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GCA & AR E a7h— hIZE & AR E RO EREERTE

W E R B2 V7 T ERRE VU FRBIERT LV —NE e
HORERIRRIAS: AR Rl FrENEEEx
WFeE s BAEOEAEEEINR GCA) & = ZZBIIRAK (TAK) 6 225 « IBIROEREZ I 5T

GCA & TAK % BAFICKRIT 5 Z ENATRETH - 7=,

52 EHARE LT B & ESRE AT L2, 2007-2014 4E12 GCA & DV NI TAK L2 s, #iz
\CRIB R AT 0 A REEZ RIS LT 0138 BB GCA 139 44 & TAKI29 4 &5 & Uiz, &0 2 FEE DR
ET. GCANZHOWTHIME, ZRMEEMT LI A S L. RERNA %2 5095 GCA(large—
vessel GCA: LV-GCA) DSVEIRSIMET MR AL 725 Z & Zom Uiz, F0 3 AEFEHRAE Tl LV-GCA Z FAR .
B ORI KEWRINZ, 845 TEINRNA ZFEIEIC 3HEC DT D & 3BEDIRRISIEN R 1 |
LV-GCA D REFRIMAE /347 2 B U CIRFRENE 2 - 2 MBI DV RIS S vz, A 4 AR I [EIRR AL &
L T GCA DAYFERMENS 32 FES D ITGET S 4T AFROJEITE ZIMEE T 1990 4D FEAMEICE A L
THEY ., LETOREEZRFTT D720, Rak— ML FEREO LA RE LIz L & 2 A,
[AMED $ETAME M4 2 IR D 0Q fRI- D 1- DZJERY
WFze) LEE LT, HZE L BE L BT A LA —DFE R4 Delphi {5 TH— L. TAK & GCA DEAREL
e L VB AR OORRE TR BRI M) 7o TE RG24 48 L=,

A WFFEEE

KA AE IR DEHGELWT AR O 1) L PTREEDBRSE D
DY WORINBITHTZIRBIRITA BT A RS
7oy, REMAE Az &0 5 BAatisEhikse
(giant cell arteritis: GCA) DIERECIRIEFREH LI
BN > TR0 Tz, Fiz, EERA9IZ & R
EROTIIEE, IRRBAE, 168 BERERIZ T 72
TRRRRITHEST L TRn, BSE ORI A RIC
KT DR IBROFERRAEW ST D20, #HR
PERESEEORIIE S AR RICBIT DA
WFFEEE  EERVEME RAFIEPE (JPVAS: Japan
Research Committee of the Ministry of Health,
Labour, and Welfare for Intractable Vasculitis)
Tl GCA DRERULDO LMtk Hlr & = 43— MFsE
ERIM X E AT LT D, ABFFETIE JPVAS 12
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[ZOWCOBERE 2 LT, GCA [ 72 B ERIE
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KT, U O~FHZHARIE CR) OB, Bk
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L) TR S/ GCA JBF 119 4, 134408
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. TORHER Y% 2 v 7 AWFI AP — RET I
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AN 3 AEFERATTIE, W& 119 44 GCA D 9 BHAIIJE
LV-GCA 68 A\ DWW THRT 238 Z 72 - 72, Group

1 CREIIRIEZE 72 L, 88 TEMRIBZA & Y 7 LV-GCA)
2394, Group 2 (CKEIRIFHZ S Y D LV-GCA) 7% 49
4. Group 3 (CKEMRHZZ2 L. $HE TEIRFZ 72
LD LV-GCA) 73 10 £ [FE S 47z, REMRIAZA 2 1
5 LV-GCA (Group 2) D XM L IHERA B L O
U U~ FHZFRROBE OB, o 2 BFEI
RS TZA, BRI E TR o7 (3 1),
Group 2 ClX, 49 #iH 36 FIASKERK & KERIIEL
DO FIIEZG LT\, =R T A VIREOKE)
e D22 281X, Group 2. 3 (ZFHLFH 18.4%.
30.0%) XV Group 1 (55.6%) THLBESH
(G2, BHEOaLVFazxTaf R (FL K=
Va AR <bmg/ H) R E TONLIIRIL 3 B
THRHERA BRI R o T, N—R T A D A
N R L& — MEGSRIL, Growp 1, 2, 3 TENE
0%, 24.5%. 20% CThH o7, AWFRRHKI O
Bidlehote, 2EMOIBHRBGE R B DOA X D
PRERHIBERE 1T, Kaplan-Meier fifAT C. Groupl T
11. 1%, Group2 C 55.3%. Group3 T 88.0%. A X
> MEAEFE TORIL, HHECHEAZRD (X
D,
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GCA D 2022 Ty FRHER 82. 0%Nwi 7= L, 77. T%

PSELS A8 DR HLYE (1990 4R R ILHE) A2 L
720 TAK 27— KD 129 ADBHIZINT, 2022 4F
By FAIMEIC K D GCA DRFRFEIT 96. 9% TH Y | J&
J798 DR W HHE (1990 450 HAEEYE) 12 L % GCA D
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1. 2022 4EETHEHEAEDRREE 5. 9% 69. 9% |
F U7, BHEBIRKD 720 GCA31 A TiE, 13 A
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. A= T, KERAZ & 848 TR
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1 HARAWHE LV-GCA D2 S

Group 1 (n=9) Group 2 (n=49) Group 3 (n=10) PfH
£EH, mean (SD) 70.6 (7.3) 69.9 (6.7) 73.6 (8.0) 0. 842
ZeME, % 77.8 69. 4 70.0 0.878
SHZETEIODRELR - 18, % 66. 7 55. 1 80. 0 0.312
PR, % 33.3 30.6 50. 0 0. 498
CRP at baseline, mg/dl, mean (S.D.) 3.5 (3.5) 8.0 (5.3) 7.6 (4.1) 0. 248
PSL #J3#% G-, mg/kg/day, mean (S.D.) 0.59 (0.23) 0.77 (0.24) 0.75 (0.31) 0. 743
A NI MTX A, % 0 24.5 20. 0 0. 248
FERFEIRE MTX (A, % 0 24.5 10. 0 0. 167
AR CY T, % 11.1 2.0 10. 0 0. 309
FSEIE CY EH, % 0.0 2.0 0.0 0.821
BN AZA A, % 11.1 16.3 0.0 0.374
I AZA B, % 0.0 4.1 0.0 0.671
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<2 KEWRIHZEADF GCA DOmifgAT L

Group 1 (n=9) Group 2 (n=49) Group 3 (n=10) PIE
BE TEIIRZ, % 100 61.2 0 -
RERDESRZE, % 55. 6 18.4 30.0 0. 056
RENRIE, % 0 12.2 0 -
FESHEIIR, % 44. 4 38.8 40. 0 0. 950
FEHEIR, % 33.3 36. 7 10.0 0. 257
FESE TEIR, % 88.9 57.1 0 -
FHEE TEIR, % 55. 6 51.0 0 -
FATRER, % 0 42.9 0 -
KEWR, % 0 69. 4 0 -
AT REIR, % 0 69. 4 0 -
NEEREDIR, % 0 73.5 0 -
HEH IR, % 22.2 4.1 10.0 0. 150
FaeHEIR, % 33.3 36. 7 0 -
IR, % 33.3 20. 4 10.0 0. 454
FMEER, % 33.3 16.3 0 0.143
JFEIIR, % 0 0 10.0 -
EEIR, % 11. 1 6.1 0 0. 584
HFEIIR, % 0 0 10.0 -
HAEIREEIIR, % 0 0 10.0 -
TR, % 22.2 10. 2 10.0 0.579
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1 LV-GCA OMERME DA XIEER SR B & B#Ed 5

------- Group 1: XEIIRZERL,

Group 1

n=9 BB TBIRREHIOLV-GCA —i—

—Group 2: KBIIWRZEHDOLV-GCA

n=49
-—-Group 3: AENRHRERL,

z

n=10  HE FEIVRERLOLV-GCA /\

Group 2 Group 3

|

n=9 n=36 n=13 n=10
0 88.0%
S 1]
A P=0.039
;é % 0.6 *pz)%%‘g 55.3%
o8 7
% % 0.4
t% 0.2
& 4
2% 3 GCA & TAK DEGIRR O il
GCA(n=139) TAK(n=129) p-value
Age 73.8(7.7) 37.2 (18.6) <0.001
Age at onset >50 years, % 100 233 <0.001
Female, % 66.9 83.7 0.001
New headache, % 61.2 159 (18/113) <0.001
Scalp tenderness, %o 194 0(0/105) <0.001
Abnormal examination of the 59.0 0.9 (1/110) <0.001
temporal artery, %
Sudden visual loss, % 23.7 7.1 (8/113) <0.001
Jaw claudication, % 36.0 5.5(6/110) <0.001
PMR, % 41.7 0.8 (1/127) <0.001
myalgia/arthralgia/arthritis, % 56.8 20.5(25/122) <0.001
ESR>50 mm/hr or CRP>1.0 95.7 83.7 0.001
mg/dL, %
Left axially artery, % 10.8 12.4 0.680
Right axially artery, % 8.6 7.0 0.614
Bilateral axillary artery, % 7.2 6.2 0.746
Bilateral subclavian-axillary 21.6 20.2 0.774
artery, %
Left or right subclavian-axillary 31.7 70.5 <0.001
artery
Descending thoracic aorta- 23.7 32.6 0.108
abdominal aorta, %
Ascending aorta 16.5 48.8 <0.001
Aortic arch 252 574 <0.001
Aortic involvement of > two 27.3 58.9 <0.001
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lesions

K4 HEBIRROTEILYE

TAKEf#EAE

Disease activity domain(A-F)? 4X—J(CLBAEIR - BUREZS HEL P

A.
B.

@]

Mmoo

ONoUn,wWNE

ES=NE VN
BREAEIR
. 8 DOEEMEEHD

AEIK - R

2B

$HB T —_EREBhAR
OB A B AR

PhEh A

IEER R BT

BEnin

IRRIREDAR. BERR B AT

5 — KBRS

- IDYRZEDEIR - R
. RAEN—H—

BIfRATR

R EBEER RBEIEE

By RAOET . —BMRIMET . K. BRI ERR. 28, L4,
AR, BuitREE

MER

- 3REbE. FREARESS

- B TEARAEEROMER

- . BEE

ZOMOIME R (CKBAEIK - R

- FREPMEME

o LEXBAT. SHE T BIMMEMS. MELAE. EREBIHIVEE
BEROIRITIAIS JHK, 5B T EBARE MAIREF
RENRARFOIRZ CIER T 35T

DFOR R, FbSINE. FfiRZE

IEEPMEM S . BEtSIE. EMHTEE BfE

RS, R MRS A

« TEXBAT. TROIRMAIRSS. SBR

RENFACAHTEAE. EEARER. OAHEE

CRP, ESR

CT, MRI, echoll&2EIMIRAE . BIIRHLIRH DV (SENATVBDMETT/F IR
IR, BREEREE ORI, PET-CTICLBHAREDOHIR. 1
T-TIUCL DM ESFAC L DBRIRZE . BYIRALSRDD NI ARBDHETT
[FIZ IR

e o o o

Treatment / comorbidities domain

1 OV FI/R2

FLRZVOVBRE 10mg/BEF

a{IBRD;AE BRI, disease activity domainOERFIEEHER. EEESEENE Q. SEBEOMEIR - BUEE BURFT RCEHETOB R TEE
flicn 3. SHIE LD 6 HARINMSEIR - #5% . ERPTRENBILLAVWTRIGUILS S, IX-—SEEICEBMRLET B,

#5 TR BRI T T IBRI T D IR
Overarching principles (EEfT, 2&EICLDIVE=HENSEIZE)

Delphi457> R

43 F T  SD  mini  max

1. BELFEBECHREOOEARME RODEFPREIND 100% 4.91 029 4 5
2. BHAOSEBEME 1FROBREFFIARME XD

EBRERBEETHD,

3. BEAEER. #HFIBCL T, ARME X BARHDVIZEH 100%
OEWERICL3ERIEE DRI TZ &/ \RICT HEBIET . °

4. BIBREXTOMR (GC) DREICLDGCHORIERD

100% 4.86 0.34 4 5

491 0.29 4 5

R GCRECLZAEMEROBIREENICHD 100% 4.95 0.21 4 5
23 PEE DEATICOVWT/NI D RZEDTENRE T HD.

5. BmELDAENEBOERE SR T, EER
SRR T B AT ChB. 95.5% 4.95 0.21 "5 5

| REMEROEBIECHSER, KBMELDIA—I(C

FESER., NNESOFERICBIEL L EHHER B IS, 86.4% 4.68 0.63  3** 5
BHOBMRICLZF-LERZLELT S,
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F 6  ELENRI DTN BARERUZ T T2iafR 7 L= ) KX L

ABMEXR T2T7IIVZL

TAKERZI

1 GCs+ GRS

1 FERBEER

(0.47)

disease activity domain

S > . A s .
) HE R o S GCsERRL PSL]@%‘C‘lOmg/EIL){"F

BEE 95.5%

| No mERFER

Z37 4.50 (0.58)

l

l

EBNEDRRRAEIA, ERERDD.
HDWIEERPT R DEITZ2309 5.

E BN DERRAEIR D DV IBSHE TZ R VDY
ADRE THRADDONRNWCRP_ EF 25853

l

yarzas(b
EEE100%
mean score (SD): 4.59 (0.49)

l

BRPRfEE, BJRERSPET-CTZ = HICERFT R, BRIMZH]
HoFEERICHIRTL T, SEBNEET.
100% acceptance, mean score (SD): 4.68 (0.47)

| sEmsn | smmenL

=yt NIV FIA REfEAgss
95.5% acceptance, mean
score (SD): 4.59 (0.58)
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JEAE T BRI A
HHAMEIRBBORITTEH 2
HHAMEME R OEROKYE « BHQLIA LICE 3 D HFERE

SIS

RN 4 AR

REMERL R M) —HIR (REAEHEIVATRE)

WHERE IR

[ LRSI Febe s s 3. %

MRS

— MO ZAT o T2,

B ZERRII IR O CHAIRIZZ N, AFITISIT 2 2007 454 A D 2014 4F4 H £ T
BBl mZCEIRSE L 2 ST BB KO LIRIRIL A 1T - 7o B8 ORFRARHEE K ORI
WTHERFHRINRG 21T o T AFRICIIT 2 mZBINRKBE 1L, TRFEBHLG 2 FELINICKY 9 B2 — B
BRI LWV, TEREREIC W TR I L2 2213580 biepoTe, $£72 201544 A
5 2019 - F TIZHHUC LIRS L BB ST BE ARG T H LA N —i5EE{T-o TV 2k

A WFEERY

KIMER DO E DTH DBk (TAK) 1%,
PIEN RENIRF L OZ Dok, Bk, Bk
(AT RBIMER Th D, IERITIZETHY . =
5b0E LT, 2FORE, MERIZE DK
& MAERAE - PAZE - R CTh D, RIEDEERHE LT
% b MREFIC X 2 A HlEaR iR B 850
L5, MHROPTHEAFRTIL K BEEITZ W
ESNDM, AR TOBWOERE, IRREZIT T
% A DR RHVRHECSTERBUG 72 EIZBAT 2 s
AN

S bIZEMutEENRZ (GCA) & DEEG BAH
SN TELLEZATHD, HATIEGCA BEEIL
DI E SNTETTZOARFMITIS T D GCA B &
TAK B DOEFIRAVRFHECCTRIR UG B2 Holgei
e Lo i3 iz,

AW HENE, AFUZIT 2D TAK BE DB -
FEPE A RHMPIRIR D FEBEICOW T 5 2 &, %
TEAFRICIIT D TAK B L UVGCA BBE D a7k — b &8
THERTHZ L Th D,

B. WL
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AR I % LRI BFE DEEAR B D FERED U
THET L7202, H%AME LUR N —IFREAT
ST, W8T, 10LAET, 2007 4E4 H 1 BD
2014 -4 H 30 H £ TITHTZIC TAK L 2lrsn, A
TuA REEZBM LB, H25UNE0. Smg/kg
DL B2 BRAG U7 R, Ak & BRAG L 7=
FEGI kG E L, BRI HRAINEE LT, INESh
HRRIE#HZ b &2, TAK BE DR, 1B L O
TRIRSSEDBLRE L OED Y 2 7 K778 L1200
TR L7z, JERDMEEZ2 < 6 22 H UL ERGE L4
B TOIERITHEIE & A28 URBIREIEIE 20,
L& L, WESNIZERIERZ S &12, TAK A
F OGRS, 1R L ONEEBOGIED BRI LU
DY 27 HF 72 EIlTHONTHE LT,

F-TAK & & BT GOA 2 ETe R M A& S B % %t
Grl LToRimE LY A MY —if9E 21T -7, 2015
471 H2S 201943 A 31 HE TITHZIC TAK
HDHWIXGCA Lo BEExgel L, BER
FREATU, ERIRTE 2 IUE LT,

(i ~DRLE)
AT LD 6 b S ILREITETH Y . EE



R T 2 HURERRCT: X O LRI e
AL B TOKR Htoéﬂﬁmﬁﬁﬁ_
B L CIIR A E IR TIEA T R 7w MZ X BRE
7, B EHZETIEEmIC XL D REZ/7,

C. WFFERER

FTHRAMEHIETH DN, MHERESARIL
7242 32 fER%X D 9 26 Jitigk h DR 185 44 DB
ﬁﬁéntoﬁﬁént%%®5%%ﬁﬁﬁfﬁ%
ZBRAE L72 136 4ath, ERIRTEEAN N2 UTER] & B
ShL. 129 44 & fiftt LTz,
SRR 35 T, 40 Ll T3 90 4 T4
RO T EZ HedTe, ZetEDs 108 41 (84%) Th-
7o PWMEOMER E L CiE, 38 FELL EDIEE 42
B, EHEEESCSEE, (RERD A 86 BINZHE
DOV, FHROHREFRE ., AT & OBEBTE
PR3 30 51, ZEEBIRSC b FIGREIR, RER R .
EHES 72 & OREWIRBHEEIR)S 105 FlZFR® B
7oo BRMAEMEREIIEDS 7 61, firEAs BT S 25 4,
TEBMERRGR DS TR ENENGRD bl
MIEMRES G, HImEREZ, &, K717
MfiE, CRP L5 (6. Img/dL) . Muikriik

(7T6mm/h) | 5 1gG IMIEDFESD HAL7Z, HLA-B52
V%, RIS 60 il 38 B3k, HLA-B6T7 IXRIEFH
50 i1 3 Bl G T o 72,

D a— 2T S 114 B 5 B KBRS
ANEJEDS 34BN, A==ARAN 16 B, Fo BT
HON 10 FIZFED BTz, A LVEF 12 63% Tdr -
7o 1R CT, 352 MRI RCFHBNR— = —, FDG-PET
(E72ILPETCT) 72 EDEX VT 4 ZHWT-EE
A CIE, ZMEER (88 41) . AZEENR (81
B) | ZEEEE FEIR (80 #) . KEWMRF (74
B . FATKEINR (68 41) . AT RENR (63
B | REEKENR (67 41) | BuSEERK (48 1) |
FEE TENR (45 61) | EEiR (2341 | AEME
iR (16410 | MBI (1561 . HEEBEINR (14
Bl) | AHEEBEINR O F1) DA A B DD 5 S
AR DIV, R O CIIEEIEERCMm AR

ZEDSBEE S < FED BTz, BRI T < Do 7
e Bz, PET W 1E 53 BllC DA T S =73
FA T DB 1T~ T2, AR, TR
20 B, 1Ta 7 21 ], IIb 78426 31, T1174 14, 1V
3, VARG ], Tdholz,

YHERRFIZOWTIE, 7L K= O RE 5-
£ 36mg/day (0.67mg/kg/day) . AF /LT L K=
Va L REFET 11 BNTHEAT S 47, Sl
B L OIS AR 81 Bllcie G- ST,
MTX57 3], AZA26 {3, TACI2 {5, CyA5 5], CPA4 3],
W2 BlD$e 5, F£7= IFX14 1], TCZ12 BlD$5-TH
27,

R ERI B ARSI T, TIT AL L TV BT
FEBEE DN D T2 o T 1= Rl L7 o 7, T8
ITa ¥, TIb 7 VELZIBWCITEMRRICETZED S
AT IBRIEBRAG 12 0 A RIZITWT oz sy
TH 8FILL EAVEARIZENZE, 104 8 F TIT 119 B3
—FEITEARICRE L Cus, TRIEBALA 24 % £ T
\ZEfRA R L= DIE 107 ], Z 0 5 LA
52 itk E CHEMMPHEFRF SN DL 7L, ZDH
% PSL10mg/day LA T Z 2% L T e DX 51 i T
STz, ZO5LHID 5 HIRWRELA 104 W% £ T
PSL10mg/day LA T 0D % £ FEMFMERF 2Rk L Tz
1L 3BHITH-T,

HLA-B52 Bhth B et Ic BV CEfREE E
CTORZ IR H o7 (P=0.0527) , F7o%
FEAFHAS 40 1 LA T ORETIX, FIEAISI Tl 20
F.o30 F. 40 FOWTIVTET LT EAFERR
FCICET LHMICAE B EGRD b o T,
RENRPAS A BRES PFOAHE, W17 b Sz il
R DA I T b TR E TIZES 5 IS
HERZETRO SN T2,

R MDS (2 LB FE 14, HilESsIE 1 B CHh
o7z, F7- Bental l fiiffifTi% 1 i, BB 14,
FEBOEMIMEIERAED 2 ], =2 —F T AF Affik
21, IV REGYEN 2 BZERD BT,

WICHIAXBRERL VA MU —ThHHH, mHEEER
EAGREINT-A 34 Wik D 5 B 29 gk h> & TAK70



B, GCA121 BDAEF 191 4 DEBEDIBER ST,
SEHIFEARHRIE TAK36 ¥, GCAT3 F CTAEIZ GCA
DERTE o7, mfE, IEERERE, FERE, B

FIED AR GCA IZBWCHEIZE -T2,

BERREER & LTl KBIR - KBRS 19ZE D
FESROTEEEE RIS 13 TAK THE T2 (<0, 01) D
(2P L, SHSREEEERNZS ., EREARER. U v~
FHEZIRIHIIED B P CCA THEIZE -T2
(p<0.01)

R CT I 9 FILL E T T T Y | PET-CT M7
DIV r—AN 50~60%E . WTIOEEBTHITH
Tz, D a—LHERT = —(3 TAK EH TH
B AT STV (p€0.05) 23, fAISHBIR T
o —OMEEBIR AT GCA THEICE S MifTENn T
W= (p<0.01)

BB PFE T, TAK 1 VAN 43%, RN T 1Ta B
D3 2T%72DIZKE L, GCA TIE VAUA 50%, DU THr%A
ANREDN 28% Td> > 7=, HLA-B52 [P TE TAK 75 56%
& GCA (25%) ITH~THEIZZ ) -T2 (p0.01) &
HLA-B67 (22U Tld, GCA BRE TR ITO LD
BRI T, SHREIER SEMOT — X OIEE & fif
WraED TN PETHD

D. B
LRIOHBAME LY A ) —ORahE, AFRICE
175 TAK BBE DGR OWT, ShaikdtE e LT
DL A N —FERTH D, KMENRLL, 40
UL T CRIET 2EIG M%< FPEk e LTide
HIERSORBEWRBLEIER DN E & A EOBE BN T
D BTz, 2000 FARUT T2 o THEGHRA DA
F 0 IER CT, @& R, A EERICINZ, FOGPET
(E72ILPET-CT) MERRTHEHTE S L 51Tk
V. TAK BEOEGREICB O CRFNCAEHTH 5
ZEWRMER T, ERLOEHRBEEE X T, AHICEH
15 TAK HBRE BT TIT R, VISR (2D 7
<\ B~ KERFE~SE TENRICIRZA H VD OIiE
BINZNZ LRSI, WThopilick
WTHIBRBALA 2 4FH D 9 BITIZ & A EOREFIA
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fRIZA-TIRY . WIHNEROAIMED TR S L7,
HLA-B52 DA HENEARIZ 508 % - 2 2 ATREMED NI
ST, FEBHED D72 SRIEFHEA S LT
DRERIPUEETH D, B THEEIIE & Slnds
FELZ 31T DIRRBUGHEIZ B U Tl L7e vk & 7222
IXEBD DI o T, FiIBERR T EE R A
FEIXIZ & A ER8D DIV T A B LISER] S 7
ST Z LD REWDPHER S, B ESRES
TOREMIZDN TSRO BRI D,
FI-RIAMEMIECIE, B4 FM O 9 BIChEE
191 b ORGP TON, W2 &z, Zov
DA N 2T GOA FBEEDS TAK BF L
Lol Ch D, AFRTITTAK 284 < GCA BF I
IFEAENRNE IR TV, D7 il T
I GCA LTSN DEBENELL Mo TS, AMA
AomElnb & & HIz, iR ER EHH &
LTETFOND, 5BIDLIYA RN —&H EITK
RO TAK & GCA BB DAF7Es S, R D
BLE 2 BTSSR RE ORI T L WIRF S D,

E. fam

AFRZIUT B 2007 45 2014 4R Z A F TO TAK
PR DEGHRAG &% RN IRAT LT, 1F & A L OIE
B CIRIREIAAT: 2 AELIPNICEMICE L TR Y . 1A
DOEZEMNPHER ST, F72 2016 D 2019 4%
TOFHBLTAK 3 LOVGCA BFEZBER LI LA R
—EAEE LT, AR TEMOMAT S ZE O
RS S D,

F. faRE Gl
BALP

G. WFFEFE#R
L. GRS

(im0
1. Sugihara T, Uchida HA, Yoshifuji H, Maejima
Y, Naniwa T, Katsumata Y, Okazaki T, Ishizaki J,
Murakawa Y, Ogawa N, Dobashi H, Horita T, Tanaka



Y, Furuta S, Takeuchi T, Komagata Y, Nakaoka Y, H. R PERED HIRE - Bk
Harigai M. Association between the patterns of BAYP
large—vessel lesions and treatment outcomes in
patients with large-vessel giant cell arteritis
Modern Rheumatology. 2022 Oct 11:roacl22. doi:
10. 1093/mr/roac122
2. Sugihara T, Nakaoka Y, Uchida HA, Yoshifuji
H, Maejima Y, Watanabe Y, Amiya E, Tanemoto K,
Miyata T, Umezawa N, Manabe Y, Ishizaki ],
Shirai T, Nagafuchi H, Hasegawa H, Miyamae T,
Niiro H, Ito S, Ishii T, Isobe M, Harigai M.
Establishing clinical remission criteria and the
framework of a treat—to—target algorithm for
Takayasu arteritis: Results of a Delphi Exercise
carried out by an expert panel of the Japan
Research Committee of the Ministry of Health,
Labour, and Welfare for Intractable Vasculitis
Mod heumatol. 2022;32 (5) :930-937.

(Fn3Cam 30)
WNHRLC, &R, AARERR, BIEGRE G8
SHR) IIT . 2022 4, p248-253

2. FRFER

SFHVEM, RARYE. NHE BE SEEIRKRIC K
DSR2 %35 optimal treatment [ ?

%5 5 EREFNIRE RS (L) 20224F6 A 25 A
AR, NETRE. FHVEM. RAES, 7T
P, MEMsE . RESCE, O i fnlE
72 DRk A T2 £ o T BEIRpAE &1 5 S 2Bk
O 2 JER. 5 63 [B] A ARNRE P 7 s (Bk)
2022 410 H 27 A

- NHIBEC. FHMER, RARME, MAESE, TN
WS, MEMIE T FiE V. N—F = v MEIZLDY
ERMASIE 2 & 72 L2 161, 55 63 1] H AHRE
TR (R

2022410 H 27 H
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R T BRIt
HHAMEIR BBORITTE H 2
HHAMEME R OEROKYE « BHQLA_EIZE$ D5

Sy &

RN 4 AR

BARERZRAV=-SREBARXICET 0%

W RE ik oo

FHRFPRFBAE IR, PR S

Gl

U=
QL) 2SR EH TN,

HEY . mEERE (TAK) CTIEARBME N X A — V%%, BEOHSERCATE DY
FRHIRER BLOELR]) To TAK BE DR L 7 7 OFHBE AL TS
ZEERAEME L, KEWREET — X A HWTH A= L QUL ZfffT Liz. 2013 4D B ARDFFER
BEATEZ (h = 2013) Z2HWT, TAKEBEEDHF A=, Ni#E, £ LT, 2Rz L
7o FER, FERHIEAREVNEE, - O - IR - BSR4 A=Y OBERE L, MHEERRRT
bole. HEBFITBWT, FIEFRS LB VEMICH Y P =0.062) , KEWRFEGR (AR) OF
RN LV EmS (P=0.032) , ZLC, M#EENRRTHo7 (P =0.006) . ZEEMHTTIE, It
EEARRICEET LR L LT, AR, &t BREE, BMEn S, ZtRE oM
FIXARO LMD EN L FEITE D o7, RIS, BHEEE & —RBMEOR CRASRITR 2
BTz, 2otk TAK SV TRIE RN O D5 ) 2210 & SR ECTh 5.

A WFEERY

Bk (TAK) (335 etk % <l Z 250
WHRTH D, T E TITHRIIN & ialRaso 7 2
— UL OBFEPSE S TE 2, R CE
BUE L TH A= QL 2t LIS 13720
7o, Fiz, ZAVETTAK BE O QOL 23—k Azt
RTRRTHLE VI WETD -T2, BIEEE
DB D72, BB & 2fEEFE D QUL
DENE R LT 13 e 0o 7.

Fore L, MRHIER] (BRLOELR]) To TAK
BEOIREEL 7 OFtHELTHZ L& L
L, EERER T2, A1, 25 VFESORE
FBRMEATIAEE (n = 2013) OFTHLIS L UMk
FREBE DT —H EHNT, TAKEBEDH A —T L
QOL ZHEEER] (BLOBELR) (TR LT,

B. HFZEJ51A
HARDEFEND,
TEEZF1F D TAK BB 2795 N GETHIE SR 211

2013 HFE DR EE TR

34

N, HEGCSEREF 2684 N) OTF—F &= AF LTz
T IIAARD 47 B 30 A BRI S 0T
2. ZTNHORET-BIE, 2008 FITETE HANE
M RAFFEBECHERK L 72 B 25 7.
fkfe e ik TAK FBEE, RIS CC, R
BE (6 F) , BIEE (520 4) , EEEER
#H (020 ) O3IFHINT BN TR Shiz., —
EOMEHIIWNTIE, Mkpescsk TAK BE1E, W
HARAY 5 AT < 43T HAVTRENT S 4172, 2013
EORAR—AD EHAB 2] DR
ROT =2 TBIFHGTAR—L— (e-Stat) 7>
LA m—RLT.
2X2ATHNITRILSND T — X I H A ZFRRE T
BRESNIz. 2 BEOT — X Tl Student t FR7E
T ol SEEMITIIR ZHNTTo 7.
(B ~DHBLE)
FTRCOBABRE BLOVNEEREOR#ES) 1%
R EIR RO HFEREC T — % ORFFEfT I DWW T
ETHEL WA, &b, o7 —X%fF



F LTRAFC DU TR - BEERSE
B - EOMEEEROEGREST (R1990) .

C. WFFCAER
1) 7= V—=7
TENFHAEZED TAK BE DT —4 (0 = 2795) %78
LT, T =2 ORISR B HRERE BRI
L7z, HBBEREE O IR IR 2 Ry EFIA
BV, BEREERUIN TR LT BT &5
ZDNTZToDBA Uiz, Bl (6 L OWMkRE) Bk
BFE O FINTIIEFMDS 60 ik 28 2 DIEGINE E A
Tz, AREITEFENSIAEL, RN 7
TAK BB QUL OIFFEE Hi & LT\ D728, FIE
AN 60 1% A8 X DREBNIBRSN L7z, R,
2013 N CHTHIERGRRTE 76 N, fkbeeskiBag 1937
N) ZiE U7z, R, RIEE =
273) , BEHIEE (0= 766) , HEEHIEE (=
898) @ 3 FEIZ/TT Bz

Q) BEOHAT a7 7 AV

BLIIH 91, FERHEENL 5.7 £ 16.97%
CF¥) £ S.D.) (6945%) , FIEFRmIL3L4 £
13.3 % (0-607%) , WM 20.3 £ 13.34F
(0-704F) Th ot LMEBEDOHIEFHOE—
Z1Z20RICH Y, —F, BYEEE ORIEFHnITS
PRI ENTE Y, b OREFIXATERR
A (Watanabe, Circulation, 2015} DFEF:E—EL
7. HEBEORIEFE (3.2 £ 13.15%)

(060 7#%) (XHVERFE OFRIEFMS (33.1 = 14.9
%) (0-607%) KV bEWEMICH-T- (P =
0.062) . ZetEBFEOFIARMER (52.2 £ 16.9
%) (10794 75%) 1T BMERE OFHER T (47.2
+ 16.35%) (6-787%) LV LHAEICEM TH-
72 (P <0.001) . WxIiT, ZMHEEORFIRH
(21.0 = 13.44F) (0-704F) | XBMERE O
IR (14.1 = 10.74)  (0484) LV HAEIC
EMor= (P <0.001) .
MAESHED 3G/ 5 — 2 % 7 —T L LT 8%
SVFECIE, Types I (16%) , Ila (21%) , 1Ib

35

1% , V @7 2EnoT-. REREEIERIOAER
& WA T LA AT LTRSS, A IR O SR
(3 L OISR AT K DRSS 35 K OWERAT .
OBEE) IEREHIMOE SIS T T, @< b6
Mz Uiz, —F, 2FER G 2 EREY)
DAL, RIS EWE S 7.

(3) 1B

BB DB AT AT, BrUsEREE DF 90%
THE LT aA R (60 MEDILTEY, iy
7L K=Y 34.6 mg/day NEH ST 2. GC
MeRFR Gald, BRI (5-20 42) TF¥H 7.8
mg/day & LIS Do T, SarE BRI,
BEUBE TIX 15 hE T LA - 7228, B (<5
1) OGRS TIL 43. 8%72~72. ZhH DI
WRIZ &> THEFAESR & CRP Al S vy,
RN RWNNZEE, FREZT - AOEIGH
BTz, FINOAEDTHE & -7 1868 il H
B 24441 (13.1%) OBEDN T EZIT T, 179
BICTHAFRAS GRS TR Y, TnbiL, Dk
TAF (38.5%) , KEARO T (34.1%) , AKk§Eh
WRFAlT (24.6%) , ZOfh (2.8%) (27T b,

(4) 2 A= LIt

AR DBRFEIE, SHTHDEEREE TR 2007273, #EIR
MR RWEE T 00 < 72072, MRz & 137k
& RIIRBOBEL, FHBEREE TR 10%72
2, FRHIENRVEE TR 17572, K, &
MR, BRSNS, RIS R
WEE @z, MREEDMATICINT, FEmH
FUTIS UC TEARHIRA2 L) (Level 1) OBHEEN
K< o—7, [HEHRHY, i)
(Level 2) & FEoAIT#EH Y | (Level 3) DIH
FEDNE < 72 o TNz, FERIR 5 AR o T i
Hrcd, RIS U T, DIEX A —Y O
EREL D, Levels 2 & 3OHEENREL 2> T
Y

TAK 247 5 BIEEE & LEBEORT, ¥ A—
OB LA I LT, PR (37.9%)



IZBWTHERER (20.8%) LV HAEEICAR O
FEREN-oT- (P =0.032) . BIEERE (18.8%) I
BWTMHEER (12.3%) L0 bAEICEERIE
JEOBENE -7 (P =0.021) . MEEE
(5.9%) IZBWTHMEE (1.1%) L bAEIC
Level 3 OEENE D ->T- (P = 0.006) .

(5) BT

LA RN CIE, MEEARRICIEIZHET 5K
T-L LT, daaResn, oMk, MM, BREED
s, ACFHFETLRT-L LTAR M S
. METRRE B FIT+ & NTEE) I2%F
B 5RT-E LT, EifmPEORER, KEIRES
R E7I3fBED |, B sitsnez. A
(A5 HRTF- & U TREgimhilEeE st S h
7z

(6) 2=tk

FEEIRIL A T AR B AR 2o CTREIT L 7.
PG DR 20003 NBEH Cho 72, FEsp i
MEWIE E(EERET 21T > T D EEHE OGN
WU 7-. A7 Z 21, T O TRl
FOERIL AR CTH Y, —J, HETRE (F
K) DEIGHREoT.

TAK 2453 % BB & B Crha iz b
Lzt 25, BHEREDOT N EREE LY bE
REREL, —F, ERECIIEETRE (E
R) OEERENoT-. WIZ, TAK 2H3 25 B
(k) BEICRT DA HARDO—f Ak
(Zet) 2B DAL i L=, 1 FFE T T
OARIZIBNT, BB OBERAEN A D&
PREICHEARTHEIED o 72, RIS, Bihssg
&0 B L ORICERRDO TR D > T2

D. &2

AMFFRIZIBNT, ZROEET—Z 2 HNT,
TR CRANE L C, & A — U0l REIFROSE
FERFRRIRNIG U TEm D 2 E &3 A LTz,
WEOWETIE, A0HE GEENRHE, LE0fF
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SiE, MEBE) ZfED BFICBNT, b afEb
BMOEHIZBNTEY b, FREICERHHARN
LW Z R RSN TEZ. £, RIS —
EHIF L W &3, AOE (BHEEIKT, &)
fIRHE, FHEINRNAS) OFERY ZAZRFTHDHZ
EITREINTEZ, 61T, WM E A —Y

(Takayasu Arteritis Damage Score) 73 B\ EHH
THLENWIRERD ST, AAFGEICEBNT, IR
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ANCA BE;E I & X DM EAENET D #EfR - 1RET
T AN IRFER/FRINY O FERIFNRREE L DLEK
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FoOET
s ambe U v~ FRIERE

MR FRIAE e
IR
VU~ FRBIERARE %

FORBRFERRT: BRR Y v~ FHRY: Zd%
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AR 2o T3, BREDER

ANCA BHE /&2 (AAV) DJEATEE OBMEHES | KIE Y v~ T2 (AR) /FKIMNY o~
T2 (BULAR) OFFMEL L U, dGTOMEM A MG Uiz, JEAFEE OB FEHES EGPA, MPA,
GPA DIEIZ 3% & ACR/EULAR OFTEEEZ S HSLHE L U= & 2 O aMRER SGE LT, e
BEFHZ L THERDEENPHIFFTX D,

A WFEERY

BER ERBORE AN LTV D EETE)
B OBMERZRIME R MPA), ZIIME RN
IERESE (GPA), AFFEERYEZ & ifn 48 2% 14 1A 25 e
(BGPA) D2 W BHE D 2 4 M D RREEIFA T 4L TV
7200,

2022 FFIZT AU BV U~FHes (ACR) /ERINY
U~ F4y (EULAR) 75 MPA, GPA, EGPA O, [EE
WHE TS 5 BB A EN R R S .
Z D3 ACR/EULAR S E AL EDBHFE 2 B & L7258
DOVAS 121, AARNEM BRI TNDTIZD, D
Z3[E 0> ANCA BEEIMAE S (AAV)  FBAE ODRFEDN Sk <
NTWDZ ERMIfFENG. ZhETlT, FHxld,
AANAMVEEMZ x5t & LT, HERIEZEMFIETHW
LT X7 LAY X E Z D ACR/EULAR ks
YD HLHRFT 21TV, B AE T RRER 2D 72
KRB &, kDT NTY XA TIHGPA &S
AUCWIERIZIMPA &3S D 2 & 2l L7z,
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AENE, MW JEHEDOZ U PEDORRGE, B8 X OWET
DB 8 23 i 5 72812, 31 ACR/EULAR KL
EEAGTEE VHLW) FEVEZE bhiRat L7,

B. BFFE 1L

L. FT—H_X—2A

2 DORERIBLOR & 27— MIFFE RemIT-
JAV, RemIT-JAV-RPGN) D7 —% Z{#H L7= RemIT-
JAV I, 2009 4F 4 H 735 2010 4E 12 H £ TITHi-
(Z ARV &M ST S A 156 A 038k S,
RemIT-JAV-RPON {Z1% 2011 4E 4 A /5 2014 4E 3 H %
TIT 21 AR S Te.

2. ERERMZRL

AR TIE, ek DT —F X—=AIZERBI T
LEBD Y, JREE, FATT HIEERIE S, SR
HEATHERERIRR 2 (RPGN) ODAFAE, [Pk E
(ILD) DOTFAE, HFEEEREL, ANCA %1 7 (PR3-ANCA



F 721X MPO-ANCA ) , KA % AT AL,
Vasculitis Activity Score (BVAS) 2003 % Fiu 7=,
3. RHHE

ARFFETIE, BEE AV O LW KR L O
ACR/EULAR 2022 #ri¥EIZfE> THELE LT,

ACR/EULAR 2022 JEHED—H I H T+ ISRl ¢ &
ol losh, ROEHEZEH L

Birmingham

4. HEEHEHT
JE578 DR HEAER L UOWEZ e EEOKEL IO
KRELRE T, ACR/EULAR 2022 FEVEAZIRIEYEL LK
U7z, EREAEIET — & 04028 U T Mann-
Whitney U test F721% Student’ s t-test &\,
TV —EHY, WEIA FREE 1L Fisher
@Lﬁﬁéﬁm%%wfwﬁbt.mﬁ%ﬁﬁ
1%, p0.05 & L7z, T _RTOMEHENTIX, Stata
(version 17.0) &HWTEHEE L7z,

(f B ~DELE)

AWFFEIE, mEER R mEER S (2022-120)
DEREHBT, ~NIUFRESEBIN TAARICE
DR O MRS ([t THEm L. =
$~Fﬁw®7mﬁ:wi%£MT%®%@§é

WXLV AGRESIL TS, RemIT-JAV 33 J- T8 RemIT-

JAV-RPGN #BRIE, Kbt HRR Y hU—7

B R e B L o 2 b U (UMINO00001648 F5 & T

000005136) (Z%kgk L 7.

C. WFFERER

L JEATHEE OFUEL ACR/EULAR 2022 4F0>FLHE
\Z X D5%A

VHLW JEHECIY, EGPA #2237 3 RE2S 38 44,
SER2 AT ER] 50 4, MPA 2% T 7= eI A3
143 44, e 3RERIDY 365 4, GPA fifas i
ToIIERIDS 164 44, FEa2 27z 9 RE23 405 44 T
27z,

EGPA & GPA o MHLW g2 Hafe 2 B4 L Clii 7= 94iE
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Bl 5644, MPA & GPA OO J7 D MHLW ffgaz Mt A B
L= 4EBNE 71 4 Tho7=. £z, VHLW &2
FLUECIE, BGPA & MPA JE¥EZ B L Clili7- 3HER
23 39 4, (EGPA BE-2 A& i 7= 3IERI D 78. 0%, MPA %
2T 3EFID 10.7%), MPA & GPA JEHEZ HEAE
LUl 7=9ERIE 312 40 (MPA £E72 2t 7= 3 EA] D
85.5%, GPA BEi2%ilil=3IERID 77.0%) Th -7z
20 BIAS 3 DOEEZHAET T Uiz, BEkS
NIAEFID S H 10 N (2.1%) 13, MHLW &2k
Wr TR LI STz, DEARREERID 9
H, ACR/EULAR 2022 OFHAEIZ LV MPA &3S
34 DBETIL, RPONLSNOBIEREZA LTV -,
ACR/EULAR 2022 FE#ECIE, EGPASL 41 (10.7%),
GPAAT 51 (9.9%), MPA361 f3i] (75.6%) (Z/¥ESH
72. 29 N (6.1%) OB ARBETIH >7=. GPA & MPA
DS DEENEZA 7= LT IEFNIL 841, MPA & EGPA ®
7 OFEHER T UTIERNL 3 il Ch -7,

2. JESAHYE L ACR/EULAR 2022 £EHEEYE & oD i
EGPA @ ACR/EULAR 2022 FHEASIRHAEL LT85
A, VLW 2 EEDKE L RRETZENEN
72.5%& 99.8%, MHLW Zei2 AEYEDRYE & Frfl i
88.2% & 98% CTdho7-. MHLW BEa2 FAEDIRE % 1h)
EE5729IZ, ACR/BULAR 2022 > BGPA D FEHEA
72328, MHLW Bea22EMEA 7= S 70\ 6 BB
OF AR LTz 25, b HICIrEE a7
Mol MEROIERIZMZ T, LFEREREEZ &
TEIXAERRIT K D UFBRER M IE 2 38 7.

MPA DZ3FEIZ DN TIE, MHLW S FRUED U & 45
FLFEIL 37 1% & 92.2%, MHLW BEi2 FAEDRRE & 45
RIEITZNZN 91.4% & 69.8% Th-7-. MHLW £
FUEDRE R 20 E X 25726, ACR/EULAR 2022
MPA EHEZifi 7 S 72 B ORFE, MHLW
FHEZ T2 U T & i Tz S 7o T2 B3 TR
L7=& A, MPA @ ACR/FULAR 2022 FEUEAili7- & 72
UNAS, MHLW 8672 S5 18 24 7= 9E B D 245125 MPO-
ANCA BHETH 7213, 2D HHD 25 6 (71%) T
I AFERERIG 2 258D, 2245 (63%) 1 ACR/EULAR &
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HETIL BGPA &S T,

GPA @ ACR/BULAR 2022 A=RLYE & Lhie LC, MHLW ffe
DHIEDRE L FERE T2 51.5% & 67.4%
Thol-DIzxt L, WV 2 EEETITENEF N
100% & 16. 7% CTdo7=. MHLW Bei2 S ED R A
WESHE D, ACR/EULAR 2022 0 GPA DREUEA 7= &
PREBIORES A, MHLW SEsieiE2-jiii- 9 B &
Mz SRWEETHKRLEEZ A, GPA O
ACR/BULAR 2022 FHEZ 7= 77, MHLW BeisfLE%
T L72358BD 5 B, 33441 (93.1%) 73 MPO-ANCA
BEPET& Y, PR3-ANCA (513097~ 10 44 (2. 8%)
Thote. ZNHDORERNE ACR/EULAR 2022 FLHET
1%, 297 B (83.0%) 7% MPA, 39 51 (10.9%) 23 EGPA
W ST,

MHLW S&32 56 %EIC X V) BGPA 124308 S 7= 50 51 & B
HhUT-t%, MHLW BE2HUET MPA IZ S LDl
M3 FITHoT=. ZHD MPA FEFNIZIB T,
ACR/EULAR 2022 4F- MPA J:E & EUHiE U 72 BRODIE &
BEEL, I 90.6%E 86.2% Toh-o7-. EGPA
& MPA O VHLW £&2HEIZ KV, 50 4% EGPA, 343
Bz MPA EpFE L7, MHLW BE22E%ElC LD, T4
A3 GPA {2/ S 4072, ACR/EULAR 2022 e L ik
L72 GPA O MHLW BER2HVEDRRE L R RIS, Zh
ZH76.5% L 91. 2% Th -7,

D. #&%%

EGPA @ MHLW %Ei2iElL, EGPA LoD 2 FEXHD
AAV Z EEHGH) BAFIC XIS 5 2 L3 TEID, —H
DIERFIT, MPA & EGPA DXBIA K CTdr-7=. EGPA
&, AFERYERIEAE & A RAD 2 SOJREEZ AT
LB THDH. MPO-ANCA |E EGPA BRE D 30~50%C
Bt L R ST Y, ANCA OFHEIC XV FEEESE
RANFE72 % . MPO-ANCA [5*E0> EGPA AR CIL B Eom
OB E <, PR IR R IR R 72 £ DSEIR
% MPA & EGPA B THHE L CTR.HAL5. MPO-ANCA
Btk & 1 SO MERIERZ A LT-54, MPA O MHLW
SERS AU, EAETBE MR R E 2 T2 0,
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MPO-ANCA [5PED EGPA 1%, MPA 0> MHLW %&72 Kt 2y
T AREMED RV EE 2 DIVD. Hf&HIIT EGPA D
VHLW Se2 5 UE A BRI LT e MPA O MHLW B2 AL
AT 2 2 & TMPAFEHMED AL & RpREEA ) L
7-.

MHLW > GPA 52 FEUETIE, MPA & GPA ZHAREIZIX
BITE 220 o 72. ACR/BULAR 4 2022 ClE, ANCA D
A TRERINTND. GPA O MHLW FEHED 3 17
Ho o, 1IEHIEPR3-ANCA [t a & Tens, ftho 2
DOFEHETANCA A Ro72u . E72, GPA D MHLW
B3 DRI ERERIE, My, W%, PRk IR
72 EDORERIEIR TR STV DD, Zivh DR
WLEERIE, WS> TLD 2435 MPA TH A& 5
AR EIER T 5. 1E-C, i< ILD %
232 MPA BBETIE, 2 D GPA DI EHEIR D HE
=T RIREMED B D . S HIZ, MPA THESAEIZHE
D % HARTERHEARERIAE 78 & MHLW-GPA J:HEIZ 5
FND. EEE, MHLW 0 GPA G2 FEUEI it > T GPA &
VRSN RE D 93%708 MPO-ANCA FEPETH Y, =
D FEHER 7= TREFI O K03 MPA FBE T 5 Al RENE
DENZ EDPRBE N7z, FERAVIZ, BGPA & MPA %
BRoh U CARRHER @ L7-356, FRENGE L
7-.

ENRIRAE DIERAEEEL T HZ LT, HFENREIE
B2 WD RN D . ABFE CHREARE &
oA ORI, RPN Tl WYL %
HT 5 MPO-ANCA I 8 0, Z i H ORERFNIE
ACR/BULAR2022 FEHETIE MPA (233 & 1172, RPGN
W I BEHEREORRIE M LETH ), BHERE
FAEANRFE T EZRVERITIX RPN 2385 )il
DREETH D20, BIHEODEREZEETLHZ
ET, DERREE R DIEBE ST Z LR D
b LALZRu.
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To. MEDERELEHETHZ LT, IHITHER
RRAEFI 208 59 Z EBHBRD 20 h LvRv. F 7z,
AR 2 %89 % L, ACR/EULAR 2022 DFEHE L [t
W 2 HUETHDHZ L bbhoT

F. R faisi
WEAFT — & % T2 AF3E O 12 O R RR E #1Z
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G. MWFEFER
L. FRSCHER
‘Validation of new ACR/EULAR 2022

classification criteria for anti—neutrophil

Makino H, Harigai M.

Mod Rheumatol. 2023 Jan 27:road017. doi:
10. 1093/mr/road017.
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1 75 ANCA BEE LA % + B R D3~ T ANCA
BEhEMAE RO, 5L A RTA L 5§ bl
5] H AR P U iR A 7 A B
2021 4£9 A 25 H~26 H

e FEME ANCA BERELM A A8 D2 & BRIRORR
R 55 T2 18] AR B E R PV SN R
FAIL 2020 4F 10 H 24 H~25 A

H. FOAOMPEMEOD HHIRA - BRdsk

cytoplasmic antibody—associated vasculitis. L
Sada KE, Kaname S, Higuchi T, Furuta S,
Nagasaka K, Nanki T, Tsuboi N, Amano K, Dobashi
H, Hiromura K, Bando M, Wada T, Arimura Y,
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1)V F L7 TR ANCA BhEIME X BERTE E 278— MRS RemIRIT) DFHT
W RE RIGER AORERERR AR « U v~ TR FE Ehkih

WIFEEs AR DBIEEIZRIME S MPA) & ZRIME RPN (GPA) 1Zx1d 5 RTX @
AR IO E R 5 B CARIFZEA T, 7RISR S BIEFIE <, Khiak CRIX %
P 5. X072 MPA B KL ONGPA O RBE GRS N, 2 FEBOBIEMDO > B, 6 » AE TOT—X %4y
Bridz, BEfPEARELEE LCRIX ZESNTZ 54055, 53456 » A B £ CICEMZ R L.

50 4473 6 4 H B ORI CRARMKIE T o7z, TR, 24 X4 DEEIT 8O EELAHFESL (SAE) M
RO BV, 16 4 DEFIT 21 RO EEZEGYE (S R8O HAL, 94 DBEDIET LT, FMHNT B
T HRTATRD -T2, BfROA < OFBFEOEETIX, SAE (22.6 vs. 54.5 %) , ST (11.3 vs.

45.4 %) , FEL (1.9 vs. 36.4 %) CTHEZENALILZ. SIONYF— R (95%CD) 1%, 75 5%LL B
BFET349 (1.29-9.74) . FOAPHET3.53 (1.31-9.53) 72o7-, EMMERHERD 4 4136 » AR
FREAMERF LTz, BLEDND | MPA B K TOVGPA IZKET 5 RIX DR 6 7 A MO A & ZatEnd RS
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A WIEER
BESBIZRINE 2 (MPA) . ZF-IME SMERIEE
JERE (GPA) CTIXEMPEARLEL B E L72Z< D
BRPRRBRAM Toh, BAR, BN, KETZH b 0%
BOBIITA BT A (CPG) DREIIL TN D,
U< 7 RTX) 1E. MPA 38 KUV GPA D EfifE
NIFRIER LOHERRRIEICB W TERI T D 2 L 0N
SADOEGFIRGRER TR S, BOKTIEMPA B KTV GPA D
FEIRENIRERS L OWERFRIEIS RTX 23— MBI
SHTWD, RIXIE, AARTIL 2013 FFITAKHEEIC
K ORBOE & 7272720, BRREERM Thit T
TR0 Tz, MR X D 2017 40D ANV 5295 7 A
RZ A > (2017 AAV-CPG) Ti%, HAARIZIIT S RTX
IBROTET R L IERERAE LT D Z &
5. EMPEAREE LTRIX LV b Y 299 < HESE
LTW5,
HA & BRIND AV OFZ A& S 8 D Z & >
b, AAROEERBZIZI1T D MPA, GPA (Z%F4 % RTX
DEINE L BEMEDT =2 PV ThD, ZDEH
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R EING . ABFFEENE, Sk ALlmI RN & BIE2hT
ZE& L. Remission Induction with Rituximab in
Japanese Patients with AAV (RemIRIT) % i L
Teo TITTIL 6 7 A L COMMTREREZHRET 2,
B. WFZESE
WFZCBESINE OB iR s KL OV O BEE I
T, RIX 29542 TOMPA, GPA BEZXFkL
oo BEFIMIIT 2015 4F 12 AN D 2017 4E 12 A %
T, BT 2FMTHY . AN DOREHERRRE,
SR, A, TR, A - et 0T — 4
UL LTz, IBIRITE~DM AT 72 < IRIENAITE
TRENRIE LTze RIX BHAARFD/N— X U 0 A MAER
TEEEA 27 (BVAS) >0 ZRMHE AR, BVAS=0
% BEMEHERFIRIR & L7, MPA, GPA IZXF3 B WIERE
FRBAAA)NS 2 LA O RTX $¢5- % #)[a] AR A
TS T DMOEREEAN, LEFR LT, TET
7 b NTEfREERE L, Db 1 s HRLE
DIEbREE BT 7= 2 [EOFHI T BVAS=0 Z 5l & &
# L7, ABNL6 A TOMMIZOWTHRRIL
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FEEHFIIATIZOWT, BT Y — T L DIRIC
B L CTIEA A 2 FIREFR L N Fisher’ s exact test
. EHAE O T Mann-Whitney U #iE 2 Fiv
Too FMRBRET SR, BEERYYED Y R T KT
DRRFFCIE Cox Ml — Nt & vz, A17ih
B Kaplan-Meier ¥ CHRFL L, 2 BERIOLEE Tl
log—rank BSEN -, BEMEEREIS & a4
OB ZFHET 5720, 2770 T7T—I7—VRE
ZAEH L7-, p<0.05 A E=EE LT,

(fERE ~DRLE)

ABFTEE, SCHRTA, BAEFEEIC K > TER
Iz TAZEXRIG &3 2 BRI BT 2 it
#t1 CEAk 2644 A 1 BlwfT, PRk 2942 A 28
H—EE) . 2b N~ LY R EE (2013 4F
UGT) I TEM SNz, Hx OBEDGITE
\Z XV [RE AT, #AFFEIE, University Hospital
Medical Information Network Clinical Trials
Registry (28417 (LMINO00020329)

C. WFFAER

1. 20 2 B BERI L, 19BN Y Fo~
TN L DIRIRE 9 (T 7=, 15 BIANEMRBE TG, 4 1)
INEFEHERHBRIC O S T, EAE IR &2
72 5 FlD7enN T, 6 A F T 17 BIBIEE IR L
ol 6 HRRRTOMKRESNIL, 58 Bl Tdh -7z,
BlehEOBHIX, T (0=9) | fE5hE =) A
EHEE (0=3) | FUEROENL (=) Thoto, &E
RHERFIRIRD 4 B1%, 6 7 H B, BIE ks S
7=
2. BEER  RIXBIEREOBEERER LITRL
Too FMEEIRIRIEL, Fim I RET 35, B
P 30. 7%, REEIE 49. Tkg, WIEIELAFE AT RTX
fEFIL 38. 7% T > 7=, MPO-ANCA 5t 78. 7%,
PR3-ANCA [ 22. 7% Td» 0 . MPA 3 29 A
(61.3%) Td 7=, BVAS LIZAOMERERE DA DF
Z 23 N (28%) (ZRB. WEEMENTREEL 6. [RVEME
iz 4, FEETIHUEEAE 4, COPD3, XU ik 3.
RESHEBRIE 2 . M7 ALV AGE 1 BNEENT

W,

FARE A VRFRO 75 B CIE, BVAS i (943
B 1312 (5-18) T, 63. T%IZBMERDGFED
STz, M Cr, eGFR O gl (WUMAr#IPH) (%
%%1.05 (0.72-1.89) mg/dL, 45 (24-73)
mL/min/1. 73m2 T o7z, 48%IZFHLERIERDS,
34. T%\THRRIER DR B LT,

3. TBIE - EAPE AP CIX, 375 mg/m2 O 4 [Alf
5-7353%, 1000 mg ® 2 A58 4% Th o7, =
NLSMZHZL DG E— otz (D

FREHERHBI C OB OB GIERRO bz, TR
MAJEE CIERIX D /v aaFals R [(Fh
JE (WUAEEERE) ) 1, 7'V K=y AR T

30 mg/day (25-45). 0.63 mg/kg (047-0.93). 3 H J
FTO G/ OV ADOHEAIT 13% TH -7, FMEEA
TBIRIC BT ARE T O 60 58T, 37 A%

12. 5mg/day (9-15), 6 7>H1% 10mg/day (7-10) T

@) 7":0

4. FET U ML FREEANIRRT6 B H ETIZ
FRFENE UTOERNT 53 1 (70.7%) | 6 I HIRE T
DEARIE 50 1 (66.7%) Th o7, PIEIEHEA
TRIECIX 29 Bilrp 21 1) (72.4%) . LIS OEA
TIE 46 il 32 41 (69.6%) NTEMEAER LT, W
BECHEMGEREIS DT o1, Fio, MPA DE
fiFZERS G 1T 46 61 31 451 (67.4%) . GPA DEH
(%29 il 22 51 (75.9%) Toh o7z, MalFHIZRZE
TR,

BEREHMERHARO 4 X, Wb 6 0 H £ CTHEMR
HREFE LT,

5. FRRINT 7 k71 2
O « RS NRRE T, BfERED I B, 6
A ETIZ2HINRFA LT, 1 HlITIFERI O T
b, RRITRIE Lo, 1 BliR e EER L
1% CRP _EH-NH BIUPSL R LTz, 2618 Hi
6 1 HIR R CIIIEEfR T o7z,
QEEAEFR (SAE) LZONE : WG NIGE
IZFBWT, SAE 23 24 451 (32%) |2 37T R b
72o 100 NEEDHT-V | 114.3ETH 7=, 1T 9



Bl (12%) T, 100 N EHT=Y 27.8 N, EERKYYE

(SI) 1Z 1641 (21%) 21 £, 100 NEHTZ Y
64.9 Th o7z, FMMERTERE TIEL, SAE 137273
7=

SAE DINZE L a3 2 1R Lie, SIAR 20T
% Tholz, ZOIEn LMERER, B
DALz, FELEIXIFITH Y, 6 FIDNEYYEIC L
VI Uiz, ZOMOIERIT, LfEREE, HkE
1B, S re, FRROE|TH -7, SAED
FARIGI LORAERE, YIRITEMEA & 2ok
DEMEENE DT, HDHVE, MPA & GPA & DfH
TH L7ehs, 237 o7,

SI Tk, MUMSE, ==2—FT AF A%, CMV &
YIENG A3 Th o7, TOIED, MFE-RY, =
BRRYY, A L RGN BT,

QRARBE NIRIFIZ I 1T 2 FfizEail B3 5 K70
Bt BRI AT 72 15 %, FERFERL.
FREAERRI ST, WO BE S RE L L, W
WERBDOEHEIS %) (18.9 versus 50)
Hemoglobin (g/dL) (10. 7 versus 9.2). i Cr
(mg/dL) (0.967 versus 1.33) . eGFR

(nl./min/1. 73m2) (51.02 versus 36.02), GC /LA
BEREIS %) (7.5 versus 20.6) IZB L CliE CHE
ENH BT, RIXETAL Y V—T T TEIT )
o7, MEETEDNRD IR AT DOW TR
& ORFEA Cox HFl A~ — RFHT TG L7223, W
THOAERY AVR LT bhote, —7,
FMREERL, AERL T SAE, SI, JECOFRAEEIG %
%L, SAE() (22.6 versus 54.5) . SI(%) (11.3
versus 45.4), 1= %) (1.9 versus 36.4) THY .,
MRECHE R ZEDGRD D,

@RS NIRRT 2 BEERYYE S O R7
Kl Dfiet - BRI AT 72 15 %, SI &
V. SIL7eL, I3, BEERZHK LI, SI&
DT, Sl T, MERsREESDFRIE R o T,
o, SIHVEECIE, MG Cr AMEEICE <. eGFR
ISA AR . RTX BHARIF D GC G- 8D 20>
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ZORINT, TP BEOY THEREREE
HEPtH Y | D2 SO T-Z WG TEERYSED Y A
JERETLIZEZ A, [T @ 175 5k
AR o= R 3,49 (1.29-9.74),  [IE
WERRBADEH Y ) O 721 ) IZxbd B — Rk
1%3.53 (1.31-9.53) Ch o7z, VAZRHTHE ST
DIFFEAERIZB LT, 220V A7 [RT-% & O
IE. VAZRFRRLEE HD5WIEY A7 [KF 120
BEL LEARTA XU M T OB ERIZE -
= (@1, &b, UAZIRNTFET & OmEfiRsE
Heasrne, VAZRFZRLTIEB AF 28 A
(80%) . UAZNT1->CT30 AH 21 A
(70%) . VAZRT22>T10 A4 AN (40%)
L7200 U R RAER OB & FRERIG OBATA
BB ARD (p=0.02) , 7228, MiECr
(1.25) . eGFR (30) . GC3bmg/day % ZALEFLiENN
L ClRBROBRR 1T 723, VAV AT L1372 672
Nl
D. B

AAAND MPA, GPA (Zx§9 % RTIX DA ZMME & 224
PEICEET D AIER O TV D, ABARABE 255
L LTV D DOBIZIIIEL | Bl TILRTX 2 v
TZRCT B &Nz, LinL, s ORI
—WAL LT ATBEMED B 5, Al T ki 2 R
SN THY | %HFEORCT 1, FEFIEE
RL L, IBREOH 5 BECHEIERT 2RI L
TWe, —h, AFEE, BAREORERIZVNT
RTX 25 SN2 _COBRE 286, LT FKE O
T—HTh D,
AWFFETIZ, BINED 70. %N E iR % 2R L,
ZAUT A A CIRIRENC 320 S Au7= RCT ORGSR & a8l
LTWo, LML, KRBROFHRIT, AT
LIRTIZ FEi L 7= RemI T-JAV BIZEHFFE (86%) L VX
WL EBETDVEND D, O, RIX O
ISR TR TE 200 LV, LIEIE, &
FIftiRx Ch RIXIC L DIpRITZ LS. &OFE. oY
VAR TE S 2\ NEA O B RTX AME S i 7l
BEMEN B 5, HARTIE AV (SRS D Sk o Of



FEGMENZ Db A T ADFREMED
IR D,

MPA 33 L OYGPA DR Cl. FMROERL & MERFIX
FELRAETH DI, BRAERFOREI X ER
Th D, TfFENRE B 2 BBERMELREST D 2
LIXTERD TN, FEFIMBETIL, SAE, SI, 3E
COEIGHEREIZEN -T2, ST OFRAEDNTRIRNE
(TR U HARICEE B 7o T ATREME, & 2V NHTRIF
HEHUEDTERIRLIT T U ST DR AT AR
Lol AIREMEN B 2 D, FMRAERR D 10 44
DHH, 943 r HEETIZSI #FIE L, 4475
FEL, 14D STICKOBE L TRY . ZAUTarE
DFREMZ SR 5 & B2 bivd,

LM L C, AGBROFEFIE RemI T-JAV #ABR
DOFER [ST (95 %CI) :87.6 (67.9-93.6) . SEI=HR
(95 %CT) :14.0 (8.422.3) ] &—E 7=, AHF
FETRITHN—AT A LB LO6 B A% PSL #H
GC FhH-EHIHE (IQR) (X, Z4E41 30 mg/H
(25-43) KXUM10 mg/H (7-10) Th o775,
RemIT-JAV #RB& Tl 41 mg/H MOV 12 mg/H TH Y |
AW TIIE TRV GC G ETH -7, U A B
TV I AT 7 AR FH S — VORI
TIE80% & i T B2 B3, ST DFAE
IXWFECREE ChH T, ZOT—F 06, ST
DRI E T D Z & DR X372,

BATAFR IS Sh7z LoVAS #RBRTIE, RIX
+IE GC B (PSL % 0.5 mg/kg/day TRBAAAL 20
HWCHIE) @ ST FAST, RIX+EHE 6C
(PSL % 1 mg/kg/day THALR) LV HAEIENZ
EDVRENTZ, RIX+E = GC B 65 fITlE, 6
AT 24 5] 41 40 SAE | 13 %1 20 o> SI
D S 3L, ABFFREORR & AR T o7z, AL
TOY 6C B 54T LoVAS OE AR GC R L v D
RMoTEA, 6 H HED GC Fld LoVAS O &
GCHEL ARk CTH T, #E- T, RIXOFH T T, %)
B GC FHENZ S WA T, FRIRR GC Il A
YUERAINC T 592 AIREMED B 5

SIOMNL L=V AT RF-E LT, TREREREE

62

EFH Y | BIO TR L] PHEESNTL, &
HIZ. U RZETFORINC LY ST OFIER A
BT L, SRS 5 2 L HER S
T ZIVETIZ, SIOYAZRT-L LT, Eillb,
TBIBRARIF O RAETEENE, ZoMErE, BRI, HE
AV, 5 GC HIEDHRE SN TS, Ll VA
KT D% LT HZ LN TERNEDTHD, #
BoY AR 2HT HEEHE TR ek
L. GC DIBHEES® RTX DIRIE LY A DT b ALE
THA 9,

E. i

RTX Z B4R L7z MPA B LTV GPAIZRWT, 6 7 H
H & TORMEG TR < FETEMEIETIL SAE, ST,
FECOEGBPAEICENZ LAVRENT, ST OfE
BRIAF-& LT, T75 5L ) B8R T TR
HEF 0 | BRI,
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#1 BEYR

BB NIRR, o=T5

TEIRHERFIONR, n=4

D, 73 (64-76) 66.5
MR, BE% 30. 7 100
{KHE, kg 49.7 (43.5-59.7) 60. 7
AR, A 0.9 (0.1-40) 56.9
HEE A 2 ELIND RTX, % 38.7 —
MPO-ANCA B5HRE, % 78.7 75
PR3-ANCA G E, % 22.7 25
MPA / GPA, % 61.3/ 38.7 75 / 25
W2 6 H O BRI, % 5.3 0
IR g BADE, % 28.0 50
BVAS, & 12 (5-18) 0
BHIELR, % 40 0
H EEMERELR, % 37.3 0
R 2R, % 48 0
BUER, % 63.7 0
FRRIER, % 34.7 0
Hb, g/dL 10.5 (8.6-12. 1) 13.6
M3E Cr, mg/dL 1.05 (0.72-1.89) 0. 88
CRP, mg/dL 0.46 (0.10-2.34) 0.07
IgG, mg/dL 1092 (799-1754) 1077
GC,PSL #4%4  mg/H 30 (25-45) 11.2
GC, PSL 4  mg/kg 0.63 (047-0.93) 0.18
GC UL ABEH, % 13.3 0
CY fFH, % 2.7 0
CY LIS DS EEOEH, % 16.0 50
ST &AIDFH, % 81.3 25
RTX #5515
375mg/m?X 4, % 53.3 0
1000mg X2, % 4 25
375mg/m?X 2, % 24 50
375mg/m?X1, % 9.3 0
A, % 9.3 25

FLA DR MBI JAE (A AZAEDH) TR LT,
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#2 HEEAEFLRONE LM, LUK

RIX * REEUREZ B E CERVWEEFESES BEE FEr B3
JEGYIE 15abedefiahi () 20
igE 1¢ 1
PN 1 1
IS 1° (1) 1
B2 SrNes 1 (1) 1
E R 1@ 1

RTX & RRBHRORVWEBAEESR BEE GETR) (e 'S
H ek « i ek b 2 2
FEEN A TP BRI ME Ig 1
PR G 1 1
N e 1t 1
NI 1f 1
i 1@ 1
ERYEAR A 1 (1) 1
JEIR R DAL, 24 (2) 1
PREFEARE « BA4A 1 1
KR SEE A 2 2
FAMERE - A EREm 1° 1

a : JUIE « ERESS - BakfEE b =a—F T AF K (PCP) - BEUFFR 7 A )V AFHEMEAL - ZEHEE -
BRI c @ PCP « JAAHZE « IMFEZE d . A RATr A LA (W) MSE - JFRBOEL e : OW &
YYiE - FURRBEOE( £ O ERYYE - OIZE - KiGE ¢ KIGREEIMAE « SER B2 - gabiesEse
ERA~ORG: h o BUIEMES 2 > 7« 0 PR FEGYE 1 BREE - [AE SR REWE R
JiE + PREGEYYIE

1 EREUYED Y A7 KT8 & BREYYE DR L
il R e UROEF=0 (n=35)
A - 1
08 R W ]pO-OS

P=0.001

e
@

UZAEF=1 (n=30)
]p:D.OZ
P

TTasEF- (n-10)

BEFMEOIFREE

oo

'] 50 100 150 00
) = (B)
Number at risk
UAYET =0 35 32 31 31 3
UZNEZE=1 30 27 23 22 0
URIEF=2 10 3 2 2 1
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JEAE T BRI A
HHAMEIRBBORITTE 2
HHAMEME R OEROKYE « BHQLIA LICE 3 DL

SIS

BFN 4 AR

MPA - GPA ERERERZEME A RAETICEE I 013

WE e RIGER AORERERR AR « U v~ TR R Ehsih

W5 E

SR ITRRO i 7e o Tz,

AFRTIEL, PSSR MAE R WPA) | ZIEMAE RIEPZFIERE (GPA) DOERIRGRA(E A2
T =B _R=2EEZN TN D, AHFFETIL, MPA 3 JONGPA 12X 3 D IRFRIRIOTRIE L A V)3 ifla]
OFHELE AL LT E ) R 5 2 L 2 HIE Uiz, 2012 4E & 2013 4EDT — 4 & FVWCHM
FEIED MPA & GPA DBE A UoHT Uiz, FOREE, 1BENAEDBICOWTIL, BilEFEED S B

C. WHERR)

FREHEH CIIAAERRR R A E A ZE D 5l S 1% <
DT —Z NER-EN TS, ABFFEPHL 2006 47
B 2008 4EDT— 4 % FAV N CHERSEERIZ FE IAE 2%

(MPA) , ZFIMERMERZEIEE (GPA) DIRIFENE
ERAEL, vrukRRx77 IR (CY) OFFHEIGIE
MPA22%, GPASS.5% Cdhn Z & A LT,

T O%, AWFFEBEL IMAAV BIFFE A 2#1T L 2010 47
ICHER AR LT, £72, 2011 FEITIT2HEH A R
T4~ (2010 AAV-CPG) Z¥ATL, MPA, GPA DIRYRE
EOBRFE & B R EIToTE . o, AAREET=
(2 & 2 Bl EI T SIEGRE (RPGN) DA T A
3 2011 AFICEET &7 (2011 RPGN-CPG) , 24
5 DOIFIMAAF D MPA, GPA DIRFEEN A 228 2 12 />
EDIEMEERT D Z LIE, (PC OSFET Tl <,
WK - FEhuin e T 58N CEETH DL, £ 2
T, 2012 L DEA B T — & ~— 2%
TARE L~V ORGRBISG 31T 2 1R5REN A 2 /34T
L. JMAAV BFZE. 2010 AAV-CPG, 2011 RPGN-CPG 73H
AIZBIT D WPA B LONGPA DIRIREEZDHZ LN T
EIME I DERE LT,

D. WFZEHE
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2012 33 L O 2013 4R FE DERRHA T — % & AW T
JEIFE WA BT 2 HHEIFIED MPA, GPA %
L, APEMERIIE®R, SER, W, SRR
FENFICOWTRRE L7,

(i BR T~ L)

AWFFEIL, BOKERRERY: (TWDU) OfBlgEdZ:
BRI 0AGEINT, T—F =R FEEE
TN D728, BEEE DS OBIFEEIIAETH
) fio

MPA1278 51 & GPA215 Bl S 47z, Zaub Dk
FORHEIT, ZivE TITERE S/ HA N ANCA B
BIMAE SR (AV) B ORHEA K LT, MPA
X GPA L0 BAHEN R <. MPA FBEIX 71 7T ik & Ailkn
Th D, WA TITEHETHSRERIAE 28 (RPGN) D
B3 67.3%. EMAZEE (ILD) O&fin
53.9% TH V., GPA (32.2%FB L 13.3%) LV b
BEICEI-T2 (#xp0.001) , 51T, AT
FUCIE, MPA TIXGPA LV il V7 F =

(Cr) P’HEEIZE)I-T- (2.87 versus 1.58
mg/dL, p<0.001) WNZ L AVREAL7Z, MPO-ANCA I
MPA B3 D 98. 26 CRME Cdh o 7= DIt L, GPA BB
Tl 31%TdH o7z, PR3-ANCA [ GPA HBE D 65. 6% A3



Bt CdH o7,

BRI LT, &t/ raailFas K (G0
NE- ST, MPA OE#IE 6GC &
(39.8mg/H) 1% GPA DX FHHE (4. Tmg/H) LV
HEIZDIho7= (p<0.001) 723, MPA BR#E T GC
PV AFEGFRIL 51. 2% TH YD | GPA D 40.5% £V
H %0 o7 (p=0.004) . CY Off FSEE X, MPA T
1%22.6% & GPA O 56. 3% L W HEIZ Dotz
(p<0.001) . F/z, MHAHUL, R TE DEHE
il ZPR STV D23, MPA BB D 6.8%. GPA B
D 6. 0%\ S A7z, ML, MPA T
12.3%, GPA T8.8% TdH Y, MHHIZZEIT /D>
7=

KABT —H D73273- 7= MPA1181 1] & GPA205 51| %
KIBUT, MPA & GPAIZ351T 5 CY ORI BEE 5K
FEIAT LT, v AT ¢y Z[ERaT AR Lz
SIS BN OFRETE, WPA T, &4, IR, 7 L7
F=> (Cr) OIET. CRPED_LF-H3 CY i & B
TLOMNIKFTholz (1) . Cr DY IZ RPN
ERWTZSE. O OfER & O B2 BLhEIIRRO 7
MoTz, GPA TR UIHHE 20T Lok R &2 2 1R
7,

JMAAV BFFEDRA IR AFUEEHE A 72 L 72 T01 44 D
MPA LZDOWT, 7 ka2 — LR ORESTT 42. 7% T
HY, 7.5%05 100%DFHTH 7= (F3) , &
HEEBNL L, MAAV 7’1k =2—/L T GCHCY (2 &
DIBEDNEE ST 25 R F - 1 3B O HE
B (n=433) TIE, WEETIIHOTN 2L 7% THh->
7o 70 R & B DIBEONFIL, FcEiEs
TIRIMIEAHLZ Il L 7e o 7= 2 & EEAOHiE
WAL D BRI CII CY 2 Lo 2 & Th
%o —J7, T0s%LL EOERIKR 7 L— R 1, 11 @ RPN
TUEESERITIE 86%. GC BLAINGIE T HIEAER Tl
90% DIEF3M5F H AT,

D. %%
HAAND MPA & GPA DFFHEIX, AWFIETHIA S0
Lieot-, b, MPA OBEENE < . MPA BE
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IXGPA BBE LV Rl Ch o7, ZDXHRAARAD
MPA, GPA DFEHYRFMEIL, AR E D CPG DLENE
EXFRTAHLDOTHD,

TRFRITEHZ OV T, Al & Rk ThH o7,
CY X MPA @ 22. 6%, GPA 0 56. 3% CfEH <A1, HiflalF
HTD 22. 2%, 56. 3% FITXFRFRE CTH 7=, GC/¥
IV AFREGFREIG 1L, A TIZ MPASL. 2%,
GPA40. 5% Td» V) . HIIEFHA T 51. 2%, 38. 2% & [AlfE
ETH-oTz, WE-T, JMAAV & 2010 AAV-CPG D/AFR
IE. 2012 4FEAN 6 2013 ARITHNT T AAV 1R & Z51L,
SH ol Bbihs,

CY I MPA BTV, K<, KV EGED
FEFNZAE S D 2 EAVRIB STz, A BT C
X, OY EAIE, A, MEOAEE, fif Cr fEOK
T, CRPED EH EBHE L TV D Z RS,
DR, REBEARRITERT S M Cr Eo E5-
%, 1BIRDOY AT EXRT 4y RONT AN
73, CY DI L BEIE L T/,

GPA TiZ, MPA LV & CY EHIBEEE S mido T, &
DZEZIIN L OPOBHNEZE X Hivd, 1) MPA X
0 HEFEENDR AFRHAENDT Y 20 LS
FTUNZ &L 2) MPA & GPA DEFERAER.S FIEED
HEFRPER 7225 2 L 3) GPA TILCY OfEAIZ LY
EMTHEPLGET D EORENRHDL L. Thd,
Ll AAVIEBIORKT 8 FIAS CY TIRFE STV D
RN & b3 % & HARTIE GPA LK% CY Ofli
REIGIERELS W EEZBND,

MPA DR Z HAO & L7 JMAAV #FZED 7" 1 h a2—
JVESFIX, R TIE 42. 7%, GCHCY OfEFHAMEE X
TN EE RO O BAER TlE 21. 7% &
EEole, INHLOT—F0b b, 201247, 2013
EOIRFEAL, BIEFAEN B LD S TN &
Doolz, DFED . MAAVHFZEE 2010 AAV-CPG
X, CYEHOBLR TIE, BARDERREOTTE A2 K
LB EER T EX D, TOHELE L
T, JMAAV BFZEDGRSC & 2010 AAV-CPG [, BRIFED
CPG D L D 7B 5 A TN o T2 2 L 38T
D, Fio, W« EREO =D ORI R+-43T



hol-mRE L H D, ZOM, RS
2017 AAV-CPG Tl&, #ERESCOIRITINZ ., 1RIET L
TYXNE LTV APHMICIRE SN, £72, K
HFIETIIAR— A= TR L TV BIE0, 25
BETNTEHRSTHIRT LTS, 5%, B4 E)
BT —5_— 2% AT, 2017 4R AAV-CPG 73 H
AROBFRBSHZIT D MPA 38 LTV GPA DIRIRIZH- %
LREICOWTIRAE T D ENH D,

IMAAV B D7 12 |k 1— U2, 2010 RPGN-CPG
DERD AL T TAT 2 AIF49. T% & RR0m W
D, TNTHAHTH D, CHARIENSHELE S
NDEMETTYH, 12, 1~31 6% DIERFIDS GC+CY TlR
RSN TV, ZAUE, —2OFBITH LT 2 FfH
D CPG DMFET D Z L ITERT 2 AlietEnidh 5, &
DT, BERER, Y OF R Z R ERRAFZERS
CY ZHERE D thE D PG 2B MR L=t L/
VY,

E. fim

ARREEAEDO T — X _R—2AZHWT, AAT
BT\ S 72 MPA & GPA DB IR ARG E)
MZEREE LTz, VY F o~ TR07 a7 EOR
SEOBAFEIZ L0, MPA, GPA DIEFRHRIGI IR & 7oifin
A% T, BRREICE DIpEEmEEZ 5
ToDITIE, TR D B 7ot Kb 2 it o whdl
WD, —hH, IREEROZ LA DITIE, FER
WEFEANEDT —F_X—ANHHATHL Z LG
IMNTTp o T,

F. fERRfERlE &
L,

G. hFFEsE#

L. GwSCHESR

‘Nagasaka K, Kaname S, Amano K, Kato M,
Katsumata Y, Komagata Y, Sada KE, Tanaka E,
Tamura N, Dobashi H, Nanki T, Harabuchi Y, Bando

M, Homma S, Wada T, Harigai M. Nation—wide survey
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of the treatment trend of microscopic
polyangiitis and granulomatosis with
polyangiitis in Japan using the Japanese
Ministry of Health, Labour and Welfare Database
Mod Rheumatol 32, 915, 2022
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#F1 WPAIZEIT B CY O IS4 AR 1

7 Xt 95%CI p fil

g (1 B 0.97 0.95 - 0.98 <0. 001
M 0.95 0.72 - 1.3 0. 747

FED 1.2 0.84 - 1.6 0. 381

Mm%EH 3.3 2.3 - 4.8 <0. 001

i Cr (1 mg/dl. F5) 0.95 0.89 - 1.0 0. 032
MfiF CRP (1 mg/dL F5) 1.0 .0- 1.1 <0. 001

2 GPAITIIT D CY OfEFIZBhET 5K ¥

F > Xtk 95%CI p 1l

T (1 F EH) 0.98 0.97 - 1.0 0. 09
ik 0. 50 0.27 — 0.92 0.03

FEND D 1.4 0.73-2.6 0.32

Mm% v 4.2 1.0 - 5.1 0.04

Mg Ccr (1 mg/dL E5) 1.0 0.91 - 1.2 0.64
My CRP (1 mg/dL E&H) 1.0 0.99 - 1.1 0. 09

%3 JMAAV BFZE DHHIA ANVIEAE 2T 7~ L 7= 701 44D MPA 1281 AIF%E 7 1 h 22— L D8E5T

FRESLE Jpitd T JEGE | CYORH ) | JMAAV IZEIT D BT
7'm ha—u %)

e EIE] 40 40. 0 GCHCY+PE? 7.5
HIER] | SE PR E R E - 3R 433 21.7 GC+CY? 21.7

il

BERSARERERE TIT - IV | < T05% 3 66. 7 GCHCYP 100
RPGN >= 70 % 16 25.0 GC-pulse + GC° 37.5
BERFRERERE T - 1T O <70 % 72 25.0 GCHCYP 100

RPGN >= 70 1% 57 14.0 GC 86

EIEL] 80 17.5 GC? 90

aGC/IVAZREE b Y EIHLRAWZ EbH 5. ¢ RACCIHLIRSIND d $0 CY £7213 AZA DOPHFEH
LIFRIND AMA: THFATV L, OV 7R A 77 I K, G Z/haa)LFaA( R, JMAV: Japanese
patients with MPO-ANCA-associated vasculitis, PE: MIEAZHA, RPGN: ZusdEf TR AEBERE

4 RPN Zff 95 MPA L2317 % 2010 RPGN-CPG (Di5T:

I T, AT SEGIE | CY R (%) Protocol regimen BE (%)
B2 TR §:7(;0),ﬁ;§ ff/if% 12 41.7 GC + GC—pulse + CY 41.7
IIT « IV & RPGN W v 283 26. 5 GC + GC—pulse 48.8
o T >_7(’;0)?J;Ja jjj}j(f L 224 31.6 GC + GC-pulse 51.7
I+ II @ RPGN i 322 12. 1 GC 49.4
CY: ¥ 7uafiRAx773I R, 6GC: ZhazaFaf R, RPON: AT RIEAGRE
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JEAETHB R AR R B & (BHRMEREBORITTEH3E)
HHAMEME R OEROKYE « BHQLFA_EIZE$ DHTFEE
Syt

THAEEE BB RS
A e dGmERERTE RMERSAIERE R

Nl B#y HFIEERAEERRT: EPR Bd®
'Y Ot RINRT ERRISERETSR HdR

il A FORRT: EHD 2%

B BEZ SREESIORTHER  RRTPETAE R Bd%
WHSER 178

2135 7S WRRFRTA G EFROPER  REPRE e 2%

KIERD FlEE  HOTKFERE 2 — KRkt B

/NI R eEEE R v ¥ — BIEER

AL RS TR JRBERRE:  Bh#L

BHE SRR EEKRE RS GERD

S/ NIPN bmERTRE U v~ - BliENE B

g A M) HFRRSEAEIEEREE BEAE FENEE

WHEELE  FEHIERIRE 2 b NS EHYREE O MG RSEOE Lm0 5 Z L2 ARy e L, MEREHE
Wra 7 —a VAT AEERT D E L BIT, MAERIFEFRIFT RIC I D AMHIREE L
C. PAN OREIRZ & B REENIRR DR ELFHIRHEOME, GCA ORI AZ RS DI BT HIRHEL
AAV O PGB AR OB FRVREE A Bl 5229 53722 & N FFPE Ul H 2 W o 8 RE G 7
17 AREOBERFEICI D AT, £, v=TRILERIFHET 7 20Uk &2 T o7, 4
R S TFOBABIEGN N LILE SIREEE Wi = T — g w2 Ei i L7z, ATHEE (AD 13 PAN
& CA DHifg % 835%DHEE THAI L7, Grad-CAMANC LY | MEMEZOHO LY b, EMLE
JEIFRORE SRR OIRAEAS PAN & Bz REEIARAK DERIARMLC 72 2 ATREMEDS RIR S 4172, GCA DO RBIRZE
JREDFHEE LT, 1) ZEEMINZ ST RIER AN KERPIEOFBIZHIRIZIEN S, 2) KERR
FMFIIR S T RIEFTRITZ L <HMEOBHILICZ LV, O 2882 B, 2 S OpT IR
BIZOHITEEAT D GCAIEFIDIZ L A ETHBIESNIZ, AAV O EXGEERHLRORHEE LT,
1) ey -SRI, 2) AbEdEh - EAROPAZE, @ 2 m3ZET bivlc, AAV & IE AAV OEERIEAT 5 fiRfr
RIGAIEBHNTONT, HPERRHEY 21T > 72, FFPEUIIZXIT 5 IgA #0EHUATEL. —ktik% 24
RIS S, Alexa A5k —IRFUAZ AWV IBREA AT 2 DB RE Th 5 L B2 bivle, £,

¥ = 7 IRIAERIFEET b Z A %330k L 7= Expert Perspectives on Pathological Findings in Vasculitis 7%
Modern Rheumatology | Z $8#{ S 4172,
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A FFZEERY
FEHIRPRIZE 72 & QN EHYRHE D 1 K2R OE &
EHDHZEEAMET D,

B. W55k
1 MW = LT — 3 P AT LDE
H

2. A& JRBARIPT R 31T B AR E A~ D Y
0 HHA

PAN DRz S92 & B REEIRIE OIR B FHIRHE O
FRED[FE

GCA ORI ETREE Do BRFHIRFHE DO fg A
AAV O _ZOEA R O B R O A
FFPE ) f & W g BESE 7 7 ) ik
DFfH

1)

2)
3)
4)

3. U TRULERFET b T AD53k

(B ~DRLIE)
NERG LT DAEMBE - RYSRIFTEZEE 2 et
FRFHZ A > THhE L7z,

C. WF5uhs A

1. MERFEZK o LT —a VAT LD
1H
5 PEOEFEIEBIZ 6 LIS SR B2 W =2
NT—varzFEuliz (&1 .

2. M RIFHESAFT AT 2 ARAMREA R E~D HL
0 FH A

1) PAN D RZfERZE & B2 JEEhRAE DI HIRFE D
FED[FE
ANTHEE (AD) 13 PAN & CA DOif4 % 83.5%
DORERE TR LT-, Grad-CAMfEHTIZ LV | 7
BIMEZEOLO LD &, FREME EFEOR S
fkoARTEDS PAN & FeJE BRI OHERIFRALUZ 72
% ATREMED VR S T,
[GEMizY —% o VU N—TER  AEED
SR A S ]
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2) GCA ORIUMAEIREE DIFEL AR DR
GCA D KENRKIFEDRHR L LT, 1) %%
ELAMAE 22 T e SR 2 S KEAR IO R L2
WITHEDN D, 2) KRERREER MAE VR > To RIE
FTLIEZ U <HMEORHELIZZ Ly, D 2 53
2T B, TS OFT IR Z D IR
ZHT 5 GCAJEFIDIFE A ETHEIZRESN
7=
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1. VCRC Investigators Meeting 2022
(2022/11/11 ~ X223 =7)

2. V-PREG: Vasculitis Pregnancy Registry
(VCRC5532, NCT02593565)
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4. AAV-PRO Japanese translation project
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1. VCRC Investigators Meeting 2022
(2022/11/11 ~ X223 =7)

>KE VCRC(Vasculitis Clinical Research
Consortium)2S ACRCKE ) 7 <~ F 22 FFERFE
BRI HHE T 1 HEIZ L EfTA > Tn 5

105

MM R 2 X5 & L FEERIHSE B RE R D121
DNWCEELBEWETTR Ik CH D - SHFEIR
2022/11/11 IR ST RETIRE LU
VL7 A TRES Nz - HRIZBWTE
MHEL DS Ty 2 V-PREG, ARAMIS, AAV-
PRO, DCVAS, VCRC-EUVAS international PAN
projects (DWW T DEERERES T Ab 1z » £
72 BULAR (BN 7~ F42=) BLOTAR CKRE
)7 Fe) HSEE[ETHED Ty % Development
of Response Criteria {2 DU Tl ~ 2021/10/8-9
\Z{77H 372 Expert Panel Meeting %4 &
PR DT R b -

2. V-PREG: Vasculitis Pregnancy Registry
(VCRC5532, NCT02593565)

V-PREG (£ ~ EFEMERERL A M) THD -
VCRC7'T> = 7 @ V-PPRN (Vasculitis
Patient-Powered Research Network) 7 — % ~\—
ADEHEFELETH 5 o LD Il
CHEF) (ZBWT ~ BRIED HAGE LA S ~
FA 7 0 1) " KZ(V-PPRN DfEH B ) T DT
FETHEIC S SrEa 2AHEL ~221 F4 HL D
V-Premama & L CHAGE CDR—AN—2% 35
L7z Twitter (https://twitter.com/vpremama)
& Facebook
(https://www.facebook.com/vpremama/posts/2864
51096294559/) % # L TR & MERIZDNT
FRELTHBD ~ 215D Social Network Z 4L
THVEERIZBIT2EEI ANDEHRAFH T H
7o 7TC%  V-PREG O—IR & L TitlRA TiE
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3. ARAMIS (VCRC5562, NCT02939573,
jRCTs051190112)

FZRE & R BT 5 st dhE = > 57 LB
5% (A Randomized Multicenter Study for
Isolated Skin Vasculitis, ARAMIS) (& ~ RZRSifn
BREBEENREL ~THFFAT )~ 2T 7
T =)L ANKRDDS, 7/ )y A)LeEF D
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¥ TSR 8 iz o ~ et 68 Flniass (90
BIEE) S Tnd - HRTIE - SILEREER
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~2021 48 H £ TIZ 3BT - 2022 -8 HHA
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4. AAV-PRO Japanese translation project

AAV-PRO (£ ~ OMERACT(The Outcome Measures in
Rheumatology)#3 L UF VCRC(Vasculitis Clinical
Research Consortium)®7' 0¥ = 7 k& L THE
71) A ML AZDr. Joanna C Robson 23HU(x&
R DBAFEL 726 N XA >~ 29THENS & 51
REBFFRVEE OLHFHAEETHD ~ 712>
> —IF Oxford University Innovation
(University of Oxford, University of the
West of England, Bristol, University of
Pennsylvania & University of Ottawa) TH
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5. AAV during COVID-19 pandemic #HZZhH%E  (J-
CANVAS)

AAV during QOVID-19 pandemic BHZEWHZEIL ~ 2K
[EY 3 > AR7 F > AR Dr. Duvuru Geetha ~
HLE > 71) w2 K2 Dr. Andreas Kronbichler
Z Pl &9 5~ Filaot AL AREYE MCH
VT % ANCA BEEITAE 38 D2 fsefs o w4 2 EFE
HLEEIZHTE T H 5 - HARTIL ~ LT
oRlE OREAER ~ R 29une LT T-
CANVAS tif5E & L CEMEE D EaEZ B = TD
I N CERL 72« BN — 212D T~
3V ART F 2 ARFB LU EHIHOMEZE
2DEZE 1T ~ KRE ~ FEE ~ WONT ~ QOVID-
19T IV RIZHO20081 A~THZF
TICHEHRIE S L5 191 B COKRE 44 1) ~ 3%
83 {3l ~ BRI 64 BI) DEFEDTROI ~ G55
&L TQVID-19 /37 X v ZRHRIC BN TER
NEICEER ol 2 EmHSnE R DT
(Kidney Int Rep. 2021:6(11):2903-2907) - /&
I DT — 9 % AF-L ~ EHIRITZEEE RIS DU
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International Scientific Committee (CZHET X%
£~ R RN o ReR EFIEZ ST
W5 e

hypogammaglobul inaemia and severe infections
during induction therapy in ANCA-associated
J-CANVAS
Rheumatology (Oxford). 2023 Mar 24:kead138.
doi:  10.1093/rheumatology/keadl38.  Epub
ahead of print. PMID: 36961329.

vasculitis: from study.

2)  Shimojima Y, Kishida D, Ichikawa T, Kida T,
Yajima N, Omura S, Nakagomi D, Abe Y, Kadoya
(fmBRm ~DBELE) M, Takizawa N, Nomura A, Kukida Y, Kondo N,
ARMMIS  (GRCTS051190112) 1=, BapRhFges: Yamano Y, Yanagida T, Endo K, Hirata S,
BNESE L CiF 7~ Matsui K, Takeuchi T, Ichinose K, Kato M,
Yanai R, Matsuo Y, Nishioka R, Okazaki R,
Takata T, Ito T, Moriyama M, Takatani A,
D. &% Miyawaki Y, Ito-Thara T, Kawaguchi T,
BN ERECE TN D pachymeningitis in ANCA-associated
vasculitis: a cross—sectional and multi-
institutional study in Japan (J-CANVAS).
E. fim Arthritis Res Ther. 2022 Aug 23;24(1):204.
TEBVEHE L, EBREAAT/, HHER~0 5099685 PUCID: PICIR06TES.
o . 2. FRFER
B AZM 5,
1) Takashi Kida, Andreas Kronbichler, Duvuru
Geetha, Satoshi Omura, Toshiko Ito—Thara,
F. faRefeha Yutaka Kawahito. Differences in phenotype
s L and treatment of GPA and MPA in Europe, Japan,
and the US. The 20th International
Vasculitis & ANCA Workshop, Dublin, Ireland
G. 52
HAFER 3-6 April 2022.
L. SRR " . .
" 2) PP EETER, KM i, KR s, HA K

1) Omura S, Kida T, Noma H, Sunaga A, Kusuoka
H, Kadoya M, Nakagomi D, Abe Y, Takizawa N,
Nomura A, Kukida Y, Kondo N, Yamano Y,
Yanagida T, Endo K, Hirata S, Matsui K,
Takeuchi T,
Matsuo Y, Shimojima Y, Nishioka R, Okazaki

Ichinose K, Kato M, Yanai R,

R, Takata T, Ito T, Moriyama M, Takatani A,
Miyawaki Y, Ito—Ihara T, Yajima N, Kawaguchi
T, Fukuda W, Kawahito Y. Association between
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1. Kato T, Miura M, Kobayashi T, Kaneko T,
Fukushima N, Suda K, Maeda J, Shimoyama S,

Shiono J, Hirono K, Ikeda K, Sato S,
Numano F, Mitani Y, Waki K, Ayusawa M,

Fukazawa R, Fuse S; Z - Score Project 2nd
Stage Study Group. Analysis of Coronary
Arterial Aneurysm Regression in Patients



With Kawasaki Disease by  Aneurysm

Severity: Factors Associated With
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for the treatment of Kawasaki disease.
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. Koyama Y, Miura M, Kobayashi T, Hokosaki
T, Suganuma E, Numano F, Furuno K, Shiono
J, Ebata R, Fuse S, Fukazawa R, Mitani Y.
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after commencement. Eur J Pediatr. 2022
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Epub ahead of print. PMID: 36434403
. Ae R, Shibata Y, Kobayashi T, Kosami K,
Kuwabara M, Makino N, Matsubara Y,
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022-03008-6. Epub ahead of print. PMID:
36121493.
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Folc, AL NOOREICEA L, BIEER D
WF5e% 0 U - fRIICE T 215 ma 152 2 & % H
e LTWD, DIZOWTHE, % L IZm72 550
B2 R RE OBIRER 2) 1ITonTiE, i
{EIRFRICHT L TRIG S DU, CAL &4 U7IERIC

118

@+ A @EER . 3) 12OV TG & 5l o m
F 7 L AR I C SR OB R ER AR ET S &
RPN DR A L7 D & & 252D TN D,

B. Wik

1) BREMEOBEEIRE R A DN —IME AR
DIBICFHORE

—IFDRI)NEHFED 3 Bl B ic —IRERAEIRA~T
LZDOWBNGRIEO S LERMAZITV, &7/ A DNA
i, ZHhBIZOWTORY ) Ay —7 0 A i
ra~rnuyozy « Dy /A~ DINIEREIZ LD
S L, Raw Data(fastq FE=2\) #457-, Raw Data @
fiRHT1E Genome Analysis Toolkit (gatk) best
practices™ DFIMAIZHEV Y, 1757, GRCh38 ZHRS/
LEY~D~ v & T FiA DT 4 NE ) T Dk
2, GREMEDOEWOFRIZRIE I —H DR D
AIRIPNIZAE U7 AR R R RAZ 5 D & S G
Db &, HRUT e < AR OBHER DI B H N



U7 s ORI i A T o T2,

2) A7 vuA FIZ X 2BICHENGRE 2T T IEF D
HIiE LY 2 7 OREBER O

JNIEE = > —3 7 & (Japan Kawasaki
Disease Genome Consortium) T2 AUE TIZ DNA ZE¢
E R ER A WEF A OB DS H, 7L K
=v'ur (PSL) PEANC X D3R(bAIER 230 7=
bOEHI Lz (3594) , ZABIZHOWT, /T
DT NOFRIT Rk Sz AT A
(I1lumina, Asian Screening Array) Z M=%/
LUA ROV T b SW) XA T %
Ikt L7,

3) R RRERZMEL TN 7 N IGHV3-66 D
BSRERONY 70 R EFR v ;U 7 F U EEER O
riafh & o BEE DARAT

IGHV3-66 {57 DFyE 7 a7 ) B EIT D5 H
BRI TR & 7o B % R0 7 L IIBER D [RE s 7 D
SNV (rs6423677 A>C) & JIIRHPHFSAE U A 2 & DB,
COVID-19 /S 7 2w 7 RICHEEHR L bdz, Hi
SARS-CoV-2 Spike 4 o /X7 HFIFLIAIZ 31T % TGHV3-
66 & ZD/T7 17 T2 IGHV3-53 DEEM:DF AL
NOEML, BFila o) U 7 F sk OfUARM -
FOMFENGEE WG/ T b & ORI A kGt
THIEL L L, TERFEFHMERE 2D
7 F o B —"T 2021 A 3 A0 3 LT E kT
S0 2D T 7 F o HHE (Pfizer/BioNTech
BNT126b2) %732 1F7= 2015 4 H> BAFZES IO [EE %
372D 2 CHERERTICER ATV, &7/ 2 DNA Z-fhH
L7720 96 NDOXIEEE DG IATHIFE (Kageyama T. et
al. Clin Microbiol Infect. 2021) CIUEFH DD
7 F BRI DAY M HAZERIZ OV T, IgD OHFEH
LS BT AT AT, TeD EEHIZISIT D IGHV3-53 D
FIHBEEIZ DWW TOT — 2 Z IS, B RO Y
TV N OB A B — 7 T AJETIRE L,
FITHBEADORND NN T v MERE LT, £D X
INTIRIE LTz IGHV3-53 DR Y 7 o b & 1GHV3-66 PN
P rs6423677 IZOW T, xtges Oifsi % TagMan
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BIZ X VRGE LT, SEATIE CHRUSE A 1 B R H2
T 0—2 @R, 2 [B]HEERE 2—5 WH%ICHIEF A OHL
S UMM, MR, e, BGBE, BED 7 T
B, 2 8] B Bt HrAMmRIE £ O O R4 B
F3. RS & HEFRELH UMM & DA EHIEENT T
(2 XD BEEOHFENZ IV THIVW,

(f R ~DHELE)

W98 1 d6 & N 21X THERFRF P EFIBTD, bF
I8 3 I TEERFE S BRbe DA mim i a %R
BN X HHFFEEEOEE - AGREFCHEM LT, R
BEFOBIUZ NI D, T X COMFESME IR LIGE
WA TV, FHEIC X D REEEOER R T
STz, T F UMROREEIZONTIL, ik
Fakkt EEROFIIZEE UFRABRIC L 547 b7
U MESERIT T,

C. WF7EREAR

D W72 BED 5 H O IRHREEEEIZ D2 5,
HILDH SNV, FEAKIKNY 7 K (Indel) DD 5
. Variant Effect Predictor {ZX V. IS D&
{5 ORI 22 HIGH & PRI b o
DN 23 TR TF-EED 25 DR STV 5,

2) 657,060 SNV OIE{RAT — X2t L call rate
(<95%), Hardy-Weinberg P47 & il
(P<0.00001), <A F—7" LL#ERE DREIE (<1. 0%) T
TANE Y T EATORIGR &5 SNV % 466, 821 7
FTZ o7, F 72 IBS TV CRRE RN =Bl
B2V LEN L VIO MEBHR N G DIV D DG
1 A, 1000 genomes DH T 7 NEM DT —
2 L& BT TR I L0 FAERARAN
(JPT) £ & [F] UIRAYRFEZ &7 T A% —(C
B S 72 & i 9 A& L7, NBDC 22513
T — AR OER A TR Y . T A RISBINGER &
LT 106 N, Z A7 2.5 LI EOE s’ %
TERR LT 83 49 NSEAE 2 ehvae r— A Ehlh
Shar ha—E BT, #EOTYA kD
T T A NELEfET 2 FE T 5 TETH D,

3) IGHV3-661Z%13 % rs6423677 & [AERDNR%



IGHV3-53 T8 5 F-PND rs11623191 (OOT) A FEIE L T2
KLAETHZEPHALNIRST (K1) . 22

T, INb 25007 v R BIXOEREND/NY
7 v b OEFIFBEERET LV (rs6423677 C B X
Orsl1623191 T) OEFHRAERZFHIIK T & L72H
EERIIER T EAT o1& 2 A, WD) T
k& LTI rs6423677 C 7 LLHS e s s o Hifk
i & IEDBR# AR L, 2 -DDEENT o il FH AR EE R
T VVEREEBIIAR T L LIEA, BIoOGA X
D HREIHRERTZENmD -T2 (K2) o i
A A, BB ORBEROTRIR -2 8 & &
L TN A 7= 2B BRI IER DTN T S 2 DOJE
MLDT LVBITA BRI E b OBBARFThH D Z
LD BT (K3)

D. BE

VAR IR FE DIR BB DU TR A RSE Sy 1~ < &
—2 (PAWPS) & & A— RS/ B —
(DAMPS) H3EE5- L 7= HARGEINE D vicious

circle ThHhH EWVIMNE I EN TS, F=
Bl v o VR EGE O O/NRIZA T /)N
IR COVID-19 PR Z Rt ASEMIERRE MIS-C) 1T)]]
IEHFEAILL D REIR A T2 D AL D/ BT HE A it 7= 3 HEA5]
WEEND Z & D, IRBORIZILET 28
DN TR OB G- oA ie S L Uiz, —JF
T, IBFICBA L TR, PINEE ARk 528 T
CAL 2 LV ZhR I <SHfT 5 Z &N TEDH T LAVR
S, AMERIET A BT A S H B AT S
NDIEBINZ K UERERE Ch D KT v~ a7
VERELRROT AE Y ARG DT HIRR &
DFAS 2 2 E B HERR SN DAL LTAT A K|
I ARY UBERHIND L DI oTe, Lo
U JHIRHR 2 ERRE F 0 3 5 & DOt DFEF 25 6D
WP AR LT b 722 BUD BB ISR T 2 CAL
DERRAFREE L TR > Tnd, —H, 7R A
AU B LTI, TRIRIERRR DS & 72> 7o s
HRZOHDOOFEZ LY CAL FRAIZMRI R E < 5
72D AEEMEAV RSN TE Y (Hamada H. et al.
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Lancet 2019), RREDM T2 2H 5, JIIRHFHDF
TEZ PHIT 2 FED 72 < JRRITAR A U7 ARAH) 72
TBIRIE B RBATE ThH L BUIR, TEFIER I K OME
D& HESEALA I =X LD, fllx DEF~DFFED
FEEOEEWTIG U7 SRR O Fei bk BT
W5, PSL FEHIERFID GNAS (2 X v | PSL ZFEHRAYIC
AW B A~ & BEZHRI AR iU, D L2 72k
BEROFEBESL bR,

JHIBHFE I3 1 % OBE CHRBEINGET HZ &
DSLARI D REPEFHE TR SN <& 7=, gk
o35 31l 4 [al700 LZELL EIZHERIO TR %2
BOIEFIER S H D Z EHHBITND, SRERE
M—IMERAEIRMTHERY 5 5 Z &13kk~ 7258
THDLN TSN, BEIE, Eih CBREERE D%
BORE RN OATEEERR & #8720 | [FIUERE
TEDO L, FUAEFAERT 258I2H 5/NEH O
BRIBOG G, Z DEWITEEH7R S OISR 5 7]
REMEDS RN E W R D, —IIMOBUA I B AT TR
HIE LCH—Toh D Bio, EFNTHHOBREER
~OBEE LD TH DI EMmD TlR-—ENE, K
ST, O HAO—IMERA R O O3 X
DN IR U TR BT B OBIRA 2RI
Lo THEHENTLDOTH D ATREMEITMIRAIIC
<725, JEHROHERIFREA b2 D9 X 5 2eiing
TR OB T3 5O K E W —~ DO s
HINU T MZEo THESND LW O GERAIEL
WETHUE, TR T ML BEAZT D&
I FOREY., B5T 50 I3 & b2 DIE
BNZIBNTIL, FIEA B = X LORBANIET D b
DTHLHAREMEIIE L 225720, TDREICLD
BERFEENMEOND Z EBIFTE S, UL,
D &) IBIREIR O R 2 SRS & | 1
TRBAER D 72\ B[RS SO 75 & DO D el T T
A, BEHE IR DU T MRS L D
ZENTRII, RVIABREIT O ECRE ApfEEE L
2%, ZORIZEWT, —IMERAEIR ZXRITAT 9
ABFFETIE, BRI A% L R 242 C 2 (RrmiaZs
HOHITERTIUT L BEEO—IPHRE R 2t



W U7 SATATZEIC U, BV OFIET 14 Th
o7& &3 (Jonsson H. et al. MNat Genet.
2021) | EOLIREITRERT RN TF—T L
%o AlE 440 5 B IRFRHERED & 5 BhgD—75
DRDIRZHBNDH—HEH Y 7 2 B LUV
ARFSN) T MR TEERNTANY T MR
DENHD (T ABRST L—Lhv 7 ME
W 2TT A AT E loss of function 725 &
THEINDHO) B LS, FEEOY T
FhiR (Impact=moderate) &FHisiusd I At
AN L DEMERRE R, BRREEAS SN EIA T
O L H D, Floab—NU T b (copy
number variant) . f#i&/3Y 72 b (structural
variant) [IZOWTCOMEHS FlRE/R T — 2w FTh
L, BlEiE 7 4 B ) IR0 AR TTED
BEZIENBRRANY 7 FORFEEZHIEL TN T
ETHD,

1GHV3-66 8= TP & U JIIRHHRIERE U 2 7 & BHiE
T 5 16423677 (XY A7 BHE#T LL (CT L) 1T
BWTHE 7 w7 ) o EHEH AN T ORI S T
OFRBEER R, 5D AT LIV T IGHV3-66
OFRITIEFERDOND 72D Z L3 o> T D
(Johnson TA et al. J Hum Genet. 2021) , BB
E7 a7 ) -8 DO BRI PR RE L
HERIZBE G L TND Z EDVRIE S 415, SARS-CoV-2
DS BN DZREHEG AL 27k L. V4
IV A FFENE 2 A3 2 GURO B S A 2B FEk ORI
ZOoD IGHV LT (IGHV3-53/-66) 3 b EMEE1C
BIE-LTW5 Z EBMEHOE OREha )
R LT TNDN, [FIEROBIRIZA 7 v P L
IGHV1-69 & DRI b A DAL, TIZEHLD IGHY B
FBAN—F DIFFIRICBIE T2 & ORERH 5 &
Boinsd, ft->T IGHV3-66 DNEMDHEKIZE Th
/A=A ING: 3l e Ol D e N N T
RSN WHURO IR FIE DR L 725 b
DIEENTND &V BLEDALY YLD, MISC T
JERDA— =T o ATz, AR O L ETe
JEYYSEDZRIC—TBOBE IR T D[ L WV D HRE

=24
ity
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BESZ DWW T OSBRI I T ) IR & Ee 5
ERDIREZNT e MIS-C OIFIRIFRED HIRIE
JNIRFR DB SO S D E IR S LD, [FIRFIC
IGHV3-66 35 LMD/ 772 |k & MIS-C DIEIE U A
7 &L DEREIZOWT, SROMBANFHFNDEZAH
Th D,

E. fam

JIIEHRIZZ K THRETHY | [EA, EFOBEIEE
PEDIEESS LOERE(L Y A 7 ICBRIBE R S535
ZEITTTIZINE TOMENLHLNTH D,
WRFPI %S LR OFE DI, BEIR_EA R 7050 LD HY
RSN D, FRx IR T A AT K DR
WEPEITH Ch D, MEEPRbE <, BT
PEBAORAE T B — RIRIC L B A AR R R & 1%
IRENVEF R, BIEFE AL x /SR T
Ra—RLTW ZENREEND,

F. RS aRmlE
2L,

G. BFFEFRER

L. AmSCHERR
Mashimo Y, Yamazaki K, Kageyama T, Tanaka S,
Taniguchi T, Matsushita K, Igari H, Hanaoka
H, Yokote K, Nakajima H, Onouchi Y. Germline
variants of [GHV3-53 / V3-66 are determinants
of antibody responses to theBNT162b2 mRNA

COvVID-19 vaccine. J Infect. 2022
Dec;85(6) :702-769. doi:
10. 1016/]. jinf. 2022. 10. 015.

Broderick C, Kobayashi S, Suto M, Ito S,

Kobayashi T. Intravenous immunoglobulin for
the treatment of Kawasaki disease. Cochrane

Database Syst Rev. 2023 Jan 25;1(1): CD014884.

doi: 10.1002/14651858. CD014884. pub2. PMID:
36695415; PMCID: PMC9875364.
Ayusawa M, Namiki H, Abe Y, Ichikawa R,



Morioka I.: Sudden Death in Patients with a
History of Kawasaki Disease under School
Supervision. Children (Basel). 2022 Oct
21;9(10) :1593. doi: 10.3390/children9101593.

2. PRI
JIBRTRL - TR SR D Body of Evidence.
B 42 [ A AR P2 - PSR, SVt
¥, 2022/9
SR - ) IRHR MR ED RIS 25 O R 52 KT — i
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Genotypes at rs11623191

S~ Rl &Koo ra 7 oy
Ta I UcHEL ) . 5 58 (A B AN R
2. W%, 2022/6

BNEIL 55 58 [BIAAVNREERSR TS VR
27 2 18 COVID-19 pandemic ZF5% 2. b T
JNRORR A B35 /a7 ) VE
SBEIE T ONNY T > b & ORSE ) D D) IIFH
DOIFK~OIFELL) kLR , 2022/7

H. FEORFPEMEOD A -

L

Proportion of Immunoglobulin D heavy chain

transcripts with IGHV3-66

B coefficient 0.0065 (0.0056 - 0.0073)
0.03
0.02
0.01
0.00 ———
AA AC cc
Genotypes at rs6423677

1 s a7y EHEAE (IGH) B fHNO—EEAY 7~ (W) ORI L 1D Bz EmICE

T DB O IR
. Regression 95% confidence
Vanant Genes Alleles Coefficient [B] interval P value
rs11623191 IGHV3-53 C/T 0.0021 -0.071-0.075 0.96
156423677 IGHV3-66 A/C 0.080 0.0085-0.15 0.028
2 SNVs? IGHV3-53/V3-66 - 0.095 0.018-0.17 0.015

K2 SNV RITEE T & SARS-CoV-2 Spike Z /737 \Zktd 5 log2 ZEMAbTIAMIZ B3 % B SRRl /0T
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FRE KA LA A VA TGS B ~N—= AR
) Advances in Takayasu
Danda D k P Front Med
anda D, Manikuppam P, f o iiis: An Asia Pacific ront Me 9 952972 | 2022
Tian X, Harigai M. . (Lausanne)
perspective.
Avacopan, a selective Cba
receptor antagonist, for anti*MOd
Harigai M, Takada H. neutrophil cytoplasmic 32 475-483 2022
. . Rheumatol
antibody—associated
vasculitis.
Ishizu A, Kawakami T,
Kanno H, Takahashi K,
Miyazaki T, Ikeda E, Expert perspectives on \od
Oharaseki T, Ogawa Y, pathological findings in 33 1A 118 | 2023
. .. Rheumatol
Onimaru M, Kurata M, vasculitis
Nakazawa D, Muso E,
Harigai
Arimura Y, Sobue G, IntraYenous'1mmunog1?bu11n for '
. . chronic residual peripheral doi:
Hattori N, Takashima H, . . . Mod
.. neuropathy in microscopic 10. 1093/mr| 2022
Harigai M, Nagata K, L . Rheumatol
\akino polyangiitis: A multicentre /roacl37
’ randomised double-blind trial.
A Multicentre, Large—Scale
Harigai M, Miyamae T, Observational Study of \od doi:
Hashimoto H, Yoshida A, |Tocilizumab in Patients with Rheumatol 10.1093/mr| 2022
Yamashita K, Nakaoka Y. |[Takayasu Arteritis in Japan: /roac099

The ACT-Bridge Study.
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Sugihara T, Nakaoka Y,
Uchida HA, Yoshifuji H,
Maejima Y, Watanabe Y,
Amiya E, Tanemoto K,

Establishing

clinical remission criteria
and the framework of a treat-
to—target algorithm for
Takayasu arteritis: Results of

Miyata T, Umezava N, a Delphi exercise carried out |4 32 930-937 | 2022
Manabe Y, Ishizaki J, Rheumatol
.. . by an expert panel of the
Shirai T, Nagafuchi H, .
. Japan Research Committee of
Hasegawa H, Miyamae T, ..
. .. the Ministry of Health, Labour
Niiro H, Ito S, Ishii T, .
L and Welfare for intractable
Isobe M, Harigai M. .
vasculitis.
Watanabe R, Oshima M, Svstomatic revi d meta—
Nishioka N, Sada KE, ysrematic Teview and meta
. analysis for 2023 clinical
Nagasaka K, Akiyama M, . . .
. . practice guidelines of the
Ando T, Higuchi T, Inoue . ..
. Japan research committee of doi:
Y, Kida T, Mutoh T, . Mod
) U the ministry of health, 10. 1093/mr| 2022
Nakabayashi A, Onishi A, Rheumatol
i i labour, and welfare for /roacll4
Sakai R, Waki D, . .
.. intractable vasculitis for the
Yamada Y, Yajima N, .
management of ANCA-associated
Tamura N, Kaname S, L.
. vasculitis.
Harigai M.
Nagasaka K, Amano K,
Dobashi H, Nagafuchi H,
Sada KE, Komagata Y, Nation—wide Cohort Study of
Yamamura M, Kato M, Endo |Remission Induction Therapy
T, Nakaya I, Takeuchi T, |using Rituximab in Japanese \od doi:
Murakawa Y, Sugihara T, patients with ANCA-Associated Rheumatol 10. 1093/mr| 2022
Saito M, Hayashi T, Vasculitis: effectiveness and /roacl50

Furuta S, Tamura N,
Karasawa K, Banno S, Endo
S, Majima M, Kaname S,
Arimura Y, Harigai M.

safety in the first six
months.

128




Sugihara T, Uchida HA,
Yoshifuji H, Maejima Y,
Naniwa T, Katsumata Y,

Association between the

Okazaki T, Ishizaki ], patterns of large—vessel \od doi:
Murakawa Y, Ogawa N, lesions and treatment outcomesRh umatol 10.1093/mr| 2022
Dobashi H, Horita T, in patients with large-vessel © © /roacl22
Tanaka Y, Furuta S, giant cell arteritis.
Takeuchi T, Komagata Y,
Nakaoka Y, Harigai M.
Yoshinari M, Nishibata Y, Low disease activity of
Masuda S, Nakazawa D, .W . v Y. ..
. microscopic polyangiitis in
Tomaru U, Arimura Y, patients with anti—-myosin
w _
Amano K, Yuzawa Y, Sada . . . Arthritis
KE, Atsumi T, Dobashi H, l?ght chain § antibody that Res Ther. 24 274 2022
L disrupts actin rearrangement
Hasegawa H, Harigai M, )
. necessary for neutrophil
Matsuo S, Makino H, .
. extracellular trap formation.
Ishizu A.
Sada KE, Kaname S,
Higuchi T, Furuta S, Validation of new ACR/EULAR
Nagasaka K, Nanki T, 2022 classification criteria \od doi:
Tsuboi N, Amano K, for anti—neutrophil Rheumatol 10.1093/mr| 2023
Dobashi H, Hiromura K, cytoplasmic antibody— /road017
Bando M, Wada T, Arimura |associated vasculitis
Y, Makino H, Harigai M.
Kurokawa M, Higuchi T,
Hirahara S, Watanabe K, |A case of Takayasu arteritis
Yamada R, Nakamura S complicated with acute Mod
’ .. ’ . . L. Rheumatol 7 154-159 | 2022
Takada H, Majima M, pericarditis at initial
Case Rep

Motoyama R, Hanaoka M,
Katsumata Y, Harigai M.

presentation.
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Konda N, Sakai R, Saeki

Nationwide clinical and

K, Matsubara Y, Nakamura |epidemiological study of Mod doi:
Y, Miyamae T, Nakaoka Y, |large—vessel vasculitis in Rheumatol 10.1093/mr 2023
. . /road019.
Harigai M. Japan in 2017.
Efficacy of plasma exchange
Abe Yi Kusaoi M, Tada K, |therapy for.dlffuse alveélar Tber Apher 96 515-591 9099
Yamaji K, Tamura N. hemorrhage in patients with Dial
microscopic polyangiitis
Efficacy and Safety of
Avacopan in Japanese Patients
Harigai M, Kaname S, with Antineutrophil \od
Tamura N, Dobashi H, Cytoplasmic Antibody— Rheumatol 33(2) 338-345 | 2022
Kubono S, Yoshida T. Associated Vasculitis: A
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SHEIE & CORF 2 L TR iisR O E BB 2RI IE o & — ISPl A R BT HEE LT 2021 4F 4 H&GR
Iz DN TH DR - g E CHMBLREE 28D T, 11 Mgk TGRS T\ 5, F72. REDCap & 7z
CRF FLA « i AT AOREEEZ5E T LT 2021 42 9 H 2 DIEM A iR, BIfEE T TAK6S i, GCA4 I3 Bk ST
W5,

OEFEEREE TORMMERICET D7 v r— Ml - 1 TRER L2 Wi 0T — 2 E3+0358 T LT, BifE
AU - UGTH (Mod Rheumatol) Tidh7%., TAK HREHT 5320 44, GCA FREHIT 3200 4 & HEFH S 47, TAK T 18
FRWFIEDFEFIIEGN DRI DN TIE, 18 F LA EDRRAFSIER] & BRI S . FAEFIER] ClII B il
F % St R 72 S0 IR R DRI TN R STV BIT b b B, EfRER % O FHRR ISR ATEIEIC Hl L
THEICE L, BREBERENZ RSN,

O LENRR LR & AR - HPEOFREFRE « KB 2 = A — MIFJERIGhiiak 2 0T 19 Sk & 0 51 %iE
B, 69 AHRDBERAE Tz, 69 hEHRD 5 6 66 4T (95. %) THABEWRNG LA, HEICE 57z 49 B 66 LTEAROH
RULSHHIT TTa RIS R b2\ 2 L AVRENT, [7] 49 510> TAK ORI 22 . 7] 66 JEAR D HPEAERT 31 F (Y
FEAFE 1969-2021, HEFHA] 9 4 (W0 Ul Th o7z, AMHTHERIZ OV TIE, 2022 426 H OEINY &~ F5
DTREEL., mERERT TH D, iz, NEREEEIRED M) A 7HAFEEREE LD, M) A 7fE
FHEBIEED AR 2 I HFUEE LT, T TdH 5,

DRBUE I8 DB FRFENE L 00 FA, AR H R SR 72 1B O AE - TAMED BEAMER BRI LA se S 2
AL AT R IR D (Q fRR DT DZIBRIRISE ] BEE OILRIIZE S LT, B E 2R TRl rTRE/ R B AR RLYE L yhR
BFEOFRE, 1R HEERIC I 7o RRENG 2 Fe 9~ 5 728D, Delphi E COERM % 3 7 v R EMmaiEs 3
[B4T > CREMER LTz, BESOREA L N—3LEMA THEDHEITV, BAENE 1B R, RIS 2R
LTHEAKZH LT, 20k, BELEDTHEMFICE D A L /3—TDelphi IKIC X DM % L TREEERE
LC. #msCHiss L7z (Sugihara T, et al. Mod Rheumatol. 2021 Nov 27: roab08l.), F7z. GCA IOV THHIE
Bt Cd %,

O LENRK DI IZREIZ BT D IEEITE « RERHAATYE Cox BRI &2 W CTIE A < D U 27 [R1-% 5t




TLTFETHSTDB, A XY FOEFRDEIMERA N MO DI I D | MR SR BfihT & Fhid 2 B
(HENEEZ T, IRRNE, B A~ b OB 2RI ARICHHA LT, BUER SRR ER T TH 5,

D. &%

QRMMEREZRR LT H VP A U —iI%E OIRMEROE AlAE | #iln Z BEIITE) ARSI,

ERIaMEEIIRRIZ A3 D RIE B AT v A FREO AN & LeVEDIRENIH L2 | BHEIOZ TR

SRS T E COJAFEIAIC MAER DDA T 5 Z ERA LT/ . MAEROIFE SAADRRONMEE B 5 2
ELHBMNE IR oT, —TF, RFRIIRAMEETH D Z EIfED UV I T—a UARH Y, A& ak— M
ZEDFCTRENFZE OEHG EOHEFT & DTGl A2 5 #%IED DULER DD L EZ HND,

EAME N TR FMFHT = TAK B ST Cld, M TR R W2 L 2 Z @ U TR L72 & 24, BikiE
TEEFESIFERE VR L, LV EETH L AIREMAVRR Sz, AN— v —REEZERAT 251X, AARO—
T —REBEEBOHERICH D Z b EENREG L U CERMED A OND Z & BYEREAZ A5 BEH 8 E
AL LR ERRINT,

@KL E I D Ui & FAHTAEF]Z B3 2 FEFIR GRS « ABFIEIC &> T, TAK 38 LUV GCA g (ot A 8L ATh
e (MAE PTRFECAVEHIRE) (2361T 2 RIS B O FERECZ DR HEIRH O TR DV T OB A iR
T5Z LT, IR A IHED T AITBDET DK ORFEICEN D Z L3 ir s D,

O2FEEFRHEE COXMBERICET DT v — M« ATHEZE LT, TAK & GCA DIEFEEL, Z ORI
BOFRENH Bk inoTe, Eio, BEIIER TITAYFHIEA 2 SRR 22 50 MfREC b b L, &
FRSEERRAR DFFIREE DS AFEIEBN LR TR T L DVRE S 3L, FAFESIE TAK OTERETEHOREICIBNTE 401
HETOIVEND D,

ORFUE R D FERFFENE L VB FAE, 1P H AR [ 7o BRI O R AE « A &I RTMm A &R ORifa & 27k —
oD WNTEHR T > b7 A — SRR S AT KM SIEGI 24 LT 1R B AR OIS, 1B T VT

XLNEDRRE, FETE TWADONERHEET 5 TETH D,

E. fam

ARFFTHEOTEENZ L - T, KEMAER, N—T v —IF O FREMNIC 2/ NE BN F TIRER - 209128
WT, ZIRIA RIA VEITAS R BT v ZERBEED LTV 5, 5% S Z ORI 2k LT, i
EORBIMABER L=V ¥ —JFORERG, 2R - IBEOEREEZPF LN LT, BE QL of EIZEBRL TV &7z
Uy,



5-1-2. KEMERORBELELE, GCCARSMEIR— FDORR - #iE

WHIEo A R4 MIREEZ . oo’ ETR S PR

FIT I it 55 B OV

" YT UFERKRTE VU TFRIERT LV —NE dEEER
PRI R PR FIRE RSB NE e BRIRuE Y Sl

S LR 2R 2R AR A TR e 5 B SR 224k CKD « CVD Ml cl iR Hfz
MENABBR AR R R v 2 —  WFUATILE AR HR

A BFZEHIY: KL % O @ ZERSK (TAK) & EAARPEBIIRZ (GCA) 1X, MG m kL, #iizicmn1
RS AR STz, BE D QUL RAEM TR ELET H7o0IId, A ER, HERFL, BIBREAT 1A
NFES~OIRFE 2O LICEREZ AE2R CEETE D X522 2 i ansd, —F T, KM
RO BFREIEEIIFCKIZ I T H L STV RN T2, TR HAESHIfE T2 < TRFRIRR S+ I S
TEHT . FCKRBIRFEE % G 0F Lo EMIatEBNIRR OISR ERRIIARA CTh o7, £7o, ITFEOEIHEZ N O
EHRIT XY ERIPEBIRI 2 RER B RBIRAER O A 2 @ISR0 5 Z L S B & 720 L K30
SV IZRCK D GCA D FEFMELGET ASRET S 41, 2022 4 11 AUk S iz, R OREAT5EE O GCA
BRI 1990 FONFILEPMRH SN TR Y | AMICBNWTHAHROYGT N EEND, AFEOHMILL.
ARIRD GCA DL - 1RO FEREEA LT H I &, 2. TAK & GCA DFLAFIED ML L IR HEE DX E
TEPE AR EERRIZ 7)) T2 TR PR HRES (Treat—to—target) DFESL, 3. B RZWi ORI TH D,

B. ik MEIGMEREEBORIFFE  EIATEMERICET HIRAMIEYE  (JPVAS: Japan Research
Committee of the Ministry of Health, Labour, and Welfare for Intractable Vasculitis) T, GCA & TAK
DEFERBLOZ itk A & 28— MIFE LR e 25T LTV 5, ARETIE JPVAS A & 2k —
N CIE ST BRRIE R D . ARFBO GCA BTt DI O ERRA TN L7z, £z, KAUME KFFEPET
Delphi4 7 v R ESFHRFHEABIZITWFEH AT 4L EOHAZER L, HIHEORMNG 3 AOBEFNFE
BN EEBEEANOOER b EO T, MMEAE AR, T2TIRRET LT Y XL EBE L7z, GCA
DFSPEREL ZFB LN D GCA U —F > 7 VL — TN TR DO KET IOV Tat &2 Bilss L=,

C. M+ 2007-2014 42 GCA LW i, FHTZICRIBRE AT v A FFIEZ B LT W3S GCA 139 4
ZXtGE Ut L, B, SABRAT. HEE. Rk T, U o~ F LR MEE (PMR) DML, BK
KB Ot L FIRRT, BRI R T RENRFZ 1L S0%R L ISR e, FfRIEEL X X —2 | HIROERLE
DT, 24 WP R TE 7 119 4 25 BRIl L. 1 1RIZ 41 4 DIBIROGAR BRE (FIEARZER D 5 VI3
) DRE S, EOBERE & 3y 7 AWFINY — RET I KD ZEEMHT CRITT 5 & RENRFZ
AT D LIBRBOCMERR &7 5 Z L &R S, & LTH#AE L7z (Arthritis Res Ther.
2020522(1):72), KENIFEZHT 5 GCA Z FRERIME ONAIC LY 3B (Group 11 KEIWRHZEZR L, 805 T
BRIFEZ H Y O LV-GCA) 5 Group 2 : KEIRIFHZA S U D LV-GCA ; Group 3: KEIARIHZA 72 L, S48 FEINHZ 72
L LV-GCA) (2o CTIRIRGMEZ Ll L= & 2 A, Group 1 &V Group 2, Group 2 £ Y Group 3 DIRHESUG



PERRETHD Z LN ST/ 572 (Mod Rheumatol., On line ahead of print), A [EIDMEHTHREFNE
LV-GCA o> Fef8 M 5347 2 5 8 L CIAMRIRIG 2 M9~ 2 L BHEDVRIR S 4L, fsCe L THRE LT,

TAK & GCA DFMEILAEDHESL, IR ORI HEE, 1 EROIGR AR, BEERIC T 2GR 7 L= X
LOEEREZ/ERL L. TAK (ZOWTIEERSCE LTAR L7z (Mod Rheumatol. 2022;32(5) :930-7), GCA {2\
THAEEBAD Delphi 21TV, HEREE LD, MXEEMTTH D,

GCA DFI R FEIRIEIZ OV TIIMAEDKE ) U~ FERTRAR I, AHOBWILIEDLUETIZ OV THiat 2 B
hh LTz, GCA ST HABYE TIE PET-CT 12 & 2 REWNRIHZ ORIl AN LB & 72 2 73, AFRTIE PET-CT & 2Wr H /Y
THRET D Z L ITRRAAR TH D720, GCAFIDEAE L ORBELR/ANRLETHZLEBE LRSS, K
D TAK DAL BE LW ENEL 251, RIS H DW= B WIEMELET 21T 2 Tt &2 iR Uiz, RO
GCA/TAK D& Al & A d— kT, HAEDIEI7E S W HLYE (1990 48 ACR 434 IEHE) 2 139 44 Hf 108 44 (77. 7%) 73
T Uleo AFRORBRGEH % % 8 L T PET-CT LIS O B2 & /THE & L T GCA By L 25 Al 5 & |
139 447 114 44 (82%) MHAr B ME AT - U, BENNT 2 2 L 2R LTz, BHBEBIREE AT D
GCA108 44 & BHE BRI Z & 47 S 72\ GCA31 4 T GCA Hi /S UED R 1% 93. 6%, 41. 9%, 1990ACR 4y %A S i
1297.2%, 9.7%CTdh o7z, 5% TAK Dk — hZEH L CREEZFMT 5 & & BT, GCA & TAK ORI R
LA E DR RO AR — b7 — 2 THRET L. RERFRE O & OB EREDIER A A 59,

D. BEL 1 AIRD GCA DERIKGE A &N o7z, FHHBIRGEL, KERMERIZ 1T 2 REBIRRE D/ —
NCR o TRIBKREAT v A FIBREITo 7o & ORISR R D Z L 2 BB LT, 4% D GCA DR
HRBE 2T 2 R H D E B2 DTz, STRHRR U7 KA E & O BRI E L IR, 1BRT LI Y X
LEFET DI LT AMOKRMIME RIGRPIEEL S, BIEREAT 7 A ROBESRBE I, BED
THPEET L 2 LR SN D, BUERGT T OBZKIEE A LT E, SEEBIRGESR ORI L L HF T D GCA
O RYZW, KENOHEZEZG0F L7z GCA DY R BRN aIiE L 725 Z E RIS h b,

Sh2A
E. =R

KIBDEBDBIETA R T A L ORERFICAM R ET U AZRIMT 22 LR TE T,



5-1-3. BRBIRXZSMEaR— b, KBEMERAMEE3HR— FORR - BiHE

WHoE a4 NERE
(AR s K OMkAn) ] LR "2 AT A JE e B2 3808 CKD » CVD HUSGEBE COFR St il e 2%

A WFFCHBY:
KBMBFRDOOEDTHDEHEZEIIRSE (TAK) (X, HEROPTHARMTEELIZIZ W IND N, KETOZ

WrDZERE, BHE ORRRIVRFH TR BURIE 2R EICT 2 WA 3D 7y, A0 HNE, AFICE T 5 KA
1M 5 B DLW« BRIRAVRFEECIRR D ZRBICOW TR T2 2 & ThH 5,
B. %

AN D B ZBIRE BE ORI DO FEESWTHIRT 272012, HHAM S RIS LI 2 Mk 5
TFFEE DB T DI T, Al & BERIFSE & A X BLEAFE & 21T o 7,

BAMEPETIL, 5% 10 5L E, 2007 424 A5 2014 4 4 AR E CICHHITHH TAK BHF I L O
Fhilz gl L, Fiid 2 WIBINEHRLG D 3 FER ORERE# A IUE L7z,

AT & B0 C LB A PE M5 R A S0 0E & WERC 9~ 2788 A3 TR 3 5 aaX 12 38U T 2015 47 3 A 225 2019
£ 3 H ORNCH RIS TAK 38 X OEAIRaEBIRZS (GCA) W haso KN AE & T 5 L BRI S iz B
EREEL. 3FEMOBHNMAEEIT- 7=,

C. #& R

H%AMEMIRIX, 426 ik 2 DA EE 185 A DBE NGRS NI, BESNI-EBE O S LHTHRIE CIREE
BAAA L7- 135 4, BRIRTE SR LIIERI 2 BRI U, 129 44 2R L7z, “EYRIEFERIT 35 F T, 40 mklL
TAY90 B (70%) T o728 40 ik K D R E WG T H BT TAK &SN BEF1ID < eirote, otk
23108 Bl (84%) TV, BWIRHER & LTk, BN 42 4] (33%) . BHBEESHE TR & DL HE
RAs 86 B (67%) ZFBW HavTz, FAFEERAS 30 ] (23%) . KREMVIRBIEIEIR A 105 6] (81%) . {EIEME
KGR TH (6%) 1T BT,

FgmA GER CT. & WRI, FMBR—™=—, FDG-PET (FE7-1% PET-CT) ) T 14 BIURFEMRICEEAM L7~
LA, EHEBAR (884) . ABINK (8L H) . ZAHE TEAR (8041) . KEMRS (74 41) . FITKEAR
(68 f1) . FATKENR (63 1) | MEESRENR (57 B1) | BEEHEIIR (48 #) | A#HE TENR (45 6) | EE
Ik (23 41) | ZElggEmBiik (16 41 . M@k (15 #) | HEE@EAR (14 61) | AREBEINR (9 61) DONEICHE
BN LI, BBREE & UL, BEAED 120 1 (93%) . IMEZED 77 61 (77%) . BhAREAS 10
Bl (8%) \Z#DH HiTz, PET MAIZ 53 BIHifT 47223 50 5l (94%) THPEFT R CTh o7z, HMSET
I, TAL20 B, TTa 21§, ITb %Y 26 @i, ITT 24 14, IVAI3 4], VEIB8 i, Tholz, Lxa—%HElT
STz 114 Bl 5 HREMRF PSR IED 34 B (30%) 1Z58® LT, BEFFMIEIRA TiX, CRP k&

(6. Img/dL) | IkyTiE (76mm/h) A3E88 Hiviz, HLA-B52 1Z[RI% 60 4 38 A5 (63%) . HLA-B67 1%
[ 50 B 3 61 (6 %) BBEETH -7,

PIHIEFIZ oW T, 7L R= 0 F R 58T 35. 8mg/day (0. 68mg/kg/day) . AF AT L F=vrr K
BRI 1L BNCHAT S 7o, TRIEBALA 24 R, 52 %, 104 WL OFE T L K= b8l 13. 5mg/day
(0. 26mg/kg/day) . 10.6mg/day (0.20mg/kg/day) . 8.3mg/day (0.16mg/kg/day) T -7z, BEWIRIHIZ
TFENHIF & 2 VI AW F A 2 5 S U7 REBE 81 1 (MTX57 i, AZA26 i, TAC12 i, CyA5 {5, CPA4



Bl MMF2 i, TFX14 §5i], TCZ12 f5l) TH -7z,

BRI TIL, TRIRBAE 52 B E T 107 4], 104 38 F TIT 119 #iIA% 1 BE IR MRl LT\ e, Ffig
BEE TIZET HREHIC OV T, FIEFR LRV Z LR 52T o 72, HLA-B52 [k B 1XaME A
B LR TEMBEE CORMAEARICE L (P=0.0362) , BaEH 48 il (40%) NEEIEDH Y LHErsh
7o REEFMDS IZ K DB 1B, WEEIIE | il CTdh o7z, Bentall iThEfTiX 1 Fl, FEiEEHT 1 B, FEBSEM:
MHFEFEFEIE 2 5], = =2 —F T RATF A[idk 2 B~V REGYE 2 Bil72 - 72,

AiA] & AFZEI 30 fame > & TAKT0 B, GCA121 B, &5t 191 Stk Shviz, BRERIFEE T 5T F i
59.7+21.8 k. FME 59 % (30.9%) . MMM OEEE 96 (4.8%) . MM/ e 1541 (8.0%) . CRP 7.34=%
5.83 mg/dl, ESR 81.3%35.1 mm/lF T Y, TAK TIXEFET o727 (36.4£18.1 vs 73.1%8.2, p<0.01) |
BRWICHBEZZ R o7, VU~ T HEZHFIEIE (X GCA @ 43 1 (35.5%) . TEEMEKIHFKIL TAK @ 11 4
(15. T%) 12 H BTz, GCA TiX 1990 4F0 ACR 43¥8% 95 il (79%) A7z L TN 7= 23, TAK “C ACR 43 ¥E A4l 723

DIE 4141 (59%) To o7z (p<0.01), MIEHENRIE OBLEF R 72 & O BB FEERE 2 1% 6CA 122 < (22. 9%
vs 47. 1%, p<0.01), KEMWROAIFZE 1L TAK (203> 72 (84.3% vs 36.4%, p<0.01), HEEEFEMIZER CT 220
L MRI {ZT 94. 8%, PET-CT |ZT 56. 0%034 7440, GCA « TAK Wb FFRE S 72, LT a—(L TAK TE< AT
bivlz (94.3% vs 84.3%, p=0.03), TAK Tl EATKEAR~ KBRS I L OE D IEEBITHRZE B AEICE < K
Hav, TAKIZHBWTRE 38 [a &< A bivlz, KEWRF AR AEIL TAK & GCA IZZEN R bR o Tz
(38.7% vs 31.8%, p = 0.36), HLAMRAEIE 45. 6% CTIT4L. 9 B B52 BEPEiL TAK THEICZ D o7 (56.3% vs
25. 6%, p<0.01),

AL 2. T20. 8 4ETH VD | TAK 2 451, GCA 3 §iIC 156 i & TITHEL Lz, SERITHIMME LR 1
B, A ZE 1, RS 1B, A2 IS o7, TREARIEL LTAT mA RH3TAK 91. 4%, GCA 96. 7%
TG-S (PSL #%5 T TAK 0. 78%0. 22 mg/kg/H. GCA 0.74%0.22 mg/kg/H) . A M ML FH—1k, k
VU R T HERARIIT S RRRETH - T,

D. & £ BAMSMFETIIAID TAK BEOERIKE D S50z, TAK BFITLT L FEEZS T
T2 < A @I IS b RO TEET 2 2 L BIRBRIID TEZH, 165 b S i 02 4 571 A
REZETHD Z R LNE ol SEHADBRORIRIEAEZ LI T2T TO TAK R EEZRE LT
TEMG, BUEZ D T2T ORHERZ S LK AMEBET — X 2B THHMI L, R4 FE LD TrtEfiEo
Wl 2D TN D, BiTE & BFSE CIX BRI O TAK 38 KON GCA BBF DOEFIRE NI S 0v L Ip o7z, TAK (2D

TIHBAMEHIE LB L REE R L > T D, 20224 3 H TBIEREZKT. TORERE OEKEHR
ZEUL L, BUEJRERIUEE IS 1 5e 4, ML RZPREREEEES L L HIT—YEELZTTHOTND, #
FRAERCRE A C T2 BlERE LT, 7 — Z BEED D W WM T — 2 T A O T TETH 5,

E. f & BRAME adm— MG, KEIZET 5 TAK OFRRERIH G o7-, milfE ahR— ML
T TAK & GCA TNEFNDEERBEB L OEOEREZHL ML, S H%OARIRO KB E K EH OBIFIENLO
TETUAZAIML TWETZN,



5-1-4. BR Bk % DR {E RN

DR EE A ) ¢
SRR AR E AR R PRI R o2 FiA

Ao BFEEB - mEBARE (TAK) CTIIKBBARNER L, FERIEBOHIRIZ SRR S, W OO T,
TAK BFOREHIM L S S ERMESR~OHEEG L OFERHRE SN TS, SR~ I1E, 2013 FEOHT
HL - ARG BB S 2, 795 Bl &\ D BB R & WT — & ZRHT L, JEWR, 169IE, IRESFEE, QOL 2/
B, PERIBNZJE R L Totr L7z,

B. 1B EAEGEE OBKRMAFEES, 2013 FEEICHEBREENT 211 ADBRF L, BIFEICKY]
(B S HUT2 2013 4R FEISHEREAVIC B Bk S U7 2584 ADHBRE ZETe 2795 A TAK BEZFHAE L. T
TORBEIL, BHARD TAK OZWrIELHE (2008 42) iz L7z, TAK OFHBHF D CRF I21E, AT m 7 7 A
N, LUV, AEEERRE, TEIR, AT, BIRATR, BRAERTR, BEgTR, BIXOVRENRE £
TW e, X A—=20%, MM, SREEEE, KB, KEBARFER (AR) , KEWWRE, KEVIRMEE, &
DA, BEIRIZE (RAS) , BHEREREE L ER LT,

C. # R:T7T—2OI7V—=2T%, 2795 AOBED S L 2013 N (76 NOFHIREREE & 1937 AOfk
BOREREBE) N7, Bz oxt 1 Thovo. TAK BIERFOF (£ SD) 4FE#iE 31.4 £ 13.3 5%
(#EPH, 0~607%) 7=-o7=72%, Ltk (31.2 + 13.13%) OFNHEME (33.1 + 14.95%) XV bV VEM
N o7, FEPERAMIMIL20.3 = 13.34 (#iPH, 0~704F) TH-o2, B (14.1 £ 10.74) DR
Hrobatt (21,0 £ 13.44F) OFNEBICEN-TZ. BEE, REOHEICESHTHR (h=176) ,
W (no= 273) , %M (n = 766) , BLOIEFICEY (n = 898) D4 H>DIN—TF @b Eii-.
FAEMIMARWVEE, AR, BOEM, SRS, KB, KREIRE, BirhOoRE, BLOBHEREOS
Wb @< 2ol KBIRFAFHASIE (AR) OFFRIL, BHEEE LV b LM REREICE P12
SHRRENIC, BEIRIAE (RAS) OAER L, SEmfilAl, HukEEA, mEMNRREZ T T2 EBEDOE
B, BUHEBEECTHERICE . TAK OLWBHEORERIIARO —BLEAD LY BIE- 728, B
PE TAK BB OB ERITB RO BN N OBRERLED S ) ol

D. & 2 LMBEEO R BIOLEEREOEIENEL, BHEEZO RAS OFIENE W L1X, LEiOH
HRERB L OMOME & —FH L Tz, QUL DFFHETH % Short Form (SF)-36 DA a7 NFEEITE (G
W) ZENHESNTEY, BESEBRE LV S TAK BETEREMEY > 47—~ (HAQ) DAaT7NEE
@V, SEIOHETIE, FHROMBREWIZEE, NMELLoES LBEL Tz, B2 5 < R
HOERDT-DIZ, LHEBEONE L~V RENEEZ BT

E. 6 §wc ZOWZETIE, 2013 40 TAK BH ONERES & Q0L 2B AWM & MR TRBHE L THotr L%
L7z, WROHFEPARWVIZE, BRBHEORIERNE<RY, JVEWEH#EL LV ELEE T 5 EE O
BBFENoT. BHEEFITLVRVIREEZZ T TEBY, &hBFITEHEMEN ST



5-1-5. N—T v —Ji5 - BRERMATICEET HHR

WA R4 - R 5T
JNIRFEERFRFEE RS Gl

A WFFEE

ABFFED BHNE, A= v —IFICB T DMk & ZRE A £ A8 U T, DA ETOREBOEIKRGE K
NZE DLW EBROBREPA LN T 52 &, BRUOBETA RTA VG 7 EICLBERZIRE RO LR %
WEST L 2#BUT, BEQLOM LICETLHZETHD,

B. 5 &

2013~2014 FERGRAEM ANZE 2 AW T, BEDKRBOMIT 21T -7, XU HIT, 2013~2014 FEDOH
HSZHEH 89 LI HOWTHRNT L, HbETAA—T X —HOARERE L OAHRE ZOERMES ZHEE LT,
RUNT 2013 FEEE DR HEE 3, 220 OV CTHEAT L7z,

C.f5 *

UCHriiszfa DT KOV — U % —IHOFIREE - AR L L OERER OHEE]

R—= 3 =R DA E L L OHEEA R RIE, 2000 4F 10,089 A, 7.95/10 J57 AH 5 2010 4E 7, 147 A,
5.58/10 J7 NACHIBI L. LA#% 2014 4 7,043 A, 5.54/10 F AN E THEEWTH o 72, RIEBIREED 5 Bl
— V¥ — W EDLEIEIL, 2008 4 7, 789/108,900 A (7.15%) . 2014 4 7, 043/115, 100 A (6.12%) T
W U7z, BBISEAaE OB BRI 35-39 I3 2 T HEEFIH AT 50 7L L3 29% 72 o 7o, MR A
O TROEN 8%, @mILE, EIRMIE, FERFEZA LIcED 13% A bhiz, 94%DBEBHEHEO R -
LOFUR - (25 b . T6% MR D L RENR . 45% MERHESS - 8858 - 2. T% @RIk E 2 A L
2o EREDOBORREN 31%, FEREIWRS U DR 46% 4 iz, EIEKESE T, EECEE 2 A S PR
TRINEIR O A TR EAETEOHFRFTHICH 7o b D (1L 2 ) 11396 (44%) , FIE (3 ELLE) 2350 4
(56%) T, /INEIBTOBEAEFE Y 341 (3%) Ho7z, P SH DA ORWAREA 72 L7 BT 13%,
Mills DEEHEL 37%, Olin DIAET 39% TH -7, ARERIZOWVWTOFHILIL, Circulation Journal (vol.
84) [T HBlk S 417z,

(& ha# Ofiptr]

3,220 Ny D D BEFTHIZAGEIL 80 N (2.5%) | HUFTMAEIL 3, 140 N2 o7z, ElnoAiiE 60 s ik b %
<L B0 LA EAY 306 N (9.5%) Z 7o, BUEREAA L7-EIL 2, 715 4] (84%) T, AkEREFDH 200 51 (8%)
PSR 2 ke L TN, IR - L OV - 28 1% 93%., [RIBRIERRATIZ 66%. kD22 R 1%
66%. TEHIE 40%., HEFEIL 22%, F#IRKRIZ 17T%DOBENE LTz, BHEFEOREMEHRETEH . MUKDR -
L OV - G2 biT 83% D B T, MBKMEBEAT X 50%D B T LT e, bl 546 51 (17%) 2315
L. PR EOUIEIRRIEN S 3EUNIITOI T (R 48 1F) . BUEIREN & 2 B (THIRDER SRR |2 EE B
WEL, G2 fRBR L7-EIG 8 @07z (18% vs 13%) . FEAIETIiX, 20~59 kD 15%3T < ASaET7 - b



LIS (978, FEEHRE. ABt, AP L) OREBTH-72, IWEE TIE, YIS L0 babtirRias
Ko7 (38% vs 53%) o 20 mfl& 30 M T b BERIGOm L7 EEINREEALEIE DS OHE LA L7,

(2 A vE & B )]

N=T v =R OBWIEEER D N EIEE OB IEREZICOW T, BEEPRKRB2EKE L, BES @
IR Lo, E7o. TREREH OREr SIGRICET 24 BT A4 U RIMEARVRET A BT A > (HATEEREGFS
/AARMENBFZERATA BT A 1) (2022 FFHGETHR) I T, A= v —ROBENIC OV TR ZFEIE L7,

D. # %%

HRERAE A G A OMEHTIC & > T, HEROBITEHEDS TR OBW OFEICEA LI 2 L 2R L, S—U%
—IRDEMTHITE VA, RA RN BEE M R 2 Jeu, KR & E - THRF O QL 241
RO ENRBINT, T, BENFRICEREL B XD ODOEENREE L NVBEERND L ER LT,

E. # i®
N= v —JFOEFRENTRIC L > T, BIRIA RIA VHE AR R ET  ADERZT 52 L
Kt AWFFRIEE kG L. A= v =B OERKUED T2 5[0 b & BEITT D KB EH O 2K 5,
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NEER FEEBAVE  (ALiEE KRB R GRS oo R /2052
WFgesr i I EERS ORALERER R B B B E T 20%)
EEHE (EINRF I E BT 7 R 7o BEAL R 7 282
EE R (BB RPER Y v 4 — KGR BeR B R 20%)
HIRHEE (I B 27 b B e s B2 I L 808
WFoe E  WESR T (LR R ERE R R e R B B %)
KRIFRIFIEE R REERE Y v & — KGR BLs EL 2 W R e 2d%)
ANNFRAE - (NPO ¥ NALHRE BN B o 7 — /R R)
FALTHRE (LN RS R BE R A FERe I B RE 7/ Bh 250
BHEER (BRKFPRFEBLE SRR B /5% A)
HIRKRAE  (ALEE KPR PP E e b sz - R EE/Bh 20
B (A% TS A B BLUE 2 B A SE AL B B B i R & B AR B)

D. HH: EHERERER L CICEHRHEEOMERZEOEL®mD L LA E T 5,

E. J7ik:
4. m%%rﬁ%%:y#w%—yayyx%A@E%
5. MAF SR ESERORT RAC 31T 2 AR A~ D HRL Y #H.7

5) PAN D BJEIRZE L BREENIRIE 0095 B B RF I D ARIE D[R] E
6) GCA ORI E I I DI B R D fif B

7)  AAV O RGE AR O 9 B R R O iR

8) FFPE YT & W= /& REGuE 7 7 ) ka8 DO

F. 5%
4. MERFEBW 2 Y LT —2 3 VAT AOHEH
2022 4F 6 J1 24 HLARE, Po8rf@tiR £ TIZ 3 FOEREN DY . 2T —va 25 (2 il
FI LAEFERT) o

5. I RIFEFRYET RAZ 351F D RAZF R~ D B Y LA
5) PAN DO FERZ & FEERK ORRE PR OMEDFE (WG EE : AEEFE)

B2 i MEED RIS SEAEME I8 AR A & 7o TRBITIE, RERIEZ REIRE (PAN) & BEEIIR%E (CA)
WD, Wk, RIGEMBIT RO NOHE 28T 5 2 L IIRETH D L SN TE, A%
TIE. ALAEHRE (AD AWEZER]TE 20 M5 L, R TE 256101k, ALDEBRO E ZIZEH
Lienams Z ExBE Uiz, BRRMICZEIAHEE LT D CA OAMRIEE 93 #2, PAN O A4 f
B 19 EHW-, 205 H, CADME 85K & PAN O 17 Kz Efif L LT ALICHE S8, 2F
WCHW=H O L E5I0 CA £721X PAN OB 25 S 7=, £72, RIUT A FE# &2 RBRELR DR
2B 154 DIFEENZW Lz, 2B ¥ & Al 2 W T Grad-CAM f##T 21T~ 7=, 7 A Mg
% Al DIEfRHRIT 83.5% T o7z, [F UGS T 2R BEDIEZ R, BBESIISETEREA L



HOD, ALIZITKIEAR Do 72, Grad-CAM i <iZ. BAMEZOL DO L0 &, BEIMEEFHOIE
WitHfk 2 e — b~ v FFERENT-, CA L PAN ZERT L7202, BAMEZOLDOL &, BE
I JE BE 0D HE 5 AR 23 85 BUAR L 72 2 FTREME S /RIE S iz,

6) GCA ORAUMAETRE ORI FHIFHE O] (WG B E « withsddz L v s [#ed4E] )

7)  AAV O _ERGEAERERR O P B FA RO (WG B R « BIREZEIR L 0 e [$ekhlie] )

8) FFPE YIJT & MWz MiFREGIE 7 m 7 ) IR ORI (WG R « Bl 8d= L v Wi [Hani] )
G. % MERFHBM 2P LT— a0 AT WO L A KRB ERIFT A 31T 2 A fE A~

D BY A% E U T, EHIERE 22 b UM EHRRE O B A BROE LB 5 = LICHETETHD
Aot b RkGRIOIC EHET 5 E RN D B,



5-2-2. E#RRTEEIAR % OO K E i R 22

WFoeorE - B HisE (BRI TE R 2 2R IR SR B e 38d)
Mm% . Ml KT (A RFRF R E LR SRR E S #d%)
RHL AR (FUPMIRZZR PP E P e Bom BN AR BhE0)
Bl kR (BIER PR E RO SERAT R L GRAT)
IRERE A BT (A E RFE R BB AR TET N R AT 2Bd%)

ABFFEE R« KAELMAE R OfEILCIE, SmZEIRE & EMfatEBEIRZE (GCA) & ORFEINMEL 72> T2,
ZOMBEOWAEITET D720, GCA O RALUME R OFHAM AR AEAL T AN ET 5,
B. 77 1E: MTEINRK & GCA TiX., T OEFITHIT D ERITWASNEN, WEHRFAY I E MR B
ZPE O SRRV A 28 OS2 L, KRR 2381 2 kG 025 30 U b e Tl e < KA &%
OB RBEININEE L ZE 2 505, 4R, GCA ORAME TOMME 2 RET5I12H7=0 . MFEBIIR
T U LT HIHENI OSBRI BRE 72 GCATRE 2 AT 5 2 & MR BRI R S 71, GCA D
BWHZEFE DD I WEROIER T, KERZ X U &3 2 KEUMAE R A O PHHEAR S 5\ ITHIRIEAR Z 9
% JEMF] (cranial GCA with established extracranial involvement; C-GCA with EECI [ZFE2S) ZUNEE L. FORAMmE
RIS DRV Z B S i L, O TEZEMNA O SHEIR B I T SR ZE 2 A S PR A 12 D AR ZE
ZH9 % GCAJER] (extracranial GCA; EC-GCA) DFfffkfe & e+ 252 L & L7z,

FEGIDINEEIZ M7z > T, YWFRBEOIEEICIE IR 2 (K L7213, FIiEd®, Famds. W amR
U CEMIERI 2 4L U, FRTT > 7 — MC X D R ERRIE AR O 72 & O 2 895 Z & & LT,
C.HE B FEHT U — MTED, C-GCAwith EECI D REENVED & D JEFIIL 3 I, EC-GCA & & % B IER]
T 14 Bl o7z, ZOHk, ZHOREMEA T DR % & e 2 ek L RIBFIE O M7 TIEIN K FE P E MR
Ba0ERBEMGD L LI GKRE S 4452) | JEGHRIEORERIZIW T b MELH A DOAKGE &2 15T 9 fak )
BEt 11 BIOERRTEH & mBEARR Y ORI E 32 1 7203 — BB IR A ORI F AV O 2 IR Y &
B2 DNTIEF N DV | IHEAIIZIE C-GCA with EECI FHXS OSEG] 1 5], EC-GCA FH4 DAEBI 4 51l & KLk 71 72 4
Ftkigel Uiz, 7035, EC-GCA Y D 1 HilAFrE | MEFE MGG FENE 2 MRS LTI 0 MERE 1T L 2 RENIR IR
DAEEMHITEER TH S, ZNHE 5 B0 KENREI A IZ5W T, H-E & O elastica-Goldner %42 % Jii{T L. WSI
77 ANEER LT WG A /=D LR AT IC W TEREN 21T o7& T A, C-GCA with EECI
DREPRKIFE DR L LT, 1) ZREEMINEZ & RIERE N RERTIED PR IZHERICIEA D, 2) KE)
RS M I8 > T2 RIEFT RITZ L < AMEDORRAELICZ LUV, O 2 808 b, 215 OFTRIZ EC-GCA 48
MOIEFDIFE A ETHRBIR SN,

oI, KIEREIZEMEEZEL OO, Wb D AFMELE L TOMEROEEITH L2 TIER, i
DFSERAEDIRAT 2 BHANIRIE Y > Bk 7 o b ORI R 2 B0 THT - 7223, F 4 O FiJ5HR
TEEZRAR T S o 6T MR RIIG b o Tz,

D.%5 £ @BEEIRKIIIMNED VB OFER TH Y | 57 M8 5 FH O JAE AR 2D &
e LAMEIZ T35 2 SR ME R IR IR 222k 97, A R OHE T B 23272 - 72 C-GCA with EECI #H | EC-
GCA FH 4 DFER D RENIRISIH 222l 3 2 pir AL & 138 7 i fktg 2 7”7

Ef#E o MIBHBYIRAER C GCA OBWIMEE L7IEBNL 1 BIOHTED . GCA DO KEARIIZE 1L A LB R %%
DORENRIFZE & 138725 Z E PR S Tz,
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NEERE i BE (RRE RS KPRV FREbE  RefnT 750 B / 28%)
oemEE wik fEE (ERKY EFEHNHMEWEGE SRR EE Bu%)
BINEAEE (B~ 7 o FERKRERFBREEANA A~ — B — « BT HIlE 8d%)
e i I R4 (NPO IR ARV E B EE o 2 —/RIBR R R)
IR KIE (bdsE KFEmbe R 2/Bh#0)
R HE GRUEEEERT BURFEBEE/ #%)

A. B @ ANCA BHELME 2% (AAV) 21X GPA 72 & EXGE OHESEIER FIEMIREZ R T Db DR D, AD
HEEVER HER O [Rl—H - CTHIET 5 ANCA BIE M & H 2% (otitis media with ANCA associated
vasculitis (OMAAV))23&% 0 . GPA & @B [ED ik SV TV 5, OMAAV X FHARZM A # L <, EERAIHESL
ETTZ0, BEMICR-T20 7528 bd 5, GPADE, H, IR, EXGER L OMOBEFENE LR IEMER 2,
5 OHUNE OBEFEMER IEREME M8 25, B OB A BRI R E U T A LT 50, GPAIHED F
E A I R B I E AR 28 2 S 0F 95 2 E 32\, F 72, MPO-ANCA 5 TRzl T3 2 s
HERE-CEH AR A R ) T HA L H D, Zh b ANCA BRE M 212 0E D TEH KA OMAAV & &b, L,
OMAAV DR 72 B OB W R YE IR T2 STV RV, 2 2T Fx IZRIRFE B A =T
OMAAV DFFRFE /ST A —% —ZHlitH L, GPA, MPA & D R[FEZ G2 MIEEDREEITHI Z L 2K L,
OMAAV JiE 3 DA - H RS D AT I B D AH A TV 5,

B. 75 ¢ PBUER] : JBIERKZT 2000 05 2017 4E £ TITAER S 1072 OMAAV JiR 2 34 1], 35 I O BRIE B
& LB MR sz st 32 5], 12 B 5 i, MEEAPIIENE 10 i, Ao T 81 AEMI, 206 7L 3T — kA AT
RGrl Uz, fEMTHIE 7L T ) —Zefgir b LT, “EHERIEIC T, BB KZEEIRIEFREBR T O
HFHREEME 4 4 NE T NTF = v 7 THERFEN ST A —2 =120 TEEN S L IXBEEEMIZHEE L
Too MAEFHINT A =2 =%, QOB A, QiFE, QORIEMIIRIERE, O, @V BKigiHE, ©4F
ek, Oz, @FEMIRE, @~ 7 v 7y —UREEZEER (0~3 D 4Bk THHMEL. O
KO, @/NMILERED JIEMIRE, @MENE~OT ) 7 @QWEIER R, OftES) - §ilk
DA%, OFPEENFRIRO ME %, O/NEHAE, ORI ME A, ORZFFRMERLIENE & & i 3
(bY=1, 72L=0) ., ELIZOESHDOREI, @F v E/WIMEOIBILK 1 B8 & 72 0 O¥ A EEMIZHE
L7z, £7-. OBMALD N —2 QE RO, @FRHMIZ >V X, flkE LTTF—4%
SR LT, ROBEPEL LT, LiLOf% Training Set & Testing Set (24311 T, WF7EmHHE - #FZEty & T
FOMEMGE =T L, VY IS YR TRWE L7 NT A —F — P SN 5 )& T
<. XIHE#EA Training set & Testing set (23, FHEZ LY I U —22 {471 %2 W6 JiEE Ok N T{T -
776

C. ik 7V ISV - CABZZRDIZ, DHMH - BRROFE, 2) FHitks) - BIROPAZEDH
M2 EOMBZ RN ST A — 2 — i, 3) 3iE, 4) MFERERRE, 5) MEMIREEZADHEEE R
FTHUFR PN T A—F —Ffi & L CRWE Lz, IO ENRT A—F —DFYMEE2MIET 57201,
Training Set & Testing set (24372, F—HBEMNOODEEABNDH 2 HDIZE L Tid, BIEEZR D IAA,
OMAAV JEFIH A 24D 34 17~ 5 17 FINZETIE L7z, BEIFEF U T, FEFEER S £ 2PN 5 Z &
MTE, ZOTN—T5F % AT, FENEROIEHEN CEFREEOH IO b & BEMEEREZITo 72
& 2 A, HE YR O I CRPERAMEY (0 O 0 E G CIEFBMEICRTENS RV Sz, £ 2T, SERIHEME
FRAEG A AT L C, SERRIEARY v b CHBEER ISR 21T 2 _< | HEED, b BEOFE
Lo TWA,

D. %% : training set LMH L7-/35 A —& —% validate T3 testing set (24717 CTEHE L. HE YefafEA
CMERRE ey P E L TABROMIT 2D 5 Z LI2 X0 MERAR YR b > TERIR A, F~—
H— LRV EDEFEN T A—F —F L LT 2 EDR IR S,
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s, RIRBERIE, HIRHEEE
71 - BNEZSHE (BT R2)

FERE TgA A& 2 Tlx, MAFBE~D Igh LB ZFEHT 2 515 L L CHEEU N & AW icao bR EEE S H W
LTS, R~ EENT T o al (FFPE) U123\ T 1A ILaE #RE 3 5 FiEIZ DWW TIRET L
776

IgA A& R ORERZWT, BOREEI RIS & 2 BOCHURE R T REIS TgA PEAE AR STV 2 RS AR
@ FFPE B f Z a7z,

HREG) RSO HUARTE AL & FRPE U) A a0 bk i ek & o el 38 L OVFFPE U7 CTO BRI BEE & 3
SHUREENED R, —RPUASOSRF IS X 28 HIRE OB 21T o 72, T ORER. 1 kPuik% 24 Ref,
A CTRIG S, SEHUARRMBEEZ1T S5 2 & T FFPE EIT IRV T H S T & RIRRE OB 21525 2 &2
T&ET,

WIZ, FITCHE#k —kPiik & Alexa Fluor™ Plus 488 #%alk “IRPiik L THHL L7z & 2 A, Alexa IZFITC & bt
WL THRWNS 7T a50 2 ERHR, a7 ) VIREOBENESGIZ ol L LD, FERR
HIBOG DI B FAE L T HMIIC 2 C 556 b o7, AR, 7 r vk o 7ldEze etz
RATBY, ZOMBEEIER LI,



5-3. /MR i R R R A

WHIEoE B T FORRZEER T ¥ — RISRPOR B TR - 2%
WHIEmE  EATE T TR FERREEZHBIER Y ¥~ FARE - feHd%
HHEE HWH/NIRREERREE X —RET Lk X — Bl —RK
OHESS — MRS R R PBE AR e R AR A /N R - B
Fft FERE— R FORREF/NEF - GEHT
SRR FOR LA ER R E RN N AR - e
AREBTC S O R R N N - 2%
INBR A ENZRRE IR e o 2 —BRIRAE S v 2 — T = 2 Y A o R - HP R
I NS NS P SHIVINVAR S SRR 26
IR THERFRFBCE AT AR LY - Bidx

A BFFEEA - /NIRRT S AR AE R (LIRS, ReEITEZL FEEIIRA . ANCA BE i & 78, JIIRIH)
RIFGE % REWTRO L HE LIEED 5

B. WFZerik . UNRIMAEZpIZe] /NRMLAE RIEEBEIZHOWDTOFRROERIEE 2175,  [ELEIRE,
TAK] KA A& REGRSFHSTEE O —B & LT, 1)TAK ethBag LR - HPEOEIERA 2kt L T, 2)
/NTAK @ ko) R~ 7 (TCZ) i FEREZ HE#8 9~ 5, 3)National Database (NDB). /NEIEMERFERNR « FRE
R T — 2 2 W2 TAK O R RBARE 2 (BATT@BF &M & (5 - 7 L X —RAERF
%) HEEME - FHORBIRBIZBITAT A v h=— XOHR & F O IWFEEE & LR [
HitEZ R ERZE, PAN] /N PAN ORI A 24T 5, [IIRERE, KD 1) DI MEEREEINRE ] O fh &
FBMOBGEE, 2) Filan ) oA L AERYEFTIT FTO KD OFARBL, COVID-19 BHIHE 2 A 5 S MEE R
(MIS-C) & KD & DBEIZ DWW TERNATIHE R Z M D5, 3) KD OFIEY X7 | BEIEY A7 106k 5 BInE
KERET D, 4) KDBHERE, FiEE R e Lo ABELZ T 2,  [ANCA BlEmE 78, AAV] 1) /hR
M S, MPA/GPA WG IZBMN LIEE 24T 9, 2) /MR AV ICH T DEZEE 217 9,

C. ®R : [/NRMIERBIZE] 5 41 BB ARSI (2021 48 11 H 20-21 A)IZT, ABE- H
A)NEHFRFE A RAE &R R T A NROmER: BE2ENSEHEE T 2, $8HRIEZ LD
BEEDRAET OW 125 THME L. BEEOREimOERa LA LT,

[TAK] 1) TAK ZcPEfBE L 4EUR - HPEOREERA « KAUMAE & 2 — MFFERE G bEsR 2 Ho0 s 19 Mgk & v
IEHR - HPEDEBETA 51 SEF] 68 IEIR 2 84k L=, TAK 2WriEln, Ao, WA, AAEHOIGIR, HiE
Eln. GTURAT - AERRGE T OVRIE, ITIRRGE - HPER ORBISEIME, AR OERIF, I SRE T OV TRENT
AT o Tz, ABFZEREIRIT 2022 42 6 AN Y O~ F R TREE LinUba D TWD, 2) /NNETAKD RV
R~ T FHSEREHER - /N TAK )92 b o U R~ 7 HEFIEO TR ZIEIZWE LTz, bR MHRTE
TdhDH, 3) NDB I, 2021 4F 3 AEANTHOIL, 2021 47 H 5 HIT/EKR, 2022 45 4 A RIcT—2 gt sh
Too BREER (20184 L 2019 FEEICEWTHEEDHER L E AT 58, SHREOMERL EH L1
TBFRIEDIWT P72 S TWDHE) Ao T N SO FhE, MADERE, JHHER & & BUEMTH
ThHD, /NERVERERR - IRCEHREZET — 2 1%, 2018 44 A5 2020 45 3 Al TREESREZHO
AHFEE LT, 20224 1 HIZ7 — 282 517, 2 HIZENEICKDFEMEENK T L, 7 — XM 2B L
Too /INRABMERFERIR DT — Z IR RT — 2 3% <R oh & Lic, HlLE RUFZEPECTHENE L7z 2013 4EFE TAK

HF— X ENTRER L OIIEZED 7 +—~< v FAEE SN TEY RARETH 572, TAK 1% 3, 628 5| H



Do TS, BB OFREMEN S D 60 F LL EFIEDREFIZ BRI L, 3, 290 Bl & f#dTxi g & Uiz, F8IE 1 4F
AR OBHHFEIEFNL 198 FI TH 72, BAblF 1:7.3 & PN <. HEERHEMRIT 20-70 AU < A A
L. 60-64 F DFMEGIX 3R RIRD 9. 8% L i b L o7z, FIEFETIL, 20-24 F OFEEX N EED 16. 2% &
b7z, bDMARDs I, HTHIZIERID 16% T TCZ 2 FIERAMEH STz, SIERNCIWTIE, TCZ
TEMTNEKETHDE T, ICZHE, A7 VFv~T7, THI AT, TV AT REDMD
bDMARDs Zf#i I L TW A B H B S 47z, RAEFID 66%75 EAEE S~ V FE & HE OffastE 2 78H T,

[PAN] - /NRUMAE R EGER B O T, 1)PAN WG I T/ PAN O FEREHR, IR EN 21T - 72,
2) PAN E[EEFIRA D ET L T D, —KMAEOE., “RIHAIZ T PAN O A AR FRVRHE & BRBRE, TR
DEREREEZHLNCT D, 3) NRBERERBICPAN & L THEE SN TV DIERZ T L, T DOEEEZFH
HT 5,

[KD] 1) TR EREENRE ] O EHREMREIIR T I 7odd, 5% b a5,
2) Flam S A )V ABYYEIC K5 BAFEES T Tl KD FAENAFELTH 50%84 LTz 2 & 23 1
WP REEREBICRT AT v — FNRETH L E ooz, 2021 45 10 A 29~31 HIZE 13 [Al[E RS IR >~
YARY U L(IKDS) (SRAGER, AL —) 25 Web BHfE S 41, KD B KX ONMIS-CIZBA L, 25 2nE, SN+ 312
4. 282 B DFEE, FEmMTONL, S, BEROEBEI—T 4 7SR - KN FED 4
DE O BE BRI OV TIERHEA 22 S iz, EWNIZET 5 MIS-C OIFRIEIZE D, KD & D RFIZON
Tikma =, F-MS-CICET A EEMRE ORI E o7, 3) EI n 7 Y EHH AL ORI
2D IGHV3-66 AL DZ & JIRHFIE ) A 7 & OB A M L, i Uiz, £ 7o R2R IR E 51
R a7 Y AT uA RYIOFRREZ S TR R 2 R L LT RIE U R 7 OVRIEA IR K OV Bk
JNETER Y 27 OBAREIRICET 25 ) LU A FEEET 2D 7=, 4) 20224 11 B 19 B TIIRHE R
2022 JIIRHR OEIK & FIERME 7 v 77— b (ARSI o 2 — 4, ARBERS K OVIIRHE O -k
ZHOBOE%RE) NS, AT A, BB ESDOE TARBIEE A 5T 160 4 L1 RSN LT,

[AAV] ) /BNRIMAE S MPA/GPA WG (&N LTz, JR5A R/ MEARZEESR (T3 ETH) RSN
BREFCH D THRKHEFEANZOHEE Of#A) ZHE L, WRHEMEAZE - EEESEOFHFL (R) %
ek L7c, 2) RERIEBZAGET 2, 3) 2014 FLIEOIREEN - /NRABMERELFIZIS 1T S MPA, GPA, EGPA
DTF—2HWiE LT, T— 2 2FZRE. T TETH D,

D. BE . NEME RSB DIEENIIEFIZEAL TV D,
E. f55 : SFEE LIRS B SN THIE R 5 &3, NRIMAE RAFFEAH] & U R 22 5t 217

277,
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