCC1994 248
ENTWw b Wegener WENEEIXZ GPA (Wegener's),
Churg-Strauss JEf##E 13 EGPA (Churg-Strauss), Henoch-
Schénlein #3991 IgAV (Henoch-Schénlein) ~ & %
MR INTz. —T0, EREIRGE L NG, BUR S
TREORBLH LD SBIRELDPEUTH L L)
FEmICED, RS hi.

CHCC2012 i%, Y =7~ F NELR B s N AL &
o TERENZDTRRMWM Y 2 5. KEFTOIL
BRPELIATHTURERTIIR L, SRod#EwmH
e .
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SRR oo

7) Jennette JC, Falk R], Andrassy K, et al: Nomenclature of
systemic vasculitides. Proposal of an international con-
sensus conference, Arthritis Rheum, 1994; 37: 187-192.
(LR IV)

8) Jennette JC, Falk R], Bacon PA, et al: 2012 revised Inter-
national Chapel Hill Consensus Conference Nomencla-
ture of Vasculitides, Arthritis Rheum, 2013; 65: 1-11.(L
AV IV)

9) Jennette JC: Overview of the 2012 revised International
Chapel Hill Consensus Conference nomenclature of vas-
culitides, Clin Exp Nephrol, 2013; 17: 603-606.(L X)L V)

10) Falk RJ, Gross WL, Guillevin L, et al: Granulomatosis
with polyangiitis (Wegener's): an alternative name for
Wegener's granulomatosis, Arthritis Rheum, 2011; 63:
863-864.(L X)L V)

11) Jennette JC: Nomenclature and classification of vasculi-
tis: lessons learned from granulomatosis with polyangi-
itis (Wegener's granolomatosis), Clin Exp Immunol,
2011; 164 (Suppl 1): 7-10.(L X)L V)

Algolism-CQ1 Z=HMMERDIETERNICH
—LicBDEHDHDH ?

HEIRIC - CHCC1994 13, 20124k ET &, CHCC2012
ELTIELRBmENn, HHEHEET 2.

HEE B

R RIS AESRNE RO GE AR T2DIE,
1952 4, Zeek PM Wb Twb. fE&iddfikii
# 4 (hypersensitivity vasculitis), 7 L V¥ — MR
JEVEIMAE 95, ) v~ F kMG %%, PAN, MISESIREO
5P L7, Dk, Wegener W3FEIERER Churg-
Strauss SEBERE, MPA 55 05 B & — B mh ig
72572, 1982 4F, Davies DJ 12X %5 ANCA D3RI
X ) ANCA BEIMAE OB EHTEL S DD dH B U,
1990 4F ACR iZ, Lie JT #H& LT, &8MMme %
% PAN, Churg-Strauss JEfE#E, Wegener W3FIEE,
WA 4, Henoch-Schonlein 28559, GCA ({5
BRSE), EEEIRGE, NEHEO 7HREIED, TDOB
Wikt 2 5L U729, BUENHIRY KL & Z OBk
HTPSEMN 2 HE ML, ANCA ORI W L TH
5. HE-T, MPA OFREHEA R,

Z 2T, ANCA %5 sAd, MW BT A 25
DWTIIE K% 5538 L7-DH Chapel Hill 53 TH %
(&FIT 1993 E1T b N, FEIE 1994 4F, HAE CHCC1994
CHERR) . M A KA, R, NI T
TPOBLA T LT REMAEIE GCA & &Rk
g5, hRIMAS1Z PAN & IR, /NELIMAS 13 ANCA

M4 % D MPA, Churg-Strauss JiE 5 #, Wegener
W3 EAE D 3 #E, IC ® B 53 % Henoch-Schonlein
B, AN ) a7 viiiE, CLA @ 3%
B, Rre BTk s, RGHIZRBOERE
LR L72b 0T, BREREETII R .

512, 2012 4, Chapel Hill 5325 E 2 1,
CHCC2012 L sfr s, L BAMEs il s hTw
AP CHCC2012 1&, %9 CHCC1994 Z 8L, i
B RAMAE, wRmAE, AR COasL 3
bbb, KBRE COFEGL, €L TERLIIHIR
THHMALITLIIRESI NS KB ME % (Large
vessel vasculitis, LVV), EZENEAHFEHIR & 2 D HE—5
FMAEDBEMIR E NS FRIME % (Medium vessel
vasculitis, MVV), BEZFWNEINR, MBIR, T,
MERIR, IR IR S L /RIS % (Small
vessel vasculitis, SVV) TH 5. ZD32DH 7T —
Wz, WFO450H 7T —H55i7z125kE S,
Ft7 o0 7T TSN flicDmE 2 RS
M4 4¢ (Variable vessel vasculitis, VVV), H—l#
DI %% (Single-organ vasculitis, SOV), 4Bk H
WZHeFE 9 A IG5 %% (Vasculitis associated with sys-
temic disease), #% K DHEE S N5 HFEEME % (Vas-
culitis associated with possible etiology) #%4 2D
ATT)—Thb.

SRR, RRIR & Az A g o R G B,
CHCC1994 @ 10 i &, CHCC2012 Tl 26 #BIC
KIE, B 7z KBS 23S LK% (Takayasu
arteritis, TAK) & GCA, WM %1% PAN &%
% (Kawasaki disease, KD) &, it CHCC1994 %
B L7-. kL, AMIME RS T T) =K E
LWEI L o7z 9, AN Z8IE, S 512 ANCA
B /N YIS 98 & SRR A AR/ NI A 9 D 2 D o
THTI) =T e,

ANCA B8 2 /N i 45 %5 1%, MPO- & % W 13 PR3-
ANCA 23148 2 D FERE (G- L, B4 H AL T IC
WEHE, BY5 L%\ (pauci-immune). MPA, GPA
(Wegener's), EGPA (Churg-Strauss) @ 3 ¥HENE
5.

SO A AR/ NINAS 250, FRB I S AL T IC A%
HH, W53 5. PUORBKMAIEEEM (Anti-glomerular
basement membrane (anti-GBM) disease ; $T GBM
%), CV, IgAV (Henoch-Schénlein), HUV (Anti-Clq
vasculitis) 2983 5.

i 2 DA % 23 14 95 (Variable vessel vasculitis,
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VVV) &1, REIMAEIZEM D% KRB S/ &
TWINOHT A Ao, € LU CElk, EMImE, &
RICEDTRTOY A 7OMEIRES D) B IM5E%
TdH 5. BD & Cogan fEfEHE (Cogan’s syndrome, CS)
A, ANadEE LB (Eponym) Th Y %28
5, VVV & LTHRHE 7.

H g5 D IM5% %% (Single-organ vasculitis, SOV) &
i, 1hEZRdH 2\ I3 1 lsds > A7 AR L 72 155 %%
T, BaBH A X - 54 TOMERDPHERED 2 VIEE
FELTBIE NS, BRIRAT R 54 B EIMAE Ol
BUSEI O REMEDSE SN D A2, KA T T —T
K ERRNERO N T IT) —I258T 5. $72,
KA 7 T — G S N EARGE I A S I
RANEHERE L 2GR E S 7T —\ZHSH
Ehb. CLA, CA, B AFER I ¢ (Primary
central nervous system vasculitis), JR7PEBIIR 2%
(Isolated aortitis), < ®f (Others) THK S 7z,

VR BICHTE T 5 % & (Vasculitis associated
with systemic disease) (%, 48 PEEBIZFHEES 5 i
FYMERTH Y, EEEEAZEELOBNIHT L
TwWh. Vv—72M%% (Lupus vasculitis), V7~
I A KI5 %6 (Rheumatoid vasculitis), )V 34 FIfil
#H 4 (Sarcoid vasculitis), Z Dt (Others) THEMK X
nr.

FROHE T SN B HFEMEMAE K (Vasculitis  associ-
ated with possible etiology) 1, ALY A VAL L
M55 985695 & ORI BIRASEH & 2 2 e s6 Pk 45 %6 T d
D, BHAZREAORICHE LTS, CHBFEY
ANVABEZ ) a7 ) sIEEENSS % (Hepatitis
C virus-associated cryoglobulinemic vasculitis), B %!
fF9& 7 4 )V A BEE 4 %% (Hepatitis B virus-associated
vasculitis), 75 B 8 K #) Ik ¢ (Syphilis-associated
aortitis), FEF BHM 5% #1454 28 (Drug-associated
immune complex vasculitis), ZE#|REH ANCA B 1
#4% (Drug-associated ANCA-associated vasculitis),
HE RIS 48 (Cancer-associated vasculitis), £ D1t
(Others) THERK S 7z

BEICESL T, SESFELHEMEPEHEME %
SHEEFEFRL TS, Lo L, Chapel Hill 53H0 2%
TGV OFHET, RO 5 IE %5
BMELTUALELLTWS.

12) Davies D], Moran JE, Niall JF, et al: Segmental necrotiz-
ing glomerulonephritis with antineutrophil antibody:
possible arbovirus aetiology? Br Med J, 1982; 285: 606.
(LARVIV)

13) Lie JT: Ilustrated histopathologic classification criteria
for selected vasculitis syndromes. American College of
Rheumatology Subcommittee on Classification of Vascu-
litis, Arthritis Rheum, 1990; 33: 1074-1087.(L X)L 1V)

14) Jennette JC, Falk R], Andrassy K, et al: Nomenclature of
systemic vasculitides. Proposal of an international con-
sensus conference, Arthritis Rheum, 1994; 37: 187-192.
(LN IV)

15) Jennette JC, Falk R], Bacon PA, et al: 2012 revised Inter-
national Chapel Hill Consensus Conference Nomencla-
ture of Vasculitides, Arthritis Rheum, 2013; 65: 1-11.(L
AV IV)

Algolism-CQ2 £BMHmMERT—RICALSN
P2E7ZIVIVXLIEHDDOH ?

HEIRST : LIS KT, X {HWHNR DB
THI)ALFHRNE LTI

#EEE : Cl

& 2007 4F, CHCC1994 # Hbimyids e LCTE &
¥ 7z Jennette JC 1%, Chapel Hill 773 % 3Lz & L2
WT VT ZL%BFRLEZOD, Z2hs, ZOHD
CHCC2012 ~3ghe L 7.

2007 4¢, EULAR @ Watts R 51, MPA, Wegener
W3ENERE, Churg-Strauss fEfERED ANCA B 3 #2548
EPAN OFt4 BB ERNRE LBETNVIT) AL %
BELEY. T, BETNVIT) AL2HIAET5I12H
720, EFEVEE SN %% TS, WRT S Tab
L, BEMMERE XTI L EPHAY =T
5. ZOLT, TIVTY X LA Churg-Strauss Ji i,
Wegener W3EELE, MPA, PAN OJHIZHEA TV L.

St%, CHCC2012 # g L7z T VT Y X 2%
RBEREINLZEDPTFHEINS.

16) Jennette JC, Falk RJ: Nosology of primary vasculitis,
Curr Opin Rheumatol, 2007; 19: 10-16.(L- X)L V)

17) Jennette JC, Falk R]: The role of pathology in the diag-
nosis of systemic vasculitis, Clin Exp Rheumatol, 2007;
25: $52-856.(L X)L V)

18) Watts R, Lane S, Hanslik T, et al: Development and vali-
dation of a consensus methodology for the classification
of the ANCA-associated vasculitides and polyarteritis
nodosa for epidemiological studies, Ann Rheum Dis,
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M3 MEMEXRDZE7ILIUXL

| BERERB5V ERMERTOEXROE | Gk

i y
LEERNETH | | mmEgsEh |
1 i 1 (%2)
SFEAERIE 2 R E KA SFIESE « I MPO-ANCA5 18 L\ [FPR3-ANCAG 1 |
ESADHELIIER Iy
T — [EYAY
I P A : | e FEERIE S O10%ELE AN 15X 10L) |
PRI S R 1 oS RIS
E:3 Churg S ; [ExA .
PFRE (Onurg Sraues) . ; pUTaTI M ] LA 5T
v i mE % HRTRY
RME AR IEE ; = y N
EHEBEEEIAH [ Palpable purpura (GRBEMNOEH) |
PEY  Thnx IERY
25 ME KEAFIEE ! | EEAGEEATREOE CIALE |
(Wegener’ s) i i IE) N HIRYRS
i : n i
v i gAML BRETEALE | |
AR S FME % : (Henoch-Schénlein) R R
EHEDMEEICER ; . v H
130 Tonz T ERSHALH
; ! s e T = T =
— | i 9 I BB A 14 1 E‘.ft’lil'\ HIRY S HREY
: HE L REE(T I,
v SHME X T REfmERARIC AN TR =
SEESRBRE 0 | ShERnER B MR : ks
EHABHEEOEETRICAH | oz % % :
l &Ly [EIRY ; [}
D ‘ [ ewomz_| ‘
N RS TAR %
BEBMRRRENES | | w2 2 mRS)

A7 VIV XLAFRFEEMERDHZRD>THD, CHCC2012 THASNICE2HMARRICHFE T HMERX, FRDHEESNDH

FMMERFR D TLIEL.

(x1) MERXICISERK EERMADFET D. A7)V IUXLIBEEMZEALUTVNDDT, ELDERICEU TIFFTDEISERA

WETHD.

(%2) 5%, ANCAAIEENKDUESNDOIREENDSD. i£o T, ANCA R4 TH > TH ANCA BHEMERZERTE CEFELE

PINFIET D,
(%3) BIFRBZET.

2007; 66: 222-227.(L <)L V)

Algolism-CQ3 RKEMEXR 7 ETEHENICREE
ZEBrBDEHD2DH?

HEBRIC ¢ R IS 200 & EIBRIICHE— L 72 b o
HWwE LTI

HRE : C1

R ¢ [2008 SE HAK BRI A2 A FF 4 ~] T,
IR & B2 o A REZ Z R L, CHCC1994 %A
L7 A 0z e L 72", BoBkix, =
ARBYIR A & /NBERIBYIR, o A B IR BR A B IR~
ERATL, BIRRANFS. BIRO S IRBIIR A3 <l
B TR D /NEIIR (small artery) (22, /NEE )
JR 2> & Wi A BYHR—% BR A H B IR A3 B RS T3 ELEZ ol
Bk (arteriole) 7S TBAMIMLEE (capillary), HlEHIR

(venule) 12T 5. ZOFFMENNR (arteriole) 7
5EMIMAE (capillary), MIEIR (venule) ZPFE T
small vessel &\ b2 7As, % B O/NIGE L iy
%7

FEIEFHEIZE T, [2008 4F H AR R A A A K
74 Y] TONREDTHEDERZRLIESE,
VI WEDER b H o7 L L, MERITHEZE (5
REIIZ, 2 oldasBlific) 23 —F 3 5HETH Y,
SN2 LRI 2 0 VB TIHEECTH 5.

19) Wehisgsd, N ERA, AREFIEA %K - mEwRE
A RITAMNRERE  AREERESTA N4 >
Mg - MEFRETA NI 42, HEZE 2008 118:

HBz 4338 127 (3), 299415, 2017 (P 29) 307



AARBE A ME 5¢ - MAFREZT A B 74 Y URTERER &

2095-2187.(L X)L V)

Algolism-CQ4 RKEMEXRDZE7ZILIU XL
EULT—RICESHSNTVDBDIEHDDH ?

IR M 2 TIBICH VO N BHT IV T
VALEHRVE LTI,

HEE : C1

RSN  ERAICH— SN A B HE T v )
AL, Baeh o T2 %, 2008 4F H AR JE B4
HA KF A TiE, CHCCl99M % Eik L7z 7T v T
)AL R ERINIFER LYY, LarL, Tok, K§
BEMRETY, ok aryterF 225513 E-
TWip\w, Z2°T, YHA FIA4 VTR LBHT
VT XA EEEMIIRET S (X3).

9, BEPOSMEROTIHREL NVHPEDRST
HHHEHAWT S, BB THIUIEILIE T ICRIEN D
%. Palpable purpura i&, FLRZ g CTEISEMEIMAE %
(BRI 58) 2 ETWD, UNRFIRET
G T /I~ BBl R 20 Wl 36845 S0 0 ML B+ DI i & 3
KL, ZOXRMIMED D WL v A7 21 iR,
WHT ISR A, BRI, WE O LT livedo
racemosa &, XV IMEREZ KT 2RZHERTH 5.
BIZd, THRURE RIS 2 &, M LA T
WAHIRED D 5B IEEHTH 5.

FRRIRCRIRL L 72 B2 oI5 95 % Bt o 7215, F9EIR
MR EIER D, EHERD, TETRAI—1+F5. &
SERDEHIEIR % &, &G PR ZOHERI~ LT3 .
FAERDSE FIEIRTH - T D, MIEHA T ANCA by
P, GRS TH L, SR ROENNE T
ER)

EHPEmE RO TiE, CHCC2012 &£ EULAR @
Watts 573 % 2% & L, EGPA (Churg-Strauss) — GPA
(Wegener's) = MPA — PAN Otz M L 722,
INSARBOBENCE, EAETEHADHEELED
AL TEAEGTEE W AR IR 6O THERE AR <,
ERRIZH->TBY, BT,

VRIS RE T s, L7z 1T, 2008 4F H AR
JARHER A N4 v ORNAREL, ANCA—2 )
a7y y—-Ighiks & L7 1gAV (Henoch-
Schénlein) Tl palpable purpura 7%, UV Tl IE
BRALEEDS, FZEFHE LCEELFIATH L DT, HlA
ANT®. & 512, IgAV (Henoch-Schénlein) #Hic
BT, DIF (3 THELZMAETH L DT, TITD
BkEEXL, 2 EOKEE L.

W, ARTN T ZXLIFEFEEME RO AR EPR->TH
), CHCC2012 THRH & N2 GBIk 51
B, FHROHEE SN B HIEMEMAE KT > T,

20) MR A, R, AERE I A - M REE
A FTA4 NERERE  HREREHRZRTA K4~
Mm% - MERWETA NI A4 2, HEZE 2008 118:
2095-2187.(L X)L V)

21) Kawakami T: New algorithm (KAWAKAMI algorithm)
to diagnose primary cutaneous vasculitis, J Dermatol,
2010; 37: 113-124.(L XV V)

22) Jennette JC, Falk RJ: Nosology of primary vasculitis,
Curr Opin Rheumatol, 2007; 19: 10-16.(L X)L V)

23) Jennette JC, Falk RJ: The role of pathology in the diag-
nosis of systemic vasculitis, Clin Exp Rheumatol, 2007,
25: 852-556.(L X)L V)

24) Watts R, Lane S, Hanslik T, et al: Development and vali-
dation of a consensus methodology for the classification
of the ANCA-associated vasculitides and polyarteritis
nodosa for epidemiological studies, Ann Rheum Dis,
2007; 66: 222-227.(L X)L V)

25) Kawakami T: A review of pediatric vasculitis with a
focus on juvenile polyarteritis nodosa, Am J Clin Derma-
tol, 2012; 13: 389-398.(L XL V)

E#BRa SRR Giant cell arteritis (GCA)
[{EIESENARX Temporal arteritis (TA)]
BEER

1890 4 Hunchington 5 25 TA O5EH % Hidy L 722,
1932 4212 Horton & A8, #HIBEE % EORMIRG L
HISHBIAR 0 A FEHEE D JHE &\ ) S IR 2 J8 2%
L7225 TAELTOH WK SA M L
72*. 1941 4F Gilmore H3HL#IT W CEMNE % & T A3
JEE M S0 & 7B B Z & A5, Giant cell choronic arte-
ritis DX EIRIE L7z, ZOWMEICL Y, GCA OfEE
PN S 7z,

GCA WX KB & Z D FZHBUE U % W3F ML
BERTH DY, GBI BLAHR 1 (C E AT % 72
D LY G %, MEHBIR % & 7o SBIR & HEa Bk
DSBS EEZ 275, LML, GCADOETD
JEBICRIBHENIR % W3 % bl Tk, Mo %
THMBEBIR A FEET 2ME%DH Y, CHCC2012 T
X TA & W) EBZLITEY TIE 2 wE L, GCA ISHK—
Sh.

GCA A HEETH 5. 1998 4FE D JE A4 4[4
A ClE, BEE690 A (ALT10 753065 N), B
B 1017 2o 72 FSEAF i3 50 bl BT, 60
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~T0fRICE =2 03B 2. 7T NP %L, WeREA
2%\ ek, KRETTIHALRGR B RS Wl %
V). GCA & B9 % HLA-DRB1*0401 % Rk FALS
2\,

LA, GCA (M BB IR <° B3 N B IR O 145 % Hui i
R 2 HE R MBHEN IR 9 & S Ty 7z cranial GCA
(C-GCA) KBk E FDFE LB % FEET S large ves-
sel GCA (LV-GCA) WZHHT At EA TV S,
large vessel GCA & 40 oM, HHEHITE L,
MHABARDOBEE DD e VR EDECH D ), e B9
BIEORIEL TV AR D, ZW, 58,
G EDOMEDPBIED EITHTH L L AL TIZL
V. ERRMEREICOWTIZA A K54 Y7200 Th
, XD LWERZHISRO TV ZEPEETH
5 (M4 ).

26) Hutchinson J: Diseases of the arteries. On a peculiar
form of thrombotic arteritis of the aged which is some-
times productive of gangrene, Arch Surg, 1890; 1: 323—
329.(L X)L V)

Horton BT, Magath TB, Brown GE: An undescribed
form of arteritis of the temporal vessels, May Clin Proc,
1932; 7: 700~701.(L XV V)

Gilmour JR: Giant cell chronic arteritis, J Pathol Bacte-
riol, 1941; 53: 263-277.(L X)L V)

Jennette JC, Falk R], Bacon PA, et al: 2012 revised Inter-
national Chapel Hill Consensus Conference Nomencla-
ture of Vasculitides. Arthritis Rheum, 2013; 65: 1-11.(L
~)V VI)

GCA-CQl ED&LSBFERD S GCAZRES
n?

27

~

28

=

29

=

HEIRIT - 50 DL B, BRI 70 AR O R RAS 0 8 24,
RERA, BRI FELECoSgERITmL, M
OB, R, MBHEIIRE ORGET, OGS, wHk
17, &, BUMKT R EHN S CGCA %, HEEHME T
S, RYYHTIELV-GCA # &I ANS X 9 SRS
5.

HRE B

FEER 1998 SE D MBHBYIR J D JF A B e iR A (177
%) TP ORIEERA 715 K TH LA 117 T
Hotz. FBEROEHERE L TIFEHR (243%), &
FIRD (23.6%) Db Lo 7z RFER E LTI
VBRSO O U (57.6%), JEHR (40.0%), MISHBE)AR
FIRDI A (585%), MBHBIIR OB IS (29.1%) &

%iro itz V< TS IR 27.7% ([ZFR0D 72,
AR & LTI B 25 31.8%, 584k 32% T
Ho 72",

1999 4 Brack 5 3818 TR, MEEIIR 2 & oK
BICEE 2D B large vessel GCA (LV-GCA) &K
M 2B E % 7B 3 WHER D cranial GCA (C-GCA)
ICGCA #4538 L, IWiE B I %72, JIEF# T
C-GCAT2 EIZx LT, C-GCA 166 % & Al 5
JET, ZHE COMMIIARICEDL -2 HIE
C-GCA42% 12xf L T LV-GCA10% & R T h o
72, BEPEAT - BUEIRIZOWT D C-GCA18% 12xf LT
LV-GCA1% & B #@lInicd o 72, #12, EEBATT
& C-GCA0% IZxF LT LV-GCA38% & HilZ%\w. V)
7 F UL RGIEDO G A EEZRD Lo 72,
DT EMND, CGCA & LV-GCA 1357 5 #HikgE D
BCTERWPEREL TS,

2015 4F Murate b O#FE T, FEREHIL C-GCA 75.7
IR LT, LV-GCA 682 % & %<, ki TomM
BEZICEY, % EOFEMOERIIAZIID BN
LD 21T > THB Y, LV-GCA DFLEIZDNT
HEAI) CEDPHEETH S,

30) Kobayashi S, Yano T, Matsumoto Y, et al: Clinical and
epidemiologic analysis of giant cell (temporal) arteritis
from a nationwide survey in 1998 in Japan: the first
government-supported nationwide survey, Arthritis
Rheum, 2003; 49: 594-598.(L X)L 1V)

31) Brack A, Matinez-Taboa V, Stanson A: Disease pattern
in cranial and large-vessel giant cell arteritis, Artritis
Rheum, 1999; 42: 311-317.(L ~)v III)

32) Muratore F, Kermani TA, Crowson CS, et al: Large-
vessel giant cell arteritis: a cohort study, Rheumatology
(Oxford), 2015; 54: 463-470.(L ~X)V IV)

GCA-CQ2 EDKSURBEAEIRD S GCA =5E
2h°?

HEIRIC - MBER O KRR, Bk X 72 m ko
SRR, T OES - BUH, MRNEE, REHZ &
5 GCA &89 & LT Xwv. FRISHEEBNIIEIENZ W
WEMSH ), EEFLETH L.

#RE : C1

BB - GCA TIIMIBHBIIR O FARTERS % B TR E
FERE & 723 2 LIRIERICENTH 5. 1998 4F DAl
BRSO IEA B EAHA (177 %) TIIFERERF 10.9%,
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21 % 9l L T 15.6% (ZHHB SRS 2 58, 1 HIICAL
B BdbDARTH -7z MIHBIIR OB O 355 125
JEREIC 29.1%, WM Z 8 LT 40% IZRDTEH, Ml
FHBROMZIZEECTH 5. BAETIIHFRERAIC X
WEEDZEALZ E H X BT EBIThRTVEY,

1964 4F Kinmont & 12 & ) GCA @ J & J4E IR @
Review 281 S MLCTWw 5. BIEALEE, LoE, 7+
T4 T2 M FEREERICUZEREE, THUERE, T
BB, W\, HARGENHBMINTHEY., kLD
R OEETH LY. R TRWIHAZFHFZS
DS, WBREHEIHEEZ LIRS INL I LD D 5.
EE B CTIEEIT 2 REMERCIE TR & O b
HYIEBEIPLETH LY.

33) Kobayashi S, Yano T, Matsumoto Y, et al: Clinical and
epidemiologic analysis of giant cell (temporal) arteritis
from a nationwide survey in 1998 in Japan: the first
government-supported nationwide survey, Arthritis
Rheum, 2003; 49: 594-598.(L X)L 1V)

Kinmont PD, McCallum DI: Skin manifestation of giant-
cell arteritis, Br | Dermatol, 1964; 76: 299-308.(L ~ )\
v)

Baum EW, Sams WM ]Jr, Payne RR: Giant cell arteritis: a
systemic disease with rare cutaneous manifestations, J
Am Acad Dermatol, 1982; 6: 1081-1088.(L <)V V)
Soderstrom GW, Seehafer JR: Bilateral scalp necrosis in

34

fas

35

N

36

=

temporal aruteritis: A rare complication of Horton's dis-
ease, Am J Med, 1976; 61: 541-546.(L X)L V)

GCA-CQ3 GCA DEHICERKMRIRE -
BREEHDD ?

#3223 : HLA-DRB1*04 OREE AN Z & 2355
NTW57A, ANCA @ X9 ZIsRPiA% CPK, KL-6
7 E OIEEHF R 2 M v, ESR, CRP 7 &30
B S 5%, HEREIEBTEIC R 5 2 W EaYH
D, BUE, SERAT, HREEZ EORKRT RS EET
HBHELTIW.

#EERE : Cl

RS - HLA-DRB1*04 (0401, 0404 2 &) Ok &
GCA RIED RS Vb T WA, GCA 113 Az
BHY, TITANA%RL, BORAAN, FRILRRR K
E OB BRIZZWZ LRGSR TS, Zhd
HLA-DRB1*04 ICH#$ 2 b0 ShTBH, HAA
TIEA R nY,

GCA I3 ED HLA 7 LIVIEAE A3 I0E & B4 5 =

&, WA TR - ORI BINR O A 3P IE P A SR N
HMTHHZ L, X701 FEEPAITHLZ D5
HOMEMERE L S Twa A, BENTR ANCA B
MR THOND K9 RERRIUKIEZ <, Fee
B CTHOND &9 BB RHFRIEDH HAD 2
. BE MR, MRA, PET-CT 7 EOW{EE5 KT & 1l
SHEpIR 2 ol & L7229 PR AE CREMT 9 %. ESR %° CRP
7 ENIW T W % 7%, FRRIRRIC 21% T 23
ERLRVEDOHED DY, WHOILERICIZERER
HEEL 55Y.

37) Weyand CM, Hunder NN, Hicok KC, et al: HLA-DRBI1
alleles in polymyalgia rheumatica, giant cell arteritis, and
rheumatoid arthritis, Arthritis Rheum, 1994; 37: 514-520.
(LRI IV)

Kobayashi S, Yano T, Matsumoto Y, et al: Clinical and
epidemiologic analysis of giant cell (temporal) arteritis

38

z

from a nationwide survey in 1998 in Japan: the first
government-supported nationwide survey, Arthritis
Rheum, 2003; 49: 594-598.(L <)L 1V)

39) Kermani TA, Warrington KJ, Cuthbertson D, et al: Dis-
ease Relapses among Patients with Giant Cell Arteritis:
A Prospective, Longitudinal Cohort Study, J Rheumatol,
2015; 42: 1-5.(L NV IV)

GCA-CQ4 {HISEEnARERICHEE, RINKSEID SN
[¥, GCA &LT&KLD?

W 2HER, RACER, BERZE-> Twi
X GCA Z 5V, & DI OB EMA, MRA,
PET 7% & OBI\MBHEY IR M TR 5 & 9 HEFET
5.

HEE B

WY, DRI EDOEIEROGHPELETH 5.
RS, 4 TREIL72Z Lo RFrEiEE,
17, HAkEE, 70D EoskE, )< FHLIER
JRED A PE, ESR - CRP @ k570 Eh3d i < BEb
s

GCA Z 5D % JAE % o 72 MBHROREHT & LT
SIEVERR, ) P oNHigE, B VN &,
Pvad F—T A, IEREIME RN EAYE, RAETEE
WIEZ: EOWFHE, 57 Ivf F—Y X, ZEA
IRIEAERE % & OLAEREZ FH§ 2 LEDH B, FINGE
i & UCIZPZEME BRI LA, 4 PERIBHBIAR 2, 1M
PERIRZE, | F—oVE, REEITEZ IR SR
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N, BB LFIMAE %, S IMAE SN IR 7% &
bERE RS,

A kA, MRA, PET % & OB{RZ KA EET
Db hIT—Fa2T Ly 7 ARBEFWRELDETIIRED
HISEHEIRICHR T 2 b O 2R T AL L HIC
GBI IREE DIEIE, ez GCA IRFBIY & éﬂ%?ﬂ
PREEDTEIEIZ & D 4 U % halo effect 2 Ex Ml 35 &
ENRTEHEETHD"Y.

MBEEYIR O 41T GCA OB Lb - & b HTI M
HETHHY™M. ERTLMEDORSITOWTIE, AW
wEBMIICHES W ETHHEYD S 5em BLEA
PELVWETIHEFTTIEIETHLY. »°, MHB
WIROZW L GHFICET 244 FF 4~ (2006~2007
EEAFMEVEHE) CTlE2em P ETAT O M
HRAZTEF LwE LTwaY, @M, MRA,
PET 7% & Ol 2 B L, X ) REOE W ERE
TIRELEERD.

HBEBIIR D FH1d C-GCA THEMIZZ WA, LV-GCA
THIRDOOLND ZENFHMOENTWSEY CGCA Tl
HARE ORI WM A EE 25 2 L2054 <,
LV-GCA TIZE&GOMEN R L 5. BEHERA,
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E ERGERY) RO BP0 %, (2) EEER (1),
(2) IR PEBITRHERC, 2ol Tidvdhyr—
FnKATT 5. (3) % L DEEFIT MPO-ANCA O
BBV L AT L CEBT 5. (4) WHHREROH
T2E, HRTLAPDH. (5) BIMEH b HRA
PRV AT % BT A A%, BB R & i T —
T HERTES.

SZER 2 EHAHAEMENTRIIC LD MPO-ANCA
EEMER (NI HIFENRE IO b 1—)b

PAMRBIN % 55148 ¢ (MPO - ANCA [ 1 %5 %)
A, FERRE ARG (RIGHE) © 3~6 7 H &2 L Tih#
T5. 1) ®ES UUTO3MEHTIZE D)

S BRI KM (3 e L okdE) MR (RF
P S IO 42 i P R %k & T o & ) RPGN
B (M Cr 25 1 4 A BAPIC 2 f5 2L Bz 3im)

AFNTL RF=vnrr (M-PSL) 79V A (05~1.0 g/
H) #iix3 HidH 2 id#kI07 L F=vu > (PSL)
06~10mg/kg/H (40~60mg/H) 4 A LLPNIZLLT
OPERRE BN 5.

YrukA7 7 I FREFERE QIVCY) 05~
0.75 g/m*

iy 7 ax 277 3 F(CY) 05~20 mg/kg/
H (50~10mg/H)

Ifiti Cr=18 ml/dl % 75 & LL LT, IVCY, CY ®
P55 % 75%~50% 1 IKET 5.

7SV A% O PSL #% 58 (% PSL O #5812 §°
5.

PSL 40~60 mg/ H o #Hi¥ 5= % 1 A H L. Bfeld,
VAIRIRIZIS Tl 5.

IVCY O 5-kEE, 3~4 ML 5.

IVCY Ofe 5- UL 3~6 M &3 4. FEFNICE D 12
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mlEen &3 %,

IVCY #%45- 2 % WBC £4% 3,500/ul P % 4
DEHI, HERITHET 5.

RO CY 513 3~6 7 HiE § 5.

CY % T & %\ iEf

THFFT) v (AZP) % 1.0~25mg/kg/H (50~
150mg/H) #5355, 56 7 UL 3 5.

FREHHIM X ST & #] (Bakter) 2T/H %2 H
NiZ1T/HA2#H P53 4. RPGN I IMLHENT
RMHERCHL %, AL M S PIRLEEY 2 O RH AL
B & i3 5. RPGN IZid~2%1) ¥ (10,000~5,000 H.
fi/H) VY FE— 0mg/H) &z M/MiHT
5. 2) WEREF (TFOBAEYLTIZES)

OVEPERG A, Wi ep LAY, ey, o i i 28y

PR IHUARBEAF B B, FEAE B 0 15 R HC P 1
FRER] & FERIC, IVCY/CY & PSL &% {13 5.
e TS 24T 9 . MAERHIE, 20~30L %
SHMZ12—NE$ 5. ST AH (Bakter) 2T/H %
W2 AXIEIT/H ZE B PRG35, 3) BIEH

BRA (RPGN BUZERAL), MtiHERERY (i 1 A
EERA)

ZOMOR (5 - B, BEEAS LA, KA
7 &) PSLO.3~06 mg/kg/H (15~30mg/H) #&I
B595%. CY iE 754+ 71 ~ (AZP) 05~15mg/
kg/H (25~10mg/H) Z#HMHT 5.

B. HMEFRERDE TR A#21E, PSL 10~5mg/H TH
PRICHER L CRMEBIZT 5.

ML D PRk 72 i O Ik T A B L, i [ 9 1
(7—=7 70 ¥5), WEIERK (Faxs 75Ty
WA, PUMEE () FE=LRE) BHR5T
5.

FEIT CY e G- 133 5-Baa s 6 1 HUINIZHIET 2 0
AU FE L\as, AZPICEHE L CTHS##d 5 D b1 T
H5b.

ZHRMENEANTFEE Granulomatosis with
polyangiitis (GPA)
[DIHF—EFEE Wegener's granulomatosis]

=

I

GPA X LLHi Wegener W3 RE L SN TE /25D
T, ACR, 7 A V) #'&l¥ %, EULARIZ & D, Wegener
P 3R AE OO W & 26 S LA S PR P 3P IRE 2 1 S 4R 3 %
AT CHCC2012 2SI L7=d D TH 5.

Wegener WA 3 5E 13 1931 £ 12 B A 2 @ K 224

Klinger I & » T, L4GE, MiB X OBIRE %) 4
WL BEIREOBEFREI & LT Sz, 1939
E, FA Y 0EHYEH Wegener 2O E&RE B X OV
DHFCIERN IR, @ag o - /NUINE OBFETER 3
JEPEIMAE 95, QO OHIENE P H OB %, @3-
ARSI BIC L D, KAEZX PAN 558 L,
L L7 E LTl L7,

Wegener 255 L 7-81x E&gE (E), Hili (L), &
(K) D3DODIFENEH>TVLEHRTH - 7.
1966 4F: Carrington & Liebow (& E & L DA DIHE %
2L, KZX<{ WG % limited form of WG (FR/FE!
WG) & L, generalized form of WG (£5% WG) &
XH) L7z

1975 4F DeRemee 51X WG % E, L, EL, EK, LK,
ELK @ 6 TN 34H L 2 L% ELK 488 & i 7200,
ELK 4313 stage adapted treatment of WG ?3E A X
Hoffman & D WG ORI 7L o AT 12 FH S
n, BR EEERFRETH 27 (M7 2 ).

149) Wegener F: Uber eine eigenartige rhinogene Granulo-
matose mit besonderer Beteiligung des Arterien sys-
tems und der Nieren, Beitr Pathol Anat, 1939; 102: 36—
68.(L L V)

150) Carrington CB, Liebow AA: Limited forms of angiitis
and granulomatosis of Wegener's type, Am J Med, 1966;
41: 497-527.(L- X)L V)

151) Deremee RA, McDonald T]J, Harrison EG Jr, et al: Ana-
tomic correlates, a proposed classification, Mayo Clin
Proc, 1976; 51: 777-781.(L X)L V)

152) Fauci AS, Haynes BF, Katz P, et al: Wegener's granulo-
matosis: Prospective clinical and therapeutic experience
with 85 patients for 21 years, Ann Intern Med, 1983; 98:
76-85.(L X)L V)

153) Hoffman GS, Kerr GS, Leavitt RY, et al: Wegener granu-
lomatosis: An analysis of 158 patients. Ann Intern Med,
1992; 116: 488-498.(L- L V)

GPA-CQ1 &ED&KSHERIEIERD GPA DEIR
EEZDN?

#EIZXC : Palpable purpura, pyoderma-like ulcer,
skin nodule, bulla, gangrene 7 & MAFREE, Mtk
&, BUHMEWIFEERIE 2 DR LT R E R 5,
GPA DREFFRERE LTI,

#EE : Cl

FREH RO WMBIARIT 13%~47% L WL D
NG EDBH DD, % 3BT

322 HEz 4336 127 (3), 299415, 2017 (FHL 29)



M55 - MAEBEEZWTA T4 > 2016 FLETIR

R g Z8 OffidE & LTI, palpable purpura(34.7%),
oral ulcer (20%), skin nodule (8%), skin ulcer (6.7%),
necrotic papule (6.7%), palpebral xanthoma (2.7%),
genital ulcer (1.3%), digital necrosis (1.3%), livedo

A156)

reticularis (1.3%) & palpable purpura 25 b %\
F oMo E TDH, palpable purpura (47%), pyo-
derma-like ulcer, papule (20%), petechiae (10%),
nodules (13%), superficial ulcer (13%), bulla (10%),
maculae and erythema (7%) T®H-72"". HAIZHB
WTh, FHERBHHEAZDD B, 17.9% (B AER
ZRls, SRPT - HMMBE (30.8%), K TAGHET (154%),
FLBE (179%), % (205%), EH (128%), HEIH
(26%), VXEF (26%) TH-o72".

I b2 \WVEEH/NILE O M %O T 5 palpa-
ble purpura, BEIHVERFNENESE % %29 pyoderma-
like ulcer, skin nodule, bulla, gangrene 7% & ®DJ¥JH
SEIRD A B % RO 723 < GPA 25V, h5UE,
Mli, EREDMEZITIRETHS.

154) Hoffman GS, Kerr GS, Leavitt RY, et al: Wegener Granu-
lomatosis: An analysis of 158 patients, Ann Intern Med,
1992; 116: 488-498.(L X)L V)

155) Fauci AS, Haynes BF, Katz P, et al: Wegener's granulo-
matosis: Prospective clinical and therapeutic Experience
with 85 patients for 21 years, Ann Intern Med, 1983; 98:
76-85.(L NV V)

156) Frances C, Du LT, Piette JC, et al: Wegener Granuloma-
tosis. Arch Dermatol, 1994; 130: 861-867.(L )V V)

157) Patten SF, Tomecki KJ: Wegener Granulomatosis: Cuta-
neous and oral mucosal disease, ] Am Acad Dermatol,
1993; 28: 710-718.(L NV V)

158) Barksdale SK, Hallahan CW, Kerr GS, et al: Travis. Cuta-
neous Pathology in Wegener's Granulomatois, Am J
Surg Pathol, 1995; 19: 161-172.(L X)LV V)

159) Daoud MS, Gibson LE, DeRemee RA, et al: Cutaneous
Wegener's granulomatosis: Clinical, histpathologic, and
immunopathologic features of thirty patients, ] Am Acad
Dermatol, 1994; 31: 605-612.(L X)L V)

160) MRERF, WE W ERtnER (Y5 —W3
JERE) o H16 4F EEER IR A8 N S EFAL T — & D5,
WERPEINAE IS B3 A ARAENIZE P17 ARBERSS - 204
AR  2005; 124-150.(L X)LV V)

GPA-CQ2 GPA DOREMERXDFRIEFRR DY
B fEm ?

HEBRY - QBE/MILE LNV oIMsE % (LCV), @
PSEEVEIMAS 25, QM M ASEEMIRE ST 5

ELT&w.

#AEE : Cl

RS GPA X5, W, H, RAGEB X Oilio3ER
PERSFIEVEINAE 28, @48 o/ o - NI
BEOWIRMNE SR, OB DML FERLE %0
3OTHEBOT L& MEMERTHS. GPA X
PR B & ) BE L BERLER P I AR B & o TREFR S
LB TH A", GPA OFFELHT LI M S50 A 3
JEPEIRZS &, MAEIRED D D, MAERZIEO P ERIC
X2 B, /B - EIROBRE, Bz k) BN
M B L OB CHMMLE KA L 5. (EI2Hio
EMIME %, KO LCV LREra7 ) vikEEiE
D % VBRI H AR 52) . @ /NI O 358
PERSFIEPEINAE T, ZREMTEE & b 7% 9 SETEM
KA MAEBENICFED BN b, ZORITHEB X Ol
FHEICEEEICAB SN, F7, WIHEMEEEILE
FEVERRZE O PFICHIREL S 2 2 L, F5GE, T50ERE
RIZERIZEDO SN L. @ Likd 2 DOIMAE RAMAE
Peoskzs, BHZEE/EL, e Ol - MEkoB% 4
U5t a R REORMATR S, OBEEZ/MLE
Lol e (LCV), @RI %, @M%
AVAISERE MR ZE DS IS . E o IAF 21 /N
I8 % S RED 7 4 7Y 2 A4 RV R %
P9 hFpERIZ I & A 5 LCV 2SEBIINICE <, BRI
WCIETROBRKRZET A5 LW Fhic, B
B T Jg o /NEIREE 3 X ON 2 o JE BRI HLIRER, % LR
ok X OLHEMILZ & ORAEEMILREE & b 729
WIFIEPEIMAS 250 S, fEECEERO R & BT
2" A A SIS (MR ER, B B %
SR EA A e & iR kiR 2 R U % B e oo 3
g a Y A R3S, HERIZHELY 3 4 palisading
granulama % 2R AT WS & ST w 528,
Zo &) LW 72 <, ELE M4 PR < i
PP ER 2R U T 5Bk, HIERER, i s
L USHEMIEOBREZ & b 7 ) FEFEFN 2 3P 1
FIEREBMUERIEGREZET LT L HL 0.

161) Wegener F: Uber eine eigenartige rhinogene Granulo-
matose mit besonderer Beteiligung des Arterien sys-
tems und der Nieren, Beitr Pathol Anat, 1939; 102: 36—
68.(L <L V)

162) Leavitt RA, Fauci AS, Bloch DA, et al: The American
college of Rheumatology 1990 criteria for the
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classification of Wegener's granulomatosis, Arthritis
Rheum, 1990; 33: 1101-1107.(L L V)

163) Daoud MS, Gibson LE, DeRemee RA, et al: Cutaneous
Wegener's granulomatosis: Clinical, histpathologic, and
immunopathologic features of thirty patients, ] Am Acad
Dermatol, 1994; 31: 605-612.(L X)L V)

164) Patten SF, Tomechi KJ: Wegener's Granulomatosis:
Cutaneous and oral mucosal disease, ] Am Acad Derma-
tol, 1993; 28: 710-718.(L XV V)

165) Barksdale SF, Hallahan CW, Kerr GS, et al: Cutaneous
Pathology in Wegener's Granulomatois, Am J Surg
Pathol, 1995; 19: 161-172.(L X)L V)

166) Frances C, Du LT, Piette JC, et al: Wegener's granuloma-
tosis, Arch Dermatol, 1994; 130: 861-867.(L X)L V)

GPA-CQ3 GPA OREMERXRDREFKERE
Bt LEET DN ?

IR GPA O JEREIRIE 4 5 o F BIG BN, FFiC
BN ORI OB EIC BB S & LT X,

HEZE : Cl

BRER BN I B OWEIEOIREE, FRICE LM
HibEEDOIREEIC RS L SN TV,

MRS EEC, LCV 223 2BNTEFERBICE L,
PBFSER MBI 5. LCV O LR RO T2
Pl R TIHEBEOR VI TH 72 LCVEET S
[l BN BT, I S MBI O ESR I3 BRI
NC2fEe o Twd. WHEEREEZET 2012
BT, BEGETECa IR T 2 EN1H Y,
FRICBAS, R, BCIRRT 2 HI0% . REFIEN:
PIE % 0D BIEB] b AT RIS <, BBIRER T
MBI 2. PSRV JE DR R O 72 B8 D 65% 1336
OBV OERTH > 72, S OREFNIZE &
OO R %2 RS WBINE L AHNEW,

167) Frances C, Du LT, Piette JC, et al: Wegener's granuloma-
tosis, Arch Dermatol, 1994; 130: 861-867.(L X)L V)

168) Barksdale SF, Hallahan CW, Kerr GS, et al: Cutaneous
pathology in Wegener's granulomatois, Am J Surg
Pathol, 1995; 19: 161-172.(L XV V)

GPA-CQ4 GPAZZEOZSICOZITREN?

W FREB X OO 2R ER L T
W,

HEE : C1

RS GPA OIS TOH R E L TROBZLVDIX
FRGEDIERTH 5. 90% O EH DS B REIR

i

EHLTVS. 94% OBEHM S H 0 1 5GE OFEIR
ZHLTWA. S, BRI Skl ke
B ERRL, FIFEMTREREEZET 5600
&%, MhRERIEZ W OB RE T 71% (i~ D EE % 78
W, LAREELTIE A% IHOEBEALTWS. ¥
BENPMZRICAONL Z LIZTENT, 11% 1D 5
DHTdHBH, AW ZE L T 85% IZHH &7
%',

HAIZBW TS FREERD R D L\, P15 4
GPA OFFEBRBZAGTH R 1040 TH o 72 P 16
FEEEOFBEEEL 39 HT, 296 (744%) |2 E5GE
JEIR 2 RO 72, MEIRIL 26 % (66.7%), TFAEIRIE 16
%4 (41.0%) TH-o72"™.

Bz JE JE AR R PR3-ANCA B 1% 61 C GPA % &t - 7285
., bBAGE (WEDHSE - B, BB ORI SPE MRI -
CT) BXUWHl (V¥ M7y, CT) % & OREMlZ A
WEETH L. FIZ, HERL IR, PREGAR 2 E
2t U TR LEIT R 5.

FZW L LCiE, BYE, % BN Yo%
ErREOIENME R E 2B X D LENH L. I,
%, Bk e moo—Blli, HRE, HERZEO
#HiRAE, BD VA v, TR MY ORIM, W
PMINBZ 21T ) LD 5. LLEEAT- THHERIDH
HERYpEE, BER & RAGED S DA, KEIHT
TOMMEPEFE ORI, KAEZHT 7213 WpEgi T T
DOMAERP LI L 2 5.

BUE, GPA ZWIFEIZ /R sk 2 <, HdkdE
b LREGMICEETT 5. AFTIZ GPA IXEHE D)L
HEORNGIRETH Y, EATEERELLE (http//
www.mhlw.go.jp/file/06-Seisakujouhou-10900000-
Kenkoukyoku/0000089937.pdf) 2MER ST 5.
BRI 1990 4 ACR 73 BUIEHE™ ASi5HE - WFFEIZIRIA
CHFHEN TS, ZOHFHIHBIZ ANCA 1374 <
RKEGREEFH SN T A, 2010 451213 EULAR/
U= EREFZERRS  (PRINTO)/PRES A%/ JE %
ROPFIERER SR L2, GPA BWiEH#EIZI1X ANCA @
HHLEINTED, —FR«fii 090, #HE AUCI6.3%
Tho72™. WA HBSTRETH 5205, FHMAI
DWTH D GFIEREDPER SN L FED D 5.

169) Hoffman GS, Kerr GS, Leavitt RY, et al: Wegener Granu-
lomatosis: An analysis of 158 patients, Ann Intern Med,
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1992; 116: 488-498.(L X)L V)

170) Fauci AS, Haynes BF, Katz P, et al: Wegener's granulo-
matosis: Prospective clinical and therapeutic experience
with 85 patients for 21 years, Ann Intern Med, 1983; 98:
76-85.(L X)L V)

171) BORERF, W3 W ERtnER (7 =75 - —W3
JEAE) @ H16 4F EEER IR A8 N E B LT — & D5,
WA PEIMAE 2\ 2B 2 AR ATE P 17 AR EERR TS - 4340
FAEESE © 2005; 124-150.(L X)LV V)

172) Leavitt RY, Fauci AS, Bloch DA, et al: The American
College of Rheumatology 1990 criteria for the classifica-
tion of Wegener's granulomatosis, Arthritis Rheum,
1990; 33: 1101-1107.(L- X)L V)

173) Ozen S, Pistorio A, Iusan SM, et al: EULAR/PRINTO/
PRES criteria for Henoch-Schonlein purpura, childhood
polyarteritis nodosa, childhood Wegener granulomatosis
and childhood Takayasu arteritis: Ankara 2008. Part II:
Final classification criteria, Ann Rheum Dis, 2010; 69:
798-806.(L )L V)

GPA-CQ5 GPA [CHBWLTPR3-ANCAEMT
HEZERIETTRED ?

HEZZIC : MPO-ANCA HAFGER], ANCA BBl
HFIETHDT, ZWEZEE LTI

HEE : Cl

&S 1 1985 4F Woude 5 i3 cytoplasmic (C)-ANCA
25 GPA ICH RN E 2T 52 L 2 W LA™,
C-ANCA 30 rh BB 0 — R R & £ 1 b 29kD
DX r7Fus7—¥Thb PRI T LPUE (PR-
3ANCA) & L CELISA CHESICERTE S L) 12% -
7211 - Wounde 5 OHE TIE, GPA B #H 59 44 THe
ARV, BHEIL492% Tho 20, EEEOH S
FEBI T 92.6% 12 C-ANCA 25B3 1k C, TEIPE D 2 Wil
BICIE 125% IS T, REGHEZRL Twa L
HLTWwBE™,

EAENZ BT B GPA IZB1F 5 ANCA DR HERIZF
15 16 AEFE D ERIR AR AL 7 — & 12 L dud, GBS
BV EE 2z SN D HBIEERER T PR3-ANCA 61.5%,
MPO-ANCA 7.7% T& - 72", #J 40% |2 PR-3ANCA
RatEpl % 52 72,

BUE T b WK B W Tid GPA B © 80~90% 7%
ANCA BtETH 1), ZOHTPR3-ANCA %%90% Hi %
RV, LA L, 2009~2010 SEOFHEZ
D CIEA 7 ) A WA PRI S AT FEHE AT - 727
4% T 1Z PR3-ANCA  455% 2 %} L T, MPO-ANCA
54.6%, ANCA F&1:9.1% & ANCA BtERIZZEDH S 7%
Wb DD, MPO-ANCA & PR3-ANCA 13 (2% &
o TWA™  Z® MPO-ANCA B3tk GPA 125\ T

IHEAFRNE, PR, TRIZBVLTEVDY D LR
DD 2™,

174) Woude FJ, Ramuseen N, Lobatto S, et al: Autoantibodies
against neutrophils and monocyes: Tool for diagnosis
and marker of disease activity in Wegener’s granuloma-
tosis, Lancet, 1985; 1:425-429.(L XV V)

175) Jennette JC, Falk R], Andrassy K, et al: Nomenclature of
systemic vasculitides: Proposal of Inernational Consenn-
sus Conferennce, Arthritis Rheum, 1994; 37: 187-192.(L
N V)

176) BUZER ¥, Wi # St L (Y275 F—w3F
JEHE) o H16 4FFERRR A0 N E 1L T — & O34T,
HEIRTEIMAE S B 2 BAEIE Y SRR 17 AR RS - 40 4H
AR 1 2005; 124-150.(L L V)

177) Sada K, Yamamura M, Harigai M, et al: Classification and
characteristics of Japanese patients with antineutrophil
cytoplasmic antibody-associated vasculitis in a nation-
wide, prospective, inception cohort study, Arthritis Res
Ther, 2014; 16: R101.(L )V IV)

178) Ono N, Niiro H, Ueda A, et al: Characteristics of
MPO-ANCA-positive granulomatosis with polyangiitis: a
retrospective multi-center study in Japan, Rheumatol
Int, 2015; 35: 555-559.(L )V 1V)

GPA-CQ6 [RREIE2FRTABRZEZEADINE

m?

HEIZIL : GPA OIRHIFRIE R, Rl SHEAERIC
HhETHHELIT) L) MRHERET 5.

HRE A

FRER 1987 AR AEATRAIZEIEIZ X D, GPA Of
WIS DRB E 2™, GPA §XTORENIH L T,
PSL, CY O K& 5 2 FEAMNMEN T 570 b
=V Tholz. BEIRIEIIHNIC X 2 G, Eifmp
il 2 Lo EHHE, BIfEHMBLCHEYRDH Y, FECHER
& U CRRGHRED g4 S 72200 1997 4RI A B WF e BE
WX BWHFEARIB SN, BEHEERICH b7
1 (stage adapted treatment of WG) & LT, [R5
B &M Ttz ir) 2L & Lz GPA Dk
B L ORARI ST GPA ORMZIEZ TL, GPAD3
FHTH 5 I - TREDWIFIELE I, BT mE %,
B DL H AT B R D TR O B IR 2 W
L. PR-3ANCA B X O° CRP & &\ RN m B B 12 i
SRR TREIGE L R A CRRISEL 2 L TH
5.

WORIZB W TIE GPA ZHULIC AAV BEEZ L &
L 72 AR 2 LR ER R 3B A% < AT 5. 2007 412
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BROFAY, 4G #l BERERNC /8 L 72385 ) o <~ F s/
W) v~ FEHRIEHEET S (BSR/BHPR) {H# A4 A
FJ A4 UHFEINTZS. 2009 4EICBRFRL, FLI 45
B hR EAER, HEEENIC 8 S 7z EULAR
WL IRA YT =2 a VHPREINTEY, BELTX
ETHDH™W,

179) RiREBZ, /NMREEE, BARMELIZA - Wegener W3EE
FEGHIRE OFEIR, SRELIWIRE SRS IHF 62 4R
JE IS A A R A R 1987; 119-122.(L XL V)

180) AGAH, JREPPTER, BUEE EZA b - DRI O
SR, WA TEINAT ISR 2 AEIFTE P T 4
BEFAA S 1996 5 9-21.(L XL V)

181) Fauci AS, Haynes BF, Katz P, et al: Wegener's granulo-
matosis: Prospective clinical and therapeutic experience
with 85 patients for 21 years, Ann Intern Med, 1983; 98:
76-85.(L )L V)

182) Lapraik C, Watts R, Bacon P, et al: BSR and BHPR guide-
lines for the management of adults with ANCA associ-
ated vasculitis, Rheumatology (Oxford), 2007; 46: 1615~
1616.(L~X)v D)

183) Mukhtyar C, Guillevin L, Cid MC, et al: EULAR recom-
mendations for the management of primary small and
medium vessel vasculitis, Ann Rheum Dis, 2009; 68: 310—
317.(LX)v 1)

GPA-CQ7 GPAICHML, BIBREX0O4 Rl&
E=EpaNd

W QIR E AT UL NiGEARICH L L%
BLTXw.

HRE : Cl

RS R A T oA FMEHOAERMEZ /R ran-
domized trial DR EIFF R H A 70 A FiR#E % K
L7zRBoMEEZRLZ L3 TERW. L L, AE
FRIB AT O A FOREHERHR & Lo T h oz
1950 4RI 13D TP RO, EITOZE R E L
ENTE 7. 1958 4E Wolton @ 45 BlDOERTTIE g4
FHMIES A HERSTWDE®, 1963 4E12 19 Bl 4 &
T GPA IZK L CRIT R E AT 0 4 FHMERT - 72
WmETIEEEEM (complete response ; CR) 6 i
(319%), B 4> & % (partial response : PR). 5
(26.3%), MHEZH 8Bl (421%) THh -7, AAFN LA
DB VEBTH -7 GPAICK LT, RIBEEAT T
A PG XD AT S 7 2 LSRR
A7uA FOFERNEEZRTODEERS.

184) Walton EW: Giant-cell granuloma of respiratory tract
(Wegener's granulomatosis), Br Med J, 1958 ; 2: 265-270.
(LA V)

185) Beidleman B: Wegener's granulomatosis; Prolonged
therapy with large doses of steroids, JAMA, 1963; 186:
827-830.(L NV V)

GPA-CQ8 GPA XU, CY HABXEIZEIE
BR704 RERZSICHHULTEMD ?

R : CY OPFHIZEIERE A 704 FHMRD:
WKL THRITH B L L T L.

#2ZE © Cl

A 19 B4 g GPA 123 L CRIBHEE A 7 1
A FHUGER 24T - 723G Cl3E L% (CR) 64l
(31.9%), —HERyEfE (PR) 561 (26.3%), M%) 8 1
(421%) T - 72",

CY OBt 02T 93%", CY Hh=A
DRIEIIHIIE % &0 723G TR e BRI S
75%, HEWLFEII% Lo THYY, RIFREAT T
A PRGBS TRE L T 5.

AFRI BT, 1987 4R ICIE BRI & b GPA
DEFETEHPIRBENT VLD, GPA T XRTOHFMIC
st LTPSL, CY OK&E#HG- % Eig AW %
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PRI RBAT T HRED? EMTX ICBITT 52 L 2 HERRT 5. AZP Tk HOH
HHRERANT 22 BE OWH Cl BRO FFITEESLETH Y, MTX TIEEHEREREE 2 SR
W E Y9507 HICEENLETH 5.

F-HRERN TS 28 TH, EAFED RIS 2 Ik
HEEDEN)ZET Y RE RV, HEFRERDEIL ANCA Btko
Mk 2 &2 EZB LTI,
CQ7 |EFER I 2 I12x L ANCA Cl FRIR RIS B L 72 BB Tl ANCA Z 3 I L3 5 & X
W$AE M2 1, ANCA Bl TIEFHIEENEH VDS, BRI & I3 EMT
137 MO K FUB LG~ — 7 — & OB 2 LT k.
[ 581055 S W 37 i )
CcQ HEXEEE 3T

CQl | &> X 9 7 K JFIE KA GPA C1 Palpable purpura, pyoderma-like ulcer, skin nodule, bulla,

DIEREZE Z B ? gangrene 72 I REE, Mycheds, SHEMERNSERERE % 5 b
AR 725, GPA ORJEREIRE LTI,

CQ2 |GPA O IME K OWEF | Cl OER /NS LNV olilE % (LCV), @RWFEMEMIME %, Ol
RO 2 ? BENRFEERE R TH D E LTI,

CQ3 |GPA @ J7 J§ IlL5& K D 51 Cl GPA DR FEIERIZ & & OB EIEEM, RSB R OHEH O EIC
PRETEEVE & B9 5 A ? B 5 & LTI,

CQ4 |GPA %t » 23 & 1M % ¢ Cl TEGEB X RO R E2ERE L T L.

NEP?
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CQ5 |GPA IZBWTPR3-ANCAFK| Cl1 |MPO-ANCA HAFGEB, ANCA BEMUEBIDIEAET 5 DT, ZH
¢ b Bl RED: ? ZEBLTIW.

CQ6 |FRFH & & BRI CiHRZ 2 2 A GPA OBFHZIRIFAE, L5l B EEEICEDE THEBFEEITD
HREDP? o HERT 5.

CQ7 |GPA XL, RIFHRE AT 0 Cl |RIEREATOL RIEFEIAMTHL EEBLTL W,

4 NIEHERH?

CQ8 |GPAIZH L, CYPEABEEE| Cl1 |[CYDHHIIRIERER 74 FEMEGEICILL TARITH S &
B R A5 4 NS EELTIw,

L THRA ?

CQY |CY 45l 51 %o fi ] AP 3 72 35 B VY E <7, MTX, AZP # Wil & \AEFEIC & » THRI§ % &
BlEEITHE,? IHERET 5.

CQIO |[GPA DEHFHICBWTHRDE| Cl | IROEERTRETIIEREE, RSRREE, BIGETH 5.

B RE HITH ?

(BT EERERYE 2 58 1A Sk A 3E R E]

CcQ HEATEE HELE L

CQ1 |EGPA D ERERAT i O R Wi B OREAE, PRER, BT & ORI eIk & KR 2s
P RS DL L, B TIROMMMEER D2 WA, e, =

ks, FNETERLBE, K OB MR & MR B E 2R st A
SNBIENMTHD LIRSS,

CQ2 |EGPA DA WL O SR B KA MIFEEERIE %, ESR )T, CRP &M, IgE B4, RF Bk,

P MPO-ANCA BE=e (30~40%), T8I IL-5, IL-13, K Owf
% IL-2 receptor Ot EOF AEECTH 5 L HEFRT 5.

CQ3 |EGPA DR f§ DT ot B OIS I B HERIR 2 b0 & L2/ NS R WS, Bl T
BT 2> ? MR OmIEERIRED RSN 5.

@R A & Fz T RLRR o M A5 A1 P 35 1 <2 P 3 B P 28 o Ir B i
BRrEFLCAEOSNLZELHIE, MELEZEDLLEVWIELD
5.

CQ4 |EGPA o#hliizEn X Hizy B ORE A5 ) BRI KAF 2 OB M R#EIC L DB+ 5 X
NEH? I HELET 5.

%72, @ CHCC2012 m5EFHIT 1) IME M ERERE I AT B ER
2L AR RRERT R 2) /ML) S Il ¥ coll
FEMEMAE K 3) WPk 4) WEO4HEEWMLTI L,
EGPA & LCEH L.

CQ5 |EGPA ®ip# T ED L )12 B G VEMBEEIRZE L b R VIR 5 & B o KAy ik g & 32

RENP? O HEHER1Z PSL (15~30 mg/H) OG5 %2479 . HIERIZ
AFNVTLRF=yar05~10g/HOAT T AL KOV AEER 3
HE#EAT L, @ 5\ i PSL 40~60 mg/ HiF L1355 4 8/, o
BTN PSL 30~40 mg/H % Wil & & L C 4~8 MR #% 57
A, HALEE, B OMiB X OVE R &0 2Rtk dE x iR b EAE
1% 4 BB LN IZ IVCY 05~0.75 g¢/m?  F 721380 CY (50~
100 mg/H) DS EIT .

(7 V%7 a7 ik 45)
CcQ HELE ) HE2E L

CQl | Z VA Zua7 Y Il Cl 20 F 77 YMUECHFRN BRI RIE 2nweE LTl %

I 72 BRI Whsdh % 2 ? WURFEIRALIC A U B 5RBE, A0, M, 35, MR B S 5t
W, A7) ==V SRR ATV 5.

CQ2 |7Vt zu7y vIEDE D Cl BRSO, 7))+ 70 7)) VIEOMOPE2T- T X
B IRIERIRD 720 1233 W, BIEPET A LKD), EEHREEZ MR LZDOREZITH
ENDHH? ZENTES.

CQ3 |45 (KEEM) 7V 47w Cl | 45381 CREEME) 7 U+ 27 a7 v IREIC RS 5 R 7

7 VMSEER L, BEHER R
WEIAAET B0 ?

Fave LThw. AIBREATOA N, QENHE VY *s
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[IgA 155 %)

CcQ AR RE 2R

CQl |IgAV D Z Wi IgA D #KkIL B IR IgAV OZHIZ, [gA LB OTEWA L THHRETH S, —
HEIHTHLENH LD ? i, BN TgAV OB WL, B /NIASRED 2 W ILE R ERIRIC

IgA LA ZHWT 52 & 2HEIET 5.

CQ2 |HANIgAV T L, &< IZiE A WA IgAV ISR IgAV S L TR FEEZE LT, L)

BT RE EITA? TIEIL Y 2025 5 O C, R 2 iEHE L & D IHEE 2 RGB
Befi) L HmHERT 5.
CQ3 |IgAV IZ BT 2 EFREED fabk B TEREAERGAS 4 DL L, B 2 7 10 — BlER L B AL,
R F 1A A ? M, BOREHART R CGRERMERO AR, ~7u7 77—V
M, JRMEMEOZIL), EHRAEOEMRE, MOHILEEIR,
A% FXIT G MAC T, GBS 255, FXII fifc#sid 50 A
FaA FEBOBAREL, BEEORKRAFE TS X HHEIRT S,

CQ4 |IgAVBHEZ FHiTAHMT| C2  |BIBREATFaA FORYMPEGIIEREZ FHi$ 580800 5 )
AR EA T a4 FE RN Thwicw, Fhobhze,

BH3RED?

CQ5 |IgAV OHALERERICHT L, Hl A VLSRRI RIE R E A 704 FOKO R UREHRE
BREEATO A4 PRSI L RS 5.

X,

CQ6 |TgAV BHEITH L, BIE L A A IgAV BEICRRII PSL AR TH 0, WIS 1S L TR
T4 F2EDXHIHNDS HWINENTHLOTHEIHERT L, EEOBIEIZITAF VT
Vi L R=varyiht O Az&E) &0 PSL offH % ik < He

B"BYD.

CQ7 |IgAVEHEICKT L, CY & D B EIED [gAV BYE (BaUETERK, SR AMRRIER %) 12

SREZ G| E R ) b/ WL, BISEREATaAL FECY, AZPHAWIEIa 7/ —)b
BET72F VO, S5V EYFE—, AXY /T T 7
VU EMMARZABH 24T L )T 5.

CQ8 |HEIED IgAV BHEICH L, Fl| Cl | FEED IgAV BRI A :H 5\ I3 IVIG OB 2 ZE L
BEREATOA R E G TIwv, TR A7 a4 MBI LT, Rbkib b %
HoOHDAMNCED & 9 ik RED1>THBEEZEL TIW.

WD BN ?

CQY |FXII iAW IgAV o & | Cl  |FXII#hiFc#Eag, 14 FXIL ST LCTw b IgAV DAL
DX BIERICIHWS Z &8 BELK, BAETEIRICER LTI v,

TXBN?

CQIO0 |TgAV DRRIHZICK L, | Cl | BHEORBIGFOBIIS L, B FiEOREE I/ %
FEDEHITTREN? SRPE, BIET A 8RBE, JAHIPHIC A9 A58 (20 LCTid, DDS,
(R ATaA F - ik Ve FrEERE LTI
P LA

CQI11 |IgAV DEEPITH L, BB Y B EIEEBE O B2 RIS 572012, BIFREATT AL Fo
2704 FOLEGES%2 L0 IR 23 5. LA L, KR Z2EHIR EIED T % H
AT HI N, & L7z h-138hd & N,

B Aol A ML P 38 IR 95 A L5 )

CcQ e 2% g HEBE L

CQL |UV L ZERZE O R AT Cl | JIEK - B - SR_BE - RG24 o, 24 I LI EFi 5 5

e 7, BERZA/NEIR (postcapillary venule) (2 LCV 2SiEH &b
2, VERETHDLE LTI,

CQ2 |HUV & NUV THiFG=ReE | Cl1 |HUVIZ, HEFICEIEZELRLT L, X EZoifFhEkizEss

TR RS R A B ? AHNRF L, DIF TOREEFRDE L, MIERREEOHE D BV
ELT&w.

CQ3 |HUV & SLE o & %) i fT| C1 |1 ME, COPD & & SLE Tildd 3 ) Lo wiEibEED &
P B, HU dsDNA Ptk H 7% E0ER M THh b & LT I,

CQ4 |HUVIZHL, ik A ¥ 3 V3 C1 Pre 2 ¥ 3 VIR, RESCMAE T2 SIOHEMICERE L TX
EHEM A ? v,
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CQ5 |HUV oRZEERICHT L, $:5% | Cl1 | HeBGRBR % T SN2 EH e <, BRIk L Tnw s
W 72 R 3RS B ? AV FAT T yRanveFy, DDSETHSIHITE ZWE
RIS A 704 FEE B LTI,
CQ6 |HUV Oz iicr L, B | Cl | HBERER % AT SNz EHEIE R <, RBRIckimL cnw s
HIEHRS AT 507 R 2 L2 iE 3 vwas, BB g A5af F2#EL
TEv. BIFREAT O FERHR TSI ClI R s 2 &
EEELTL W,
[R—F = v ]
CcQ e 2% 7 HESE L
CQl |13 BD RIS 0#id| Cl1 |BD oI WHZER, BICE <, HEMERZEN I IERSEEN: 2 IF
faf 7 ? FRYOIIEGZ B L, WEI RNk ETRT I L2 500
MR TH SH L LT L.
CQ2 |BDDREHRZ L BDEM| Cl1 |BD OREREL, AEMAREEE S, mAatkiiks G,
BROBRIGOIIZAT A ? BRRBEBEVEYMTH D E LTIV, ZOM Sweet KIS,
BRI ERE R 5, S IEALIERRZ 95, palpable purpura, i,
AR EDB 5. MEROFEITRERICI YRR S,
CQ3 |BD BB IME KOBMAT Ao Cl  |BDBEIME i, B OMENR & K T HLER O 55 7EERIR < M FH IR
R R 2 2 DOMBERTH Y, MR TIAE <, ANEEPEIF A BRI TR 5
BRED) LT H A E LT L.
CQ4 |BD ZfBIME KD EEHZIE| Cl | DBOMBELRI S EEIEBOEE EMET 5 & LTI,
PEBERENE L BT 5 ?
CQ5 |BD O JZERIBHRE I L, A B KO & A RETE R IR, IR E A7 a4 NikE
BB EIEST B ? DGV # eSS 5. WAL B, eSS TR
&, aveF RS L EoMT bIHA 7Y v, £ VR R
%3 v, DDS, HEIELBAEE, AZP, U KA F (KRIEBFRK
ZW3K) MTX, IFNo, TNFo BHEXIBEH 234 5.
CQ6 |BD O Rz R I L, 2 B FZRERIRIRZE X, TV e F UASE—RINTH B LT 5. i
Ve F >, DDSIZERID ? MTIZWICDDS, b FraxFyroudxy, ) KA F ORI
FKIKBIE) OHEMEITRENT VS,
CQ7 |BDOEMWHZEICRL, I v1k| Cl o4t A) 7 A%, BD OREETERLBER B, REEEEIIR A &
RV NEY L) i I ERASBE G- B WIBICE R L T X,
CQ8 |BD ORI L, BIEK| Cl  |BIEEEATO4 FAMkIZ, BD ©H 5 W 5 7§ RIERERICHER)
HATFaA FWIRIEARD ? T, AMVIEED, aveF Uk EMOBESENOSAICEE LT
v, RUFPHOUHICEFES LM liEicHo 5.
CQ9 |BD EFEFI O HEHE THEE TN B WAL, MREIR, MR O EELSIHEDND 54, FIE
EHEHL)? BEATOA R, RO %, HEEGI TPl TNFo 3t
HREHRT L. BB E AT a4 Nidd o505 EE LR &0
WA TH A, IRREZHTHEE~ORIEREAT O, F
Y5, AMARECHEGEBERFRT LY XA 20D
. RERZBL-ERERFICARD SN,
CQI10 |BD @ Z Do iE#E /A S | B~Cl | WA T 3L/ EMHH LT ¥ ¥ 2MLERRBARERICE ), AZP
L (B), CY (B), CsA (B) ##3%§%. IFNa (C1), =¥ # Lt
T b (Cl), "y Xy 74y (KIFRAKFEHE) (C1), Y F
<A F (RIRKRIE) (C1) 2FELTL.
CQll | BDOFRICHEEZ5 295 B WUEIR, ARERIIHR CEM PR E LA T 5. SO A HHE
K- 1A A ? DL, BEFESEW. LaL, HENT 75—, ki
FLBERREZ S, HMBEIRRE 2 AR RICD DD BT L b Hwn
(B2 )8 1 i ER A e i 5 2% )
CcQ e 2% g e LTS
CQl |CLA o BRI 7 o S A B CLA ORI, R L WHANREMEALRE, G, 5%, B

/A

95 (papulonecrotic lesion), /MNEfiZ EDEHRILBHIRS
N, IEFRERN L A OEERE S S 23 H B8, B, AL
BOM DiEZ EONBRES RO TH b LT S,
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(& SLE ¥ BIG B 1 12 B 9
LM 7?

CQ2 |CLA T&H &N 5 Keair Jix B WO CRP 5, ESR Ui, HIMBRIES DAL, 00 2 M,
faf 7 ? HEALZERT R R OSRAAE O SR I 7o,
CQ3 |CLA o5 B i o J 5 1 A B CLA OJRHEATRIL, BREOBIREH IE % <, MERIR oI5 R
7 ? W27 47 ) A4 NEWZ S BIETEHIEIR % % 78 3 Fr AR
ThbEMIET S,
CQ4 |CLA 4 o i # H0o6hu ik B CLA O EEHDEIUAERT RIL, BEEREOMmERED [gG/M % 72
LA ORI 7> ? 13 C3 DLEGINETH B L HELET 5.
CQ5 |[CLAO#HizED L HITT B CLA &, WM Fz% & mBRT i A /R 3o B /M4 25 % BrAt
NREN? L7252 8 BRIS 3 2 JE A B 70 B2 B /NI A ¢ GREIERAIR28) T 5 &
He2ET 5.
CQ6 [CLADWBHIIED L HITT B BEREICIE, THRo%H, wikwss, EAT a4 FEPLIERZ,
NREN? FEEEE ) S HAEIZIEX, DDS 50 mg~75mg/H#A, aveF v
1.0 mg~15mg/H F721% PSL 10~30 mg/H = 39 %.
(B2 18 Bk %5
CcQ A% g7 HEBESL
CQl | EMHERE FMARE LTRMET| Cl  |BEETEIBEICENTE L HEEIRL, HockkizE) 2 &
LIEBIA, CATH D DN WEETH 5.
PAN O J§IEIRTH % D H
BERANTHEIENTELN?
CQz [CALPANZ&MF 5~ —| Cl |CA T aPL 4 LAMP2 HAEZE I S 1L, JoiE~
H—xHB)? OBEGIRHEN TV 5.
CQ3 | AFTIX, CADFHELT Cl1 AFBTIE, FFRE LTHBV BEG9iE, HCV BIESED 5238 2 5
HBV BEYeiE, HCV REYE, N5 CA DFEBNIA 7. 3 EGSRE O B G- % 58 < B8 9 FEBI D
A R GSE OB 513 & o < ST b AT 5.
LWVWRDLNLN?
CQ4 |CAITH L, fL S 7=tk C1 CA DIBBEIZOWTIE Tt frbh Tl 63, i 3h:
3T B H? EEEE v, BRERICIE, AT 04 FRIUEIESR, THBRUGE
$EOIREILPLANICIE, DDS, I F R FE LT L. EBRRE
EDREIRD G NFER], aPL D525 2 5 BRI TIE, B
GAFBRICEIE SR APS ICHE U 72t E M2 B L T L.
CQ5 |CAIZHL, IR EATu A Cl |CAIZXL, FAIEREATOA FOEGHGITEMIC L > TIEE
R OEG 5 3HR) D ? BLTIw.
CQ6 |CAIZX L, fEMHEIE & D Cl |[CAITxL, fuEiHSEeaiyid, AIEEEATOS Fe&0
X9 BRIFICHHT 55 ? MBFNER PO EER BN B W TIZEE LTI v, BIER
T5T0REENLETH 5.
CQ7 |CAITH L, AWz | Cl1 |CAWCXL, EWFNEADOREIZOWTIE, HEFITHERT
whh? Hol b T HIEFBMEIZAONIV LY T VY 2A0ECVHE X%
W, BIEEREATEA N, MR EHISE 2 G E R I KT
HOEBBNZBNTIZEE LTI, BRI 55585
WLETH 5.
[V —7 2 M4 %)
CcQ e 2% HEBESL
CQl | V=7 AMERDEEHRED Cl WV—TAMEROBEEREL, SR RG22 L THICELS
R R A 2 2 TENL W EPFHTH D E LTIV, BERED AN SR
BICX 218k E OENIHEETH 528, HEL OB R LA
HETEWIITRETH 5.
CQ2 | Vv— 7 AIMERDEEHRED Cl V— 7 ZME RO WG MAE I, AR, DNEIROZE LT
IR EL O FEB A 2> ? HY, REAKRFAIZLCV TH D Z 0% L, BRICHhAGMES)
ik %42 L, necrotizing vasculitis D% 23 2 O TH 5 &
LT&w,
CQ3 | W=7 AME RO FIME S| Cl V— 7 AMAE RO B IME21E, SLE ORI F 72 13 FRERIC

HBL)BELTIw.
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CQ4 | V— T AMERDEFEHREZ| Cl | NV—FAMEROEEEIRZE I N TV L MED LX)V % Bk
BE o 72 IREICAT 9 R E A T 5720, TWHEEDZDRIEEMRZITV, V— T AME D%
P T8 LA 98 13 BB T & FRIRER IS B 5 720, WA % &
TR EME oI 2479 L) ZEL T L v,
CQ5 | Vv — 7 A MM 4D P o 1L Cl V— T AMEROWNIEO M J1L, FIEHEDS 10% Azl &
RKOFIIAMT 2 ? WA, B PRELEAGT A0, GENMHBEOHHIZE XY
W RS LETH B,
CQ6 | Vv—72alERICH L, | Cl JV— 7 A MAE ST B HF R R G I 2 v, A SHEIRD D 5
ENTBRERIEET HD? BRI e DB % Mt § 5 & 312 SLE DG Bk oo SRS 4 &
B TREMHE L CTHRIERANADZODRBET T V%
VTh.
[V~ b4 Fifs %)
CcQ e 2% S AL
CQl |V Y~ MM FILELDOELERH| Cl V< b A NILE O E M 2%1%, MEIR2> S P i m e £
% D R R 2> ? THFIA W LAV CREE S, B4 2 ARSI —EBI A S 1L
IBTENEMTHLE LTI\,
CQ2 |V~ M FIIELDOLERH| Cl )= b A RIS 0 R8I 50d, B EE OMEIRY> ST
25 O IR AT L ORI A ? L% O 155 P FR RIS O MR N L ~OL T I ERRE e 1 X145 48 A8
5, HOBPUAS: TS BRI S0 7 1 7)) v RfRL S A SR
LD THLELTLW.
CQ3 |V~ M FIELOZWIE| Cl  |[JRIEHRICIE 20 L, 4], RY9E %R SMEINIC X 5
EDXIITTRER? MERZ B2 BT, Mg & & b AR B O oy
B rZ2ENT 52 L TLw.
CQ4 |IRADTHREEDEKIZIZE| Cl1  |RAOTHEEOEKMIE, Vo~ b FILERDIHZHZIEIZH
DEIBRSDWHB)? AL LTI,
CQ5 |RA O RIBEEOFEKIZIZE| Cl  |RAORIBEHEOREKIE, V)~ M FIIERIIHT, MmE KL
DESGDDOWHBH? NOBERIEEILETH D E LTI,
CQ6 |V~ M FHLELIHL, B IR RIB R E A T a4 FREHRDEE IVCY OB % g
SHE TR AT A ? 5.
CQ7 |V~ A FILELIHL, Cl | KRB RER TS X LT nds, AW SRR B R 8 A
WA AN AR D ? T4 K& IVCY OB 7 EAMRIRICE B LTI,
[H a4 Fiss %)
CcQ e 2% 7 HEBE L
CQl | nvaAf FIERORBEERE| Cl |34 FIEROKEHER, Mol s s R TR &I
DR R 7 ? HORFBE, 2B, W55, WhEa 2R e THLE L
TEWDS, RIKABED ADNS.
CQ2 |#nvaf FFEROKERZ| Cl  |[HraAf FIEFRE, WHFEERLERIERTHLELTIN
DFFE L O B AT 5> ? 7, FRICLCV bALNE.
CQ3 |rnvaAf FimERICHL, £F| Cl oI FIERICHL, BIFREAT 0/ FORYREA % Z K

72 0 A > 2

LT&w.

[CHRIFL A N ABE 7 Y+ 7 a7 ) ik AS %)

CcQ HEATE HEBE L
CQ1 |CAIF2w A4 v A # 7 1) F Cl CHMIFRYANAMEZ Y+ 707y vInfEmE &OZwIC
a7 vERINE KOS BWT HCV-RNA BOMEIZEE LTI
{12 3BT HCV-RNA HE il
EFHERI NS ?
CQ2 |CRIFEYANABEZ V| B [CEEFEY A VAL ) 4 707y Y Ek A 4¢3 HCV

a7 v L 98 12k
L, PLHCV FEIARA ?

XS B MBS A R T, S AT R HOAE B U AMESFIN IS B
HCV {62179 £ ) HEES 5.
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LT RE?

CQ3 |CEIFF% A4 v ABEH 7 1) F Cl CHRIFRY A NAMMEZ )+ 7 a7 Y »vIifEkmeE 1205 < 32
a7 e P g% HENHEREHERBEREEL 2. L2 LIEET VT L%
L, FEENEBRBIAET S BHEEINLTVS.

P

[B BIBF ™7 £ IV 2 B 5L 4% 45 )

CcQ HEATE HEBE L

CQl |BHIFH™ 4 Vv AMMMmEE S| Cl1  |BEFLEY £V A RIS %O R G EIRIZE T O PAN & FRER
WP B R BRIRAT WA S 5 WZEERIT & 2.

o

CQ2 |BEIFF%Y 4 Vv AMEIMSS %] Cl BHISF 257 4 v A BN ROZBWIZ BT HBHUER, PuikB X
DHZWIZ BT HBHLE, L U'DNA BOHEIZER L TLw
A3 X O°DNA & 0l & 133
WENLH)?

CQ3 |BEIF# Y A VAR % Cl1  |BEJFZRY AV ARBMMA 10 L, PLHBV EEITEE L TX
WKL, HBV 1239 A iE# X Ve,

B2

[ 2 1) P 8 11 2 ¢ )

CcQ HEATRE e3E L

CQl |FHAEMELOFIEICBIT| Cl  |[FERE L THESN TV LR 2 BS54 2 &%, F5H01350E
5 fE R R T 1A A ? MERDOBEHRHERFD1DOTHDE LTI

CQ2 |3k B ANCA BY I 5 % B RN X o T - FEE NS ANCA 1ZFIZP-ANCA TH Y,
THEH & 5 ANCA O Bt PUSHAMEDME {, — 3D AP MAF LD RIEICE DY, Z DG
W3 ? PE E LT MPO DM Z IO AR I N TW5E 2 &2

MTHDHEHIETS.

CQ3 |35 B4 ANCA BY M I 3 % B FEHIBYE ANCA BAMLIME 2 D% < 1 MPA JEPL A4S e 3 %

D FRR R ? RTAS, FEEEYE MPA IS U TR S HRAA L 0w Ic Bl
L, BE#skE B LI BE ©, FREBROIIEZD v 2 & A%
WMThsLHRTS.

CQ4 |v A a3 b))y kb B 04 3 8TV BAREEPIE S A EGPA OB Tz v
IFEA: EGPA D53 ? LHESET 2.

CQ5 |FEABEM M4 4513 ANCA | Cl | FEHPUE & 2 Ind 2 PAAY IC 2 I Uik 2 55k b3 %
BMEDAMZED XS e kEE T s, FHIAS cxytotoxic T cell ZiEMEALT 2%, & 5V IZEEHA
RIET B ? MIMENE AN Z G ET L EhH b L LTLwv.

CQ6 | AP MIgEE G ARIEmE | C1 | SEAIBM e EA RS kD% IZERER 5% 2 B LIN
DR FE B 2 ? WCHE L, BEREER] Ak 2 B DINICER LS 5. IR E

RTH 205, BISHILE, B M e EICESREZ DS Z
EDEETH B E LTI,

CQ7 | AW AmANC X 23AI B | C1 | SEAIAAROREIEERE, REFBIEICE > T, KYTPEkiE
MERITED XD =TT %, ANCA R Z 0o EPEo A, REMWEY A M4 VE
JET D ? R EHATCEL, MEICREIRE 5 & LTI

CQ8 |HEAIME M LOBEIH | Cl  |[FEAIBEBIMAE ROZWIIE, KA 2 & ONHLER P A B Ek i
5N AT 2 ? %, IfiliE ANCA fEOHER, i A b Y Pufk, aCL TRz &

MBENRLEERE LTIV, L L, FREREFEEISH T %R
FEid e,
CQI |HANMEME KoBRIZED| Cl |IMERESED BEISH LT, BB TR 72 34 O JEIN %
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WS e HAEER
aCL anticardiolipin antibody P v+ € Uik
ACR American College of Rheumatology TAYAY) T EE
ANA antinuclear antibody TN RTINEN
ANCA antineutrophilic cytoplasmic antibody PUles v Bk P
aPL antiphospholipid antibody Py v REPUE
APS antiphospholipid antibody syndrome P > MR E PR AR
AZP azathioprine THFATY v
BD Behcet's disease N—F v MR
BVAS Birmingham Vasculitis Activity Score IN—= X VU N MERIEEITEA 37
CA cutaneous arteritis B2 )8 Bk 9
CHCC Chapel Hill Consensus Conference Fxgvea vl s AL
CIC circulating immune complex PEBR I SR 84 A K
CLA cutaneous leukocytoclastic angiitis BZ 8 F ISR e P M4 4%
COPD chronic obstructive pulmonary disease i P ZE PR T AR
CPN cutaneous polyarteritis nodosa Bz N A% EiE 2 S EhIR 25
CRP C-related protein CRIets v 328
CsA cyclosporin A YIUARY) VA
CT computed tomography a ¥ a— ¥ WS
CTLA cytotoxic T-lymphocyte antigen FNafEEE T ) v 7 ERPUR
CVv cryoglobulinemic vascuilitis 7)) F v 7)) vEE I %%
CY cyclophosphamide YIURAT 7 IR
DDS diaminodiphenyl sulfone VTIV)IVT2ZINWVANKY (T V)
DIF direct immunofluorescence [EREAE O R RENER
DMARD disease-modifying antirheumatic drug MBS EIEPLY v~ T3
dsDNA double-stranded deoxyribonucleic acid THETA V) R
ECP eosinophilic cationic protein WERERk A F 4 oy V80 E
EDN eosinophilic-derived neurotoxin BRIk =2 —a P F T v
EIA enzyme immunoassay = REREN
ELISA enzyme-linked immunosorbent assay T 34 SRR W A5 1
EGPA eosinophilic granulomatosis with polyangiitis IR ERTEZS S8 I 981 A 3 e
ESR erythrocyte sedimentation rate I BR T B g
EULAR European League Against Rheumatism -1 v TR
FXIII Factor XIII 5 XIII IH+-
GCA giant cell arteritis EoR R B AR 9¢
GPA granulomatosis with polyangiitis 2 5 M 28T N 3
HBV hepatitis B virus BEITR T A VA
HCV hepatitis C virus CEIFRZ A VA
HUV hypocomplementemic urticarial vasculitis B A MIRE 1 FE R IB AR A 4
I1C immune complex TIEHEAIR
IF immunofluorescence HOGPUAR D
IFN interferon A =7z
IgAV IgA vasculitis IgA M4 4
IIF indirect immunofluorescence HiEF2e9 RN LNES
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s & By HAGERR
IL interleukin 4 vy —aqfF
INR international normalized ratio ER[ =N i
IVCY intraveneous cyclophosphamide YU RRAT7 7 3 N EEHERE
IVIG intraveneous immunoglobulin 07 VKR
LAC lupus anticoagulant W—T AT rFaA77I vk
LAMP lysosomal-associated membrane protein VY —LEEHE
LCV leukocytoclastic vasculitis EIEER IR ERNREEN
LE lupus erythematosus V=T ALY T F—TA
MTX methotrexate X+ bMLEHF—}
MPA microscopic polyangiitis WSR2 58 A5 5%
MPO myeloperoxidase ITuNLVEFF I —E
MRI magnetic resonance imaging A A e Tl {5
NIH National Institute of Health T A Y H [ESL g AREE
NSAID non-steroidal anti-inflammatory drug AT A FHPLISRESE
NUV normocomplementemic urticarial vasculitis AE AR ILRE P4 25 R85 B ML 9%
OTC over the counter drug — % I IS 3 iy
PAN polyarteritis nodosa i EITEZ S B IR 9%
PSL prednisolone T F=vuar
PReS Pediatric Rheumatology European Society NG RASE S s B AL 1 R
PR3 proteinase 3 TurAF—+3
PS/PT phosphatidylserine-prothrombin complex RAT77FINEY) Y- Tarar rEHENR
QOL quality of life HEEDOY
RF rheumatoid factor Vo< MM PRS-
SLE systemic lupus erythematosus 2T F< b —F A
TA temporal arteritis MISHB IR 5
Th helper T cell AV S— T HilE
TNF tumor necrosis factor I 355 35250 IR 1
uv urticarial vasculitis RS RRINE %K
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