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DCVAS Final Participant Enrolment
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C. # B CHBRBEOMEE, EFFET 33, Cochrane 75 85 £, Pubmed 7> 51 {4 3Tk
D SN2, tMOMERERNRLE LIZbOREIRETH 2L, @Y Tlixihne BEbh
HHDONRENoT,

D. # £ ROIAREDTETFT VAL LD EWIIZEIZIEFICD72< | case series 2 &4



DTHET D2 LIl D, SBREFEFOFME L THMBRORTRE, SR DKk
DFRF 21T O MERH D,

fE o ABFFEIC X o T, EGPA OTRFEIEEE N S v, X 0 iU 72 R & EGPA FRF I2HE
g2 Z LNARRIC AR D LI S D,



6-1-3. PAN O9—F> T )L—7

J—X 7 I N—Tk:

2 iy BHRRFEFIE B (B - VU~ FREJRNED Bz

A N—

FAAR WU FH R =N B PR B R 7 o0 B %

HUFAN S BHRRFEHE—NE (BE - UV o~TFRBIERARD B

NS FOak L VR ST ER R PR 5 B R0 Gk Am

R EA FOR I ER R PGBk e 2%

g FRESLV Uv~TF e 2=V U~TF RlbLRE

/NS R, ASEAT BOE N HIIER 2 7 B e HE AR Hh 5O BT JCHO R0 BT BRI |

BFHY v~vF & —K

gk B BT ERVRSEE RN EE HERERD

FH HBR A7 ~ Y SRR BRI R R R R E o S R A A SRR B R EEER

e e BIRR TR NERY: B3

E L HRRFEDITREGERE V¥ — BRI (R - UV v ~TF) kA

A WRZERARY - e NVRMAE RIZE N DEEHE O O HAEEiIELEENRE (PAN) (ZOWT,

BB W R YE - BIEEE., 2 AUA K74 (clinical practice guideline, CPG) &
OAERL « BE=% U 7 Ll - ST - S RICE T D050 A FIRANICE N L, B R E 0K

RE/HLEANET D, &I, - /INUIMERTH O FREHR D 5 & PAN 5T 4 55
B (PAN, AFERERVEZ 5 M8 J PN ZEEE, FEPERIER Y U~ JRIEMERTY L AREHURIERE
BE) ZWELTA RITA UREEINTW RN, AIERRIZIER e TA R 7 A4 AER TR
RIS 72T A REERT 5.

B. 5 e NUMAERA L R=L D PANT =% 77— (W6) ZRAL L., & - /N
MR ZE B 2 OERL Lo @O (SCOPE) 12 L7zn3-> T, IRHICR b L7z
PAN WEIEDFRI& | ZET 5, /N - BUEICIBIT D PAN 45, Fiz, PANIZEET 5 #E5
DF— L= TR0 LEZE U TR - EEE M HO LB L HIT .,

c. # R
OIREDO T & OFERL : FHEEERITBW T, BIFREEHER WG OBLH EEk A v —%
WEHR, IWROT NI Y XA, BIERKRE, BXOT U M Az G db@o i mE

(SCOPE) ZAERR L7-, D OEIERRIME, BLOT U A ACES X CQ DIERL,
ENFET L, URIRER/ VAT~ T 4 v 7 LE 2 —RHETHRTh D, CHRZEIZ WG N THME
AT 1ED, BRI QB L OF — U — RERICHARKEMEH S ~BINE LT,

CQL. TPAN DHIHIRIRIC A B2 IBWHREITH 57022 |

CQ2. [PAN DHERHRIRIZA R RIBHEILH 5022 |

CQ3. [RZJEY PAN(CA) (2 L CHBRIBIEIZH 2722



CHETIT, &GE 228 (Ryarmlzate) BIOEPRE 0 MmAERES N, —KRAY
V==V 7 RZFFHRT L, ZRAZ ) —= I RETHTH D,
QIEFE D> D OERIFT LIZA3, PAN (2 DWW T & /N A REEOEER AR — Hh— (KA
fiEs, FAQ) DEIEZIT-T,

& 2 KOBRIIBNTH, FREEERDORR Th 24—/ v R AR BFFEREE
Ll bin, NRBIE S DI AR OREZE R BV TN D, FETISAL7Z ANV 23T A KA
V2017 OBFHFES N D OEGR, T=X Y 7 - Gl L &G, BWrERNE - EREE SO
L. BERMEZE A2 FIW T B2 2R MRGE (BEAREgE) SR AT 7o AR 238 A 4% 1A JE ]
I, BARR 72 TREBIZESWIZEFEREMARD 511D, PAN 25T 4 EEODEIEH
RFEFENITERTE D LOEEEHED TP L,

A o WFFERCRZWE U C. CPG O K - BRAM - JEEAL, M KIS K OLED CPG IZBIT S
EE - BIRE - BESS~OFREM, MF R CPC I X OEHIEE OB S TOMRF &
AGREBLL, PAN 25 o4 EHER 4 B ORI O TF5 SRR & IR EEO RE LIC X
V. TNODOHDEBODRAKERM LT 52 LB TE D,



6-1-4. MAD—F> T )—7

V=% T ITN—TkK:

HF EA ELR e R 2 B AR B N R 2

A N—

A% e NELR e R 2 [ R IR P B Sai . B2

T FINRZEFBBHEGBES « Vv~ F AR HEEER

NI B FALERHER R A E P A E R B8R

VAN =Y BT ERRF T #he R B

N FWRFEFERANBBIS « Vo ~TF - 7 LF— HEHR

o NI E R ERR B2 R

L SR MR FEFIE —NEE (B - Vv~ TFRBERARD 2z

A, HFZEEBY ; EMEREETY 7 ~F (malignant rheumatoid arthritis: MRA) 1ZIMERZIZ U D &
T HRAMEIMERE & O, HHMES L ITEERBRFREL R~ THREERTH D, -
MERICEENDIREHERD 5 H MRAIZOWT, JEIEBWEYE - IEESE, 28I A4 R
74 (clinical practice guideline, CPG) ZFMD{ERKE LOKET. EAFHEZEZ 7=
o ERINCER T 2 Z L2 AL T2, MRAIZFRERFENELET A FT1 U REHEhT
WD A RANZIERZR T A BT A AERRFNRICA > 72T A R E2AEkd 5,

B. F  EH e PHMERA L N—LKY MRA T —F ST —T (W6) EfmE L. H o /N
MmERDBSHFEZ B OIER L7z @O {EmEE (SCOPE) (2 L72i3> T, IBRICR LT
MRA HEREDFHI & | Z1ERT D, MRA D REIRZA, MRIRA S 5., £72. MRA ICEET 2
JHOR— L= MBS U TRoWrikdE - BREEHEORE L BT 9,

c. # R

OREOFGIEERL : HFEZEERICTBWT, JRROT7 LAY XA EERKHRE, BLOT
U N A EEGTILEOREE (SCOPE) AER Sz, T b OHEGEMKRE, BLOT 7 k
T LZHASE | MRAIZEIT D CQ DFERR, BEMNTET L, XBRE/ AT ~T 1 v/ L=
—Z2{T> T %, CERRIZ WG A THEBICHIT-> TV 21E, B Q B L UF—TU—
R % B BARREME G S ~BIMEL TV D,

CQl. U~ hA RMEL RV) LT/ raarFas K (60) THEHN?

CQ2. RV ITH LT GC &SmO IEA Hh 2

CQ.3 RV K L CAHZMHLY v~ FHITHH?

CQ4. RV T U CInSEASHRIE T A A 2

EFED CQIZHOWTHIE, kiR, A7 V== 7 Z2{T>oTW5,

QEFEMND DRI LV . F/NEMAERIEOES R AR — L — (AR, FAQ) @ MRAIZ
DOWTELE LT,

OMRA DOfE NFHAEZEIZ DUV T, AEEDRS LR E T 72 WG L7z,



D. & . MRABIE ) v~ FREFICRIET DMEREZME S BIRIRETH Y . £ OIRED
TET AR TRNI &, Y v~ FAROBHENZO 10 FETRESEFR LTS Z
&L R EDDIRREH ORGP LETH D, SRITZEARNRTREICESNT, DFREH %2
IR T 2 RFEENITIER TE D K O 1EEZ ED T <,

E. o i MRA OIRIRO TSI SR & EAREFESCEEE S HEORE LIZLY . ARED
ROKED ] L35 Z ERBIFRTE D,

10



o
EES
A
i 3
il
PIIViES
e
apll
qj
%

D.

6-1-5. APS DI—F 2T )L—7

XU T IIN—TE

EEH ALMEE R AR E L TEE o - AN EER %
IN—
I FRRFERRFEZTBIER Y ¥~ TN A
& AEHRER A RFIRBE R TT Bh#
[ ALHRERFRBENR T B
KK i BN R PR F R E A TER I e« 00T LL X — R JRbetE#ds
T FARRFZEZ I NB AL - WRHESE = WX

NV S BRI A2

fith IR EAEE R (B - U v~ T RBEENED) 2%

WFFEERY - 1) S AEEHUARIEBRE (APS) 1R EUE H CHUETH 291 ) VIEEHUROE/E T CTH
B3 2 B RILARE AR A DHE CTH 0 . & ATHARAE DFIEITITHL Y VBB HUR O MR AE
BEENEE L EZ LN TS, £, MBIEOREIEICIE 2nd hit SMHE L SHAPS FEFRIED
LU BB BRSO TRERIRIZ DWW T — A L o TUEZF A 38— RO TH RAfiED
BOWAROHND, —J7, BT OIMARIE % FIE T 2 BIRER APS & FEE 25 #6725 53
BV FTHRITD TRE THEFIRIENMTDOILD, TO X 912 APS OBZIFRITIB TRk~ 724k
IS TR B I L 725 —J7, HMEMTHLZOY TALIEIAR+STH D, bR
%%izTMEwﬁ%ﬁ4F74/%¢ﬁféo
5 EEER BRI A RIA AR AR L. A RTA AR D XA DAY
2= VERETDH, TXASR— A=A L o TAPS RIZBI T % CQ(Clinical
Question) ZfHt L, PICO table 38 L UM A {ER L, PubMed, CENTRAL, EMBASE CI3CkfR
REAT D BONTLMEM WY AT VT 4 v 7 L E 2 —RHESE PR E IR GRADE 152D
WTATWIRIRH A R T4 & ERT 5,
R UBNICEBRERBE, APSBEOZX A=K 6 AL NIV EER TR
BlLTce ZA LAY 22—V 201812 ATV AT YT v 7 LEa—% 201946 AT
HESTAERL 2 2 & 2 HE LIERL L7z, CQ 1T ) S IEEHURBSEE ~D 1 IR PIIERIZT 5
NRED @APS BEDIEFIZED L ST & (BIRIMARIE - §FlR AR AE 2 2zt
L CRaMEN R OB IEI O 1R 2 ffT) @BIERL APS BE DRI ED L 12T H &) O
3IHA N SNz, TRENRO QT LTPICO table 1B L T, ZNZ b & ITHFEN
ZAERL L=, MERAUT W TIZEERTIC PubMed (238 T EEEFH X (positive control) 234 &
D2 LEMERL TV, RERNEKEHEHITEMS L, BTERBSIZHB W TR T
HY  (EMBASE IZ W TIX SR THIEICHRE LTV D), SCBREREDNHRIKE S AT ~T 1 >
7 Ve a—%BhT 5,
% 8 HAIOPHEOLRBERBRICLD L QD, OB LTIk A & M3 Al EE72 TE H 238

11



o —F, CQROIZE L CIEsgy 4 2 BEREERFIENZ L < narrative 72fiffTIC/2 5 2 &
T L TW5H,

i o MO TELD BN TWD M APS IS A KT A ERIINEFTR Iz A T
Do

12



6-1-6. PAN BRERERZE(E ANRMBITHRHR

WHIErHE

FAAN U FIBRFE AN B BB TR 0 B 2%

= i EMRRZFE IR — AR (BB - U o~ FRBERANR) %

A WHERRY ARSI DREEITEL EBINRE (PAN) ORRREZIA LI L, EPRBIR, WA

AL L ERR R RRAESOTA R & O BEE & RIS D,

Bk FRERBIREMTCEEICI T, 2013 AR, 2014 AREEITETHLIC PAN & L TR GRS
NI BE 18 PIOERAEMANE L E T 7 7 A ML LT T —F Z Tz, 2F % fRiTts L
L. &fFBiomz, Byl Fimpl, ekl 18R TRt 21772,

R BEONFUIBNE TS 4. &M 103 4, EYFERRT 64. 5520, 3 (mean®SD) #% T
Bolz, ERRIIIC PAN & 2H 7 BilE 27. 6%, FREVFRIFT L S22 7 BiliE 11. 5%,
Wi % Nk L CRRME S 7=l 60. 9% T o 72, 72 BHBAIIMAIL T1. 3% CHEfT ST
e, e NERT 4 7Y A REFEMEMERZRBOTHITZD O H 11.2% Th o7, HBs
PURBGERIL 3. 9% CTH o 72, 2HFER & L TiE, FED 55. 2% DIEFNZFRD bz, figas
SESR & LTI, Ml - BIEEIR & 74. T%I2, BEIEIR & 73. 0%I1Z, RS HRRAER 2 50%
(2 FRPIRERIEIR & 32.6%I12, BIAERZ 19. %288 7=, £z, WERE 9. 0%, ARER %
7.9%., &« BIERZ 6. 7%, EILEERE 6. 2%ICBD 72, WA R L LTiX, CRP 23 4.2+
8.4 mg/dL (mean=SD), MPO-/p-ANCA B5IE=81% 30. 5%, PR3-/c-ANCA BEtE#IE 11. 0% TH -
7z MAEEEREMITEIL 20. 7% T, £ 0 5 HIGH KBRS O Z 5/ NG - BER
BB EBOTHNL 27. 0% ThoTo, IBRITEFTAT A FRHWLRTEY, U R
=V R RE KRG EOTHL32.5 mg/H, AT A RV AME{TEHRIL 23.6% TH - 7=,
MR O ARIL28. 7% THY, TOF T 7 BEAT 7 I RN 49.0% L b2 < i
STV,

BRI O gt TlE, B TRBLERIRM ARG TR 76. 0% L mno e, £l HHikG &
RO RICH BT R D o T2, AFMBIORFTTIL, 65 MLl EOBRFE TRE - B - MERLEER
EHTHEREL, 65 MAMOBE CIIRFERA G T 2ENRMETH o, BaHEROH
IERIDORFTTIX, B - MEREER A T 2 BE TEEREFES Tk s . 2FREg Lk LS
Chole, BIEREAET 2BETIE, MRS - L - IIEROGOFEENE . — 5 CHElER
SEREZH T 2BEHETIE, BHERSLMVEROGIFERE N1, REBE - FRIEREZ AT
% HBE TIE, MPO-/p-ANCA FEPERNZ NI 62. 9%, 46.6% & ERTHo7-, FI-IMILEME
WEAT 2BFHFTIE, RIEIED LD EET, AT a4 R/VULAREITERD 63.6% & @nro
72 WRERIORFITIL, AT B A RANVARHRITSNTZBETIIAT oA REAEGREL S
notr, ERE - MEEEREZZ <A L, CRP RNEE Th o 7=, S HniflH O o4 # T
BT 5L, FHBETIIETERSE - HIERZ AT 2RB mr oo, RBREIHIHIO 5
b, 7 aR A7 7 I R CRP 2@V MEBIRCRER E R 2 A3 2 58 61 COFF & 4 5 i % 38

13



D.

B, ZOMOGIEREIF] (THFATY . A RLXY—R) HHBELEEL, AT aA
RE KRG B&ITARICE o7z,

& 5202013, 2014 FEFEICHTHIE SR S 72 PAN BB IX, B EOHE & B LEoBIE )
‘oo, PAN OFJESRIA & U CTLARIRCKR TG S 7z BRUTFR 7 A b Rk & o BE AR
H I CTh o7, PAN TIE ANCA DBEMERITIR Y & ST D 3SARMEHT Cld MPO-/p-ANCA 1%
#J30%. PR3—/c—ANCA (T 10%IZ388 LTz, HANPAN OFHETH 57>, £ 72 ANCA BN
BREOENORFTTDMEND D, 65 MAMOBE TIE, RFEREET2EREL, &
HRERE AT LML, CRP MEETH o7z, F72 65 Ll LOBHE TIIH - MEREER %
%< AL, S HITIEMPO-/p-ANCA BEMESR A EWNZ & A5 ANCA B 2 12 HE L L 7= R &
FfoTWo, ZOXIITFERIZE VIR EOEVNRSH D Z &b A Sz, BRI A
T < HEFAYIT S PAN DIEFIED D 72N T2 PAN OVERRITMENL S TWRWAS, AT r A
RS0 2R Al AN IE LR, PERERR A RO 50 b, A7 A R
KEGELZNZ LD o T,

A F o PAN X EENE ICAFR L. SR RERIERZ BT 5, AR & REEET R A
BOETZMEND Z ENE L BaERSCEEE IS U TERERNR R STV D

14



6-1-7. MRABRERERAZEME ANRMBTHRHR

e R

HF EA GRS NERERZEABIRFANE Bz

LA (SR BHRRFEFIE B (B - VU~ FREJRNED Bz
NI B FALERSER R A E P A E R B8R

A% FINRZEFBBHEGBES « Vv~ F AR HEEER

B IERE BT ERRZAEATBIEIR Y U~ FNEEEE ReE80%
WEEH 17

LfE REZ E R R = 2 S IR PN B . B2

ANy N =Y BT ERR TR #he R B

N PR FEFERANBBIS « Vo ~TF - 7 LF— HEHR
A, HFZEEBY . BEMEBAERY v ~F (malignant rheumatoid arthritis: MRA) (XML& RZIT U

ETLBEEAMERE A LD, HHAMED L ITEBRBRFREL RTHEE#ER CH D, AIMIT
BT 5 MRA BB OB FRE, BIRIER, H2EEZ, REHEE SO CGHET 2 2 &1IC &
D . MRA OFZIEOM e & ONTIBFIEEHERIC K S & 5,
i 1E 2003 FFEEEDND 2014 AL COREAETEE ICHER S 7z MRA BRRIE AT A ST —
H_X—= 2 N T, BEE R - RRAE - BF OESTEERIL EI2 oW TR RO
WrAIZ B0 L, 4R & ORRBRIIZEAIZ DU TRT 24T - 7=,
fE R MRA R OEEEENIT 2003 FEVR 62. 0 mEH S 2014 FEIR 65. 1 5% & fERIC B, M
ZEITLMEDH T0~T3% TEALIZ A B2 h o 72, MRA /3 3EIEHED &y FREMETE B O 75 31T
X, MR LERD RN T2, JEFRICEI LTI DMARDs « o #H SRR O L& & | R &L
BATuA RAEOWA, NSAIDs « FHFREE - MIEARBIRIEO PRI F AR S vz, B
U U~ F ® Steinbrocker /3 FEIZ I T HHETHIITRRFAOICHD L, [FERIC CRP, FRILE BIKT
Uiz, #hIEEINCOWNE, TR TARE) DE2R L, TZESE) [958 2L 7=,
& 2 MRA BFITAMRIICRIFIZRIGRNAE DZELDLRIEDIK T, A TEE D m) 237
LNTHEY, B v FIREOERICEI D bD B b, L L, HaskEE o i
HONFITITRRER 2 2213580 bivT, EIERRBITKAR L LTHEL TWD EE X b,
SHH I BT ZED TV,
i i ARFRITIS T B MRA BE DIREARAATEIN RPN R BN HZA B, 672D
ERNT I L E 2 B b,

15



6-1-8. MPA - GPA EREREAEE A RERTHR

WHIErHE

B &Eih FORERERRFERZHERBER - U 7~ F R JEE R
FHEHLR A ) v~ FRIERE &

= i EMRRZFEFIRH AR (BB - U o~ TFRBERANRD %

A, WFERRY - fEEER CIEERRHERAERLTH I L. 20T —FBREHEINTND,
INHOTF =2 ORI LY | BEFESLCEE L~V TORBOBE) N 22T 2 Z &3 6
LD, HEARTHAMEANZE A V2 MPA, GPA OJEATIFZE ClX, 7 rAA 77 I R (CY)
FORNZ &, BEFEHCTOMBEZEOFH DR HRE S TWD, FEF, ANCA B & & D2
A RZTA v (CPG) MFATINI=N, BITRITITE=4X U > 7 & CPC#ESFIRILD T 21T
W, CPCUGTICENLTD ZENKRUITH D, £ T, HLIZHITH, MPA, GPAIZRHT 2 BFE
Rt L REL L TORBIRNZIET 2 Z L2 A E T 5,

B. Ji ¥ :MPA, GPA T\ T 2012~2014 4EFED 34EM DT — & R+ 5, T —F_—A
F 0., EHEZKEEICAET D HIIEG 2R L BIEROFR, MR, REDNDE)
REHY 7B, BhEEER . MK —MARAT, BUN, Cr7g & OBHEEE., CRP, p-ANCA, c—ANCA,
MPO-ANCA, PR3-ANCA 7¢ E S A DO R 2 8£5H 2, RIT, HIEITEMEEARE DIRFNEIZ D
W, ZhaanFaf R (60) &h5&, Gl LB msilsic W T2,

C. # R T7T—F_XN—RIBEFEINTEERT, TEROLI ThoTz,

Bkl ST
MPA GPA MPA GPA
2012 4E 1300 242 3711 1263
2013 4E 1016 166 2852 926
2014 4 261 57 590 161

2014 4EFE I MPA, GPA OFTHL « BT & B ITHURIIEFIE S D72 N2 E DB RADI B Z N L
ESNTo, ZO72, 2012 - 2013 FFEE & fFMT et R B & Uiz, fEMT RTRE T do o 7o BT 28I il

(2012 4, 2013 4F) 1%, MPA888 ffil, GPAL174 #il Td -7z, MPA I FIFHE 72. 45k, GC /3L A
OF X 28. 7%, ¥ PSL f# I &1% 38. mg/day, CY JFAIX 21. 7% CTH o712, —J7, GPAILF
B)4EfE 61. 8 7%, GC LV APFIE 24. 1%, ~F-¥J PSL [ &1 45. 2mg/day, CY fFHIZ 54% T
ol

% 22 MPAIZ GPA L HEZ L CREMER N L. milis Th o7z, TRFIZBI L T, MPA TIX

PSL & D72 <L CY DFHEIG R D 72 o Tz,

fE o AFRICIST D MPA, GPA D FBFEFFIEFS LU CPG FEATHIDTRIE N ¥ — U DR S 4L

7=

16



6-1-9. AAV O QoL f&47

WHIErHE
5% TN FRRFERRFEZTBIER Y ¥~ TN Al

A HFZEHAY : ANCA (PP ERHMIAIEHUR; anti—neutrophil cytoplasmic antibody) B I8
& (AAV) (i, ZRIMERVEAZENELE (granulomatosis with polyangiitis; GPA), AFEEER
MELF M AE RPN ZEIERE (eosinophoilic granulomatosis with poluangiitis; EGPA). BEf%
I LI IME ¢ (microscopic polyangiitis; MPA) MNEEN DA, BCKIZHA~ B A NI
DENI T YLAF X —BITHT D ANCA (MPO-ANCA) [5E0D AAV OFTEARICIE, HANZ
MG LTZEDORBOWZET V ADMERKLETH H, —J7, ITHFED AV I3 2 EE G
B - BRIRAFTEIZ U T, SF-36v2e THRIE S5 fERERTE QOL X T2 R 7T 7 P AD 1 DS
NTW5, SF-36 1%, HEREREE QOL ZIE T 572D, FHAN CEEM « 242 RO RE
ThV., HOFEBICRE LTZHAETITR L EICOWTOH NI LED b & ITHE
RENTEY, L RRBOBEC, KU D> TOZRWER AD QUL #J|IETE 5, &K
JRORIDHBEFOMTQL 2B L-D | BEFOMEREZEF AL HKRLIEV T2
ARETH D, F/o, EQ-5D 1L, EEHEFH T & HMSICHIE T 2 ERHERIE QOL o RE
ELTRIAKHOWHNTWOREZETHY , & <12, EHFEEINORFTMIZHV 5T
Do LinL, AV EFEIZEIT 2 QOL OAFFRIZERNATHRRE L TR, & <ITHAN AV BF
(2B TIE, SF-36 R° EQ-5D DR PEIIHaMEES L TR 6T, £ HAN AV BF IR T
2 BREERSHE QOL O FERE L AR TH 5, ABFSETIL, ALV FBEIZIIT 5 SF-36 R EQ-5D & 1o
TZBEAED QOL JIEHIED A DO 21TV, HAN AAV B D QOL EREZ I S L, &
HBIEEME O T3 5 Birmingham Vasculitis Activity Score (BVAS) version 3 X°. HfgE
FEEOIECdh D, Vasculitis Damage Index (VDI) 72 EZDIED D AAV O FEIE & OFHH D
BEZMAT2 22 ERAMNE LTWD, YHEEIL, R FERRPHEEBER Y 7~
FHE - BN EHCEEE - ABT L7z AAVEBFEZ LR E LT, 28I, LR FE b B -
BERIA « WOrMNEHZ@PBE « ABE L7z AV BE BN THRT L7z, 34ERIEL. 628~
T U FERKEERRY T - BIEE - 7 L AAX —NEHTERE « AR L72 AAV BB BN T
fRAT U7, F7o, MEFEOAEEKR ONEEFEEICR T 5 EMZE] (WPAI-GH) HiBINL T, BEFE
TRFERIFRITICE T D7 — X HWE LT,

B. 5 {h: 20174 11~2018 4£ 2 AT, AL FERRFHEGBENG U 7~ FHE - Blige
BRI R FRBE R - BERIE - AR E, B RO~ ) 7 U FERKEREY v~ T -
JRIES « 7 LLX—WNEHZ@ERBE - ABE L7= AAV B2, SF-36, EQ-5D, WPAI-GH, ¥ X OVR#HE
HARERNO DT v r— M ElRA Uiz, RIRRC, BRIRERAZINGE L. BVAS, VDI #HH L
7o SF-36 <° EQ-5D 72 & DFEIE 4 H AN E RAZAEME & Hfg L7,

C. # R MVBEFITANLT—FEEINLE, BEERIE. FEFER 66 5%, 2tk 65
4. MPA42 44, GPA29 44, EGPA23 44, “FYUIWHIM 6 4F, FH AT m A FHkE (L F=
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Yo HE) 9 mg/H, FXIBVAS 4.4, FEEJVDI 1.5 Thoto, SF-36 (28T D H (KA &
KErRE e & 2 /S EE DY~ U —Z 27 (physical component summary (PCS) .
mental component summary (MCS). role component summary (RCS)) (%. AF#fhRllFHs&s: o
045 34.8, 51.6, 38.8 TH U, [ERIEHEM (45 50) &g L, PCS & RCSITAEIC (p <
0.001) IXfETH o7z, Fio, TRTOX FMIREICHENT, EREERE S L, AEIC
(p < 0.05) KMETH 7=, ¥ EQ-BD 1L 0. 750 T V|, 4FEfpttIFH5E B A RS HEfY
(0.880) LML, AEIC (p < 0.001) KETH-7, WFhb, Sl OEEITT T
Bt L CHRBEDOR R ThH 72, £7-. WPAI-GH DAZEZIL 88 L bEbN, 95 264
(30%) 23EEZT LTz, SRS #FICHB VT, absenteeism (FRIC K 2D REROIRE) 13, F
16%C, presenteesism (S CEEMMET LIZRETH L L ODOIKIGIZIZH TS Z &)
1. S 32%TdH o 7,

25 AV BE O QL 1T ERANC E RAEEIZ LS TR o 7228, —EBIZ OV T,
AR T2 hoTz, 2. 2B DOMHEMEICHOWT, i O@E IR o7, HAAN
ANV BBFIZHW T, IR (AAY) PMEFEOEEMEICRESEREL TWDL Z LR LMo
7

f @ SF-36 R EQ-5D A MMEA B ANEERH THM TE LB LN, ERRT
HIEATICE T 27 — 2 bIIETE 72,
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6-1-10. AAV DEFREFFHBIR

Sy
R AR FERRFZEZTBEIR Y v~ FNRERE HeB0x

WEZEA A« AN ANCA BRI ML/ 78 (AAV) B ITI61T D413 F 7oL AR D BMRE AREIEID
BT OZIRFERL LOEFEEZH ST 5,

J E :Medical Data Vision &—#_X—2Z U, 2008 4E4 H 725 2017 4E 4 A, BAMK
IR R MAE R (MPA) . 238 M RIEPIZEREIE (GPA) . AFERERTEZ %6 L4 28 L A 2R RESE
(EGPA) . ANCA BRIM/E 78 (AAV) ODRA M5 STV D ABEEAE 24,673 R0 5 B, 1Bt
e, P~ U —JH4IZ MPA, GPA, EGPA, AAV 3% 5 8,402 FEZfliH, & HICEMREAIKAIL L
TEHEBAT oA F (L F=ya HET3mg UL b LS ITAT uA RV A#EE) b L
IS EIF (V<7 RIX) > 7m7HRZA 77 I K (IVCY) « A R hL¥FH— |
MTX) « a7 =/ —VEBEE 7 =F /L (MF)) 25 I TV 5 EE THD Y5zl o 4)E
APBE 3,633 &4 Lz, SOICAREREN 7T HULETH Y, AP OER D EEER A2 B
A LTl L 7o T2 2, 188 Bl A fiftfrset G & Lz, i, JEAIE HIE 10 BIEHE e L,

A& B RATRER 2, 188 B NERIL, MPA (987 £4), GPA (235 14). EGPA (381 f4). AAV
(685 ) Thote, TN HDEFITBIT HFLIRALMRFHIIB W TIL, HAN AAV TIE MPA
W< Eo. WPAEFNT R Y Sl Th o 7o, BRICB VT, AAV R TAT B A R/3LR
FEATEED < . RTX ROV IVCY FRIE O RATHRIT AR < . MIF O MTX (HIE & A EEH S T
WRWZ ERHALMNE R 5T, E5HIT, EGPA TIEsE 7 a7 U U EEE (IVIG) MifTo3 @
KThHDHZ . MPA TIHIMBESHRENE N LR ERH BN E o7z, #zJFIEL, BGPA, GPA,
MPA DNEIZEAL L Tz, 1 RIS O ABEE HOHJAEIEL, MPA, GPA, EGPA, AAV DJIEIZZ
NZH, 1,467,872 1, 1,384,793 [, 1,465,992 [, 1,351,640 172 57=, IVCY #6541 (4
T 17. 2% B H) TIX 1,795,908 [ L DN & EF o 72h, RIX &54] (&K T

5. 128 5) TIEL3,011,279 R 2 5L 7eodz, F72 IVIC &G (2T 8. 8%Z#5)
TIX 2,825,215 (&L EBICEAEE Y, MIEAHAZAT 7 (224K T 5. 1% THifT) TiL
3,940, 299 M &) 3 f5I272 o 72,

% L HHEMEMERBIROT BT v AEED T2 OISR FEIEOMREHI B
T, BHARNAV BEO—KI727 v b a— Va2 R L, FAREARE « HERFIRIER 2 & OTR
REH R AL S BN & T EREE R I O W T ORI 21T 72, 2 2 THRLNEET L
b= AT DR R & AR ORERITIELL L Te, E72. BARAN ANV B OS5 A E
PEOBRFIOFERIZONT S, D FTETH 5.

fE o KHEOBIRT —F =2 FHWIZRETIE. BAN AV O AR EiRE AL T
(%, RTX X0 IVIG i R MAEASHMEATIC K 0 AT 2 D L WO BURDH O & 22 o7z, T
D AV BEICBIT D EROEE LA B L T, 5 &t & EERERFE PRS2 ED T TE
Th s,
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6-2. XEMERREKS B

E LA BR BRI IEE o & — LB AP R

FRFPELROIEREER G NR S AT
HALRZAIRBE i R ZEHEE & o 7 —BRIRDT IR SR M MY R R 2%
fiFRESIRbE Bk SO ER SRR PR A BRI N R R TR
fit] LIRS RS 15l B SR B I JE R CKD + CVD M lBld 45 00 15 [ R -5 2
HEZR)

ZRSIER R - POIERE Hix

FAMREERERFEER 7 — - BEUR - J v~TFTH #ER

D R R 7 Dot A A 28tz

FHRER R ZARM AN 2%

TUMIR R FBEE AT TER R B %

BIRRFRABEMAE - 505« EAENFF: 2R

FORE R B R 2 I 8 R B I BRI B Gl

TR R F B E AR ER R R R R R o027 BEPNRi AT

BT SR I AR B N ERY: 2%

O R R R = S BB e g B s N EE: Bha

HOR KRR TP R TERE R AR N RN 2%

B FERRFRBIFN Y U~ FNE R B

] B P AR A K = B IS SR 2

B R EE N ERN B

P V7 FERRTFD U~ T BIRE- T LV —NE GERT
EVRER R FARAE LM B

IWEIRPE « ILFEAT ¢ vt 2 —Ewt s ¥ — WERE Y —F

AT 2T Of%) SO FERRFHBBIER Y ¥~ FREt > Z — Gl

ESLARBR AT IE T o & —HFJERT M A BT R
JNRFERFR AR 1 RefEamhl
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6-2-1. ABMEHMASEDh— b, HRBAKBAE 2 h— M

WFgErHE

N IR ] LIRS AP 5 B SR B A FERE CKD + CVD MBS B0 75 [ e =28 JA
fizocis

] ELA [ENCAE SR AT v & — I AR B R

A BFZERRY : KA R TH 5 ELBlkE (TAK) B L OEMBIEBIIRE (GCA) 137D s T
b, TET U AERBPARA O OIRHE - ZWNEIIRIESL ThH D, AIFFECIIE A
LT, BAMEMETTAKICET AT ET V AZINE L TEDBEFRGEZA LT E &
H1Z, TAK & GCA i KA 22 B3 2 mif ) & WF 28 CILE ARG AT OB & A2 EICEI L
THREEITO L 2N ET A,

B. i ik ZHEskIEE T TAK & GCA BBE ARG L, AifE - RAMEXITHRHT 5, 1) BREKRW
Frffds L O, 2) AT mA NG, SEIHEE, EPiRBIONES, iR ARE
AR, 3) AT uA FEEHROEBRAEFEFROBEIRD., DIFES D W T EERICEE L
TeHBIEDIFRE, 5) EFRIZOWTHNT 21T, ARFLD TAK B DML GCA DBZIFET A KT A
NERICHE R 2= ©F  AOHSE, BATOHREEESFORE LA BIET, M2 T, TAK & GCA
DEEHRE, 1BEUGNE, BEVEOIEZITH & & bio, MREBOBZE & S HFIEIZ OV TR
REREE

C. #& B EimEMFZEIL. 2018 4E 11 A 16 H OB A T, HHIFAED TAK60 1, GCA100 {5 o> %
PRI TH D, BUERTAIXIZ 3FEROT — X ZEREP TH 5D, TAK DB AR EWFEIZIENT
%, 200744 A 1 B2 5 2014 4F 4 A 30 H £ CTOHIRIC, FEIED D WX LET-I1ce
PEINHRIERIE N LB CTh o T2 BE B LTz, 2 185 FlOXED > B, BRIMEE LIS TF
FEAEHE 2SN B & 2 BT I IE TAK B 129 (il 25t & Uiz, &R0 9 B 6 FlD B DY 1990
ACR @ TAK JE¥EZ i 7= L7278, 1 ALIAL GCA D EEMEI Tl 72 S 72 o 7o, SEHIRIEER T 35
k. ZOMEDS 84%, 40 EARTHFIEN RIERDK) 353D 2 Th o7z, FIEFMIL, ZPETIL 15 i~
25 N E— T 1203 BT FIE TR IR IR IXER D B Do 7o, FEIAERFAHT 40 FAR
iifi (yoTAK) & 40 7%LA | (eoTAK) T2 BEIC/yiF 7o, mifE, BEFRIFIS K OMEE B e AT
TEIR DA PFRIL eoTAK BETHiIN 272, AR DG DT eoTAK BETL U MEM T > 72, HLA-B52 f&
ARIZIELLORELH 6 FIFLE CTH o7z, FIERFREARIERI LM CEN R D o T2, FIEH 2
FLUNDOBMERFIZIELLDOHTHRIFILL L EhoTe, £, EH 0 ORELHHEN
EARER G R BOB Lz, 3ADOBRENET LA, AFRICTEEMICETRD 5
Mmooz,

D. & 2240 EBRIC, TIE D EEIRIE & SRS DT 7oA, BRI SO L AL
R EICRERETRD N DT,

E.  # o ZO¥ERD —ERI 2018 4£ ACR @ oral presentation ([ THE L7=,
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6-2-2. EHIREEEIARIE &M E QKR — FFR

g syt
T TR > 5 — - B - U o~ FF R
i E R BB 4 — AT B

A, BFEERY : EAIREMEEIIRZE (GCA) TR BE AT v A MRIENADI TH LN, ZvaanFa
A R (GCs) JEF DO FRE 30-50%FLE TR L7120, BRHORIBRE AT a1 REEOHk
PLELL 722, GCA OREBILAE 1TMER, MEHBNRAEEZ T & T HHEFBIRE B2 Hiv, GCA
OB BIGEMEFEMIZ FICHEBIOR A IC L v iTbh TE 7z, —H T, Eg2F o
VN, GCA T KENR & REIR L O 2 M55 2% & FIER I b M ISR O 5 Z L 3
mETpole i KENR & RENRDAL DIFZE OFHGIE 50127 DAL TRV, RBFZE CTlIm %
R (TAK) & GCA OYRETEBM: 4 Jeil D J7 15 TR L. GCA O REWRISNZ DRI M IE

HHEICOXFHET 5, £72, WAETOHARAN GCA DEFIKAVFHE L GBI RE AT 1A R
5, S IHSEOH B & et TS 5,

B. 5 iE: ERAMEMAE RICEIT HIRENIIEHED 30 iR IZ SNV TEE | 145 44 D GCA BT
DUWT, BEY R, IRENE, FREIEEIME, WREIESOSECE T D BRE @R E IS Lz, K
BRI ZE S OF GCA (LVL HE) 28 77 4 [FIE Sdv, REWRIEZE S OF D720 GCA68 44 (Non-LVL #f) %
ay hr—L e LT, BRG. FAREAR, AR, GCs KM & C O TEMEN R 2 31M L
Tz PRBTSEHPEITMBEBIIRAZ . SHEIARNZA . IRBIRZ . SHENONEHBRD & KAMEIIR/
MBI A, SHBIIRIA 2/ HEB BIIRIA 2. $HE FEIRD & EER/ ERiBIIROIRZS . Ko
KRENRIEZS . KERPASEARIE, EERAZ ., MBINREZAE, KB A . BEINREZ.
R BIIR/ K BREN RS ZE DFFE 13 IS DV TRl Sz, E72. KBRFZE A DF GCA TR
BRARTE O BRI R AE Hiv7z 39 4B LT, HRRISENE & B L odEfT & oo B & 574 L
7=

C. #&  F :Non-LVL BEDEGIRBIINER DD ORCKOHEIZ—F LT e, 7= LVL B Non-
LVL # X 0 BEEBRIGZE DBEEE DD 720 o 7o, 1RFEBAAARED LVL BEO BIG AT RIZ, #hfcpkess
REREII A 7 < BENE, BEVEIE, PET-CT TOFDG & W ZANERFTR TH -7, HIHO
FARFERRIX ML TR CTdh o 7245, LVL BEIE Non-LVL #f & Jhi#it L C, PSL7. 5mg/day LA T
D7 LT OBEENE L . AR GCs D (PSLT. 5mg/day LL F+EME+7 L7 72 L) Z 3R LIC
inoto, BIEIR 2 42/ T LVL BEO ML OREERIETTIE 9 FlIZFRD . HIERIEIT 2580 72
BEIX B 2 A LI Do Tz,

D. & £ EHOGCCA DFEE . RENRAZEES ORI ERIHL N L o7,

E. kB BFZEERHENCHE S T, BBEOMREMNEER CE - EEZDND, 45k TAK O
BAMEAR— FDOT =X L OHEEND TAK & GCA DEFEMEFEOE VS L2722 5 &
Rahd, Fio, AiME amR— SO, BERREOME L | M OMERIEEIT & GCA/TAK
HOLNIERICE DX A=V L OBERH LMD EHIfFIN D,

22



6-2-3. BRBIIRKERRAETEARBITRER

WHIerHE

B T TR EER A E TR TR R R Rl LR R fo = e NGl

Tl BN ESZAEBR s IR 70 o 7 — L AR B R

A BFERRY : SEEIRR ORKHEBANET —F 2 JEIC LR E e e T 7o, BEHE XD,

2013 4R CHTM 211 A, EH7 2,584 A) BION2014 4 CHiM 56 A, BH 533 N) DEK
TEBAET 22 AT Lz, UL, BIZIE 2013 O FEBGHBELN 6,101 ATHD
DITHK L THREHD D2 WS ODOFEMNRT — 2 RNEEN TR E B L7z,
F7o. 2013 4F L 2014 FE THREES KR E  BQRRICEMARoN Tz, £2 T 2013 4F8 CGir
Bl EH) OF =2 OHEWERG L Uiz, RS OB (Watanabe, Circulation, 2015)
TIE, 2001~2011 D 10 FM OFHIBREREE 1372 N &W\, FIEFE, ML Bk, &
OHE, BIEER EZ2MIT L TCWA0R, FiHBEOARTH L0, ERIHLENTIZEH W T, A
IR 1R & 1 EU LD L TE Tl £/, BIRICET 27— 03 b T
WV, Z2T, AENTHROAL LT EHRBEE bR E L, X0 RVWRESIR Tt
L. &0HE, BEREEZEETLIZ L. BIO, BT —XOfiifia B L Lz,

B. 5 ¥E:20I34EEOHM 211 A, HH 2,584 AOFEFEFAEMAEZ S LE L, MREHN <
BE\&Qoi\>%$@E%mmi5%ﬁ%ﬁ&toNﬁk%mtw\%%%%ﬁH\
Microsoft Excel O#GEE 2 HWWTHEI LTz, £F. T =47 V—=0 7 %4757, A
ﬁ%%znk@éﬁ\%E$®%$ﬁk%bfmél&kk\%fﬁ%@@@a®ﬁmiﬁﬁ
b5 1 NERIL, 192 NS o7z, fkFsERESH 2,684 AD 95 b BIEFEDERNB KK L
TUW5 271 A&, BIEEECHZ AR EOMEICFENH D 110 AZBRIN L, 2,203 ATk -
72,

C. ff 5
[FEAEMIR] ks sk 2, 203 AORREMIFIL. 0~70 £ E TOMRIEW A0 &2~ LTz,
L2y, Bl eEsE 192 AOREMB 2L 2 A, 30 FE2 B2 2 REMM 2 AT DIE
BIDD72 BT EEND T LB LT, RN EWVIEFIIHHEE OMEICEE LW
W, TRAMIMNS S A HEE 12 NERA L, BRHKEMIZ 150 NITRRVIAALTE,
[FIEER, PEHR]  MkEREESE 2,203 ADORIEFEMEZR L 2 A, 20 W %%, D0
TI0RTHY, BT 1:8 Thote, —J, FEEFEESE 150 A (FIE b FFELANIZRIE)
DOFRIEFERIT, 60 B HKETHY ., Blhid 1:4 ThHo7=,

[FREESE]  HHBRBREETIIILE (=27 04 FE2EHLTLE) B"EETHY ., 1
B (=RA78A K7 ) —TRE) \¥Dkehol, MesekEas 2 mEamm < 54, 5~20
D> 20 TREIMET 2 &, BENRELS RDIZoN T EORIENHET Z ENbhotz, &
7oy > 20EOBETIX IV E (HEKZREIHE) OFIEN R,

D. & £ :2013EEFEOREREEELN 6,100 ATHY ., SHAFLEZ 2,353 ADFT—H T
REOBEBITWG 27200 2O BIE, FEMNRIC K > TIEEMARE D R SN TR
WO ThHAH EHERIES N, ZORITARPIED linitation TH D, FHBEEEFIZ LN
HHF, RN REVIEFIN G TN, (1) AkEEH A I8 L 72 B35 03 i ST BB 6k %
L7z AIREMERC, (2) /NIRB PRSI RS D3N U CHREE IR RO BT BIR Gk 2 L 72 IREMEDS B 2
STz, FRUBRERBE SOV T, TREBHIR 5 FELINOIEGI DO I VA TN, FEHELH]
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ThoLHEEBENLNETEEN TR, MEE o7z, 2013 FE DR CIXEAIrESE)
ARZE (GCA) MMEEHEEH CldienoTo7od, RiFMbhE B E L2 GCA BEDBRAL TN D &
HERl S 7=, T DX D ICZWIBERTH 5 SUIAIIED limitation T D, [Large vessel
vasculitis (LVV) & OFFMIE] & L TIAE LZHFR IV E Lz,

fE R 2013 AR OFTHL 150 AR KO 2, 203 A 0 @& EhiRJs BB O g R TR A
NEERHT LTz, UL, BEHCOWTHER S D LB 2 bz, 5%, (1) k& E5
L. BEROT —# LT 5, £72. (2) 16 (A7 v A NEHE, PSL#E &, ik
HE FINE) OF =2 &L, FHOREL LTELDDL TETH D,
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6-2-4. N—T v —iEREKREBEARBITER

AT e

W 5T DRI R KA B | AT

il B ARSI o 4 — A T

A ORBREE B AL B OBNTRE D 1 b D BIEIE TR S N S — Uy — R 0%

FH B L OHEER RO L M RFOIKRE A 60T 5,

B. ik ZBERI. Rt —HPOT—X
(http://www. nanbyou. or. jp/entry/1356) Z&=M L7-, £7-. X—T ¥ —JHD 2013-2014 4
SRR AZE D 5 B FSEE OWIKRT — % 2T Uiz, 7 — 13, RS 2%
BHFFEHE S FERRRE & U CJRAESEE IS LERANT I Sz, N—V Y —RZihE O
IR NZET —Z N—2 2 FH LTe, 2EGRICINZ, #ilmd CRERFER 50 ATl & &
WnE BRI 50 sl B) | BUEREOH 5 BE L WEE, Bl L OB HITo
oo B, T—HRXR=AZANENTWET =X iE, E@ZHEDTE o7,

C. # B A—Ur—HOZRELE LOHEEAFRIZ, 2000 4 10,089 A, 7.95/10 T AN
5 2014 4£ 7,043 N, 5.54/10 J5 ANIZHiR L 7=, 2013-2014 4 O R FH A8 A 25— Z |2 98
NOFHRPFEDOT =2 N oTz, 9BZT —2DANKEDT- DRI L, 89 BN DUV THEHT
Lize BHEIX 7T B (87%). Zetkid 12 1 (13%) 727, BEFEOEHIL 35-39 A % T
50 AT Y 53 1 (60%) . HEERIFEMITZN L0 PRfl T 1A <. 50 mAI A 656%72
oz, DL ITBERRFER b HEERIEFH b 40 KL 172 o7z, WSR2 H 3 213 82
B (92%) Tholz, FhBEMTH B LM T, BYESR L BUEASIC 21T 22 0o 72, BYJRAE
bW L2 DfERIR T2 F LIz BE L 12 41 (13%) T, BERFREFEHE 50 m2L ETix (28%)
50 AT C (4%) KV ol BERFFR 50 sl O 2 NIIERE FORA DA T,
BREE L& D D4 4 Bil1F 50 L ETh oz, PIRREORERTIX, 94% D BE DO -
L OUE - (S b A | T6% DM ERE DO LHRFENR 2. 45% DM EHHES (BELX &) #A L
7o, MEEMEFIRE 2 S L2 BEIL T% T, 20RERR S -7, EREROREIX 54%I12,
THREAROFREEIL 69%ICH Bz, BEBEIRICOWT, &bE-> DX FERENR (58%)
T, WWCHIBEEIR (36%) . BE#IR (16%) Thotz, LI UHEEZH S 20 EBHEN
28 5 (31%) A bivlc, BEIEESETIE, BESCHEELZA ST, B2 3 DI SERD AT
HIRIRED A THEAIEOFARGHICH 726D (1EE 2 ) 1X39 6] (44%). L0 &EE 3
FELLE) oD 50 6l (56%) Th o7z, BUEFEENEWEFIL 46 (57%) B 1EE ST,
BhkE TN EZ T TBEN 3 F 3%) Hotz,

D. & £ HHAYEME RAFIEEIC X D 1993 4 TAO #EGHAEHIX 7-10/10 5 AT, AlEHEst L
72 2000 420> 7.95/10 H AN & FJE Lo 7o, HEOFIGIEL 1993 FFOFHAE TIL9.3% T, 4
B 13% (ZHIN L7z, ZAUCIE B AR CRYER OFEIS T L TV D3, Bk L b TaHET
XD NG . ITAEITRRIEER ORI 1/4 BNEMETH D Z EREE LS Ly, B I
BETREFRE L ETRESN TR Y, ASO BEZH AR, L LEREE T
TENIREE (LA 72 U 1C3FaZ 0. TEIREE(LET 72 L) T O A 0HE CEIREBELORA D25
-, FREME L LT, BREELAS DU AR D /3 — 2 % — i 2558 & BEN 7= 306 CHE(E L= R
FEND 0572, BIREORIUIFEL L TR Y, AREXBIREL & W AT 256 AT
DLEENS L7, BRIEZE LS CARBICICET T 5, £ 7o IRE IR E DS BB T 7220
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BENE L 2, BREMICRESEML 2 5, BREHOBENRL NPT LEZXONDS
FlE. ERUC UAYREZ A SRVEEDN 31% A b1, #IRK 28R L7 BE 1IN T% 72 -
Too SR D 35%ITHEEFRIEFHD 50 5L L TH Y | BUTOZWIERE (8IE 50 kAl BRI
Y. EEEIRCL T OPAZE, LEYRE or #lRAK . mfLE - @IEME - BERFZR L oo BLE A
7=9) & LT=DIXMED 12% 72 > 7=,

fi Em o AARTEA=Y Yy —IRITED L, SRECIHEREE 25 A7 b T ADIEW
PWIEEEZHWTH, BEIDEE -7, FRARIIETH, Y2 L EVER (8
W« B3E) 2 LTEENL)oTc, —H T, ZWITITEEEERIC L2 HAROEpREEDZE
fb, FEMER | BIEFE WM OBENET LMK BOLEME~DORELLELEZ B
7=,
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6-2-5. REME R EEZEFHE

WHIerHE

e IERE AR FERRZEZTBIEIR Y U~ TR R
Tl BN ESLAGBR AR IEE o & — LB AP R

fefn =& RERSLER KRR T - THIETFHE Hi%

HAF EHRER R AN RE A %

i YAE:

R EF FOLAERRZBIFR Y v~ TR B

A EEE

HIRER R PARA R AE M Bh#

WFFeHIY - B ZZER% (TAK : Takayasu arteritis) & BESAIAMEEIIRA (GCA : giant cell
arteritis) I%. 2012 Chapel Hill Consensus Conference THERIR S 7-EFIZ L v Hlz ki
BRIZE SN D, TAK [TRERBIREAFJF 3 56 JRBIZE £, 20 2001 6 2011 4
FTORGRMN S, KFRD TAK BEEIL 77179 AL SR TWb, LrLZhETT 47—
R TORERE PR L M Sz 2 37 BBl CEERE ORI e < BEk L
TWRWElLEH D EEZD L, LREFAETCEANOEMBEBEIRZ LI TWRWATEELN H
%o —JH. GOA ITHFER BT TEE3E 56 TRIBICE N TV RS T b DD, 1998 2T
r— MZE D REEFHENFEMINTEY . KL TIL690 AD GCA BENWD LHEE, £
T2 BB D RPN AP R R O R S LTV DAY, LA 20 ERNITHEHAE ST,
ITEEOEBRRADOEART LY 2 RE L BICTREIFR R, RENRRENATREL 20 | IRICEL T
13 2017 4F 8 HIZ TAK & GCA (ZkF Loy FARHNERIE CTH D h ) A~ 7 (TCZ) 73 PrbriE H %
B L7c, 2 bD0EMEZ T TABRITTERBIELTEN/RESEDLLIRBLTHL Z L
O, BEOBHESMVBKNFEAHET 2BERRGVWEEZEZOND, SEOT V77— ME
NI L2 BEPEFREIC L > T, KBORKGIIENTREL 05 2 & 2 HREERIRFICFE—
FETHET D2 LT, MEBORBIZONTOFRNRESNSD Z ERBFIN5,

Fo E REBEREREA RS E L, 2017 I TAK B L OVGCA L2 TWHEEICZD
W, BT EBEFERHCE S S A A FEha T 2 MW Ch D, R BE TSR EE
VERR D T8 O BE R L RS SRR O - OO 2EESHE~= 27 V] ICES&, %2
WEE (WRR (—iEL 7T L —F BERRL ZBERD . BERENE, NER) Z¢
2. LA O 4 o207 9 ISR 2 IR LT,

L BIREE AR, 2. I SRIZBIRTH 20%, 3. fHIZB L EmIEL T (88 : O KZPESH
(ERLRY) MEwWEE. @ 500 IRELEO—RIEPE, @ 400~499 JRO—HET, @ 300~
399 IRO—MHpbt, ® 200~299 IRO—MHEFE, © 100~199 IKO—MIHEFE, @ 99 IKLLF
DO—fFbE, ® & ATHBENENT D LB ONDRRIZFERT (ReBIEREFRRD) ) . 4. K@ o
HHRIZZENZEN 100%, 100%, 80%. 40%. 20%. 10%. 5%. 100%,

FRLO 4 SR K0 B E ST EEEBIIC B TR IR A 2 % T TAK 35 KLUV GCA 0 BB A %
PR, BEBRE ISR L TS B RAEE EHET 5, 7 — X WNEOHFIEITME AL L, —K&
FHA TIL TAK & GCA DBEFITHONWTDRIZEZRD D, —IKFHAE T TAK 7213 GCA BEH D=
PN D EEE LT ERRickt LTk, ZRFAEE LT BEE O, M, E{EEGER, £
i, PRI, REME (REgRESCEAERIC X 2 EI5EHIE . KT - HEPRE - &
A, AOMHE - BEFERE, PEProRa., B PMmARE R, 1RNA. RO (A
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fift - FK) . FEEHRBRFEOAEARHET 5,

fE R EHRONER. TAK 38 XUV GCA O N D FHERVRHE & BRI, S5 S v 7= F i
EAFHEONRE, TORMEARREEZHLNIT D, S%OTEIILUTO®EY TH D,
2018 - 11 H 15 H  —KFAAE R E

201812 H 156 H —KF&RDEI Y

2019 4E 1 H PR A

1 H 15 B —RAE KIS %

2 H 156 0 —RFHEFKER O

2 AR —WRAERET — 2 WiE

4 H  ZRIRAEIE =

5 H  ZWRFERGDEIY

TH CWRIAEEST — 2 W
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6-4-5. Pulmonary Limited Vasculitis
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MPO-ANCA O Zx 5t CHNBARIR A 2 R D IR O NRIFAET D, @ % MPO-ANCA B3 i 4 7% 12 B
T HEIEERER 7 2 b a— L OF AMEE I S22 2 R1m & ERRPFE (JMAAV) CTIEAGRR
&R (PLV) LERLTVD,

Z D OFEFNE VR ME M2 22 WTREIZ MPO-ANCA BEMECH 5 Z L MZ WS, RITITJRIK AR B O
FEPEMVE M2 & EWT S AT IEBI A R4 1 (2 MPO-ANCA A3B5#inik L C PLV & 27 & 5 E )
R0, BREESCOE AMMARH ML (DAH) Z%8JE L, MPA & 2 SN DIEF S FEET S, JMAAV
TlE. MPO-ANCA Bt MPA 48 1> 5 &, 6 f3i (12.5%) (2 PLV 23388 B4, HERHITIL,
MPO-ANCA BRIV MG 41 Bilo> 9 B, 13 1] (32%) 23 PLV, 28 f1 (68%) 73 MPA Td ¥ . MPA 28
B9 il (32 %) TRIBEMEM &2 E1T LTz,

MPO-ANCA FEAERIEMER 261, O BEIZ 20 @5 20 H 2> B AT RV 2 23 1T
L. 25RIE R ICHERT 2 M2 S TN 25-54%fAE 3 5. @MEs HRCT Tl 73-100%|Z 1
FJii (UIP pattern) 2388, NSIP pattern, CPFE pattern 72 EH 3 b5, @R FESFHIIC
X MPA & PLV O TITEAL 2 221358 G413, UIP pattern 23 EARDOMMAT R < 2 H
0% (80%) . FEFEVEMHRMESE (IPF) O UIP &3 5720 | KEAROHRME(LS> NSIP pattern DR
1B, U U\l O, MRESXROENRELE THY, B v ~F 7 EORBERMIC
FIL T D, Fio, MEBRMEE D OMERZEPEH LN EARBINLTWS, ©T%
135 FAEFERD 50-60%TH Y IPF LFRIFIZRRTH D, & W o BRI ES RS LT
%, PLV DIRFEEEIK IZ IV TR, PRI ZE 23 AR ZE T o AU lisias O A5 R 2358 & M2 72
% E CHIRE CROIBBIE 2T 5 &, BRENTERERNATLED, REIIAT A R, &
EENHISE 2 9% DA, pirfenidone, nintedanib 72 & IPF ICHZMPENHER EN TS
PURAEALER AL 95 D72 EIC WIS RIES 2 S/ LR 2 0 ER H 5,

2014 -8 1 0 JRAE SR EAF R B Al Bh R YRR B BUR M 2 TOVE APERR BB 3 2
THAERFZE ] BE. BRIV BRI R RSIC BN T, HEATEIM A KBE L AFT TANCA B RE
PER DR DS H B30 | A BT A AR AT T AEEDBAG S iz,

MPA DFEVEMEMIR T, ZAVE CUHEANCITER SN T IR o720, 201743 A, BT CRAM
SN 18 [ [EHERMAE &K « ANCA workshop 2017 (2T, MiFRJE MPA DIFELEIZ T 5 EE
RN VETH D E. Dr. Ulrich Specks B biIRENRNH o7, FES H. 2 AR T
PLV working group 2MEA S 4L, 6 A, FH 1 EIMERBRZFECTCTI—F o7& LTEH EFSHZ
LIZOWTRA ENT, £D0% 11 A, KEMERERIIE= Y — 7 L (VCRC) D EREIC
LYo F oI TSI Vasculitis Investigators’ Meeting IZ8BW T, IMERIEE
O F ABEAZfF L. Pulmonary-Limited Vasculitis & L CIREZ1To7-, FEZEICBW T,
KEAAI—2 U =v7 Dr. Ulrich Specks 7>5 % Pulmonary Fibrosis in MPO-ANCA/MPA &
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L T. EEAIIZ, International Multidisciplinary AAV-ILD Study Group (IMAIS) % KK

L. gzt 5 2 & BN RB Sz,

IHIZ 201848 H, W TOEAIEL MERIEDOEFEMIZE Y Dr. Specks & Dr.

Flores—Suarez % #4835 L. PLV working group [EFE2 BAME 4L, IMATS & JL[A CEEE =

B— MR HED D 2 &SR S, BRMZRFIENE IOV Ciliam S 41, 10 A, VCRC O F

Iz L0 ok 2 TR &7~ Vasculitis Investigators’ Meeting I28W T, PLV working

group & IMAIS DA% OIL[EMFFED J5 MM HERR S Hu7z,

5o ik

1) IMALS : O'FABE4 sk CRKT. BIRER, #RE)IFEEE ¥ — BREKXR) +WE

RUE3 Mgy (HAZFER, AR, TFEK)) Tprospective study IZHh I LTV, VE

AVBEIE ANCA BEtE TP ~C MPA SRFEFEDRERI, 1M K BEIL ANCA B5it TP T MPA F8JER] & 5 6D T

IMATS {Z entry L. EIR. Eifg. WEEL, PRREERE. TAIR. TRICOW TEEBRAZ2 S 4 1

9o (K1),

2) PLV working group : MPA-IP & PLV ZXt5 L L, OVF ABE & A5 RPEAS L [F CHifn & 12

= MU —L, BRRMFEE R T 522 BNE 35, MPO- & 5 E PR3I-ANCA otk

MPA-IP & PLV ® 2 £ (MPA-IP, PLV, PR3-IP and MPO-IP) (23317 %, Mol CT Mg, JkER

B, Th (DT, MERARBIEISE) | TRRERES (o mdlgE, PUMEEIESE) . e — b &

NA Fr~—T— GEE\ [k, frecs o Hus, TIMP 1, KL-6, SP-D, SP-A, %) . JKK
(BREER T, B ZHERFTS (K2),

fi o R MPA-IP & PLV OB & IRICBT HEBEEEAT — P A FEERT 2,

& RARaR— MIRBRERE T2 210k FAE O ANCA B I 5 4 M- ME T 2%
OB L OEEICE T H TR BT v AOBEIESL S Z L s RS,

i Fm: PLV working group & L. International Multidisciplinary AAV-ILD Study

Group (IMAIS)|ZZ: i L, [RIFRFICFR2SESR B ORijIA & BFE 2 A RRFSEE s & LIcBth+ 5,
1.

Research contribution to IMAIS from Japan

/ IMAIS group \/ Vasculitis researchers

Mexico USA  JAPAN

Country Country Country
A B C

\ AN Y,

MERET N—T
BETE— (IR - & EERS) . A ERE CERALTFERRKRERBERY v~FF
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X 2.

Ji\E 2=V v~ FUEIR IR AR M) . AATERIL (EMRTF Y 7~ FIRIFURNRY |
IR R EARED) . ga AT (FFRFT 27 EFREAEREBTIERT) . FE RS
T R E I R A AR JEie 6 v 7 —)

CEABETN—T

AR GRARZEMFEGENEL . SORBE] (ATRERI R AR EGSNED . NEEE (a1 IR
NAEEREG IR v 2 — PR | SERZR . CBRESINEBORBE AR | RIR ST
(TP 2D . AR (AR ER o 2 — B . fRliaZ O
SER R R ER AR . A (R ERRFEFREENED) . ORE (OB KFRER
CaLe))

Establish a new prospective registry of ANCA

positive IP and MPA-IP in Japan

Vasculitis

N
researchers MPA-IP vs. ANCA +ve IP

1
1 ot
1 Clinical
characteristi

C5

Compare
with IMAIS
database

ANCA positive IP

ILD researchers
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6-5. BREKREIHE

ALHRE R PR BE R R AT e RE AT Bz

HCILBEFIR R 2 B AL
(M 22 PR R 27 0 25 O B
SRS > 5 — KB IH S0%
I K22 B TR B TR B i

WA RFR P E R SRR B RE S 2%

NPO {E N AL E R R v % — RIFEERE

UM RZER e [ 20 Fe e s BRIA AR 2 Bh 2L
EIRRFR A E RO SRR B G

B~ U7 T ERRFEREEGIRE AL A~ — T — FERY 5 FHilE 2%
ALHRE R PR E AT e % RENR Y FHEBE

FAB R BRI oM B RS W Rl R2 I S Al
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-1, REZHMaVYILT—Ya v AT A
A BV AR E KRB R 2 T Be iR RE AT 5 %

WFFEE K - FEMEERE 2 5 NCEMBHEOME RBIROE 2 @mH 5 Z L2 HNET D,
55 15
1. MERFEZH 2P ILT—2 3 VAT ADOTEH
2. IMERIFERLAIFT R BT B RARA RTE~DEL 0 $ 7
1) GCA DR & s
2)  AAV O RGE AR O 9 B RO R
3)  PAN DRZJEIRZE & B FEEIRSE DI B RF I 0D AH &
c. # .
L Rk 3047 A 1 BHUBEIERAERRE £ TIZ 6 IEFIOKFER H Y, a LT —a U EE
i (VC015~VC020), VCO13~VCO17 Z/N—F v /L AT A Rk
EERZHFEICBNT, AESBAE XV @E
2. WFEDOHEH L 5B OFEMICHONT —  HEREYM HOSRE TR
1) GCA ORAMAERE « RARSFRICH T, BB ESHE L @
2)  AAV O ERGEABRRR OB FIRE - 2AESEICB W T, BT HEE L @
3)  PAN ORJERZ & R EBIRE OB FRIR S OMEE ()
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6-5-2. GCA DKREMERE

CLER BRI TERE 2 5 R B S B A 2%
R WA RFRFE R SRR B RS 2%
SR TR SUMNREE R e [ 22 S e s BRI AR 2 Bh 24

aH LR BIRRFR A E RO SRR IR B Gl

A WIEE ALHRE R PR B R R AT e BB AT 7 Bz

Ao WFERRY  RRIMAE R OB T, ML BERE & EAa B R %

(GCA) & DEFHME & 7

STW5, ZOREOREITET D728, GCA ORI & OIF PR A 5 2 17 S 22+
LHZEEHMNET S,

o EEEBNRE & GCA TIE, ZOEFICHIT A ERITH O, RIS IR
HRRE 0D B 2 £ 5 PRI SERE R L5 28 ORISR 2k L, KRAEUIAE 1281 2 MkG 0 2= RI38d L
E BAfE Tl 7e < REUMAF A O FZH /2RI EE L B 2 S b, 4Bl GCA O KA M E T
DG Z BRI DicdH =0 WEEEIARZ X U &3 2 BEEN SO SHBI IR DA IR 722 GCA
WA EET D2 E DRI S L, GCA ORZWHCEE OV W@ OIER T, KE)
AR Z1E U b & 32 KREUM B IR ZE O FHHFEAR B 5V ITHIREEA 2 473 2 fER] (cranial GCA with
established extracranial involvement; C—-GCA with EECI IZ4#BY) ZUNE L. O RKE M
A DR E R A B M L, P CHEBNIN O EBIR S BICIX MR A 2 &3 KM
AN DIIFZE % AT % GCA JER] (extracranial GCA; EC-GCA) DfEfkg &g 52L& L
776

JEFI DI Y 72 > Tid, 1) YWD BT D FMIREtoKE, 2) A ARESS OH
FRER I RLH SN RBIER 0 5 HETRBS AHEREE TORRE, 3) EHILOFEE - KRS
THE SNTREFNTIN 2 T, EFIHRE & L TRl SNTEFIORB 21TV, 77— Mok
D IS EAL RIS AR O M e O 2 IEIR T D 2 L & Uiz, 7238, GCA KRl L 7= Mg e o fk
D KBRS & bR T 2720, MRG0 A BIZOWTOFREM b IKET 2L & LT,
i R HE~O7 7 — M TIE2A4DOHEN LR A BIOFRDFE LI, 5 HIWETHE
I C-GCA with EECI O FR[REMED & HAERIIL 2 BT, EC-GCA & & x b HIEFNIE 2 45T
bolz, 2) 2003 FFEDND 2014 4 F T OFIREEHAGHIEF] T GCA DB DN TV DAER] (G
26 ) ZbHLoMEEIcT v — heHiLizE 2 A, IEDH > TIEFIT 20 BT, 5 BBk
FHIIZ C-GCA with EECI O RIEEIMED & D IEFIIL 1 T, EC-GCA & & % LIV DIERNIL 8 B TH
STz, 3) ELETOFRMEIT 3. 3. R &M T YLIER 2> 7 &L B 2 DIV SEH]
WEIXI0HDY , MERRIZT > — el L2 A, BEOHSTEFIZSFHIT, 95
R BLALAR 1Z C-GCA with EECI OFREEMED & HRERNIL72 <. EC-GCA &3 % LAV ARERIIL 4
BT oz,

= 22 AU W T H BRI HERR 415 D C-GCA with EECI FH 4 JE {5 23 #2451
b DHFREMED S D, — 7 EC-GCA & 2 AL HAERIIL C-GCA with EECI FEYEFI L D &% 0o
77

it Fi s A% WL ODDOREFNZOW TGOS /2 & BINoMWGbtaiTo7 kB
T, WEAERAEAR OIS RIS 2 e S W, PR A 2 L7 b TR B AIE AR O f ik 2 (K
BT D TECTH D, WEER 2 \HMEARNEZ Bl U, 5] EHEW THERMG OREHITA D 720,
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6-5-3. AAV O) L SE4IRAEROREF IR

IR HEZ Mg B3 R [ S B s e o B RS IR/ Bk R 2
A BT ALHRE R PR BER R AT e BB AT 7 Bz

A WFZEEEY : ANCA BEEMAE 4% (AAV) (21% GPA DRRIC EXGE OEEFEME N HIEMRE 2 BT 5 b
DN D, RNDOEIGYEFR HR ORI R —HF CTHRIET D5 ANCA B 45 2 M b H &
(otitis media with ANCA associated vasculitis (OMAAV)) 3% Y . GPA & O REFEXdmiE I
TWD, OMAAV IZR IR L <, EERAELELLY BUEMICR-720 52 8T
bbb, CPANRE, B, B, FXRiER XN OESEHASEEERZE, 280 H/NMLE OB
PEEREME M 28, B OBEFEME 1 H KTERMEB K Z U 7 A L3253, GPAIZHES R EHR TIIE
T AR BRI AR SR MERE I 2 S 0F 32 2 L 32, E 72, MPO-ANCA &t CRaullcdE T3 5k
EPEEEE IR A e o o P HR b HE STV D, Z4uH ANCA BIELIMAE RIZFE S
Ho% OMAAV &RES, L2rL., OMAAV ORLRRFHYZR FFE-CR2 W BB IR T2 ML S LTV R,
Z 2T, Fex ITEEARIFEA RIS A L —T OMAAV DGR FH /T A — & —ZHhHH L, GPA, MPA
L DORFEZETLeRMEEDORELIT O Z & 24X L, OMAAV JE B D FARR R f#EAT LT
Do

B. 5 % XPGHER] : B)IEERK T 2000 42035 2017 4EF TIZARR S hu7z OMAAV Ji 48 3 4
B, 3 KO RRAES] & U TRl st 3 2 41, M@ PEp B 5 1], MEBHZERE 1 0 fil, &b
T8 1IERI, 2 0 6 7L /XT— NE Rt & Ui i ik 7L U —7efiffr & LC,
CTHEERIEICT, IR RFEEFD MR RBR RSO FREEMEALNT T NTF = v 7T
KRR R T A= —IZ DWW TEMEN S L < IXEE B Lz, MR8 T A —2 —
X, QOB A, @FE, ORIEMIZEREK, @ORHEL. @V iz, @4 EkiziE, @
R, @IFEMIRE, O~7n 7y —VRMEEER (0~3 04 ) CML, O
K OEEFY), @/NERED IIEMILRE, QMENE~DOT ) 7 @RI, ©
tEE) - RO PAZE, ©FMHEBENEIRO M K, O/NLEHEAE, @ RNERMEE L, QRIFERME
RLPER A 2 EMERICEHE (B =1, 2L=0), ILICQEEMDOER, @F v E//NMED
BRYLK 1 BLEF & 72 ) OFE E BROICEAM L7z, £ 72 OFME b/ 7 — o O F R OFES,
@E/ZEMINZ DN TIE, ek & LT —# 2 EM LI, TNHOFRREA—H T A ¥ —n
B0 E&D, Mt 217 -7,

C. f  B:7ULUIFU R TIE AV & FNUSOREOR T, s - 5 RE 04 i,
APEE) - FEIROPAZED G IE (AAV > ZOfh) . FAIE, 4FEREkiZE, BEMAZE (AAV<ZD
f) DOENT X —H —CTHEFFHICHEEEEZRDT,

D. & AV EZNLUANOBEOLETH D70, B - §RIRKE. B - FEIROAE THEENR

DOHNDLDIZARRZ ETh D, — 7 CHIE, iR, HEMREEIC WX, xR
FEIZ %< G £ 5 nasal polyp DEENFRNEE 2 STz,
Atk & BT REEC NK/T MY v E S &0 TERIKZHC L, DO L THAR T A—X
— %9 5 training set L L7Z/3TF A—% —% validate 5 testing set |21 T
BRE L, HEERRARRE B A N =Tl 2 > =7 LTS DIZFEMICRIT L, Ah7e A
=T — IRV EDHFENI T A= — L L TN 2 EEEZ TN D,
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6-6. WM HTHE

AR % RER B E L FERBIRUR/ U 7~ F R RefEdx

FACE RSB R R A R BT8R

IR A R/ B U 7~ TR Bz

fif] LI R 52 R 22 e 2 ol AR S AT ZE R R VE R i % R T A TR %
BEERER ) U~ FARE 2%

PR FPELER AR D TRIEET 2%
FIRRFRFABEME o BAUENFE/ RS BIER U U ~F RYYE
eI

JEJNERR 5 B izt SHAAE AR, 2%

ERERI RSN PR s N RHIR Y 2

TR RFBEEFOTER U U~ F IR SRR 5 2%

MNTATBOE N MU = R HEE A TP OBt RERRTE BIFIR Y v~
oA —F
AR 3 RSB IRR NEL HEZE=
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ey

6-1-1. MEROHREER (LFAEE. BEFSE. HP)

F5 NAR % RER B E L FERBIRUR/ U 7~ F R RefEds

W B Y BT ) 0B AR RBE DS B TR SN AT A R 7 A Tkt 2B
HERICB T 2B LOBERERA L, TET VAL REL, BAEOH LA KT A
VOREEN T T THREZOER - EEEZANET D, EOOIT, RS TR
ENTHA RTA LV EFMUARN D, MFERDRICEET 5% (ARY v~vTF2a, HAY
Mess, ARG SRS AAKERES, ete) 72 b ONTES B EITHEB B ENFEHE 2 & ftho
WFRBEDO BRI FERI L, TOERAHE L. FoBSIClET 2 ¥E L+ KT 2, SHIC
FROBEZE LB LN S, RESNTAA T4 o —fRER S CICERICE L B &
SHDHZEEEHMIC, INRIEEEZTT ), £2. ZOREIO—BRE L THBHETA RT74 0%
K% B4R L2 & BE RS OFERRESNICEB T 2RHEER D L <Xy v R Y U A OB ERHH
SORBELXEFET 5, I bIC, B RICxHT 2% 52 HiNZ, TTRABGEEZZF#ET 5, S
5, HEEMEMAE K IC BT B R EMZEHE D R — AR— U A ER L. BFEBEOIEEN L O 2 C
RESNTA RITA 22— REZRONCERIAS ELSESZ EHITI,

fR

1 T RABRGHE

WRE 30T A 14 H (LMEH), 13830480 7T 7ay FKRIRICTEA S BE P
WA FEEEYEM S R ICB T 2 REMZCEE 2 FEE & L, 1) #AMEmERICET 2 A
FFRBEOFEI % FOR 1 ER KB IBERSR U v~ TR v ¥ —  $HR B b S
THZ . 2) ANCA BEEIM A K DLW - IGHIZHOWT BRKRZEZDH —NE (Bl -V v~F B
JFIRNELD  Bd B (RdEdR, 3) ML BRI DBWT - IRIRIZ OV T F)IRFE T
HRBEBEBER - VU~ TR TSRS 4 S ZBRE - ERarEBIIRE 02k - 1R
PRI OWT ENAEBR SR TE o 7 — A AR P RFE ., S 612 5)/NEmE Ko
DWr - 1aR IR 2 RO — L, BRSSPI AR E /N R PR RS —H
BROBIEZ RV IT o7, EHIT, FRk 3049 A2 H (H), 13WF30 43X 0 HBR 47>
16F Hall BT [ARBUME KT RABMIED /- & —fIcE 2 5 KAEME R OBHR OFEE
T RABGEEZEZBME L, ) EZEIREOZE & PET BRE MR ambt R R,

2) BMEERKOF LWIEFEE  ESLERESERE 2 — R BFEE, 3) Bk
BRE DLW &0 R MR R FEER Y 4 — EEERELA. 4) DNREREIRE DD
Wr & Ja BRSNS VS —HRBLO5) VW LET b0V T RY
A b NPOJEAN AAREBHEEEL 7RV AL MpE RERBIKOH#EIH T,
7235, 2 A 16 HIZIZACU/ 7 ¥ =, @R, 12 C MEROZE & IR REHR O
FENC T RABREN D ITDIL D,

2. BEFEES LAY VR T L

2018 4% 3 H 25 HS 82 [B] H ARERER PR FINEDIC TRRMIIMER & LT DI LIFRZ 2
2 KALMAE R OBW - 1RO RATRR] NFEM Sz, 2018 424 H 26 A2H 28 AIZBfE S
262 AR U T EERE - FES (SR MBI RY REERITER) (S TRHY
DEARMEHEOIMIC L D2EFR Ry LA TRb., £72, 201846 H 3 H, JA
T 11T B A ARE R ARSI TLIL L BRI RS OGRS VAR Y T ARBE ST,
I 51T, 201844 A 26 A b 28 HE TSI N BARRRYS (2E WIERKYE M
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PWREER) ICBWTHARBRI S & RBESHOAT T AR T A [GPA 35 KUY EGPA D
REJRAE ] & OFE TR Sz, 2018 4F 11 H 16 HEE 38 [BlH AR F2FIES (&
9 ¢ PR LRSZERIR S NERE 8aRTE ) T UNEHIE R OSMEEER & REE ) &
DFRETHEF T VAR T T LPERI T,
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6-6-2. CPG DFIREICET HRE

S PR FABRZFRFBEEFOIER U U~ FUER EHIH R 5 E 2%
il 7Rk AR % RZER B E LI FERBIRUR/ U 7~ F R RefEux

A WFEER - BEMEIRZFEIME K (Microscopic Polyangiitis, MPA) & Z5&IM A5 411 PA 2
(Granulomatosis with Polyangiitis, GPA) IXIZEERIEE*» B THIR CHH-H, D2
FIIX SR OEENEE CTh 5, MEE, BHRMEME RICET 2 HEMF7EEE, HEIAMER R BRI
T2 FEMIRIE, OVF AMEIZEERIZET 2 AN RPN SRR L7z TANCA BEE i & K2
A RZ A2 20171 (BLF AAV CPG 2017) 233EFI S i7z, AR CPG TlL, =BT » RIZESWN
TR STV A, B CHEERICBIT 2T VAT T7 77 4 AX % v TR
FET D ERE LT,

B. 5 5 AV OBFERENSZOVEARY UvTFEE (10144) . HABKES 6314) . H
AP SRR (422 40) D 3 %A% U T 2018 4E 3 A FAhbilEe ((EE) 2AICA—
ik L Web ETT o — MNEZ1T o 72, A EID AAV CPG 2017 TRk S V725 HESE (Part
D) OBESFRNEER ZEICHR, 2 BT VAT T I T 4 AX v v TBFET D ERART,
F MR OEFIRD BRI L o TRRZ5E . WHRDIEE CEVBFET D00, Wb
B GRS NEETH D IOV TR L7,

C. & L
1) 264 4 (13.0%) DERHSRIZEZTEV=, 59. 5% 2 KFAFEEEENH ©, BT &+ 52 BHT
U ~F « BEUHRED 38. 5%, MERERANEN 32. 6%, BIEAFEIA 19.0% Th -7~ (FRI2IE
FrlE LTV 5728 3 BHLISAOHAY 9.9%)

2) MEDZIRETA RT7A 2L, UV u~F « BRI & FERERNFHE T AAV CPG 2017 % fx
HBEIZL TN, BIBRNEEIZ = EF » A TEESUW 2 RPN 29 0 A R Z A > (2014/2017)
EHBIZLTNDEMBORE DT,

3) CQ1-3 T _TICEIL T, &AL & AAV CPG 2017 DHERZBEIZTH 2 ENE WV ERIZK LT
ERIORIGH, BBIZT HZ ENDRNEEELZEMOBEE XY o7, 72721, QL
(BB ARE) TEY /7 ARA77 I RED B YR U7 2BBNICEAT LI E NI E
R, CQ2 (IMHEASHEE) T AAV CPG 2017 233 T S 7= e sl TR A Ch o 7272, —
ERORERF 2 BRNTEALIZS WEWI B, CQ3 (BARMEFRFEE) TiX, VYR ~7 %
T2, HBOVEREMDOEN LT FF ATV 72 EOREMHIROFH LY b AT a4/ KE
MTITH ETH2EALBOONIZ, £, COHRLAFIZHIT HET VA LUV E 2K
W e DRRREN S0 o T,

D. B AT U — MBEIE LIZERONA T 235 503, AFRIZEIT 5 AV ZFEE
(Vo~F - BRI, BlE EREHENED) OZ% XAV CPG 2017 2B EBICLTVWH EE XL
b, FIEVONDODTET VA T T T 4 AX Y vy TIIFE LT b OD, 3REOE T
DFEITD R 2o TVD IO ITE L BN, 4%b 3 BRER L TAMICK T2 T
AEHEBL TV ZEREETH D,
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20195F48 174

1. FEBXAL HIcMRBFRORMA TR (Eiot K BECORTF7EE 3)

IR SEDERICH

2. EREL SEieMEm E RICH4 5 FARE

3. Ha&s (FAERSE-RE) EFH - i

(K4 2 Y HT) E _fdbh - R ¥

4. MEBHFEEOKIR

HAEDHE ERTHANRHIBEDOHEA 1
o= FEHS 3 L/~ Heng REFE (w2

b/ L RIGFRITHZEICAET S mERSESH [ ]
BT IsHERATZEICAT D A8 [ ]
AN @ E T HEFRUEICHT D MEBAHH (43 ] ENAFEFNREZAS
A EE OB ET 5 EERMIZET 50HER - .
BOEKICET D EANH -
o, HYETIMBHEHAIADILIZRATIE

] O

(FEHDOLE : )

(%) YRTFRENUBFELERTIICYA Y MFTREK[RBESHICMT>RREAS
TL—BELLIRELTOEEMNTET LTV @S2, TkEXK ICF=v2¥52¢&

Zofth (FELFER)

NEXNFATVSBEIL, TFEFAR IIF =y

(X2) RXEEXICEREIZ. TNRHALERT S L

(3%3) BEILRID "HEHFRICRAT S QARG ° [EBERFRICRT >RENEH ZRET 58812, SWHRAICEATSZ L

5. BEAFEDEOMEREICHITDARETAH~ORIGICHONT
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