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A. WFEERY
MAERNZEET 5 BAR L WA OBIFEOMRDL « H:
ZRHENTHE LoD, SIFFEEE b EEE L R
2T 5, ZNHZELT, BRERCKELD
MERORFEZFY | MEROFIA, &%, R
JEIR, 35 LUNBREZR EI2B L CA O BRfR 21
Db, LT, EROFHENEZ DS LIZRETA
R A O E T DOIRYILE 725 = BT L AR

WICEBNT A2 2 AR5,
B. WFgEHE
1) DCVAS (ACR/EULAR endorsed study to

Development Classification and diagnostic
criteria for primary systemic VASculitits) :
(DDCVAS (Z5kF LT, AMFFEHED HIEG] 288 D
R EHADIERL., FRIRGCIREEDIERL, BERIEF]D
Wb, ERSE R~ OIERPER L Y RS M T
9o HARTOMGISHEITUHIEIHI S L, ik
FIHITHZEII TRESNLD, QOEBRSHETH
% Vasculitis Investigators Meeting IZHIE L.
DCVAS (ZBH9 DRfEICS L, BER TR#NA %
HAT D, GDCVAS AERERIER] 2 IV T BRI AEAT
DIFREAT D o

2) PAN [EBREZERITE (REEITEZFEBIIRK D~ = /
ZA TR : BV OFEED L L 7o TN
ZIE# D% Sl & BUEIFTE, 2000 4-~2017 £EDFH]
(TR ST EMEA DORSITEEHE AT 723 PAN 25152
D, BAEER. IR DWNE, BVAS, DEI,
FFS, BRAE, {BRNE, TRIZOWTOFRZIN
H£95, HFHEAZEALT, afR— FEAETOMHE/
FIEIZHOW TR HER T 2 W TORT, AaiiER
([ZDOWT, HBV JEYYH vs M, /N vs BN, K
W vs A5 ADA2 RIBA vs BETH A 2 b,
U BECHIRT 5, IBIZ, 7 T AX—fT%4T
W, PAN OHi7272 0 7 I N—T % [FET 5,

3) VPPRN (Vasculitis Patient—Powered Research
VPPRN

Network ) : IZ Vasculitis Clinical

Research Consortium &  the Vasculitis

Foundation DI4ED FIZHEE STV D MME R
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XL LIBERRREHROL VA RN Th 5,
ZDO—oDTnY =y b LTUHRLYA RO

V-PREG ~DZINZHEHT 5,

4) PLV (Pulmonary Limited Vasculitis) : 2018
T2 BE (OVF AMEIRABIC B 2 FAAISEEE &

AREEAYEAE JATIERE) 518 C ANCA FAME BT M
ROMFFEBEDERRL S, E D% OKIEME %K
B RAFIE 2 v Y — v 7 A FE M Vasculitis
Investigators Meeting {Z3\NC, HK2>6 PLV
LLTEERD Y, BXAJIZ International

Multidisciplinary AAV-ILD Study Group (IMAIS)

ARG, A D D Z LN RB ST, D

7o, [EBRILERFZE & L CORSRAE[E D T,

(fER A ~DELE)
TRERAOZ M I EE DS TR D & S INE R
BOMEEE R - T D, R T % CiEE
2RI A X 5.,

C. WFFERsR
1) DCVAS: (2011 4 1 A BABIZED MG E Y L2017
12 A TIEBPRERI A T L7, eI A
D 136 Migkn 6, 6991 JEFIAEER STz, FREAD
PNER I, GPA1023 151 MPA506 5], EGPA382 45, GCA1207
f5il, TAK670 5], PAN194 f§il72 & Td> o7z, AMFIEHE
D251 19 JiEk (26 P 725 196 SEFIS B ER S 4L
72 QIEFEEFEIZIUN T, DOVAS DFHAEERIRIL,
BUEATHOI T D RIAE RPFERIEVER T IEIC D
WO, Fhgshiz, SBONELmE L, 1F
WA LTz, OAMFFEEED D DCVAS 7 — 4 %
W TIC O W TR R Z2 T 72,

DCVAS Final Participant Enrolment

- 3200, 136HEERNSOENNED. 6,99 1 EMOER2N.
(2012 1~2017F12F)

Final 2018

il

Europs 71

Morth America 23 1447
Dther regions 43 1387
TOTAL 136 6991 = |1 897 comparaters]
B#* 19HE 8 196 2.8%
250}
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B Three phases for analysis
mﬂdmh;>

F 2017-2018: AAV(MPA, GPA, EGPA) 7 SRR L
» 2018: LV (TAK, GCA) G Hj R e
MEEMIZRESh TS,

Caae tem
selection selection

2) PAN [EIBSEEAIFSE 2019 4 6 H RS CThlah
5 100 5], AFVARNE AT B, Aa_X=T7)5 14 4],

AL amn 29 il AAND 39 FlOAEE 229 Bl
F =22, B =130:99, FIEEED T -fiE
1% 38 ik, 4 15l HBV B, 7 i ADA2 k48, 14
BillZ FMF BEhaE ¢, 20.5%23 &5 PAN Cho7z,

BRI ONTE, ZLDIEFI TATRAR+ a7
FATFINHFEESN, 21% TEMRAIDMEASH
TV, BRI R AEY 60 7 A OFERIT, 3
IR ZRRD B, 23 BISFEL, 95 6 B30
WCHoTz, FTRDIN, VTAX—FRHTTIE 4 D
DY 7T N—TBRESNIZ (D7 o FAF DY,

QOMRRKHY, QB EEHY, DRFR),

Cluster | Cluster Il (8 Cluster Il (ii Cluster IV
(F¥FMR | BaupY. 7y | EFRESLEY) | (EWR)
HY+) FABBGL) | |
Monagenic disease na no yes na
relationship |
Pediatric onset na no yes na
Constitutional symptoms yesino yesino yes | _yes
Any of Cutaneous features na yes/na yes yes
Musculoskeletal symptoms no yes/no yes yes
Abdominal involvement yes no yes [ ne
Renal involvemnent yes/no yes/no yes ._no
CNS invelvement yes/na no yes na
Neuropathy no yes no |__yesino
Positive angiographic findings yes no yes na
Ethnicity
Disease onset
Relapses no yes yes | _yes

3) V-PREG : BIFFATIZ 76 ADXSIL TS, A
FHIABEO Y =2 T7HA MIATTT5Z &1L
KRR~ DBINE IR DD, FEETH D2 HARD
BE ST E S TUIN— RVDE, V-PREG Tl
ik s L L LTEY, 7a ha—,
FEE, BEMFHEOAAGHELE L, 5%V =
THA FOBENC G, V-PREC HAGEL Y 1 Y
=7 MIOWTHRKRFAZB W TRELRFE LT
TFTEL LTS, £/, BAARANEEHEDOY 71— |
ZHBE LT, V=7 H A MY =% L AT o
TEEMTLZEE LT
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ME REFIRL-= X IE U
V-PREGODHAGE
~PREGOEAE _\Y/PPRN '
V-PPRN (Vasculitis Patient-Powered Research Network)

B89 BENEARER D TZHRE (C K DMERATTOIBEDT=sH DM
FRREAR Vasculitis Clinical Research Consortium & the Vasculitis

Foundation

PI George Casey, MBA, Vice President, Vasculitis Foundation
Peter A. Merkel, MD, MPH, Univ. of Pennsylvania School of

Medicine

ik website TOBEBSDREIC L SSIMEHAF

V-PREG study ( Vasculitis Pregnancy Registry)

B V-PPRNZSw b7 A —ACHITD, MEXROITRL-ZZ LY

PI Megan Clowse, MD, MPH, Duke University

5 THEPOME X BE

o)

V-PREG

4) PLV: 2019 28 H, AF¥ T aTOXKIZ (Dr.
Flores—Suarez Fff) M A L/ 3—570KE
F—2 (Dr. Specks ) & & HITEFHE I, R
10 HIZIX VCRC OFAIC L 7 T > % ThfE S
no©
Investigators Meeting (23T, PLV working
group & IMATS DA DOILFEWIFZED 7 AHED R
INTz, DRETOEBROWFEHEHILLTD X 9
IZEZDHILTUND,

MPA-IP & PLV ZiBRIT, JEI5H OV AN
FBFIARIEEE L B RPN TR & (2= B
U— L. BRAFHE A T2 Z 2 AR E 15,
MPO- & 5V ME PR-3 ANCA P& MPA-IP & PLV @
2#f (MPA-IP, PLV, PR-3-IP and MPO-IP) (Zi3iF
D, WOER CT i, JWEME, T1R). 1A, o
17— b & A A~ — 1 — JRR & R D,

-

MPA-IP i

Vasculitis Clinical Research

IMAIS
database

ANCA [miE 1P
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% % @O fh ; Vasculitis Clinical Research
Investigators Meeting (Nov. 9, 2019, at Atlanta,
GA, USA) (ZEBRBHI DTS DA =3B L,
FRLOEBRILFEIIFZERC AR O R T I e 7R &
WZBL, FEEK - Fhm. BRI TN,

D. BE

MEROFE, ZWIZBEL TiE, i —sh
T HEEZAERCT 2 BT, DOVAS ERRILFRIFZED
WhE o7, ARIXT OBEHER b NI FE
H &1 L 7= clinical vignette expert panel
review DN HEIRBOFT=725558 « SSWr EEYE
DMERLE LD, DOBEDD % < OIEFIEGED
REA, ERRA R ME RO - PN BT DR
S-S TN 5 Z LITERBENEB 2 DD,

PAN (2B LTI, BB RIFSEIC L 0 7=k
R BUE, MUkl S TnD, 4
%, & OICEBSE T = & IR S LD,

V-PREG {[ZBI L T, MAEREXIGE LIzBEH
FHHREMOL AN THY | BFEMISL ST
BRAFZEL VO BERRCHLERFVEEZ NS, K
HFE~DOBIMEED HT-0OITIE, 5H%ITY =7V
A NOWEE, ARNEEDOY 7 v— N HIE L
T2 7HA e Y=V L AT 0 TOIEH, B
ARITHT DS R LI oW THE L o< s
ERH D,

PLV (2B L CId, BARDDIRHNIFHIE S -4
Dab L, EHERILR RS (PLV working
group + IMAIS (International Multidisciplinary
AAV-ILD Study Group) =2V —I T A} £ LTDH
P DR S 70, EFTea ik & LTty
FPEDS R ST, Aadk— MIFEREREHR AT S
ZEIT R Y FRANE D ANCA B A 4 A DHITET M
FR DLW L OVRRICRE T 2 8- e= b7 v X
DRSS Z LS5,

ZDOM, ANFEBRFLE 2o TAE TICSH
L C & - ER LRI ARRBR O U b e S, —
THEEICHRBINTETEY ., BEOBRILL 72
LITET U ADHIUIHERL TV D EE 2 bID,
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E. fim

fii 2 DEFRILRINFFEOMKRE & & BIZ, FHii-/eE
EALFERFZE~DO SIS D BT b D BT s,
S%b. BCK TR SN2 SHE~OBINT LY
meeting, ff), %
BOERBIEFEERIITEOBNLE LS %O TE,
FEHZBIT 2B O AZ LA L TV ERD KR
TNEEZOLN, T, MEROFERK, EF,
BRAEIR, 8 LV RIREZR 1B L TS o BRfiR
BURD, EROBEMEE DS LTl iA KA
Y OVERLE ZDIRILE 72 5 = B F o AREEIZH R
T 5L DT, ARFFEIES L OARSREN R & 72
o> CIEB e 32 LENR B .,

(Vasculitis investigators

F. GRS
L

G. WFFEREER

1. SR

« Walsh M, Merkel PA, Peh CA, Szpirt W, Puechal
X, Fujimoto S, Hawley CM, Khalidi N, FloBmann
0, Wald R, Girard LP, Levin A, Gregorini G,
Harper L, Clark WF, Pagnoux C, Specks U, Smyth
L, Vladimir Tesar V, Ito—Thara T, de Zoysa JR,
Szczeklik W, Flores—Suarez LF, Carette S,
Guillevin L, Pusey CD, Casian AL, Brezina B,
Mazzetti A, McAlear CA,
Reidlinger D, Mehta S, Ives N, Jayne DRW, for

Broadhurst E,

the PEXIVAS Investigators: Plasma exchange and
glucocorticoids for severe ANCA-associated
vasculitis. N Engl J Med 382:622-631, 2020.

+ Watanabe H, Sada KE, Matsumoto Y, Harigai M,
Amano K, Fujimoto S, Dobashi H, Yuzawa Y,
Yamagata K, Muso E, Arimura Y, Makino H:

Rationale of concomitant cyclophosphamide for

remission—induction in patients with
antineutrophil cytoplasmic antibody—
associated vasculitis: A propensity

score—matched analysis of two nationwide



prospective cohort studies. Mod Rheumatol.
2020 Jan 6:1-9.

10. 1080/14397595. 2019. 1707997.

[Epub ahead of print] doi:

« Yamagata K, Usui J, Nagata M, SugiyamaH, Sada
KE, Muso E, Harigai M, Amano K, Atsumi T,
Fujimoto S, Yuzawa Y, Kobayashi M, Saito T, Ito
T, Hirawa N, Homma S, Dobashi H, Tsuboi N,
Ishizu A, Arimura Y, Makino H, Matsuo.S

Research Committee of Intractable Renal

Disease and the Research Committee of

Syndrome of the

and Welfare of

Intractable Vasculitis
Ministry of Health, Labour,
Japan: Histopathological classification of
anti—neutrophil cytoplasmic
antibody—associated glomerulonephritis in a
prospective  2-year

Clinl Exp Nephrol

nationwide  Japanese
follow—up cohort study.
23:387- 394, 2019.

« Abe Y, Fujibayashi K, Nishizaki Y, Yanagisawa
N, Nojiri S, Nakano S, Tada K, Yamaji K, Tamura
half-dose

N: Conventional—dose versus

sulfamethoxazole—trimethoprim for the

prophylaxis of pneumocystis pneumonia in
patients with systemic rheumatic disease: A
non-blind, randomized controlled trial. Acta
Med Okayama 73:85-89, 2019.

* Abe Y, Yamaji K, Endo Y, Kusaoi M, Nakano S,
Yang KS, Tada K, Tsuda H, Tamura N: Plasma
exchange therapy to reduce mortality in

Japanese patients with diffuse alveolar
hemorrhage and microscopic polyangiitis. Ther
Apher Dial 24: 208-214, 2019.

*Yokoyama N, Kawasaki A, Matsushita T, Furukawa
H, Kondo Y, Hirano F, Sada K, Matsumoto I,
Kusaoi M, Amano H, Nagaoka S, Setoguchi K, Nagai
T, Shimada K, Sugii S, Hashimoto A, Matsui T,
Okamoto A, Chiba N, SuematsuE, Ohno S, Katayama
M, Migita K, Kono H, Hasegawa M, Kobayashi S,

Yamada H, Nagasaka K, Sugihara T, Yamagata K
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Ozaki S, Tamura N, Takasaki Y, Hashimoto H,
Makino H, Arimura Y, Harigai M, Sato S, Sumida
T, Tohma S, Takehara K, Tsuchiya N: Association
of NCF1 polymorphism with systemic lupus
erythematosus and systemic sclerosis but not
with ANCA-associated vasculitis in a Japanese
population. Sci Rep 9:16366, 2019.

« Harigai M, Nagasaka K, Amano K, Bando M,
Dobashi H, Kawakami T, Kishibe K, Murakawa Y,
Usui J, Wada T, Tanaka E, Nango E, Nakayama T,
Tsutsumino M, Yamagata K, Homma S, Arimua Y:
2017 Clinical practice guidelines of the Japan
Research Committee of the Ministry of Health,
Labour and Welfare for Intractable Vasculitis
management of  ANCA-associated

vasculitis. Mod Rheumatol 29:20-30, 2019.

for the
-Nagasaka K, Harigai M, Hagino N, Hara A, Horita
T, Hayashi T, Itabashi M, Ito S, Katsumata Y,
Kawashima S, Naniwa T, Sada K, Nango E, Nakayama
T, Tsutsumino M, Yamagata K, Homma S, Arimura
Y: Systematic Review and Meta—analysis for 2017
Clinical Practice Guidelines of the Japan
Research Committee for Intractable Vasculitis
Syndrome of the Ministry of Health, Labour, and
Welfare for the Management of ANCA-associated
Vasculitis. Mod Rheumatol 29:119-129, 2019.
* Namba N, Kawasaki A, Sada K, Hirano F,
Kobayashi S, Yamada H, Furukawa H, = Shimada
K, Hashimoto A,Matsui T, Nagasaka K, Sugihara
T, Suzuki A, Yamagata K, Sumida T, Tohma S,
Homma S, Ozaki S, Hashimoto H, Makino H, Arimura
Y, Harigai M, Tsuchiya N, On behalf of Japan
Research Committee of the Ministry of Health,
Labour, and Welfare for Intractable Vasculitis
(JPVAS). Mod Rheumatol 2019 [Epub ahead of
print] doi:10. 1136/annrheumdis—2018-214263.
- Suzuki A, Sakamoto S, Kurosaki A, Kuriharay,

Satoh K, Usui Y, Nanki T, Arimura Y, Makino H,
Okada Y, Harigai M, Yamagata K, 1Sugiyama H,



Dobashi H, Ishizu A, Tsuboi N, Usui J, Sada

Ken—ei, Homma S: Chest high-resolution CT

findings of microscopic polyangiitis: A
Japanese first nationwide prospective cohort
study. AJR 213:104-114, 2019.

« Homma S, Usui Y, Suzuki A, Ito T, Sakamoto S,
Kurosaki A, Kurihara Y, Sada k, Hrigai M:

Difference in chest HRCT findings in relation

to ANCA subtypes in ANCA-associated vasculitis.

Rheumatol 58:1i37, 2019.

- ETTIE— : C S8R, 6. BIREEIZ R E &% (45
TEHEN 43].  FEEEENT 1 7 2019 OKIEFE,
AR, AR, EEFA, SR%E., ). H
ARERIZ GOL) AAREAISHES 5148 %5 -
HFRIl5 S158-160, 2019 4F.

- AR« REtERENER. FEEERT 4 7
2019 OKiEEZEre, FHRPE, B, EmiEFnAL
SRt W) . BARERMS G BARERSHE
ZE 5148 & < HEBIE S194-196, 2019 4E.
LSRR . MMTEA S RIEERED update  #&
HilEZIEENRS  ADA deficiency [ZBH4 2 B D
ARZEDT, U y~FF 61:530-536, 2019.
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- AFFELA - BE PR L update (B 1 7)) B
Jip, MR, B OGRS ZI8MAE RIER
JESE - UV o~ FHEMAEOHS LY. &L HET
86:80-83, 2019.

< SRR G T A ER I E HUAR ORI E 2B
HEEEa YA U< TF R 62:273-281,
2019.
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PRAA L34 DO - REF & ERIZET S5
W HRE BT NERER PR TFBEE PRI - U v~TFNFE FrE2de

il R IR RE BRI E B - U U~ T RS
il # i (LR R 2 o 3 P S A ZE RIS EFRE T B AT L% Y Bd%
Y E) BEERBRTFET ) v~ TR Bz

TR Wz BUERFEERERRS FRISET BdR
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B PR RERILRSZERIREM B U U~ - BRRE Hdw
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WF5ER I

B FUA NEREIRFEIBRUR R R R

s e TG AR 0
‘ JCHO (Y= A =) ORbE RSRHE B ) U~ T 4 —R

MR E

FEWT ) 0B, ARFFEEEDO E N RISNCTIRIB SN A KT 4 > (GL) OFHliL OEREFA L.
BIRE DB OE A RD D Z LT L VSO 5729 GL O K& BIETF4 B L 9%, ANCA B
Mm% (AAV) @ GL & LT, BEICMERIEGREOZHE L (TEERZHR O & 1575 GL,
2006-2007 4EEE A RIBFFERERA ., JCS 2008) . AAV D2 GL (2014 chaThi, JE55ERIZEEE) | —b 5
VARTHEES TR RS GL (2014, EIEMITEEE DA TRIE S, ARoRa TR,
Rk, NI B PN R R [ 2 kBT ABIFFEBE TR 72 ISR E L 7= TANCA BEhE A R A K Z A > 2017)
DEMEZRONTT 57— MNitEZ I L, ZNaBESRSICmE Lz, £z, F2RN0v
VARD T MTTC, R GL AR T 0 Ah v 3 D 2 & T AV OREER IR e A X
TEDAMREMAVRIR S 4L, AEE S BARY U~ TF ¥, HABTSB LU HAREERFRIZBN T,
BRIV YR LERME L, X5, —REBS LOEROMERICHT %1505 BT (A
ATRTHT S . MEROFIIEHE] LT DHTRABGREZ B LTz, Fio, ABRIEOR— L —
N, HEOREOTEERRI A T RIS B EYR L CIELS R~ BRI T D a—F—%%iT 7=,

A WFEER AL, TEFURALULRE L, Do odu,
AHFFEHEDE RS TRt S iz 04 K74 BEMDHDHZIECL DEEER Ny I T v 7T 5
> (GL) OBHEREEAIZ BT 23R L OE R 2 H HLZzOERK - BFEE BT, TOHIC
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1. BB CRGES S4V72 GL 23l L7278 &, 18
RPRIZPRE S 552270 5 NSRS A E THE
BEEAFIERE e S OMFFEHED EEPTRERE I ZFERT L |
ZOERERE L THIRRTHET 05
KT D,

2. RIE SNz GL & —fxE 72 5 ONCE RIS &
KEEDHZ AN, RIS 1T,

3.GL DKz IR Lo A B2 DFFER RN
(ZRT DRHGEEE S L <X o RNY 0 bz
T2,

4. ABFFEHED AR — L2 — D 2B U, WFFEHEDTE
BB L ETE SN GL Z2—RE2 b WNCERIZ
JR R &5,

B. W55k

1. ABFIEHEZ L0 SRE Sz TANCA BHE M AE 2

PRI A BT A 2017) ORGER LFOFIHEE

T — NREIC K VT L, BiRRICR T o

REEZ AT %o

D) BARYVU~TFEE ARG, HAR
e 0iEgE - GREZ TLIT, AAV
(GPA/MPA) B2HIZ B0 25 8RR DIERT A i <
X ET D,

2) HIFESIZI1T 5 TANCA BREMERZBIET A N
TA 2 2017) DIRBE « R RN & BEFD GL
(A& RIEGEREDOBIRI A RF A1 2 [JCS
2008], ANCA BRI ERDBIRAA FTA
[2014], =BT v RIS TR EED
WA RT7A4 > [2014]) &l 25,

3) Alnld GL THi- it SN - &HEDE B8 1H

H) OESPIRMAZSEZ LI, T OME
DEET D E R 5,
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4) HEEROBSERD R D56, W HIEHE
TEWBTET D0, £ HHH T
SERREECH D) (TETF VAT TI T 4 A
Fx v ) IOV TRET %,

2. WESNT-GL ZERICDAS R EEDH L %
B, iRABEEZBET 5,

3. GL DKz HIETHAYT, FBHEFRITAMT
JEBE L D AR E I D RIEER S L <1
TURTY T LOBEESEET D,

4. RO/ — LR — TV ONFE RS, R
WIFEBEDIEEMR L Z — XTI bIESET D,

(f B ~DHLRE)

AW I Tl ~ORE b, Fr B
LD IIFIR, ARIOT A — MTRBWT b
ATHY, BEERLEERWD, M T
DFBIIAFAE L2V,

C. HFTRER
1. TANCA BHEMERBIFETA KT A2 2017) D
T — AR

ALY HAIEBR AR T2 L D [ S
BEOZETA R4 2 (2017 FEUEThR) | O
TRt FOSNLREERE LT,

2. TH AR O BRfk

(AR THE D . MERDOEHIEFR] OFET
202042 A 9 B (B) AbBEHH/MeEmitbt
VBT RABERE 2 B L7z, SHAIEFRBE
Fb LOEIE A B RIS ROEREO S & T
F—EE AR ORI & RO R] DR
REICTC 1) mEmiRSE & EAREPEBEINRE O 5 HE
W R FERRTY: AHREE, 2) REEEEDR
ROFBATER FIIKRY THEEE.  3)ANCA B
HIMEROEFAR o TR IR Rk
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H 63 RHARY U~ TFERRE - FIES (&R
B rER ik ) Mg, R
T L 1) U~ FEE O BRI O RS
W Oy a AT ) ESAREEE CRIEN
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ANV BIRHTA BT A OFHI & SGETISHAT 72D filA 0 @ MPA/GPA U —F > 7 7 —
ZHUNT, 2017 I EREE STz ANCA B#EIMERZET A KT 4 2 2017 1ZOWT, KERT
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T % Birmingham Vasculitis Activity Score (BVAS) version 3X°, EMEEDIRETH
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Bat217 9, . EHEMTI0REH E 55,
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Tz, KET CPG GRS THENRIH SN TV D NE=X U v F LR EZSBED D
ERH D, AL TIE, LG CPC DE=F I 7 R OEEREZ1T>CCPGC OFHMEZITH L &b
(2, KA R OBEIEE S, BREAFIEZOUGETOMMN BITI. S HIT, Pk 27 FE X
Y FEfah ORIMAE R 2 RIR LT HEFHRE RKMMEROZ AN, Aim S B EkRE) %
fkfse 9™ 2 1T EEEIRR K OV — 2 % —Jf O R IARE A GRAZE 2 JH W 72274 & 3017 L C
W5, FRLoOEFMAENIEZE L CRAETO LR BICHT 225 - IGROEREZH L
PIZLT, CPCOT v 7T — haeldd Z ERAMEORINTH S,

J 5 2018 4F 3 AICELETIR CPG S TFIAT S 7o iy, AREED L UETIR CP6 DE=% Y > 7
CEEARED D, Fio, KIUMERODWSLNE L BRSO WET, BRME AN ZEOWET
DY HIAT L Tl D, EHMAETIE, ZhE CRERICHTE SRR & B & ez D
%, BURERMERIR 2 b sk & U CREG O X AT & BF22 2 1L oK%, %% P58
GCA I DWW TII R R FFER & 7 — T, TAKIZE LR SR FEE o 7 — L i (LR
LN 22> T D, RilE & BERAFFEIL, 100 FlOBGRZ HEE L L OB 3 FEMRE %
19, %IAXTZE, 13FR 19 F05 TEBICAT o4 REESBIE SN0 HEA AT 1
A R E I EYFRRA OB 5033 bE & 72 o TIEBI D 2 FE5y DGRIE R & INET D, BRI
N Z WA Tl TAK TiX 2013 FEOFHAEZE Corlie sk 211 A, fkfetisk 2684
N) BZRWT, REGRT — 2 %2089 BF L RIEFRD 60 a2 2 BH LN LT, HHl
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% (TAK166 {51, GCA145 f5i]) 23k ST, GCA DL & T — Z 1TV CIXHERR SCRHE O U
P THY ., TAK OFAE T —ZIZONWTEIT — X EERI KDY . BfEfTHCch 5,

TAK OERARME AFRAZE (2013 4F) OEHTTIX, 7'V =y e U 58X, 1) #HiH 34ne/A,
2) 5AELLTF 14mg/H, 3) 5 204EC8mg/H, 204ELL LT 6mg/H &ENHET Z L ABIE S
iz, MR OMNITAT oA FEEEGHEIC 45D BF ITEH STz, RO
FE (67% 30% 11% 4% & CRP{E (6.7, 0.8, 0.5, 0.6mg/dl) L TFAR SN, W KE)
IRFPPABA A4 (24%, 22%, 32%, 47%) . KEMIREE (12% 9% 12%, 15%) . KL Loz E
(3%, 4%, 6% 19%) . 2<B3 (0%, 0% 0.4% 1.8%) OFEEEIFHIIME AR STz,

R—=U % —IFDOZHFHFR L OHEEAFRRIT 2000 4£00 10,089 A, 7.95/10 75 AH 5 2014 4
7,043 A, 5.54 A/10 T NIZHI L 72, /S —3 % —JR OERARME AFRAZE (201372014 42) T
I, BRERRFOEMNT 35~39 kAN % T, 50 AT A 53 B (60%) | HEEFIFHFEITEN X
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D HJE T 1k <. 50 RS 65% T o 7o, WUERED & 5 HBIFIE 82 1 (92%) T, 4Fi
BEH], B C b MM & AR I I A DN o lo, BEBBIRCTR B Z 02720
THRREIAR (58%) . KW THIBEEIAR (36%) . MEEEIR (16%) TH -7,

BEL L YPLTHED HEFRAEITIBW T, Aim &M TITERFEHIL TAK £V GCA D7 3% < %
FRIIT, B AN I TIX TAK FBEFEFDORERDS GCA & LRl T, ZThik A & a5t
TIHHIEBZE O LT, BREFLED TSN TE Y, TAK DA GCA L0 & 5
TEMERRE & B D IEBI N Z W ATREME N B 2 bid, Fio, TAK OEKEAFEZE D 24K — T
. AT aA R (WHIPER) X OREMHIEE (R 40%) (2K DGR - T, TAK OIEHE)
PEITEE L Qe s, B0HE - BEIEOMBEE TR & & bIicinEmz2 R L, BEAER
HIBRIZ D72 28 2 RIREME DS R S Tz,

fham o WAEOKRIMAER & N—T % =[x 2B - 1RO FTEREE | BRI L D%
FIE, MAREEECLDWHEN LWL LT, TORBEEE 2 T CP6 il ~BiS
Do
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W HRE

el E£5 IRBRSEER R FE Y - PHIETHEE %

Wi BN E NG BR A gE T v 7 — IS A B R

R i — BVRER R IR R o 7 — AREEA TR Bd%
et 1% -

BE EF FOR LT ERRPEFEBITIN Y U~ FNEFREE  BhZ
Tl R BVBER KRR e o 2 — AR B

A HFZEEM : BL2EhRZE (TAK : Takayasu arteritis) & BEHIaME@EhIRZE (GCA : giant cell
arteritis) (¥, 2012 Chapel Hill Consensus Conference TERIR S 7ZEFIC LV T KM
BRIDEIND, TAK TR ERBIRRITILFE 56 TABIZE F4L, 20 2001 £ 5 2011 4
FTOBREBIRINS . AFRO TAK BEEKIZ 7779 N ShTWS, LNLINETT 7 —h
R TOREEFREL FEiIh-Z &3 BREI72 & EFEEE ORI e < BEkL
TWRWRAbHLEEZD L, LA TIIAMOEEBGEEZ DN TORWARRENH D,
— 7. GCA ITHFEIR IR ICH I 66 RIBICE EN TR ST b DD, 1998 FIZT 7 —
MZ X2 REEFRENER I TIHY AT 690 AD GCA BENND EHEE, 722k
DIREN RIS S SV TV DAY, BIEK 20 FRITFEHAAE S Thiev, EFEO
HGRADOEAIT LY 2 B L BICHEER, BENGRAATEE L 220 | IRRICB L TiX 2017
4F 8 HIT TAK & GCA \Zxt Ly THERIIRIFRIE CTH D F v ) X~ 7 (TCZ) AR F & IS L7z,
IO OB EZ T THBRITTRRBRIEC TR A RELEDLIRBLTHDLZ L2 b, BED
B ACER RS 2 R E T 2 BRAE VW EEZBND, SEOT v r— itk 34
EPE AL L > T, RO DEBIREN AREL 70D Z & 2 KIBZFIREIC R — L Cill A4
52T, WEBORFEIZOVWTOERBELND Z ERHIFELD,

B. i iE AEEREREA XIS E L, 2017 4EEIZ TAK 3L ONGCA LB &N T 5 EFICD
WT, AT EREAFE RN IS < A E TR D BT IR T d D, TR T B ST EEME
RO TR O BEE L ERE RO D ORFEREFRE~ =2 T V] ITESX | IR Ee
(NBR (RNEL 7 L —8 BREFE. Z4ERD | BERHENEL. DR Z&ic, B
T O 4 AT T E R R A8 E LT,

1 BIRBEA AR, 2. FHRIZ IR T 20%., 3. i ITB L EEIEAHE 8 « @ KZFEEE
(ERRT) WERbE. © 500 KL EO—#iEPE. @ 400~499 KO—IHEE. @ 300~399
IRO—be, ® 200~299 JRO—FFL, © 100~199 FRO—HEBE, @ 99 KLLFDO—
R, ® & ITBENEFT D LB LN DRERERE (ReaBEEmET) ) o 4. &8O H
HRITENEH 100%, 100%. 80%. 40%. 20%. 10%. 5%. 100%,

FRRO 4 R X0 BE SN EREEIC BV T IR AR T TAK B8 X O GCA D B & %
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FkL ., BEEFICK LTS DI KRB E RS 5, 7 — X IEO T EITMRBA L L, —KH
A CIE TAK & GCA DRBREFHICHOWTORIEZRD D, — KA T TAK 7213 6CA BHEDZZ
WD L& LTk iox LTk, ZRilRAE & L CHRBE O, MR JEEERERFIR, i, #
R, FRRIE (BGMR A CRRAIEIRC K 2 HIREAEIED) | KT - BLEpRH - LU M,
AOHE - BEFERE, B FIORRA, JREREROMRARS B. TR, IOt (AR - i) .
FrERBPFEORBE2THET D,

B R HAEEEINEIESE T L 2019 4E 3 H B f@%ﬁ#%f@éwﬂﬁﬁﬂﬁﬁ
PR FERE DS 72 &I U o MRk B 2 BRSO L 72 3515 Jligk @ 9 B 1951 fi @55%y®%@£%>
HEh\ﬁ%%ﬁﬁi%ﬁ@Wm#QWS%\Eﬁ@ﬁm %mlmy%f&otoit 2
ESBBFELILELERE N 2620 4, EAIRQPEME K 1383 4 ThH Y | BWAES BEBEHE
UL L2 8 ORAKZWEEROLIL, SLBkKD 1.08 (2825/2620) (ZxF L T, EMila
PEEDRZE TI% 1. 23 (1701/1383) Th > 7o, mLEINRER O EEBEEHER L, 5478 44 (95%3
FEHIXIH] 4956~6000 41) T, EAMNGME IS JHER T B B0T 3417 4 (95% (5K [H] : 3022~3811
£) Thoi,

L, ZIRHEEZTT O, TAK 38 L TVGCA DA DAEFHARRAS & BRBERRE, e X 7= B fiRE
NFREONE, TOFEMBEANRREZHLNITT D,

<ASBOTE>

2019 4F 6 A f)  IRIAARIE T E

TAHR ZREEREDEI Y

10 A RS T — 2 Wi

o R Ty — MERIC X 2 2EEFREIC L o T WRBOARI O EREHHEGHEA
Bohie, REEO ZRFAEIC L > THEBEBOFEMBI 600720 Z ARSI D,
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2. (/R PAN 225l o> ADA2 SBAR T-fRdr, BEFRIGMEZJE L, DADA2 & B L 7= i f5il D iR
HIRFIC > & g, @ 2k — b TERERE & EARMEEIRE OTRIE O BLIR & 2 oa2h
CREMICEATABENIE] 2= L LEMBE YT v b7 — A BEICB T
Monogenic vasculitis & & & 7-/NEFIER % x5 & L2 IEETE H % 5T,

3. [NEREZEOFSIESE 5 Br. 2002 FIHKET,

4. DINRIE R FAZDIRE] . @MPA/GPA WG, BEGPA WG [Z&h0. /NRAEICHITAIME REED
BREH. CEAMNSAODER. BRAEBAAZ - EEESFEORETEITI.

C. #58:

1. O IEZERR Lt BE SRR - HPEEOEREFIA) & LT, KRME R 2k — MFFEx 5
MiE% % B B KGR E P GUER OB AT 72 > T\ D, @ KBS K 2FEE %
AT — % —1Z L B/ NRIAFIE S L ERKIE B O FEHTIFFE I DWW TRt L7z, © [VNE &
ZERZICB TS5 Mk FHT IL-6 LB 72 —F ) Zu—F ik (775 LTk T
T162mg YUY s T I7T AT TIHE162ng F— hA P =7 Z—) OFERIZBITS
BEA] ZER L, MFEEEHP (IZHB# L7, @ [NEREBZHREO L b EBD7D
DA R Z/WRY T~ F LR O SE 178 3 o HEE .,

2. OENLAFZERFIEN B AREREMFEBI 3RS (AMED) O/F%E & LT, AR GHEe4)
OWf%E L HEHETE, QR T v b7+ — LAONEIER 235 7E L, E5E /G (A5
RIEPERR) & LFEOWFFEEE %2 T iE,

3. ERABEESCEEZSIC CURMITE 21T o7, H 28 BIAA/NE Y v~FZEkmEs [
VIRT U AL RIEERE O BT L— ® REIR A & iz (2018, 10 HRL) | E 38
[\ A NEFRRES UNRIE KSR R L) (201811 Fgkil) . fERARE I
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4. 2018 4F 4 AJIIFRZE O Fo| E WETEERHE, A —/ViEik, Veb ik, ZESHEL
BT TNIEHRZHOTFo X ETH 6 ikl 23 2019 4 4 A A AR E®ZES, 5 H
A A& NERFTEE o 2 —BRESIC CRBE SN,

5. (DEGPAWG [iRFEOFTHIE () | Z1ERT 572012, =k, ZIRAZ V—=27_ T
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KK D A& R 2B~ PEE NS L T, R TOHROILHEZX 5,

B. ik BUEEITHO 3 SOEEEILFEER (DCVAS, RITAZAREM, FEHEiPTEZIEHEARK (PAN)
2 [E % 0 X BUEAFSE) Zfkei L CitEd 5, F7o, BCKOMAFRIFSE 7 V—7 L1 L CBITE
el 1 o> 3 > o [EBEIL[FIFRER {ARAMIS ; BRG ILAE % 2 6 52 & L 72 1RSSR O LS ek Bk . V-PREG ;
BEARRERTRL U2 MY — JiRBAEIME & (PLY) #F78) oFEhElmiT T4 5,
Z O, KO ME REHE~. BORSBEOMEZ TET S,

C. & 2 :DCVAS WFZEIZ 2017 4 12 A THEERMHET L, L 32 W [E, 136 gk h>H 6991 SEH]

PN S (AR BIT 19 fiisk, 196 JEFI O BRERAVERR) | BUE, 7 — 2 OEARR I, &
MR DOSZIARPBEIENFRER SN TE TN D, o BHIEHEND ZOTF—FZ ZHMH Liz4 5D
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WMRIREEIT-> TRV, BUE, FET TH D, RITAZAREM AFFEIZ 2016 4F 11 HITHEFIEER DK
T U, AR 9 BIE, 39 Miax L V. 188 BIDHERE A3 ek, 2016 4F 11 HRFR T, 28 Mgk 6D
164 BIR T o H 2EARA » MZBEEEL (AR DI 5 FIARER I, 46T o # 2afk) | #&
WBIZENTON TN D,

PAN DBIZEIFTRIZ DWW TIE, BHARNS O 39 Bl 25 Te 229 FIOREFI OFERPINE ST, F -
=130 : 99, FEAEFHn O JLEIL 38 5k, 4 BiliX HBV B, 14 BIliX F MF B, 7 511X ADA2 K
HTH o7, BIEWIHR T IE 60 7 A OERIT, FRITHERICED b, 23 BIRELE,
L 6 BINFEIRIE T o7-, Latent class analysis TIiX4 2OV 7 VL —7NEES -, Ml
BRIEGEREO T TH A7 PAN ICBI L, ZEMOBAICEY 7= ) 2477 7 N B LD
WTHERERERD Z LN TETETND,

ARAMIS #FZE1%, AR To BEREIEGIEIL 90 #l, 5 B BAO HEREFMEIL 12 & LT,
FALERFER R FTOIMIZ OV THEF AT > T D, V-PREG WFZEIX., BEBIN T = 7
A MZANTDZEICEVARRBA~OBME D20, TTIXEMFED AARGELLETET
U7z, R E MERICOWTOHEMEE D, V-PREG ([ZOWTEMEMT 720 HARNEE A
J D website DU 2 HED TN D, 2017 4RI PLV-WG 23, OVE AL B3 X OBEG 1 i &
RICET D 2 DOFEMIRIED A N —C X VR STz, 2017 4R - 2018 4EE D VCR
Investigators Meeting (28T, AAREKE I N—T 0O ARKBEEIZOWNTEENH
D EREERFEE L CHED TN Z L T 2D TV 5, 2018 4 8 H {2 Pulmonary Limited
Vasculitis (MPO-ANCA positive IP) Working Group Meeting (PLVW) 35 J OMfifR/m%Y A& 4% |
MPO-ANCA [5G ERTEMENRICBE T D EERY — 27 v a v 72 HORF TR L7z,

ZEL - a0 BUEEEIT R O 3 SO EBEEFRRBRICONED O b 035 E L, FEIE R
RINTEZEFERENLEBZOND, £, FIZRFZE~DZIMNO T2 OUERFLILE 1T 73
H#ATEY, bonEGSET 5T, EHELERERE L TORMARNER I TN Z &3]
b,
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2) ANV O ERGE ALK D95 B S RF I
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WFGE H I - BEMEREET Y 7 ~F (malignant rheumatoid arthritis: MRA) IZIMEXZIZU D
ET D BFIIMER A 7 & o0, HEAME S L < ITEBREERREZ R TR EER T 5, RA T
EREY EHY VU~ b RILE R (rheumatoid vasculitis: RV) (& DWT, IBEOFS| &%
TERLT %,
75 EMRA U —F U I T NN—T AN =28 | - MAE RGBS ORISR B S
LTI O 7T v 2 ) XA BIERKRE, BLOT 7 M A ETLIEEOREE (SCOP 1E
ST, RVIZBIT DIEROF5I & 2ERR LT,
i o HECQEMER S, BRE SN LERRNUC LY —RA 7 ) —=27 0 B&
VA7 Y == 7 MTbivic, TET A7 r 77 AL LN Evidence to decision
T—TNVEAER L, FolEHERERSHELZR T, AEORFHICTRR, fEshi, 20
B DEAERBIZ OV THEEN T, CQ B L OHELE ST e E LT,
= £ RV IZRITIEBIEO S WEE Y v~ FRFICRIET 2 MERTHY | IBFEIZEW
TRETZEAEFELR, LA L, HBIIG LT/ r T 4+ A7 7 I RRTHFF AT
Ve EOREMHEOERITAEN TH D Z EOURBE N, £ INF BLEKSCEN TR
HHNTHL VY F o~ TR EOEYFHIHT) U~ TFEICOWTHLAEMERH D EEZH
iz, B Y O~ FBEROIGENR Z O 104FETRESEFLTND Z 035 RV H DT MRA
IZOWTIZAH b 5| XX FRIRECBBEORBZIET S Z ERNMBELEZ bR,
K o IRROTFEI X DM RV ORI EHREICF B L. RVIGHEIZOW T OBRRA
ELHZENWIRFEIND,
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IEES

4-1-5 APS AR A F#E

a4
EEHL EHRER PRI E A IEE o - AR R

WFZEE I U ) CAREHUARIEGERE (APS) 13PT U VAR HUIR (APL) DIFAE FIZHE 0 I3 BhER R I
BIER & QMR A DHE 27, R egEo ) 7~ h—F RZE0F L. BEHR L OJER
JEUFE FRE O MARTECABAE « BIEWRED FERFRKEB TH 5, ARBOBEBETOR
WA RTANIINE TR ENTZ Z LB TS, T4, Fiiz RiBRIENHBE L 2 &
HbdHV, I—1r v/ < F£5 (EULAR) 28 2019 £EIZ2E A KT A o (recommendation) & ¥
FLTWD, TBETHREOE TAALE ST APS OBFEH A KT A4 U EERTHZE L
of:o

77 % : Clinical Question(CQ)IE 1.APL B5PEGI D MARIE 1 R FBh 2. FRAR A sE B R4 o
MARSE 2 R TBG 3. BhARMARIEREE G O MARSE 2 R T 4. BIESRL APS DR & fRfrxtse &
LT, PubMed, CENTRAL, [EM5ED~D3CHRZHAIH L, Systematic Literature Review(SLR) %
To7,

i B Q14 1IZOWTENEIN Evidence & F & OHERESCIS X O SCE1ER LT,

% D A/ DMERE T B D APS OB HEEEE Evidence 13T/ 22 fEi B % < . KFIC CQ4 12
W i%iﬂzfﬁﬁ&% IR LN h o7z, APS IZ K D IMARTEIZ DWW TIXHES & @ Evidence D7
HLRBEINTEBY, ZORICEHEBLTHA R4 U &2ER LI, 5%, SLR THB L7
Evidence DR MBI Z F.LICENTORF 21D 52 L HEET D,

fi 0 o BBETIIUDTE22D APS BN A RT A % SLR 2179 Z &2 Ko THERLL
7o
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4-1-6 ANV EFRZFFHBER

K MR FERRFEAMBIER D 7~ FNRFRE R

WFZEE M) © BAAANCABSE M 2 (AAV) FRFEITISUT D W% & 72 1T PRI OO BLARE AR IET% O
MERRRIEIC BT 22 M EREB LOEBEEZH L MNICT 5,
Jo ik VR KBUROBET — X X— A Th DHMedical Data VisionT —H & FV72H
BT RIME R (MPA) | ZFIMAE RIENZENERE (GPA) | AFERERMEZ R I8 28 1M N 2F e iE
(EGPA) . ANCAPHEIM A K (AAV) (21T DHFEHIFRVT, HARNAAVOD AR T ARE ASRIE T
X, Uy FRo~7 (RTX) RLIVIGHE ACIAEAZ BT TIZ & 0 @AHIC e D & 5 BURD &7
L7, AL, WUT—2 =2 & H\WT, EREASLOEAHERIZ OV CORFEAT
96
EREANFEFE L TEHAEAT A R (L F=y e U BET3mgll EH LIEATrA R
FOVARRE) b L IXSREMEE RTX « 7 v 7R A 77 K (IVCY) « A b hLFP—k
MTX) + a7 =/ —AEEET = FAMEF)) ZHFKE STV EBE THOYZHIE o)
[EIABEDREGZ L, S HICABRBENRTRLU ETHY . EWarombEREREZ AL
Todpids & 72 o TN 52, 1A A iRkt G & UTe, FEFHMEEE X THARL & L. #lElo
FAREANABEOIRBEE H 6 e K247 H MBI 21T o 7o, FEABTOME, BAREO A ER]IZ
R DERBEICOEMET AT o7, ML EHET10FEHE E L,
f B2, 1494095 b ARtk OEBERLERD 72\ 464 2R < 1, 1034 & 4[RO x5 &
L7z, 247 A M OB 28404 I3 AREA 72 <. 86344 (50.7%) 23l H 2D FH T
ABE LTz, FABEITL, 89T Th o7z, FABE L7863 D 9 b, 428% (49.6%) (X1l
DAFE, 1844 (21.3%) A2BDAFE, 914 (10.5%) 23EDAFETH Y | Hem ABEEHEIX
13|l (144) Tholz, HAPELTZ8634D 5 6., #I80%MEILLIND AP T 7=, 1,897
DFABED 9B M RIS 205 B O/ ABLIXI23M4: (4654) . M RLSMNIITT 2
g A O/ ABEIXITHUE (57240) Thotz, MERITHT D5 HHIOEARL 92310 9
B, MERBROMFED T2 & b2 B AREIE29644, TVCYRLRTXFEAT 7 £ DI E JRIBHE D
e DT & b D BABRII62THTH o 7o, MERLSNIKIT D00 B B9 D ARE 97444
OWRRIT, BYE 2200, EUEREE 540, OIER 16, Zofth 688¢F (AR, Mibes
. BHEBRASE) Thol, RBFOINH B0 OFHEHEEREIL. FAPR LEETIX
74,998[9°C, FEABLH D EETIL 262, 20119 &3, 5EDE M- TV e, MAERFROM
WD T2 DFFABTHETIL 375, 502 MUE JIBIE DRkfE 0 72 D O FFAREHETIE 206, 361,
1L & LAAMZ k3 2 I B B9 O FEABRRE TIE250, 437 ThH > 7=,
% 2 SREIOKRFHTE VT KR OREFNC BT, 2 FELNIZ AR A R L T\,
FABTER D 5 B B RDOIED T2 & E RSN DN D 72D O FABLILZ L E 408
EThy, Fio, MEROIEDT-DOFABH ONRTIL, 1/3 BRENMERFROT
O, 2/3FRENMERIBEOMWBDO T EE X LV, FABER TIX, BABER 2o T2iE

16



BIREL L. 9 3.5 £ EBERE DD > Tz, FRHCMERFRO O OF AR, EYE
R MLE RO FAGESNICIBN T, SEREEEREZEZL TV ERALNERoT,
ik F o AE O ANV BB D EROREGIZE LT 2 b ERRE SR &
DTV 72T, AREEIT, BARN AAV O RRE AR ES O BT AFRIER OHERHRIEIC BT
DSIRERL LOEREEZI S L,
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4-2-1 KRB E RERR S Tl =&

IR ERKA

il EA ENZAE R AR o0 o 2 — A AR B R

WHoEsr . K4

ZISEV/N FOXRZPRF B E LRI SR RGN AL T

A B FALRZAIR BB R 7EHE e & o 7 — B IRBFFE MY R 2R

B JeEE R Rl Bk

]SS = fi] [ RS R EE 8 1 RS2 B AT JE R CKD + CVD HIUBOHE 15 G0 475 122 R 23 A
HEZ%

el =5 HERSIERREES - THIESEE  Bi%

IR 5z R FERE 2 — - BRYR - U U ~FF #k

A FofE T EERL R S Dl & 4 B d

TR AIRER R FPARM AN Bd%
Hrih R NMRFRFBEE P FERE P H T Y %

B % FIRRFRTFBEMAE - )% - MUYENFTE M
ATl BT HORE R B RS2 AT R R B R B N R 2 BRI
g T FABRER AR R R SR Nl R R S e 7 Be PGkl

W /) K4

g 5 — CGkB) Miiine RS AR T/ NRIERY:  Bix

HEA  HL [ e R kK = R e SR 2%

K AT B~ V7T ERREY U~F BN T LV —NE kRl
T EF GRS BRRFEEZENIFE B

i

wHE EF R A ERRPEATBER Y U~ FNEFEE B

faJ BVRER R FARA LTI B

HHOEED IESFERE « ILERAT 4 Bt X —MEwRY 2 —
MmEwRE ¥ —E

HHTZET GEF) HR L FERRFESHBIER Y U~ FNEFEE A

PO 57 ENZARBR AT IE & o 2 —WFSEAT e B FRR EFER

. 5T NG ER R AR 1 RN

A BFEERY - KA 2% O @ @RS (TAK) L E AR BN IRZE (GCA) . 2 L TA—T % —Ji 3 AT
DHBT, B IBIREIERE PSS STV D LIS A2\, Lo BBRICET 5
B 2D 5 2 & T, DBETO LFEEBOZH - IWROFEEZH LN LT, 2k
HE EIEESE, Z LTS A KT A 2 (CPG) DEGETICHE R IE M & 151 5,

B. J7 ik [RWrdhuE L EUEEE V] REUME R, N— Uy —TROBKIEENE & BEE S EOK
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BT BRI AR EZEOUFT O AT 5, [FA T4 %ET] 2018 4 3 HIZkET O A TR
FERET A T4 > (CPG) RTFAT S 4L, AREENHUETICPC DE =4 1 7 LA Z D
5o Flo. CPGDOF A Y= A MIRZS 2018 456 H 8 HIZ5E LT, R4ET H XV ZDOJER %5
WML T, 20194 3 H £ TIZEERIEETT > T, 20194 4 A 3 RIZAAERG SR ICRE, X
ROGHFHE T A 7V A = AHBICEFL L T, 2019 4F 6 A I BS 2 K& 27z, [BETo
KI5 26 O A ] EEIG RN S JS AP O S izt H[F C. TAK & GCA HFE % %4k L CHim
T - BAMIITHRET D, 1) BRIV L OGS MRE, 2) A7 a1 MEE, ek
K ETFIRBONE ., BFEEARLEBFIEE, 3) AT A NRETOERERAEFZORE
BUIRDL, DI H 2 VIR BB L 2 RBIE D FERE, 5) EFRICOWTHITZ1T 5, §i
) & BERAFITIL, 100 BB RA HAE L LT, BEkt% 3 ER OBIRIER A RS 5, thm&if
LR 19 0D THREMTAT v A FRIEDBMG SN2 DFREBITAT 1A REIZEDY:
HIBLAN D £ 53 BG & 72 o T2 REBI D 2 5 DEFIRERZIET 5, [EERE A GREZ O]
TAK TiX. 2013 EDOFHEZE COrlie sk 211 A, Mfetisk 2684 N) ZHWTARESRT — 4 %
P B L RIEFRD 60 k2B 2 5 BFE ZERINL T BB 76 AL Ak 1937 AL FF
2013 NDT = ZxR L Liz, N—U v =Tl ZHERTER L ¥ —F—L =20
T =X BT 5, 2013 472014 FEOREKE ATIEZE T 98 AOFHBHE N H Y, 7
— X RIS TIRZRILIRER, 89 A (BIETT A, %tk 12 N) O BIEEERE % fR T kf
S L, VNRMAERINT L 2 S ZERK ORHE] @ ZBIRK LM BE &R - HpEDERE
PFEEZMED TV D, [KEMEROEET 7 — ] REEREBEZ RS E L, 2017 4
(2 TAK £721X GCA EBZMrEn TWbLBEE, WL TIERR EBEFERNIESERET 2,

K R [RWAELREESE] N—Yx —WOBKIEREDOEIERE AR A IR L
Too [FA RTA ET] BFERUIZH A ¥ = A MR CPG % 2019 4= 8 HIZ Circulation Journal
~EEFR L, 201948 A 25 HICHEEICZEL S Nz, 4%, Av T4 VB TETHD, [BE
TORBMBEROEZRAE] @A & HFZE) 2015 4E 3 H 7205 2019 4F 3 A £ TOBRERIE T
F£TT. BBFEIED TAKT0 i, GCA121 B, A&t 191 FlAVEER S iz, T EnFEIREHE O
PR Z W, 9 6 ACR /AR HME A 72 L 7= DIX GCA 79%, TAK 59% CTh -7, Ziudt
Al E DIRITIIZB N T, IZEFRBROFE R CTH o7 GEMIZRATR X 24— hOibiRESMH),
(2 A1 X AF5E) TAK166 i, GCA145 B, & FfF 311 FIAEER Iz, GCA DHAMET —H T
X, BB R AT v A FPHET 12 8 F CIRMEZ R T & 7RV VER] & FMEZR &S IR LT
JEGIZ AT LIELL T, N—RA T A CRENRIFZE DR & DIERNIT. HEZZR LIZ W, HD
WEHIRT 2 2 & 2R d 2 LR, KRBREDOF TIE, KREINRDELOIRZE KV KEK
AEEDIFI I poor outcomes & BIE LTz, BITE, FRNT L72R5 R A D & ISR E B
THIDOWETTH D, TAK DERARET— 2%, BUE, 7 — XN & SCERR 2 s T
%o [ERARME NFHAEZEOMNT] _(TAK OESAE A FIAZEMET) V-4 PSL g &l 34. 4 mg,
T IR 0-5 4= COSE IO R IL 4% Th o 7o, RIE~— D —IXBFHHIMNR R 2512
TR & 72 o Tz, KEIARFPASIAR A, MMM OB R, NETE, B AR EoE0FRIX
e
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TR AR R D2 TR L 78> Tie, AMEHIBRD & 2 A TR IS CT 31~
53%, NM#EAET LEFILT~1T%Th o7z, BRI OFIA TR D & J° 50%A0H Th
V. BARANLZMEOBERE (R70% X0 bbhhote, MEREDOEITIZEY A1E EOHIR
EELLURIBEMET T2 &2 0607, MLEORREZ, 20194 11 A 10 HIZKEY v~
¥ (T h7UH) TEERLUE, 5% WMXBERET) TECTH D, _(DN=Y X —HORRIK
(BN GRA ZEMEAT) 526 2 K OMEE A TR =-1% 2000 450> 10,089 A, 7.95/10 J7 A5 2014
fE 7,043 A, 5.54 A/10 7 NICHI L72, N—3 v —JR OEERE A GREZ (201372014 4F) @
AT CIX, RIEERE LIENEEX—R L LT, BfEmXERP ch s, MNEMmERINC LD
EEZERR OFAE] BIEMmILE B 2R 13 fis . JEF O EkAs 14 41 (2019411 A 1 HEL
1E) Th 2, /NI TAK BF, REF AT 7R E - IR EAER L <, HRERPTH
Do [REUMERORET 47— MHAE] 1 RFHAETIX, %15 3515 figk D 9 © 1951 Jiiaxk
(55.5%) M BIAE NS, WS BE L TAK 23 2725 44, GCA 73 1701 44, 2By Hd
FHOTE TAK 758 2620 44, GCA 28 1380 4, Wi A ESEUBE KA UL L6 O IRZKIERE
Fokix, TAK T 1.08 (2825/2620)1Z%f LT, GCA TiX 1.23 (1701/1383) Tdh o7z, TAK D4
[E BB RHEIE, 5480 44 (95%(EHEIXE]  4960-6000 44) ., GCA HEFHHEE$k1T 3420 44 (95%
{EHEX [ @ 3020-3800 44)) To 7= (BLEIX 2019 45 3 A KRKES), BIE, 2019 4E 5 A BIZ5%y
ekl UCHERT, £/, AE6 A X0 TkilE (B, e, HRNER
E) TR THD, 9H 6 ARERT, TAK X, xIEhiak 458 fisx . FHdAZHRHER X 215
MEEE. [EUERIL 46. 9%, XIGUEFIE 2813 51T, FHA KA 1421 FEF, [FUXRIE
50. 5%, GCA 1%, xt&fiiak 308 fiiax ., RAZIRANMAR (T 142 fagk, [EIIXER1E 46. 1%, x5
FEGIIE 1684 4, GRS 832 SER], [EINERIL 49. 4% T, 10 A 30 AEIE & fcfé & L
THEEHTTH D,
E g RIAE REGIR /3 B T ORI B IEFICHE A TV D, BERNTO KRR .
BROEFTE CTILEIREOBZMI T TAK, GCA DML TEY ., Ail& - ZARIAE L HIC
TAK TIE ACR Sy BEHEZ il 7= S AW ERIS 4 Bl & i Z &t WAL FRAEME CTHE S
NTZRRRERR 2 B £ 2 TRETT D UERH D EERX D,
f o RPSETORBMER L AN—2 v —IFIIKT 220 LG O FERR A A,
NHEZEOREREICIVRALNIT DT L1, CPCHA N7 A VG, Wik, BEIEE Sy
BOYGTICEE R L 725720, FEFWICEETHY, JlEmEFfahziEd 2,

E%L
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4-2-2 BREIRXF— MR

WFoEr A K4
WH IR WILRFR B e SRR CKD » CVD Mol DR R R #ifz

A, BB KB R TH D EmLENRE (TAK) 3 X OEARAEEIRZE (GCA) 137D #% T b
V., BT U RAEREBPA O OIRFRE - SRNEIIRMELTH D, AR TIEFFHEL L
T, TAK & GCA MFREBIZ DWW CIM OB EIEBIEFHN 21T 9 . % AR EAFEIZI T TAK 1T
THTEF U A ZIE LZDOBKRG A ST 5 & &b, B & 28I X » TEME AR
BEOBLR L AR L TEAITS 2L 2 BNE T2,

B. 5 iE: ZHiERIL[ T TAK & GCA BEZBER L, Al E - AN ITHETT 5, 1) KRR
Fridols L O, 2) AT mA FEE, REIHIEE, PR oNS ., TREEARL
BHRER, 3) AT uA FRETOHERERAEFFLOEIRIL. DIEFRD 5V IFFREICBEE L
ToRBAEDFRE, 5) EFRIZOWTHIT 21TV, ARFRD TAK & 2\ GCA D BT > A D
. BUTOEIEE /DO RE L, TAK & GCA OEFKE., 1RIEGME, REEDOEZITH & &
HIZ, WEREBOBE & SEHIEZONT LT 5,

C. # BB EHFZEIE, 2015 4F 3 H 2D 2019 4F 3 H OB ERHE T HE S % T CTHIBIISIE O TAKT0
Bl GCA121 il &3EF 191 BIAVEER S L7z, ERENEIRERIB OREL Z A7z, 95 ACR
Y FEFEME RN 72 L2 DIL GCA 79%, TAK 59%72 o572, Z AT A & O T HIZIXFER O
B2 oz, EHIFIEAERIE GCA 73. 1 ik, TAK 36. 4 /%72~ 72, FEASLEHIBER/: L OEHIE
RICEIZH NI > T2 TAK TIERENRISZEICFE O FER DA EICEL < (84% vs 36%; P
<0.01). GCA TITEAZIBEINRIAZIZ L D FER, BIO PR BHEEICEL o7z (23% vs 4T%;
P <0.01, ), HEifgaFMhi3Es CT (GCA 89. 3%, TAK 95.7%) . [Lr—=1— (GCA 84. 3%, TAK 94. 3%)
& A THEAT S 4L, PET-CT IZW U b4 6 I THiAT S 4v7z, TAK Tk EAT KENR~ KBRS
BLOZ ORISR ENARICE < BRb Tz, KBRS A SIEIC OV TIETEN bR
Do 7= (TAK 32%, GCA 39%; P = 0.36), HLA MREIX TAK THEIZZ FETT S8 (68.6% vs
32.2%; P <0.01), HLA-B52 [51% TAK 56. 3%, GCA 25.6%72 > 7=, HLIEREAL T H 5 AENR
WL THEY, TAK TiX 2 FIFEL, b5 FITHERE - ik, GCA TIL 2 BIZET, 4 B THspe - 1k LT
W5, BIEREEHIAEIC3FEMOT =2 ZINETTH D,

D. & £ KRFTIIEBREOBWICHE TAK, GCA IZHH LT, % A& 3R — hRBEICH
(2 TAK TIE ACR /3 JH A it 7= S 7R VERIAS 4 F1% 5 0 | BRI O 2 R L RS 204
BEMENE 2 O, £70, BEH@E Y TAK TIE AT KENR~ KBRS I X OE O SEITIRE 23R
¥, HLA-B52 DR BIESZEN/RE SHiz, ZDIED>, BLRESUC O BLARE A RE O GapE Pl ik
B R COREM « FHRFIZOVWTHHRAT 5,

E. & R BFZERFENCHEV, BIAE ah— MO CREMZARRRE 217> T\ D, 5% BEEET
— 22T DEERER - BHEET R, 3 JORREIRAIZ T 21aH (AT oA FEb& - 5
HIEL R B O, FIEE) LR - B - BOHERIEICOWT, RAMEHA L
HPETHRE LTV,
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4-2-3 BEfREtERARY 0 R— MBI

WFoE A K4

IR #EZ HEOUEREARPERZZERFR AR AERE R e FrErEEds
e BF ENZIEBREMFSE R v X — - MEMEEE R

WH I8 IR - REFEFE S e G OT 7R CKD - CVD Mubsd fE cI R Rt il #%
HHE O on ENIRFHEN AR REGEEANIIER R bR B

Ao WFEERY - TWAETOEMIIEEINRE (GCA) 21T 2 1) ERIRAURFE. 2) BRI RE AT aA R

(GCs) ik, Sy Il s, AW FHOBRI OTR I OBUK . BRIE, 3)GCs FET O HE R HFFL
DFRBURBUZ DOV TR 21T\ AFRD GCA DA A KT A MERRICA A= 5 » A0
B, BUTOHIEE SFEORE LA BiET,
i ik TERRYEINAE R ICBET D AR SRR @ﬁ%ﬂié%i@ﬁ”ﬁ%ﬁ%‘@@?@ﬁ‘éﬁ@%ﬁ
BLOZOBHERMEE T, 200744 H 1 B 5 2014 4F 3 A 31 BICEREOHEHIZ XL Y 6GCA &
PW ST, 721 6Cs FRIED PR S 7o B B XN HEFRFICx LT L R=> 1 > (PSL)
HUE T 0. 5mg/keg LLEZBAME L7238 & 5 WIEM BRI O 505 - I Blth S i A &
KFBRIT, & A I EIEFIRE FRKCT — & 2L USRIT 21T > 7o, £72 2016 FF 5 2019 4R %
TITHFAFIE L 72 GCA I DWW THIM & 28— N CHEM, B, BmiE7T v A, AEHERICH
L CHIZ e <. BIENIMIZ3ETH D,
R BAMEBIENIIEICIE 145 4 D GCA B (FHL 139 4. Bk 6 4) NEERShT-,
SEYJAENR 73, T 7.7 GCA144 44T, ZePEAS 66. 9%, 77. 2%75 1990 ACR GCA Sy FEFEYEZ il 7= L 7=,
MISHBIRZE ML 66. T%TTTAL, 145 £ 1 49, T3 A CHEE Sui=, SHYE 61. 1%, fAISESHAR &
FHTR 58. 0% . FABEAT 36. 4%, fRAIFEE 24. 5%, KB 4. 2%, PMR 42. 1%, 77 44 (53. 1%) 23 Hi 4T
RTKREBAEE 2RO, KEIEZE 2R BE D A%NEHE TENR, 41%0545 808 T8
k. 38%A3 A5 SHENIR, 32% 23 /ESHENAR, 30%A% EATRKEIR, 47%205 KEWIRE . 47%A3 W0 N 1T KED
JIR. 53%23 B REIARZ 38D . B BRI 25005 BB ISP 245 120 72 > o 7o 28 D F4RIE MRT,
Iz & 5@1%@@%%@&; %1% FDG-PET CT I & % FDG DY iAF T, BhRIAE-CENRE D48
FEWZDiinote, 8 ICHERE S ORI T L e o7z 21 A& BRE | 124 ZIT DWW CRHE L 72
&2 A, GCs 0. 75mg/kg TRHALA X4 24 I C 104 L W3 EfRE 2 FER, 52 3 TIX 79 £ D3 ELAR % #EFF
U7z, FEfRAMER 2 2 C & 2 BF 1T, BHEBIRNEDOHEN S < KEWRWEZE DS ERD 727
572, 12 ETD GCs DFH-&, N—R T A » OISR HBEE XW#E CH-—Th o7,
SEB VAT 4 v 7N L DS E RN CIIRBIIREE R S 5 & EfER LIt <252
& (A X 0.22[95% CI 0.08-0.58]) 7~ L7z, FRCRENNRGBINE L 0 KEVIRA S O Fi 28
W2 & HfREER LIZL 2D,
& R HBRAMEEO linitation & LT, EAEOFEAMD 72 12 Eg T AL T O BRI OBk
ZEOMATOF AR TETWRWVETH D, U, KO FATHIERIFRIZ, TEBITE DR,
BENRIRNT L B R L B3 U CRMMERT AR L7, Lov L, IR EMEEMEA~ DB 2 N4
Y. 2018EULAR up—data THEFR Sz L 912, KEWRIHZE 2 G0FT 5 GCA I\ CITE %

22



FIBrT 2 72 DI B PA2RMAE LR OMAT NN 2 & 23T 2 MERTTE e, BAME
DOFFENT CILEMMEFRFL D BFHRDOIZONT U M LALLTZ U T THY, FIRH 139 4 % %f
ZIT1FOBEWM TO, BEARER L FRCBEET 2R %2, 2y 7 AHFINF— RET NV
THME L7 & 2 A, BIRERSD D WILHRO Y 27 1 IRENRERH H L 3.5 fFI2 LA
STz, KEREERHC KRBINRAS IR AN H D & FIELLT W0 S 3Bk S b2 7e < |
i SCHRE T D,

%A EFFRTITEEFT RO T U b7 L&ZFHETE TWRWA, Filf ZAFIETIE 1 FB & O
%7 v —%F LTI BRI 2 5 D 72 FFHERF DR & &4 A — VORI, 34F
%@E%&@®ﬂﬁ%mﬁ%ﬁn@¢fﬁoo

ARFFEDIRINL, ELEARSK (TAK) L3580 CRF 2 H L CRHMEL TW D Z &b, % AM
L HIAEOT —X &2 H L CHRBOREKREOENCIBRKUGEDENWEFMTE 5, %5
] EAFFEDO A A GCA & TAK CTRa bk, MZEEBOENEZRL TN,

fE A A GCA DERRBOFERE L a L F axT aA FOMEMRRIHA LN -T2, K
FREZE . FRHCKBARRESROREN H D & GCs FRIEITHTT 2 WIHITEHE D SOGTE DS EO 2 PR
LT WE &R I, Al E 28— b CTOMGEEZ 5 EHEEATV, 5% D GCA DBIET A R
TA VYUGTICAE R B F v ZAOMERL & BAEEE /3 FEO BB L & fat LT <
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EZEs R A ERRZEATBIR Y v~ TR &R
1 FRR ST R AR N BRI E
75— R T SR R E PR A R B N IER Y Hd%
FE—HD FORRF/NEEE RT3k
file— R[S FOR B ERR B NR R AN
JLH FOR e ER RN Bz
Al ESRE ER R o — BRI ER g v 2 — R
i AARZFETH/NER HEHE%
B Fak L RSZER R NERE Bi
WEFER R« ANREEEIC R T D e E & (SLERAK ., REEIPEZ I BRI, JIIRS. AAV)

WF 52 % RERT AL CHE LD 5,

vl % [EEEIRKR] OmZEIRK LB & aTiR - HEDFEREMEZED 5, @QRMIm
EREEEFHET — 2 & T NRIIBE @ ZENRKIEG O AT 24T 5. @/NRTAKEE -
RAEE T 7o - IR E B A R 5, DREEIEZ B BIARK] PAN WGIZS L., /MR
FEIRIC B T DIRBOREIEIRE), BN A BT A > OVERK, FEEFA R A « BRSO WET
w2119, DIRE] OABE, BRI Y2, BARIRRE > 2 —I2 X5 DIk H o
FolE) OFR, BBREAT O, QIR AR Z %3 5. [ANCAB#E M E 2] /NR s
&, MPA/GPA WG, EGPA WGIZZINL . /NRBEEIZISIT DRBOTEFRIEE, 2L RT7A D
VERL. BERARFRAME AN « EREEDFHOKGETZ1T .

R R [ERERE] © TEREBIRE LB LR - HPEEOERERAE & LT, Kl
BERaBF— MRS Z T OB EZBSRKRERINGEGAOEEEZIT> TV D,
(2019. 11. 1H/E, fHEZ BRI, BEKIVER]) , OB E K EEEFERHET — 4 —
(2 & 2/ RIS = LB IRSAE B D FEATIFGE & A, 2019, 11, 1BUE, EFRAED 2 Kk %
Ehi, @ VNEREBLEARKD T EH EBOTZODHA K Z/NRY 7~ F 2208 O
el & NHETE T U, BUE LU P, O RABGECREIE RS I CURRIEBI 217572 ¢
F118[E A AL ERH AR AHE 22 [V U~ NRHE - BIEANEE - NERE 2 B0 7o
R VRT T LEHE2H(2019.6 A dE)  F9RBAANEY v~ TFRERRE 17 724X =83
F—1 MERIEGEREDO R L B O FEES ) (2019. 10 50, [FEFiTEL R BINRSK] PAN WG : [A
WOFLI & ()] O5Emia B8 ULIEEEAE L T2 (BICREERE ZHY), FIT/hE
DPAN & Z DIEFRIZHOW TR 2 N 2 72, DINRR] ©2019. 6 IR 2O Fh] & | AR S
AUH AR FSHPICB# S iz, BUE, /NRRFPSEE, NRIER S P56 I BRmYER T Ch
%, 22019.10.25 F39E B AJEFRFEE (772X —r® I+ — JIBEZHOFE &
RO D AUZ DN T IS TR AT o 72, QIR B A IR 743 12 C i BN B2 23 BH 16

—
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SN, QKRBT A1E NS L BAERG P2 IS DMESRBEET A R7 A ) 8ET
TEENET Loodb b, @KRIFIEH HFE DS L B A/ NGBS TR 2 E G Y
A T4 v ) BEIEED I E -7z, ©F251IIRH EEFIARAE AR Shv, B EE O
R EDFEENA SN o7z, [ANCABTH M A 2] EGPA WG : (VRO FLIE (@) ] o5
pcE BIE LAEEZMBE L T\ D, CQDRE, =BT A7 177 A/, EtDT —7 /L OIERHKD
FET LHERESC - fEER DR Z1T 9, 201946 H ~20194E11 HEGPAD [TEEDOFLIE (i) J
DSERE B L T2 DMKt BTl L,

Z s NRMERIFRICE T HIEENIEFRICEA TV D,

fE E o SR LERSBIESN TR AT 5 &I, NRME RS & L CERA %
X%,
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4-4-1 DCVAS

SHERA
M—  EIRKFETE W - R R BiR
BETF EERSLER KR FH BR R e o 2 —  GERD
Bt WAEERERRPEAMER B
B OWREKFEFHNEEEE R
EA  MERERZEZSBIFERAR S AR
B ] EIRER R FE A NE R s N 2l
B TERZEZHMIERGET VLS —BEURNE  RTE
KRR PEFEHNEEEERESENE Y B
W hE K4
WA REIRKEET U T E BRI A SR T UIEAIES
E—H IR FEEEH R R B AR B

g JEJNERREH SRR, « SRS E FERD
A MERE R R I EIER sl e N RS RefEux
i EIRRTRE SRR M R R
R ARRMEEN RRR S E PRI AC S R B AR EERE
WA TEERFEER 7 LAF— - fRGESE Hfz
B NERERFEFEFEL - R R
s BRAEEREERRT BRNWBANR Bdx
o WRRFEANR RS BR

MreHRY - EESLEMFZE CTdH 5 DCVAS (ACR/EULAR endorsed study to Development
Classification and diagnostic criteria for primary systemic VASculitits) (BRI YU o
~ TR KEY U~ FEA IO L DRSS I E KOS FE - 2RI ESEVERL O 72 OFfF
ZE) B L, EIROEEE O S LIBZIRATA T4 o OIFEE ZORIL b= v F
v AEIZHENT D,

77 1% : (DDCVAS 1TkF LT, AAFIEHED DIERI 2 B8k L, M BHOMER. IR ZEDIE
Al BERIEG DR AL, EERES R~ OREMPRERIT S 0 BRITTIT 9, BARTOMGFHITY
WFFEHEC A S AL, Fis TSI JEBEC CIRET D, MBRRIZ S IR EBE D FTE T 5 &
ROMPLEESICHE D, @Clinical vignette expert panel review [ZEML ., {KABSEH D
review #9179, Q@EFEESFHETH D Vasculitis Investigators Meeting IZHJF L. DCVAS (2B
T HRERICSINL, RN CEBENEL LA T 5,

i R 20114 1 ADDABIZENRMAE D | 2017 4 12 A TIEFPRERITH T L7z, BAmic
TERATE O 136 fiigx 2 b, 6991 JERIS B GR S A7, FREBOWNRRIZ, GPA1023 i, MPA506 {4,
BGPA382 i, GCA1207 i, TAK670 fil, PAN194 |72 & T > 7o, AWFFEHEN 1T 19 figk 5 196
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SEFIN B SR S N7-, @Clinical vignette expert panel review IZEMI L, {RKIBJEFI D review
ATV, ZAUD OFRERDBEHT S, W< D0 DORBCTH - R0 BEER N FaRR I N, O
AHBFFEHEA & DCVAS 7 — & % AT fRITIC DWW TR R 24T 5 72,

e 2%+ DCVAS DO BRERIEB 72 & TNT clinical vignette expert panel review DENTH &4
REBOF T2 R FRERERPMER SN THE W EENFREERIN TN D, DREN S bIEF DX
GRS A, ERRA R MAE R O3 HE - TS BET 2 MENCIRS W H LT D, il T DCVAS
DIEFIT — 2 Z IO TZRIRIC B W TasUE b R S Tn 5,

o R EBERT R Y =2 b D DOVAS IRV T, Fiiz R E & DM - ST IR
ESRRAORBT (B D W28 ) 217 > T D
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ITHE R4
B MR KPR FNE R #H%
Bk AR ST R B RS2 IR i e B R AR Je ettt o 7 — Gl
PR =4
Mm% WERET VT EERYGYERET IR TR
e B MAERICET % B A & WS OFFZE DRI - A B HEVICIE LoD, UFZeHE

EBRIELFENZECSMT 5, ZhbZ2mL T, AAREFCRFELOMERORRFZEY | L& KD
JRIRL # BRREEIR . BT LWIRRER SICB L TSN OBRZ R 5, £ LT, EROIESE
b S LIZBRITA RTA O EZDRML 2D 2 7  ABEICHRT 52 & & H
&I 5,

M RICIBDTITIRRN LD X D eftili e & 200 F IR MAE R OREIZ E D &
) IREBAE RIAT TNV TIEA LTI, BENBELA VF =Xy b A MTEERE
179 L& b U —WF5E V-PPRN (Vasculitis Patient-Powered Research Network) D—->& LT
IEHRIZHF{l U 72 F 9% V-PREG (Vasculitis Pregnancy Registry ) 23MT72bi1 T 5,

Vo £ ¢ VPPRN (Vasculitis Patient-Powered Research Network) : VPPRN {X Vasculitis
Clinical Research Consortium & the Vasculitis Foundation MI4ED FIZEE STV D
MERENLRL LIZBEEARREROL AN ThD, TO—2>DTa =y & LTEIR
LY A RO V-PREG ~DBMEHFT 5,

fi R BEFRTIZ 76 ABZIML TS, BESABALY =7 ¥ A MIANTHZ LI
K OARRBEA~DSIME 72D, HEETH LD HAROBEFE I AT E o> TI N — KR EWN, V-
PREG TiIZ Sk ztEds 2L LTHY, 7'r ha—u, FE#H, BEMHFEEDO AL
LTz, 5% U =79 A hOBEIZAE DY, V-PREG AAFE LT 7Y =7 MIOWTHEKF
WCBWTRBEHFFEZIT) PEL LTWD, £/, BAARANBEZEDO Y 7 v— 2 HMELT, U=
THA RV =¥ M AT THREMT 228 & LTz,

# FV-PREGICBAL TiE, MAEREZMGE LEEBFERREROL AN ThHY | B
NSNS T2 EHEFTE L WV D B TH EREVWEZ X 6N 5, KFFE~OSMEED 572 DITIE,
SRITT =TI A FORERE, ARANBFEDOY 7 V— 2 HBE LTc Y =27 A h eV —T v L
AT 4T OWEM. BARIZEIT 2MEFGE R EICOWTHE L T BERD L,
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4-4-3 FELERREFERR
BEMZRBRRDO D =/ 5 4 TOBRH

WFoE A K4
HHEOBRSY TEERTFEFEKERRE T LV — - BERANF R

A, WFERRY : WARETH DMEEHIMEZITEARE (PAN) 07 =/ Z A FIHlT L7 — 4%
WHEST D, Fio, /MR BER, JFR Y A VAR, ADA2 KIEZR EMESNTWH YT
— T ORI EWLNCT D, Ml ARRICK D 7 = ) Z A TOERPBIFEET HNE I M T
HRET %,

B. 5 iE: MAIOFRENTL L o TWAZEMO% AR & BIEMFSE, 2000 4~2017 4F
DORNCZWr S A7 EMEA ORI EHEA T 723 PAN 25t & 45, HENSR (R, M, 2k
FCOHIM, FHERE, HBV G M, FVF 35 1OV ADA2 28 LA M) | ikaiii 8 O NS, BVAS, DET,
FFS, ###E (ESR. CRP, WBC, Hb, Cre). VRIRNZE. T GECAME, LT HE, R, /%
HEE 1EH OB AR, BEZERO VD) IZOWTOFEREZINET S, FHBAICEHL T,
a7 — MR TOME/FIEIZ OV TR E W TORT, BFHEE B IO\ T, HBV YA
vs . N vs R BRI vs B ADA2 KRAEAT vs BETH A 2 F|ME, U KE T
Do IDIT, 7T AL MMt EATV. PAN OF T2/ 7 TN —T % FET %,

C. #%  H:201946 HEESA T hLans 100 fl, 4 £V 205 4T, AaX=775 14 4,
AxTant 296, BAMNS 39 BlOAF 229 BlOT —H ZUEE, B @ =130 : 99, FIEE
WO B IE 38 B, 4 51113 HBV B, 7 i1 ADA2 4R, 14 filIE FMF BEE C, 20. 5% 75 F 7Y
PAN TH o 72, IREIZOW T, L DIEBI TAT B A R+ 7 ua 7327 7 I RBRELE I,
21% CTHAMRFBMER ST e, BIEIRIED 60 7 H OERIT, BRI IR
Hav, 23BN, 2B 6 PINFRHE TH Tz, 7 T AX—fFTTIL 4 DDOH T 7 —T7)
FEIN (D7 v FAFROY . OMEEH Y, OBEBTREH Y, OREE),

D. % B MEREFEHOFTLHEDVRPANICEL, ZEMOMBICEY 7= ) 44 TFRT ¥
P LDZONWTEHEREREGL LN TE T,

E. #% B PANICIZ 4 SOBANTFET D,
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4-4-3 F-TERRXRHE
BEEMEXDSHERERSS LB

(A randomized multicenter study for isolated skin vasculitis)

RS T FABRESLIE R R I R R e et 2 o 7 — G

WHIE 714 K4
JE BAR FACERIER R PR M R P TR

A, BB : BB MERIIREERICRE L EXTH D, EHKIZBWT, areFr &

T (T T2V AR D) THEFAT VU SND ZERZVHDD, Zh
IR T 2 67 v 2% b ORRBRIL W E THEL R o T,
FeJE A R8T DS hisk IR 7 o & MMu iR (A randomized multicenter study for
isolated skin vasculitis : ARAMIS) NCT02939573, (&, KRGM& % (KGEINRSE. IgA Mm%
%, BE A MERBPEMER) 2R L, areF o X7V THEFAT Y U OIRED)
RATHOWTHET 5 S sk 3k 7 o ¥ MMEEBRERRBR TH 2,

B. ¥ % : K[E Vasculitis Clinical Research Consortium (VCRC) Peter Merkel, Christian
Pagnoux, Jeffrey Krischer, B X ORI =7 KFZKJEFR Robert Micheletti % Central
PT & L CHENKAY 40 DRtk THEMT D, MWAKIEUEARN - L7 18 5RO BRI & R B & %f
GlF D, BERtE, AT DS, THF ATV UEEDO IR 1111127 v ¥ aMeEh,
6 WA MG 21T oo, 2R ZFHET 5 (Stage 1) . Stagel OHIM FIZIEFR AR/ %
/HEFRZHIHA L2556, Stage 1 ORFEZHTIEL, R0 D 2 SORBRIED 5> HD 12127
VEMEENT%, 6 AR EAITY  (Stage 2), Stage 1 TORERIKIZZEI) L, Stage 1
HMZ5%T L7356, Stage 1 THIV AT L 7oK O 5-% Stage 2 IZBW T hilklid 5,
TR XA A 7 — 2 (Stage 1 B LT Stage 2) (BT D, 6 7 HEFTOIRFEKIS
MWEATL2PREOEEGTH D, FHmIE, BEFE, 1 22H%, 320 H%. 6 2%, 9 A%,
12 A%, HIEREIC — B ar | PRI, PRAT/ B & D SRk, QOL #Fli (Skindex,
SF36) %179, MR TOHEEFEIE 90 #IT, ZD 5 H HARTIIHRALERZR R F R
BWTHHEEREMZ)I ERMA L L, 12 Bz HIET,

C. & R ALKICBWTE 2017 48 1 A ICRBRASBIAA S 4L, 2019 4F 11 AT, 14 fass
BBk ZTE T L, 34 BIAVBRES LTV D, AARIZEWTIE, HALEREEE R R & F2 i 5
PREE & L CEMiT 2 Z L ZRE L, A RAMIS-JP-WG Zifpk, HALE AR R SR bR ARt 5E
et > X — D3RO b & 2018 4F 11 ICTE 1 W6 i 2 BfEtt, A 1ROWe b Tl
BREA MR YEfE 21T > T\ A, ARPBIX. KI[E National Institute of Arthritis and
Musculoskeletal and Skin Diseases (NIAMS). National Center for Advancing Translational

Science (NCATS) DEH T CEEIN57-%. The United States Department of Health and

&t

Human Services, The Office for Human Research Protections @ The Federalwide Assurance

30



MILBETHD . 20194 1 HIZ Tohoku Medical and Pharmaceutical University Hospital &
L T FWA00027691 Z 45 L7z, A ATOFEMIIHIIE « BAFE G SCHHH 4 B RS 2 nU iR 2 EFER
2RI e R R AP ZEHEE 2 » & — (CTREC) & L., 2019 4E 11 A IZHHRIF L E B K 2B R A 2258
#ZE % (CRB5180001) IZ HFE & 4T - 7=,
& £ BREIE RIE 2012 4E0 Chapell Hill 43%82iT T, Single Organ Vasculitis (SOV)
RSN, BB MERIZE O TUXE O EWEERRBR AR Z L TR Y | EERORE & 5
FDOE RSO TIMERDIRE TSN E SN TE -, ARBIIEEnERICK L, 2re
F . DDS, THFATY U TOWBRBEDO ENNEEITHDLDMNENI 7T V=NV =TT
TAF g AHESNTWD, ARBRITEMEREEOIRET T AEMEL, A T4
VB IOEERROMEICKRE S HIRT S 2 LM D, RRBRICAANSE TS Z & T,
EE A RTA VBRI AARBSETE L2 L1280, TOERBERITE,
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HREE
B BIPE AR KRB R BRI BOR

WFoEr A K4

NE B# HAEERERRFPEZREER  #i%

Bt BINRFERNIIE R E R E R B AR B
G BURKRZPERE ¥ — KRIEHBOR B2 iR
Bl BEEZ R RTEETHE RN SR BRR R

WRoe J1# K4

MHE KT IR RFERFREFRFFEEYR R Hd%

A A NPOYEANIRER Rt 4 — RIEER

WAL R UK RFFEE AR BN e Bh#

AH EE BRRFERFGREFRUIEEHETR I GEAT

BINESRR BV 7 U FERRPRFEEER AL A~ —h— - B0 1Hily #0%
IR RIE AWRE KPR PR E e - (RENENY  FHEBI

R EE ARMEEAN B SRS E AT AR R AR K BATTE R

A, BFSEHEBY - FEHIERREZ D NS EHMIFEEOMERZREOELRDL LA AN ET 2,
B. K &
1. MAERBEZM LT — g v 27 ADEH
2. M RBFHEZLFT IR 5 R RE~D Y 1 7
1) GCA ORAY M5 48
2)  AAV O _EAGE A AGRE R O 9 BESFFA RF I
3) PAN O RERZE & B E BRI DI BRI R O FH
C. AERHE
4-5-1. MERFHBW P ALT— g v AT ADTEH
20194E 6 H 28 H LA IDERAR B £ TS5 thD a LT —3 g KEN & - 72 (V0025
~VC029) , VCO25~VCO27 X5 ¥ A, AilEIRF Bl L 72 VC021~VC024 I DNZ A [H]10D V025
~VC027 ZN—F % VAT A ML, HESWMRE TEE L,
a YT —3 g UER] (T06) @ Case Report 2% Modern Rheumatology Case Repor IZ
BREINT,
a T —3 g UER] (V024 & VC026) (22T, 11 H 2 HEHEDE 24 [A] H A
EIREAFJE 2 CL EGIRET 21T o 72,
I8 2RI EL SRR FT RS IS T 2 R RIE~ O AT O\ T, TNENoER 2 U —
XTI N—THEELVRET D,
4-5-2.  GCA ORIFUMERE (il : EE)
4-5-3. ANV O EXGEARIRROREL LR GRE - EIR)
4-5-4.  PAN D JZ§HRZE & B G EIIRS O B P HRHE OFIE (GRS« AHD)
D. & £ HREEEEYEEIN TR, BIILERIh TN D,
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4-5-2 GCA OXREMERE

WFoEr A K4
WU M (BRI TE e R 2R E AR AR A A%
NS R - WA RFRF R E R SRR B IR il e B

SR iR TUNREZERFBEE A e R BN IRl Bh3K
Bl R BIRNFRABEE R SRR RS SRR
A BT EHRE R PR PR ER AR R AT 2%

Ao WFERAY  RIMAE RO T, mEBIRE & BEAfatEEiikk (GCA) & DRFENRE L 72
STW5, ZORBEOWREICET D20, GCA O KRAMAE I O ELIRR AR 2 ] 5 2N
THLHZEEANET D,

B. 5 E: @EBARK L GCA TIX. ZDEFITHIT 2R III 6 ER | JREAMFHIITE
HR D HHBLZ £ 5 A 2RI M A R OS2 U, KB 2B Dk 0221303 L b
B Cld7e < RELMAE R ZE ORI Z R 22 8RR EE L B 2 b b, 4Bl GCA OKRELME T
MG ERETT 512 H 720 | MEEENRZ 1L U & 3 2 BN O SHBN R A B 72 GCA ¥
BHEATDHZ & DIRHHARRERICHEER S, GCA DM EBFHE DD 72\l DRER T, KR
XU & T 2 KEMAEFRE O FHAEAR D 2 ITHIRIEAR %2 A9 5JEH] (cranial GCA with
established extracranial involvement; C-GCA with EECI IZFHY4) ZINEE L. KA ME
S OFRRR PR S B & 222 U, DR CERE NN O SHENIR 0 A IR A R 248 2 A7 & 37 R
BICORIFE AT D GCAJER] (extracranial GCA; EC-GCA) OffkE L4522 L
7o

JEBI DU 2 7= o Tk, YAFEIEOIEE ST A IE R OEE R &, W O D k%
A FRTT v — MK VIR BEIE AR O G CoMR 2 iE T o2 & L, 2D ET
Lk LR OFAA A TRBER A A2, ZO%., IOV TOREMA T > 7 — MIFEA
T 5 CHIRIEHRORMZZ 1, IR CORBERIEAROIRMt A= T D 2 & & Lz,

C. #% R FRT v — MLV, C-GCAwith EECI @ ®[#2MED & B FEH)IL 3 51T, EC-GCA
EEXONDIEBNL 14 Bl o7z, D%, T BIEFEZH T DR % 5T L L FEF RO
P A CEMRFZEFHEREEZESORELZ T, MAEFEROKREZZ T2 OKREF
4452) ,

D. & £ AMICBWTHWEHER IR S D D C-GCA with EECT AH 24 5 5 3 45 451
bOHREMERH D, — 7 EC-GCA £ E 2 L 2JEHIX C-GCA with EECTAHM4ER LY 2%
N,

E. # G BUE. JEGIZ R ORISR ERIRTE R & W B ARE A ORI L TR, —
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