I. #EEshE



SN2 FEEIRAE BRI R R A AR BRI SRS 3
SR FEER T

EHMT ) 7= b=T R/RBEERY VIEETURERBE ORI A N7 A AARBICBET S AT5E

e s (ORaR) BE EN AREmERTY KREERESIZER RN REE (ER)
WHgeomE K% X NERERT REEREZOEN BER - U Uv~FNRT (HEER)

A B AUERTREE BRARATEHEE Y o 2 —  (ReEEdR)

B Bl BREERT RFERERZREIER NERTH=E (REIER)

TN BEERBNT: B UV U ~TF - BIRRANA (Ed%)

P Rk PEREFRRT EEE H LRSS (E0R)

A e FORERERIRSE KBRS AR ST 7Rt AT 0% B A e (7 PG A2 22
RE FE) HURERREA AT REERERFR SR B - U U~ TR (#dR)
Wl B2 AEEKRT: EE BIRUR - BN (%)

W se TR RFREE AR FEhEsT (BdR)

HEEmRR  REERKT EFE BERARTE (#ER)

Wt 1 # ftt i ABHRE RS KRBT TERE S AN R e GEEN)
AE R JEERT BN BERE - ERENRE Gl
W30 BESL HRURERFERRT B BIER D U~ TR GER)
JIA & SR ZEEFER S SR (Rleid®)
x4 B HAREFRKT: RFEEEZER 7 L X —RBRURNR20 Y (%)
i i KT ERERR BIERY v~ F T LR —NRE GERT)
PogR Ah—  BURKS: R BERIARE  (BdR)
B EEE JUNREE RS EREEY (BdR)
il B9 AEEMRT RFEREPER ER AR (Fdx)
WA Bt BIERERT: B U U~ - BIERNE (RN
BRI e fIERTE ESE BUERYE (BdR)
NIV | AEHERRS: R BMARE ()
By By ESIEBRERIE Y 2 — ERRERE R (ER)
wH s BURERE AR E W R SRR B - U U~ FNRE B GEET)
AT ZEF K FERRE BERY v~FRRtr 2 — - DNRY v~ TR (EEER)
M BIRRT BN RRRE SRR SR v ¥ — (#R)
FE BY  ESREERE Y 2 — JEES - B2t X — (BERIE Y —R)
AT BT SRRFPRTRE BRSOV ET RS JRERE TR (Bd%)
RUG EHI BART EFMARTEREE U U~ FRIERARER (MEEER)
Wiks  gE—  BEVRERTREEE NER (BhE0
MUIL B REFWILEEE AR (R)
E S eRRTRTER BEART (Ed)

MEET
)T~ hb—F A(SLENIAEN A O R B T2 Dtz 8 L. TORBBRIIZETHS, 2D
PR O HELL  F7-, HIFERE THIBE T $FOWREITHERE T 523 % W, AAFZED H#91% SLE O3
ENZBITH0D TOBIRTARTA L EAERLBIROE TAAIZEH G L, 2B F U AOERITHEOHETL TV ZETH
5, 2019 FITHEITENTZ SLE 2T ARTA L ORI LB - LGT0, HARTA L THEOITZ R A LI 5
WrE119, Fio, TMAEO SLE BE ORREREERL , FEROEGK - L IEIENTIETHY, R 7TV T+ —
LEFANTZL U AN AR LUEE 95,
KAEFENITARTAL DFAMT o — FROKAEFENTATIT AR T A L 3B AR [ SRR AT DY 24T 72 o T ET-. IR
LD AN OREEAATU, B 2 1A TD,
PV NEE HUAIERERE (APS) (X AR SE SR A PHEE TR EE 328 DR B T2 O34T SLE ([Z&8 6615, i3
P APS(PAPS)IZ SLE 234 PFLZ2W b D&, HTU AR HURDO K H N2 W O fieh 22 7208, TASE TIX—H#8D
AL CTEAe oTo, AL, IR CHEILL 7= HUARR E O B2 AR FE AL, (RIS NDZ &I
otz E- BAE OB THRBNIE FH T — 2N Z LWRBTHY 5% . ST .0 LT 2L
TUW5, HARMA I M5E TEE L COAERL AN 2L FEE L TRY, 5% e RE2RET D, £-. £2FEM
RPELTE DA HENEIZ OWTHEIL TVD,




. WFEER
M) T~ h—F A(SLE) I FEA B CmER
BTLEFDIEREZE L., TOIREBBIIZETHD,
ZOT=DFEBGOHENEHELL, FAFMETHIRHE
FEOPE L%ﬁ&#é_%%u\
AMWFZE Tl SLE DN ENZIB T DD TORHFE
HARTA L DI 7T EBMNE D SLE B3 Dl
RT — 2 DEFEEATHIZEE BHET D,
HIE NIRRT AR TA L OVERL 54T - TR A
BT, L—7 2B R (LN)IL SLE 0 & 2k
FRRETHY, DARTALRITHRLHT- /2B
TUANEREIIN TS, F2, BARETIY~T 5
PH [ &R g P 2 237 U CRe il L QDA — R0
HD, ﬁﬁ%f@ SR OB CAAbEEDRB T %%
W DI LN OHTARTA L SET A ER S
B, SHIZ, EIFRRBEENTHITO,
SLE B DO IRT — 2 OERBITEBEL DA &2
VERL - E U, RFROEGR - FEpE T I A3 2k
ZHIET D,
PR PUARE R E(APS) | T M AR E LIRAR & OF
f“ LIRS T D IR AR T, 20441 SLE

G5, I i APS(PAPS) I SLE #&fFL

f;u\%)@%:?aﬂ“o ZWHzIIH IR E AR (APL) D
K S AZETE 73, ?ﬂaﬁxﬁf WL NETHSERLUE
OETOIAPHEERBO LI TV TIEAR
Mol WA T PR E BEIE T 5V AT L
AR SIIRD TN, D728 S RIS HEEMETE
FSND APL £HUROHIES H Bl E O RERIX
#AaEEEE A% 272, APS BHIIMEEE E
THLERPEDEET APS 2RO F5 | Z21ERLL T
ey, AR I TEERITSCEHED T | ol DB
VEEZG XN, F7-. APS IZHEBE D 725 F
WA CHEST — 222 UL, BEE R REDfiF

1 TA%ETHDH, APS Tl H A MAL [ 11 5738 A3
$.§.ﬁ‘éﬁ$1//7\b) LT CITAFEL, YL E
ST D,

B 51

SLE

O T —h# 2019 BITO SLE SR AR
FTA L ORELE T L CEFE |2 %ﬁ%ﬂif
DT 7 —NaAT789, EERAR A B
HHESESCIZOUWT, Blitiik CORBE LA H
P [ D [R5 B 2 Heli b LB E 2, F7=, HA
RIAANERRRFIZ o T U 2D R BN E L) >
727 v am L F oL R R OM %&“Er;@%ﬁﬁ
T Do RBUFI AR ~F 2% BAREET
AA/NEY Y ~F 2% 03%\%%!2(3%

@ 774’%74’/L*$1’E% LN [ZDOWTHAVT~
T AR - HARER AR FEE
kS 73 ARTA /%I.Jé%i % f ik L SCERO £
FE-LE2—%1T9, 2, LN ICBEL Tz T
VADA T HHEE (5] % 1F LN Class V D2
RITE T ) I L CRIRGETE B S DAL N

—Z TR ZE 21T,

B EEHEMNT L — 7 A B 50 filh B i
VIR BRAAIE | TLARE AW (SEREME, T
i) TR RE BT AREIZ /71T QOL
PHlA179, QOL 7t EQ-5D-5L &
LupusPRO %L CREili 3%, £z, #HIC
DUV THITE H 23X EL TUD,

@ HZEKLET:2019 FFICa—my Uy~ TR
(EULAR)/7)U7J)‘7’\7?5?/£(ACR) \ZL D%
SLE 73R EO TN ENZ BT DIRFEESE DR
R Wk 53 ’ﬁ%ﬁkl—l U\J:O)Eaﬁlﬁiji’
B LTz, 2o, FNREIZEITS SLE 2
BRI CEHLHEL, SLE @%EF$EHJ“
A N ZEA RT3 D,

® RV VAR JEA G EA #ERITSTHES H A
[ AT IE B S A SR S L7 BB 7 T v b o
— L& HWTIRBL AN AT LEAERCT
b, 77 87 +— 0% EDClelectric data
capture) & U2 IE k& AR T A AEE
REERIE RO —KFIH T —H =TV T
WL CTHERMF A HEESE D,

PAPS

O APLHIEDLGET A TOTE T v REH LT
Y IZERAI L PAPS 0%y 8 95 FR R AR AR A
/\’BﬂﬁZuT‘fé

@ BROFHE RO FSIEEAERTD
J“EE-I//XU Elﬂimimmlqé 7R CHEEL
TWHEEL VAN THS J-RAPS
(Japanese Registry of patients with APS)

Y PED S ET D,

CHtEAER

SLE

O ZBEHARTAL BT r— BB L
Tk, /\in 34 4 AT 1 m7 o — N
%%\ DNKIET D,

@ #1 IEW) LN HARTAFE RT3 2
H 8 BT T olz, A RIS BN T AR
FTALDAT—TCQ ZREL TLHR R Z1T
9, LN Class V OF 3 ETOBFEFEREIZ O

THEBEL CTHRBEENICT —ZL L TEED
Do

@ QOL #¥iis, B HEFHMIEIZ DWW TEREL TH
FRERF RS L CTRBRE AL ZHTHTET
HD,

@ (HEOUWETEIT> T, DASFEENLEH
Do

® VVANIAHBOBREEI TS FSENDIEH%Z
BHAAL TN,

PAPS
@O  APL I ZMEAREE ORI E D B R T Rl HE
720 HEE R BB R A M N EE 2 s i



iz,

PIROTFFIENHFMIFEIH IR TSN,
J-RAPS Z LRl 352 L7020 5% EW
A7 ERIR TG SR O MRHT - L EAT D,

D.EZ%£

41X 2019 FIZENETERA)D SLE O
HARTA L ZAER LTS | AERE DV ZE A Ak fERY
IZATHZETRIRDOY TAAL LA E LD ZE T
VADRINETY, AMG HARTA L OFM<C AT A
RIAAERRERIZHIBA L7 5 o 2R L fEll T
BT BERAFZE DR E . T L TENLDORE R E
ZTHARTA L DWET Th 5, A El, 77 —MZ
KOTARTA L OF N E K F 2 DOFEMENDHED,
HARTA L DT — 5% F|H Uiz PR3 AT
LN Class V & b5 o 2R & FEIR OO B R BIF 42
DUEfFZTEZ | B FSFEE XIS ENERIETT 9D,
S5, LN OHARTA L WRTHROIVERRAEZEIZ AL,
BAFENOUGETIRAREITH, EABL VAR IARTE
ZHRDMSIEE Z1TV, BT — X Ok &
OAREITH> T,
APS TIZHEAMNRIEROFUARI E A FTREIZ/2D , E4L
M UT= 23R O F 5 | ZAER &R E P B R A A
8N ZEDOUWETEAT/2 o7z, TREL VAR (22T
EWIRINCT —Z DT #1T78-> T, —J7, APS
BEOEERE FHEEZRGTL TRV IREEE DI,
W17 3%,

AR f B 156
Fro L

CRTIE Ty

1.7 SCFEFR

1.Yajima N, Tsujimoto Y, Fukuma S, Sada KE,
Shimizu S, Nithata K, Takahashi R, Asano Y,
Azuma T, Kameda H, Kuwana M, Kohsaka H,
Sugiura-Ogasawara M, Suzuki K, Takeuchi T,
Tanaka Y, Tamura N, Matsui T, Mimori T,
Fukuhara S, Atsumi T. The development of
quality indicators for systemic lupus
erythematosus using electronic health data: A
modified RAND appropriateness method. Mod
Rheumatol 30:525-31, 2020

@
®

2.Tsuda S, Sameshima A, Sekine M,
Kawaguchi H, Fujita D, Makino S, Morinobu
A, Murakawa Y, Matsui K, Sugiyama T,
Watanabe M, Suzuki Y, Nagahori M,
Murashima A, Atsumi T, Oku K, Mitsuda N,
Takei S, Miyamae T, Takahashi N, Nakajima
K, Saito S: Pre-conception status, obstetric
outcome and use of medications during
pregnancy of systemic lupus erythematosus
(SLE), rheumatoid arthritis (RA) and

inflammatory bowel disease (IBD) in Japan:
Multi-center retrospective descriptive study.
Mod Rheumatol. 30(5):852-861.2020

5.Zuily S, Clerc-Urmeés I, Bauman C, Andrade
D, Sciascia S, Pengo V, Tektonidou MG, Ugarte
A, Gerosa M, Michael Belmont H, Zamorano
MAA, Fortin P, Ji L, Efthymiou M, Cohen H,
Branch DW, Jesus GR, Nalli C, Petri M,
Rodriguez E, Cervera R, Knight JS, Atsumi T,
Willis R, Bertolaccini ML, Vega J, Wahl D,
Erkan D; APS ACTION Investigators. Cluster
analysis for the identification of clinical
phenotypes among antiphospholipid antibody-
positive patients from the APS ACTION
Registry. Lupus. in press

6. Sevim E, Zisa D, Andrade D, Sciascia S,
Pengo V, Tektonidou MG, Ugarte A, Gerosa M,
Belmont HM, Aguirre Zamorano MA, Fortin
PR, Ji L, Efthymiou M, Cohen H, Branch DW,
de Jesus GR, Andreoli L, Petri M, Rodriguez E,
Cervera R, Knight JS, Atsumi T, Willis R,
Roubey R, Bertolaccini ML, Erkan D,
Barbhaiya M; APS ACTION Investigators.
Characteristics of Antiphospholipid Antibody
Positive  Patients in  AntiPhospholipid
Syndrome Alliance for Clinical Trials and
InternatiOnal Networking. Arthritis Care Res
(Hoboken). in press

7.Yin X, Kim K, Suetsugu H, Bang SY, Wen L,
Koido M, Ha E, Liu L, Sakamoto Y, Jo S, Leng
RX, Otomo N, Laurynenka V, Kwon YC, Sheng
Y, Sugano N, Hwang MY, Li W, Mukai M, Yoon
K, Cai M, Ishigaki K, Chung WT, Huang H,
Takahashi D, Lee SS, Wang M, Karino K,
Shim SC, Zheng X, Miyamura T, Kang YM, Ye
D, Nakamura J, Suh CH, Tang Y, Motomura G
Park YB, Ding H, Kuroda T, Choe JY, Li C,
Niiro H, Park Y, Shen C, Miyamoto T, Ahn GY,
Fei W, Takeuchi T, Shin JM, Li K, Kawaguchi
Y, Lee YK, Wang Y, Amano K, Park DJ, Yang
W, Tada Y, Yamaji K, Shimizu M, Atsumi T,
Suzuki A, Sumida T, Okada Y, Matsuda K,
Matsuo K, Kochi Y; ies 113 susceptibility loci
for systemic lupus erythematosudapanese
Research Committee on Idiopathic
Osteonecrosis of the Femoral Head, Kottyan
LC, Weirauch MT, Parameswaran S, Eswar S,
Salim H, Chen X, Yamamoto K, Harley JB,
Ohmura K, Kim TH, Yang S, Yamamoto T,
Kim BJ, Shen N, Ikegawa S, Lee HS, Zhang X,
Terao C, Cui Y, Bae SC. Meta-analysis of
208370 East Asians identifs. Ann Rheum Dis.
In press

8. Mok CC, Hamijoyo L, Nuntana K, Chan Y,
Chen S, Yamaoka K, Oku K, Li MT, Mornad E,

b



Zamora L, Bae SC, Navara S, Tanaka Y. The
Asia Pacific Leagure of Associations for
Rheumatology (APLAR) Consensus
Statements on the Management of Systemic
Lupus Erythematosus. Lancet Rheum. in
press

9.0gataY, Fujieda Y, Sugawara M, Sato T,
Ohnishi N, Kono M, Kato M, Oku K,
Amengual O, Atsumi T. Morbidity and
mortality in antiphospholipid syndrome based
on cluster analysis: a 10-year longitudinal
cohort study. Rheumatology (Oxford). in press

10.Aso K, Kono Michihito, Kono Michihiro
Watanabe T, Shimizu Y, Ogata Y, Fujieda Y,
Kato M, Oku K, Amengual O, Yasuda S and
Atsumi T. Low complement component 4 as a
risk factor for severe neuropsychiatric flare in
patients with systemic lupus erythematosus.
Lupus. 29(10):1238-1247. 2020.

11.Ninagawa K, Fujieda Y, Matsui Y, Kono M,
Kamishima T, Iwasaki N, Atsumi T. Non-
tuberculosis Mycobacterium Tenosynovitis
with Rice Bodies in a Patient with Systemic
Lupus Erythematosus. Intern Med. 59(18):
2317-2320. 2020

[(FE]

1.Amengual O, Atsumi T. Pathogenesis of
Antiphospholipid Syndrome. In: Tsokos G,
editor. Systemic Lupus Erythematosus:
Basic, Applied and Clinical Aspects. San
Diego: Academic Press; 2020 p.

2. F R
RO &30

H B9 M EEHED HIRE - BRIk (T E A& o)
L. RS 7al

EEF eSS

xaaliid



T2 EEA T ER A R I e HHAVER R BORIT e
AECU/E e

SRR - KEHRITBET DTS

e EE (ORaR) A 2

RIRZER P

SRR B ER Y %

WrgEsrRE fhE B WA KRR PR E SR RN R B%
B 6 RRKFERREBEN - UV v~ TFARY BREER
AN IER AERILRSIER R R AER R
il B TR R AR B R AT TR R B R R fe 2 Bh#L
AR B JRHEE RIE R SR E e N R R R B R
B BARERRZEY U FRBERAE R
RE HE) RRERSEBRTEBERN - U U~ TR %
KH T SEERRPEAMEREY: R
= BEE HERERT EFEIMERE SRR

WHEE A K BE R SZER R NER R AE MR
REE A8 KRB RFEBEE SRR B E R Rk
Lz SUERPEAERCR SR FEAD
R FAERIFRE NIRRT ER R NERE B
AAS EE RRERERRFEBER - U v~ TR B
RO METSLER X — RN R
AR IETE S EMIREEANER R EREEER
ek seRk I AREFARENE KRR/ FER AT
AL fl RERSIERRSEMERENE B
Bt gk JA L) TREERE X —MRNR ik
WA B BRGNS RFERER R
i 2 EREREAARFERER - Uy~ TR

MAERE

JEAE S8 AR ZEHEIZ B TR EITVER L 72 238 M 4 -
WA DRI BT D E LRI R AR E 2 T, MR ERRAZHEAE LI LOBKIRIEL T LWBIETA RIA4 v %
MEAERERICEEM E L CABI LA, R Thoiz
TFERNZEDZEBRDTA T4 U EAERF CTH D, AEEIX, T A RTANZEDLH LW U =D
I AF a OERETET L. TS 5EIZEOER BB LTV 5D,

BRREI I Z DWW T E BICHEE ST T,

TG G DLW EEHE LIBIET A R T4 2o T, [H

D IRIEE TR

A TFFREH

£ M5 %% (polymyositis: PM) 3 X OV &5 &
(dermatomyositis: DM) %, FJEF L OO RIENE
FAbza B e 35 B OmERE T, IBEEHRO—-DIC
BENTVWD, PM/DMIT, DB TH D720, AIE
DZFIZHAL TOWRWVEMHZ W LI T, &
JiE IXheterogenous 2 KB TH V| LB EzRE L,
IBREIEDN WE IZHENL L TN b, £D
Wrds K OVEICIZF LR LIZHREES & b 705 720, 1
LSNP METH D, APV TREID
BRATA RTA4 R LT, L LD, Ziuh
OFEIRIZEB T D EFZOESITHIE L, ITESH LW

HANEE L EHINTE W5, £ Z T, PM/DM®
DIROIERE(L, EFROE DR L - B OQOL DikE%
HIE T DI WERDIBIETA R T4 DSERTEITV,
MEAEORIC TEFE/R) & LTk L, AWFEHED Y =7
YA~ RIZABI LT,

Zo TEEM TERIZHT-»> Tk, £9. DY
[ZDOWNWT, BEEH ERADOHE B L ORI DO RRILE
ShEBEBEERA G T7T v S — 2 HE L=, £
2. BRHA RTA4 o0 Tk, LTFTORIZEEL
Too FP ARFERIEAER L C, BEUHE- Y v~ F N
PE, MRRNEHE, HERENES LV TEE LI
SEDOPM/DM {BIEH A BT A %, BAEE THFICH




ZRIDWEE e NE 2> T 523, GRADE EI21X
HEPL L T dvo 72, = 2 T, GRADEJEIZHEML L 7tk
STEATV, KRBT A E B LREY
A RTAUZBER LN, BibERTH DAIEO IR
THMLTLLZET U AL~V OB LN EECH
LIV, TORD, BEOTX AX— 4 E
=F VTS DR AR OO T L HED &
DIHERRIC B 70 D KO I E LT, £12 . &4FEM/DM
BT 20 A RTA 2 ED TEFEENLHRANETD
MR TA R4 v ERBZ b ERK LT,

— T ARHA RT4 % TEE) & LB,
TBIRICEA A REEIC i LT FIC2MICE S 5 fEl
WZOWTIEBFRIZB W T A= LTUIN D DD,
BT V=TIV T AT a U DBDAREL W20 TH
by I T, KIEICK L TR BIEEETZ V=D
NI AT a B TR ED T8l OXF
A RTA AERCEFHE LTz,

B. #5511k

PRTA RTA VR2IEROTY A L LT, BEDY
ERUZE ELHGRADE {EICHEIL L /- AT ~T 4
VIV a—%{TO 7 V= ANT ZAF a3 U NIF0FE
FHELENDL, FILLWZET UV AEZRBLTCT v 7T
—hEITHZELE L, ZNHIZBELTE, ZhET
DOF et R L T, B AREZXEMEHG S OW %215
T. PubMed, Cochrane Library. [EHzEWeb% 7 —
B R— AL LT 2018 LIS D SR B 21T o729 &
T, VAT T 47 L E2—%T\, ZTO AT~
T4 v bEa—%HIL, FRENOCQIIKRIT HHE
TEL WS ZRTESTH L & LTz,

—HT, /R D T ) =NV T2 RATF 9 U ZED D
IWTWRPSTENE T, FillFl T & b0 x4
R NEL, BIEDE - U =T NE NEEL RERO
FNEFNOEBETHHELTHLNPELD U A NT v 7L
7o BT, oRESETERm ATV, BRI EZT-
776
(fi B ~DELE)

T N SN A

C. FRkER

BEMIZBIT AV AT~T v 7 b Ea—lLb7 )
=N AT g T,

1 A D PM/DM DFRIEMIT R LT, BARE AR E L
TRIBREAT oA FB X OB, Ay
AR XA

2 A PM/DMIZE0F9 2 RIEMERI& TR LT, B
AR E LCRIBRE AT u A FE X OSSR R
I T AT 7>

3 AR A PM/DM DOFFIEMEIZx LT, RIS EEAT v A
NIZRERE T 07 ) UEHEREZ BT 5 Z L3
7

4 /NJLD PM/DM O FFIEMRI T3 LT, EfBE AR E L
TRIBRE AT oA R X OSFEGEMmHIER, A=
AOBIFN A

ThHO, ThaT v 75— T 5,

—JF. BRI 7 ) =V = AF g %, BERT
=N

1 BERE T4 0T B & Tl © & 2 B E RO
Vg7

2 ACOPURITAERZREIE L 705

3 IMIE CK A & 511D ED b AE % DRSS % K+ %
o)

4 HRIZEBHIVMETERAT A RIANRF—IZLD
S FIZEE RN D B I S 2sokd (k. 7
BN, ERERILEmIE, fiAmie ) CERITE 50
5 JRIETRAL ORRFT 2 B9 5 i 2 FHR O FERE 13T >

6 ZIEMERN I/ K& SRR D 5 — PRI LA 2

T ZURRIBREAT oA RO G RTINS 50
8 BIBRE AT A RIZXBIEHIC L - T, 1BHRIC
BT, Wolm AZEME LTBREIET 5 Z & 13H 5 H
9 EMRBICREIBREAT v A REHIET 5 Z & A AThE
o)

10 So bl ER DB IZ. DX 5 RAEF TRE S
EYN

11 SR IEEEO R ITRIBRE AT 24 RO R H
% REIZ T 5

12 BB REAT v A RLSMZ N D 50% H 513 (o]
Ay

13 JERIEPEDSER CIX R ERE 7 v 7 U R
BIZ X DIBEEEB BT RE )

14 R TR OBE RN S5 BB ITHEIXT )

15 FEMEMRICRIBRE AT 7 A4 RO ST
TR 235512 B D LS E S 3R 130 )

16 WBEFRWINS U Y T—2 3 UI3EED

17 BHHMOBEREEOHIMETIZ I AEY T — 3
»CHEIET % 9

18 W TS Z 1 2 A OIREIEITT

19 ZIMERRA/ K G i 2\ A 0F 9 2 VR ME MR 28 12 %t
LT, BfEAREE L CRIBREAT A REO%
TG BN LA D

20 DHFEENEOFT 2 5E OIRFRRIZT )

21 FZRGIER DA DM B SO RL G IE R D 2 DSBIE L 72
DM B3 DIRFEIE XA 2

22 FZRGHL % BB O A KRB IR DIRE R T
23 EMESEA MR CIT, EMHEEBEORELE &I
RN KET DIRHEAT 5 R &E )

TholeRn, ZHITH I,

. BRITEOL ITpEEsnsn»

2. DEHmIE AL & ORI F o

3. EOX D RTHIINE FRHLNTEE 2 PM/DM % &
27
4. CRP, 7Rk, CK, IS4y, TALRIT—ED



BB X2 WA o

5. WhRICH R 72 mHE 2 WA 2R A )

6. fHFEXKMRA XA

7. R ERET 2 EE R EXFT T

8. hERITAHM

9. R E R D HE T e R EEAT LA

10. DM WA 72 B FE IR 28 1 AT s

11. DM FZREIRZE D ARIIAH HH

12, DM RZR§IRZEGHAM > — i fal 2

13. PM/DM O HE B 70 B A1 R BB 1A

14.  PM/DM OEE T4 « M TR E 5 )

15.  PM/DMZEDF 2 RV MERTINZE OZIN I Eitg 2
Wr. PREULBERERRAS. MEFOORREE, MARRIIAE H
16.  [EVEVERZR S (BERL 18MERD) O RIEZ Tl
T&E DR FIIH

17. PM/DMIUZ R B AV D Ak, F2 ek, R e
BLANOEEIER E L CIIMNH 50>

18.  PM/DM CIIEMEIEZE S OB MOMKR 21T H N &
o)

19.  JDM BF O AW A OHEIZ 72182
EHICEBNTS 2 Eleotz, A%, BEFORIZ X
DI VT 4 ANV E2—IZXDBWET. FH7 )V =h1
I AF g AT HBEXDOEREZD 7 VT 4T
N E2—%ITo T FETHY ., 20234 3 HD5E
A B LTS,

D. EB%

[HE] DORIBEHA RTA Tk, 1BEL Y B
EEWEIZ V=T 2 AF g CORERE e Tz
B, ARIOBGETIZE Y, ZWDIREE TRt <#
IWR LD, AIEICED D EREEFEEICE -
T, KOFUEEDE WA RT A LD 2 L 03t
T&X %, — 5T, PM/DM& W9 Fb B BICHE W T
BOBWTZET VARREMICRE LTS Z L FE
boT, KAARTAVEERLEND G, SHBAH
IZBWTIE, S %A Z T OICHR T v F 7 7
— LR LB T T A0AIBICHT TS LT
WS MELH D EBEZ BT,

E. #&dm
PM/DM @ 582k HA K74 » OIERPEITH ThH
D, 2022 SRR DSERKE HfE L T\ 5.

F. iR AERRIE
Bz L,

G. AF %R

1. B CRER
B L350

2. FLREK
B L 50,

H. Z0R9BAPERE D IR - B &R
(PEZET)

1. ¥FFEsS

BRlZ72 L,

2. ERBRBGE

¥riz72 L,

3. Z D

Friz7z L,



T2 EEA T BRI E R I e A VR BBORIT e
S HAF GRS

EAMRS AR (MCTD) ICBd 2 AN

e (ORaR) MRSk EEERRFESIT | WREEE #i%

W E g R AARER KM B Vv~ FRBFRNE %
BE BN BHEKRZPEREL X —KEREBER Y v~ TR #dz
=4 EME AARERKZMNBEREE Vv~ FRBERNE #d%
B g RMELIRSIERRREY v~ T - BIEIREFRE H%
R EE ERKFEEFET LLX— )W?%Wﬂ i
= BE SRR R R RER SRR

e NE R OH  BHERKFEESLY v~F - BRYYENE B
b FTh EEERKFEE | WRIREE  (EEYEE
KA B AR R B S FE R N B R R o 5 e
INEORIA KR EEHNREERE BIFSR T SRR
A E—R AARERKRY: KEFEEZER 7 L X —BERANRE G
Hil Pt Ny N AP P S S et LN SR e VoY = |
TH O %Rk%i%%va% Vo~FNE Bh#
R FIA BEEERKFESNE | NRREE SRR
iy 7= AARER KT /DR HEHR
ERNAS  HRERER KT BEW -V v~TFNERESE B
HERER KB RFERBEY v~ T - BIEIRE B
FE ORI BBHERKRFEERR Y v~ T - RYYENF
R BIE BRHERKRZEEFRY Uv~T - EYYENE  #ESR
e & ﬁﬂM%iEﬂk%)??%-%ﬁﬁﬂiﬁiﬁﬁ
B EEERRFELIE | NBEEE B
BRI HEL AR KRTESEER Y B
2 FHHl BHERRKFEZERY v~ T - RYSENE #dR

MRES
BFCFEEIZIXRA MRS BN MCTD) OBWEEZSE LAE Lz, KZWEELZITH L, EEMEOM
ﬁ,ﬁiﬁﬁ,&th,%ﬁﬁ%%®%%ﬁk ZBALT, NEAMESHMETZETA RT7A4 0] OREEIT-
7. EEEAL ﬁﬁm%nt%&%%mfawm/z%A%@ot%$ﬁ4F74/(%meﬁﬁ)@%W%ﬁo
7. 14 D7 V=NV IxZAF g ((Q) ZREL, VATT A v I L Ea—%{Tolm. VAT<T 4w 7 LE
— IR & LT 2000 LA PubMed, Cochrane review 72 5 NIEHEEE WHRT —H X—A L L, 2019 41
H~2019 4 HIZEM L. Minds Z8IA T4 NE~==27 /L2017 [THEHRL, = EF L AL~UL% 4
BERECRME L7, S50, RELTZ 14 O CQ IZH LT, ZNEFNOTET VA LYL, HERESC, HELEE, [FEE
EREL, VATIT A v I L a—IEISEER LT,

A BFZEEHE FIET L, FFEER 7 leR s 2 B RIS R T 5 2 LI &
RO MRS A MR (MCTD; $57EIER 52) 12,40 11000 ¥\ ARBOBKREH S 209 < Lo, HEROIED]
A%E%yj:ﬂﬁéﬂéfﬁgéﬁfjf;igﬁg Do EAVTREEORGEZT, AR U~ FEaR
ST D, VAL 29,30 EEEC L. RO SMgs S PHEETRN LR REZ RO 1T MCTD 0 2019 &
(MCTD) &2 WrELNE 2019 %5 5E quo inﬁugfjfoc T2 W UE L L T peer review % #% T Modern

MCTD JiE ] & 55 FAEHE ] O Mt & Folo A oo 3. Rheumatology (27 = 7/A%K é‘ﬂfc? SFIC, 2 X
BULHEE A L. MCTD o, Jgp ., fogy  ABTIEEETEMN L, BRI S 7 GRADE



BEICHEILL €, = B F v A 232 MCTD D2l &
TRIRICET 2 &k x4 L Uiz, THEAVER & MRS
(MCTD) 24 RoA4 ) OEREHE Lz,

B. WF 3t 5 1A

KA RTA B NN—F LM%, MCTD DZW
CIRIRICET A e E L, EEEREEE LT,
IMCTD @2l - 5Fli] & LT4>5D7 U=hLr=
ZF g (CQ)%&. MCTD DEKFTR Li6% L LT
I0DCQEREL, VAT<T 4 v 7 LE=— (SLR)
Z{T-7=, SLR [ZJFHI & LT 2000 HLLFED PubMed,
Cochrane review 72 & ONZ [E 2 Hp RMERE & k5 77— & X
—Z L L, 2019 4E 1 H~2019 4F 4 125 L=, BEAF
@ SLR, F721%, RCT BLV CCT BFETHIEZN
DLAEBRIRT HZ & & LA, MCTD TlEZ b 2MFEAE
LZ2WEEIR DN K2 50D Z LR TRENLTZD, £
DAL case-control study 72V L 10 BILL D case
series &£ TH OENA & L, 10 HIRH D case report
Bréf & L7z, Minds BIEAA KT A MER~==2T /L
2017 ICHEHLL . = ©5F o ZMIKOMEEMNZ T 5K+
ELTNNA T A Y A7 (2)FEE M (indirectness) (3)
FE—EME (inconsistency) (4)/~FEHfE(imprecision) (5)HhR

(#5)/34 7 A (publication bias)> 5 > DO IEH THEAM L .

TET VA LAULE A(TR):B(F):C(59): D(& THIHW)
D4 BEETEI L7, BELTZ 14 D CQITx LT, %
NZENOTET A L~YL #E5RS HERE, [FEE
ZRE L, SLRICESS HEEERRZ7E T L, AARY
v~ TR BARKERES, BANLY v~ TF s
TART Y w7 aXy hOBERKO ETERRBEZTHAW., F
2. KHA KT A 0% Minds ~D % &k « AR %8 UJA
SHEMTHTETH D,

(f BRI ~DELE)

AR 2 M9 2 eI T AT B oM LR B2

gilE, IRB CHAGRZEIMFICIZIRE L., BENLS A v
Tx—hRartr hEEZET MEEZESOHKN
ZESE L, PR OBIARMEZ AW TITY, BED
NGRS TR B AR R L 5 . SRRt 7
— BT RO AT N> TREICERL. A
MeplEEIC b b L dhic, BEIL, BRENWARZ RO
] 72 B ARECAE R H Y & 72 FH 2SS 5,

C. FFEkE R
TRED 14 D CQ #5%E L. SLR #1T7-7= (B
M),

>  MCTD 2 Wr - At

cQl MCTD (& R0 75 B R S
%2

CQ2 MCTD HIR=R, FIESE, MEZE, T, &
febE, 2, BEO, Em PRICEET LK1
2

Q3 MCTD D2 Wrds X OFHmIZ A H Ze R AR A
AEFIERERAT, mBMRAEIT 2

CQ4 MCTD D ESERE A & D L 5 123+ 5 5 2

> MCTD OEFIRAT R & 16

g9 % fE

CQ5 MCTD (Z 36 1 2 Jh I e it v M 9 (2 % L C
EOXHITIBEEITO D ?
Q6 MCTD DEFEMBEIER IZ BT, FD Xz

B EATH N
Q7 MCTD O =X MfEEEC BT, ED X HIZ
TBIEEITH N

CQ8 MCTD IZB1F D eF =) 5~ h—F AkEHT
RLORH, B, IRIFEIEIL?

CQ9 MCTD (Z 31T B =B PETR B RERR AT R D R515

B IRRIRIE ?

CQLO0  MCTD \Z33\) B ZHMERR 2% / B & i Akt i oD
R, BREE, TRRIEIT?

CQ11  /NJR MCTD DRI 7> 2
CQ12 &y MCTD DRI I 7> 2
CQ13  MCTD BT 2 B fdyss, i A

by RIE A N2 b BHERE, REHERBOJFEER
%2

CQl4  MCTD & @ QOL, QOL |[Z8%4 5K, HE
AETEFREIL?

SLR OFEFE., WTFho QIZBW T EF A LA
JMEIDTHY, AZTF VI REITHIC DRI ET
v AIE ST, narrative review (2D < HEE A
TERL L7z, —J7, 22 OHERESUZ DWW T, A KT A
NERREE S TOHELEE A A3 10, BAY10, C231, D
N1 THY, FEETL47H0.3 (4.2-5.0) LEH»-o
77

D. B%

ARATA KT A 0% 2011 FEITEAFBR-A e A B)
& EREYEE BT RSS2 RS MRS SRR O HE
fEA L IRHE ORI BT A FEEE (WFRREE: =
AR L REINZ NRAMEREA RO
A KT A2 (BETH 3[R ) OWETAR T, GRADE {412
YEHL LU CHERR S D 816D T DR A MERE A #A#%S% (MCTD)
PRITA RTA L ThbH, HRERESFIZEL T,
Minds DZIEH A R T A o OHESEEE43HE A F T
L7z, LU, Minds OB A R T A AERDOTF5]
TZHDHEOIT, TETUARAOBEINEDOE EHELED
SR D DT TIERY, £, AEERDOTZH DL
EAMTDOIL, WY OIRWVREFIEIZ X0 HELSEOHELTRE
PIRESINDZENEFE LWV E SNTWD, FERE,
MCTD @ 10 @ CQ @ SLR OFER., A& T F VU v A %E1TH
I+ BF v 235 501, narrative review |C
HASSHII A ER T DLz, LENRST, =
BT VALV ORE EH O 72D, b B[R EE
HEIERL L, HESESUZ KT AREBEE DR & T, KRR
DIBRE~OHERE 2D Z & & Lz, TORR, T4
K74 MERZER S TOREREIT 4. 7+20.3 (4. 2-
5.0) EIEEICEWERBREO, AKTA FT7A4 0D
HHMEN ST,

KA RTA 0%, BB SN TRAEMWRES



FERIE (MCTD) 2019 BRI &ENE ) DOIEH & ride &

L. ¥FHEE LY v~TF - BEIHRHMEZEE
LCTW5, BREEE TICERINTE 72 MCTD OBk
T2 OB EHARIL (R RBRCF R e L) 21
LI MCTD D = % 28— R EHEIIEFE LR TH
WCORBEODEE, IRRIEEZHREL CRELEZLO
Thb, L., ZilEichi=5 MCTD BE DT O
REAZMEEL WD LT AT, BARY v~FH%s
MEEZBUTIAS AT Vw7 ary MR, B2

LOEKBESD ZENTE 2, HEIL. A9BaE
FORHEL LSNP L LE R > TEDOHRDEILE, %iTx
119, Flo, RMRIBRIETH->TH, AEFSR
CTHREAICERZBO TV AHRRIELH D, LEZd-
T, BRI SO TR, EBRICRIE, 6L
ZF TCWBEREDME NS AT A RTA 2 F{E,
LEL TV RELEH D, 5%, BRFEKORE L
SOICEBICHEEER > T, BEOFERTA FT A
N PN GARGR

51T, KT MCTD X B E D HiA & 92 & /B
%< . TERMCTD IZIRE LTI T S M7z BRI ZE 1 AR
WTRETH D, ARH T 1993 FIEA 412
OB ERBICIEELZZ2E0H 0 . MCTD OR4A ITIA
SZIFANLITODEN, KFBEOZET VARED
%< <, &A@ SLR TiEWnWIho iz
ETUALAYLED THY, BT BT v ARIK
DEIFA D THDLEEDLIDE2E20, LrLRY
BEZNE, Eob W LA RTA4 v 2ERTL
13, RIS SEER T C MCTD OB A ey L, %
SHDHZEHAREL 72D | RERANTIXERERIC S W
WDOHDHLITA RTA T 7=, 5% NCTD [ZE89
DA EEOEET BT v ADOREE « FBIENKIFIC
T2 Z ERMfEESND, L, HEALDES
DERIZTA RTA R FESHRW X ) IChEr s
EL TN ZEBRDLI, KTA KT A IXEHN
WCELTW 2 LTWnA,

S BT, MCTD 3Bt Cik. S0 2 4FEEIZ MCTD #Edp ~°
T v NR—LERE LTz, WIEMERLR, SEERR
W20, R E B TRBICHATE AL Lz,
IS EICAE O MCTD B O PRI A kR 1
LML, ThozaAEHLCEAICBIF AT
ADEGE R ER b, SHIEHA RTA4 D
LB AN TR RICIR BV 2T O WEBR S D, 7T v
F A=A EWNIZIERT 2 2MI5F 3 F I+l
WML TEELTND,

E. #5aa

GRADE JEIZHEHL L MCTD D32l & IBWRIC B 5 2%
KGR E LI=HID TOBIETA KT A4 OERL « 3FEIC
M, SLR IZEED SHELESHERRZ5E T L, AT A R
TAUE, T ICEB IR TRAMR S MR
(MCTD) i EZWr L HE 2019 DI ZA#EE L, BAY

TR FRERCLDLNRT Y v aRXs b, KEBEEEEZD
T, Minds ~DOXEk « ABZ@B UL BT 5 TET
b5, %I, W HEESEE T, KA
RIA L TH S LR MO 285 %5
Z B,

F. B RAERE#H

L

G. fFE3%
1. B CHE

1. Tanaka Y, Kuwana M, Fujii T, Kameda H, Muro
Y, Fujio K, Itoh Y, Yasuoka H, Fukaya S,
Ashihara K, Hirano D, Ohmura K, Tabuchi Y,
Hasegawa H, Matsumiya R, Shirai Y, Ogura T,
Tsuchida Y, Ogawa—-Momohara M, Narazaki H,
Inoue Y, Miyagawa I, Nakano K, Hirata S,
Mori M. 2019 Diagnostic criteria for mixed
connective tissue disease (MCTD): From the
Japan research committee of the ministry of
health, labor, and welfare for systemic
autoimmune diseases. Mod Rheumatol (2021)
31, 29-33

2.  Kusaka K, Nakano K, Iwata S, Kubo S, Nishida
T, Tanaka Y. Two patients with mixed
connective tissue disease (MCTD) complicated
by pulmonary arterial hypertension showing
contrasting responses to pulmonary
vasodilators. Mod Rheumatol Case Rep (2020)
4, 253-261

3. Kondo—Ishikawa S, Fujii T, Ishigooka N,
Murakami K, Nakashima R, Hashimoto M,
Yoshifuji H, Tanaka M, Ohmura K, and Mimori
T. Association of anti—-NR2 and UIRNP
antibodies with neurotoxic inflammatory
mediators in cerebrospinal fluid from
patients with neuropsychiatric systemic
lupus erythematosus. Lupus (2020) 29, 1673-
1682

4.  Kuwana M, Blair C, Takahashi T, Langley ],
Coghlan JG. Initial combination therapy of
ambrisentan and tadalafil in connective
tissue disease—associated pulmonary arterial
hypertension (CTD-PAH) in the modified
intention—to—treat population of the
AMBITION study: a post hoc analysis. Ann.
Rheum. Dis. (2020) 79, 626-634

5. Inoue Y, Kaner RJ, Guiot J, Maher TM,
Tomassetti S, Moiseev S, Kuwana M, Brown KK.
Diagnostic and prognostic biomarkers for
chronic fibrosing interstitial lung diseases



with a progressive phenotype. Chest (2020)
158, 646-659

Tamura Y, Kumamaru H, Abe K, Satoh T, Miyata
H, Ogawa A, Tanabe N, Hatano M, Yao A,
Tsuzino I, Fukuda K, Kimura H, Kuwana M,
Matsubara H, Tatsumi K. Improvements in
French risk stratification score were
correlated with reductions in mean pulmonary
artery pressure in pulmonary arterial
hypertension: A subanalysis of the Japan
Pulmonary Hypertension Registry (JAPHR), BMC
Pulm. Med. (2021) 21, 28

Hara M, Ogawa—Momohara M, Muro Y, Takeichi
T, Akiyama M. A case of systemic lupus
erythematosus/systemic sclerosis overlap
syndrome successfully treated with
belimumab. Eur J Dermatol. (2020) 30, 615—
617

Muro Y, Ogawa—Momohara M, Takeichi T, Fukaya
S, Yasuoka H, Kono M, Akiyama M. Clinical
and serological features of dermatomyositis
and systemic lupus erythematosus patients
with autoantibodies to ADARI. J Dermatol

Sci. (2020) 100, 82-84

2;‘44

VREERR

1.

A B, mEE, Pl ESE, PERA, &
M, AERMERRE . w—F | WERE | =
e . RAOKEA . H Rk i LRI
I IEKETRE & e 7= USE RN 17 RE U 7= i i 1L+
JiE (PH) & OHEAPERE A #LER 5 (MCTD) o —B1. 4

332 (8] HARNBFEESIUNHG 2

B R U u~T - BEURSZHEICET D Pk
PUA - B OPRBREOME V. FHe4mBAARY ¥
< F L - PIEESS Meet the Expert

MTE21

22 FHHl BIFUR A OFT D fEinTE 2 Bk
/272 dIZ. JCR2020 AFE T RAHE S T KE
22N FM. e T E O pTREME D & B B IER
FEADOTHAA N EST . &5 [A] H A &
J£ - Bifl s P e S

BHH N, R - RIEMRBICEB T DHHRE. 6
41 [Bl A ARRIE - FAEESES

H. 20RO PERE D HRE - BRI

(FEZET)

1. %3P EUE

L

2. FEHFRB G

L

3. Z DAl
L



Clinical Question (CQ) —&

£1E REESMESHEER (MCTD) D3ZHR - 5

CQ1 ESMHESHERICIENBIAER, HETSAEREEH?
D REME SR (MCTD) OZHcEWTid, MCTD (2bl§ 2EBETHA [LA /—84] [
TWLPHORER] oFEY TSI EFHHEETE (ZEF X ALV D).

#EEA BEEES.0
@MCTD O#WIZB VT, MCTD I8 #Em A2 BEEETH L [BBIIRMEN & IUE4E (PAH) |, [EF

PEBR e |, (= fEhE | OfFEZFHET 52 L2R{HERTE (ZEF YA LUV D).
HEEA BAEE4L9
HI—F, PEHIA

CQ2 ESHESHEREEOERE REE ME FESE, 8 3724, 8&U,
£ FRICEET IRFEEH?
@ RS aiEm (MCTD) AfiERIIEE, BHEKEREZ SOBRRBEHED) A2 L2105 505 b
WIMESE 7 & OERE 2B EE DL W EIHET A Z L #H HERTS (ZEFYA LAV D).
HEER AEE44
@MCTD BEDEGTHRICEET HHT L L COHimMERE & SEMEEMEBOFI 2T 2L @<

BRTS (ZEFVALAMD). HEEEA FEBES.0
H 3Ty, PEAMA

CQ3 ESHRSHEEROEHS SUTHHICERGIRRRE, SEHEERE,

EfREEFED ?
O RAMERGHEES (MCTD) BEHIZBT 2 EHRKEAETIIL UL-RNP hukolile 25 #3845 (=¥
F AL D). HEEA BEES.0

@ B OB BRI A B0 B ITMEICEE T A L 2 Hm TS (ZEF Y ALV D).
HREEA BRES.0
@ MCTD BEIZH T A EBEMkE/FERECEDHEEHBICS TN REE & SIS 0BEHEE (L
a—) HE NEERE WECTRE, ALA7F—FVREZTIZEZMEETE (ZEFr 2
L~V D). HEEEA BEE49
ERIA, BEEA

CQ4 EOMESHEBROEEEZEDL SICHETa N ?
RAHSGHEH (MCTD) BEICBULEEREOFME LT, HITOEEEGHEEMENTLI L2554
Hedg+ 2 (ZEFYALANND). HiEE B EEE4L7
THES BERE:

£25 REOSMESHEER (MCTD) DOEERFIREIGE

CQ5 ESHASHEERICBII2MBMEREICH U TEDLSISERETIN?
O BEPEREH#N (MCTD) B#150) 5 WBIRIEN# MERE (PAH) 20 LT, SRR NEIR

e THI LM ERTL (ZEF ¥ AL~V D). HEE A EEE4L.6
@ MCTD B#FI2B115 PAHIZH LT, HEEBREERMR TRENIBRELERT 2 2 & 25 (R
T35 (REFYALNND). HEEA BEE4L3

CQ6 ESHRSHEROREMEERCHENT, LOLITEREITIN?
ORAWMGHEAH (MCTD) BHI BT 2 MEEEBEICH LT FA704 FiEREES

(NSAIDs) D52 4TbewI b 2HHEETE (TEFYALALMD). HEED BAEE4L.9
@ MCTD BFi B 2 EEHBEEEAIC LT, FhaanvFaf F (GC) 2+ 5ok 258 e
35 (REFVAL~LD). HREER EREA4LS
@ MCTD BHEIZBWT, fWEHAL — 7 200 F AR RO-A % 3200 735 T Sa s i)
BOMH 2 HERTE (ZEF ALV D). HEERB ERE 4.6
BE O ERR



CQ7 EESHESHERO=NHREESICENT, LOLICERETIN?
@ RAMH AR (MCTD) BHITH 5 S MERECH LTy VvaavFal F (G0) D%

T L2 HfRTE (ZEF VALV D). HEEC ERE4L2
@MCTD BEICB A= MBEMEIIN LT, AWNATEEY RO TAPAELRZRST AL EE
CHEIET B (ZEFYALARVD). #IEEB EEE4L.8

BE & IR

CQ8 REEMESHERICHIZERMIUT Y M—TAKMEDRH, HE, BFE?

RAMHEAM&N (MCTD) BHICBF 2% 7= F—F R (SLE) BATRICH LT, SLE D&
BICELLBRET) SL2RHERET S (ZEFY ALV D). HEEA EREAL7
NEEIA, REFEA

CQo EEMESHERICHII 35N ERERMEORNE, BE, BRER?

REMWRGMMEH (MCTD) BEHICH T2 L2 HMEMEE (SSc) BATRICH LT, SSc D &MBIcHEL 7
HREAT) C L ZHHERET S (ZETYALAVD). #EEB ERE4LL
PRREFT, 2 BE

CQ10 REHGSHERICHTDZRIEMN/ REHRIEMRONEH, BE, aFA?
REMEHEMEH (MCTD) BEICHT 2SR MME/BEMB% (PM/DM) BATRICx LT, PM/DM
DERBIHE L ERETT) S EFIHRTH (TEFVALALVD). HEEB FEEE47

B, AH

CQ11 NREOESHESHEEBROFHEE@M ?
IROREYRECHA (MCTD) 1, WREFICRAFTRZZ LW LB L, Ml Lo TR 4
b o T B2, BEICHV THRALBEo M2 T 52 LR CIRT 2 (ZEFYRALAL
D). HEEA FREL2
RGBS, RS

CQ12 BHEDESHESHGROEHEEAN?
HHEORATER A MM (MCTD) BN % < T ORBULI D TRV, BHEORBICHEL
7B ERE TR B (TEF VAL D). WEEB FEEA6
e R A A A A A A A At A g e s amene NONE T TR

CQ13 ESHESHEEREBEICHIIITHES, DMEANRY N, BMEA RV,
BAREE RBPRBOHERE?

RAEMHSAMEHN (MCTD) B MEAH L COoH CREEPRBREOFRIER LT, FRREERR
2T ILEHHERETE (ZEFY ALV D). #EEB EREL6
FRDH, ZRFEH

CQ14 RBREMBSSHEEREED QOL, QOLICKEI AT, BELEESEE?

REtsAM#% (MCTD) BETIRBEFMET Y br A (PRO) 12X 5% QOL Sl %55 < #3332 (=
YF YA LNV D). HIEEB EEE4.8
H#H, s —BR



T2 EEA T ER A R I e HHAVER R BORIT e
AECU/E e

Yz — 7 VURERRC BT D AT

W E (OMaR) Ik il RIFERPRFELEERAA GRS TRE LRSS 2%

WHFE s A BN &REFRFEZBMLEGENR Y 2%
A BRE] TUN R AR R AR SERE M IR SR P AR R L AR R R A 0 B R
PR — BERBRTPELIREAHE %
IR RNk O IER IR E IR EL Y e
BRERT  ENDREERE T SERENER ER
TN B BERBRTFEZL) v~F - BEREAR 2%
M Rk PERERRTETZEE | RS 2
AHE b BEEMRZPEPHESES M
PR RN RERTFPEZEFRRBERY U~ F 7 LV X —NE R
A SEl R FBE R AT SR et TR R RS GEAT
(Bl : BARZEFMARZRMEB RN #i2)

WHEW /8 AR RS WIS REE e o AT FEE F ISR o R A S I S U8 22 50 B Bh &K
A En FERZFREZRH BB - BEURNA  REE BB
=& R EREAERCSRBAREHE ik
B B REEMRKTFARTEY U~ TF - BEER Bd%

R®OEAN EEERREARZED v~ TF - BRI AR

il i ARt Y- U~ TFRERE X — HR

JUEF Feak  @RRZHEREE ) v~ FRIBURNEL G

EH FZ RPERPEZERRBERY U~F 7 LLX—AR FEHER
W —ES ERRLRSEIR A BRI Bk

I HER IRERIREE A Rk - U v~ TR GERD

K RE RFERFEREERRIIEE > 2 — B

MRES

AWFE Ty 27 MZBOWTIE, BEHRO—>TH DY = — 7 LU EGERE (SS) ICE N Z Y T, EHHa. T
KT« T TR O/, ZWEEOREE - &GT. BIEEDEOMGE « &GT. ZIEV A KT A > 2017 FERR O
AR P EHME LTV D, AFZERREICL D, RN TREEORWAY U F— RERENPHELCTE, WET5H 2
LICL Y EBEDOTH, QUL O, EREOHKLIC SRR b EHfFEh D,

SEMOWFEHE L U TR TOHA 2D 5, 61X 1) AF OB FENE & ACR/EULAR JEVE & D Lk
IZEDH LWBEIEREDIRRIE, 2)BZRTA K742 (GL) OEEME, 3)/MNEA 2R — F &R\ e 2
WrEHE DR E, 4) R FRA & IR ANET — &2 O, 5) BIEE HEGER DR IE, 6) 2 GL OMFE, 7) /)
IRFIE SS Lk SS OBATHIEFRIRHIOMRTT, Thob, SEEITZORME LR D8R T 7 v b7 4 — KRGk
WMOMEECEFHOTIRE L, ThixmemlSwi,

A BFZEE Y 5) EEFE VB EROHE . 6) B CL OIRFE, 7) /1
=7 LV USEGRE (SS) HRAO 3EMOBEER  JIESS LA SS OBITIIERIARI OB, 2350

X2/

L LRI TOEB 2D 5, bt 1) D, ThIZHET~A /LA e LT, 1L HEEEZ
AFROBWTILAE L ACR/EULAR JE#E b O bplikic Lo g L WikMEOIRIE, 2. BB P BORGE « &GRT. 3. 2R
WBBHEEDIRME, 2) B A FF A (6L) oEE A N7 A 2017 EMROBGE - 5T, 4 KA L
by 3)/INRRRA s — R & B e E sk e RIEEAZEO L, 5. /hRIEIE SS & R SS DBAT
DR, )AL BAREBAET — 2 okl WERIEHORS, ZB0EL TV, SERBLORK

M ERDEITT T v b7 4 — DRGSR OREE %



BoFRE L,

B. BFFE 5k

R T v b7 — A ~OBEERIT. B ORER
BOREMRIILBEEE (KPR O R Ch 5K
Bl 2@ EE) & SSICEEFOHEBIZHITON
5o SSOREICBITEN T T v b7 4 — L5 HBE
W B B, PR AR, WEAKRDBEY L, BOR
ERBOREM RS LR 77 v b7+ — L5
HILCBIT D 3EOWEBI—T 4227 4A1H, 4
H17H, 6 A 11 A), SSHBEICEIT D 2 [\D WEB
S—7 47 (6H3H, 8H26H) KT, SSIZ
A OB ZRE Lz,

(fi B[ ~ DL RE)
IR 7 v M7 —L~OfmEHE L, HFERERE
A HEEEIR N TH CRERKRICBT 2 8F LA MY
EUELIEERT 7 v b7 — LMMERIOWE L i
ZFE M L RN D72 2 2EHL O s 3L R )
e shTng,

C. HFFEiE R

H O R B OFMEN IO a 2L LT,

R T N7 4 — A, BRI DA
B EBEET D e oz, SSICEAOEBIZ O
TIE. 1)ACR/EULAR Z3fHZEH4E (2016) B L OS5 H D

2 () EEoEICHEETAIEE, 2) BT
RSB HIEE, 3) NEY =— 7 L U EBEREICE
HI A (AARNEY v~wTFFEaoBEsggks A
7 . PRICURE SOALA |ZRBS# 3 AIHE) # CTX 57517
BWETF 3 ETEE L,

D. &£

SRR SSICET 8N T v b7 4+ — L DEA
MAGE L 7R oT=, R T 7 v b7 4+ — A3 6 » HfF
DOIE#M A BEDC TEET LN, S%BIT NS AT
L. SSHELED~A LA N OEKE BT,

E. #&im

L T2 D8R 7T v b7 4 — DRI O E &
HEHOERE L, 2 asmk w7z, FHlE LTI
ILFTBUER 2 88T 508, Lol SS oA
FME CRIERADEMETH Y | B T RIEICK D
DIFHEL WL LW ) s, ECETEHR
THNIEMNALETH S, (EHATSS HRaREICE
VT, Ann Rheum Dis. 2017;76(12) :1980-1985) |2
N> 282 JEB & Ik L T OMEHNT TIE— MR O )k
SS TR WTIESE KLU 1999 NI HEL LT H 2
JEYe L LT % ACR/EULAR JLH#E 2016 LN TWAE Z
& VESEEICB W TIEBIAT O ESSDATS AL BTz T,
HLPER & U C ESSPRIS ALl B, BEIEEM & LT
7 iRBREME . v~ —R BRI Y iR BR IS A
BMLCOEEEOAHAMEZMER LN, Zhba X

D SRR RIS DR E TH D, F o WSS A
31D ESSDAT R A A 2 LIS DBEE S @V IEK & P Fi
DM (Clin Exp Rheumatol. 2020; 38(126): 85—
94.), BRM Y 7 ~F 54 (BULAR) 2»HREFEINT SS
OIERIZEIST DU a2 A5 —32 3> (Ann Rheum Dis.
2020; 79: 3-18.) HAEAYIZFIM L, 2RI A KT A
> 2017 FERROWUET b L < A& o T mbE & | S0 4
FEIZIIRETDHTETH D, Zinbr it - FEhiid 5
ZEIZE A NVAR P ATERESND EEZ N D,

F. BERAERREH

L

G. iFFER
1. f3CRR

1. Takatani A, Nakamura H, et al. Inhibitory
effect of HTLV-1 infection on the production of
B-cell activating factors in established
follicular dendritic cell-like cells. 2021;in
press.

2. Shimizu T, Nakamura H, Kawakami A. Role of
the Innate Immunity Signaling Pathway in the
Pathogenesis of Sjégren’ s Syndrome. Int J Mol
Sci. 2021;22(6) :3090

3. Tsuji S, Iwamoto N, Horai Y, Fujikawa K,
Fujita Y, Fukui S, Ideguchi R, Michitsuji T,
Nishihata S, Okamoto M, Tsuji Y, Endo Y, Shimizu
T, Sumiyoshi R, Koga T, Kawashiri SY, Igawa T,
Ichinose K, Tamai M, Nakamura H, Origuchi T,
Kudo T, Kawakami A. Comparison of the
quantitative measurement of 18F-FDG PET/CT and
histopathological findings in IgG4-related
disease. Clin Exp Rheumatol. 2021;in press.

4. Perugino CA, Kaneko N, Maehara T, Mattoo H,
Kers J, Allard-Chamard H, Mahajan VS, Liu H,
Della-Torre E, Murphy SJH, Ghebremichael M,
Wallace ZS, Bolster MB, Harvey LM, Mylvaganam G,
Tuncay Y, Liang L, Montesi SB, Zhang X, Tinju A,
Mochizuki K, Munemura R, Sakamoto M, Moriyama M,
Nakamura S, Yosef N, Stone JH, Pillai S. CD4+
and CD8+ cytotoxic T lymphocytes may induce
mesenchymal cell apoptosis inlgG4-related
disease. J Allergy Clin Immunol.
20215147 (1) : 368-382.

5. Tomiita M, Kobayashi I, Itoh Y, Inoue Y,
Iwata N, Umebayashi H, Okamoto N, Nonaka Y, Hara
R, Mori M. Clinical practice guidance for
Sjogren’ s syndrome in pediatric patients (2018)
— summarized and updated. Mod Rheumatology.
2021;31:283-293

6. Ramos—Casals M, Acar-Denizli N, Vissink A,



Brito—Zeron P, Li X, Carubbi F, Priori R, Toplak
N, Baldini C, Faugier-Fuentes E, Kruize AA,
Mandl T, Tomiita M, Gandolfo S, Hashimoto K,
Hernandez—Molina G, Hofauer B, Mendieta—Zeroén S,
Rasmussen A, Sandhya P, Sene D, Trevisani VFM,
Isenberg D, Sundberg E, Pasoto SG, Sebastian A,
Suzuki Y, Retamozo S, Xu B, Giacomelli R,
Gattamelata A, Bizjak M, Bombardieri S, Loor-—
Chavez RE, Hinrichs A, Olsson P, Bootsma H,
Lieberman SM; Sjogren Big Data Consortium.
Childhood-onset of primary Sjégren’ s syndrome:
phenotypic characterization at diagnosis of 158
children. Rheumatology. 2021;in press.

7. BHESRT. /IR Sjogren SEERER L OWAEIR
N—T A RERZHE. 2021;43:204-210.

8. N.Acar-Denizli, I.-F. Horvath, T. Mandl, R.
Priori, A. Vissink, G. Hernandez-Molina, B.
Armagan, S. Praprotnik, A. Sebastian, E.
Bartoloni, M. Rischmueller, S.G. Pasoto, G.
Nordmark, H. Nakamura, V. Fernandes Moca

S. Carsons, B. Maure—

Trevisani, S. Retamozo

Noia, I.Sanchez-Berna, M. Lopez—Dupla, E.
Fonseca—Aizpuru, S. Melchor Diaz, M. Vazquez,
P.E. Diaz Cuiza, B. de Miguel Campo, W.-F. Ng,
A. Rasmussen, X. Dong, X. Li, C. Baldini, R.
Seror, J.-E. Gottenberg, A.A. Kruize, P.
Sandhya, S. Gandolfo, S.-K. Kwok, M. Kvarnstrom,
R. Solans, D. Sene, Y. Suzuki, D.A.
Valim, B. Hofauer, R. Giacomelli, V.
F. Atzeni, T.A. Gheita, J.
Morel, R. Izzo, U. Kalyoncu, A. Szanto,
P.0Olsson, H. Bootsma, M. Ramos—Casals, B.
Kostovl, P. Brito—Zeron, for the Sjogren Big
Data Consortium. Systemic phenotype related to

Isenberg, V.

Devauchelle—Pensec,

primary Sjdgren’ s syndrome in 279 patients
carrying isolated anti-La/SSB antibodies. Clin
Exp Rheumatol. 2020;126(4) :85-94.

9. Sumita Y, Iwamoto N, Seki M, Yoshida T, Honma
R, Iwatake M, Ohba S, I T, Hotokazaka Y, Harada
H, Kuroshima S, Nagai K, Asahara T, Kawakami A,
Asahina I. Phase 1 Clinical Study of Cell
Therapy with Effective—Mononuclear Cells (E-MNC)
for Radiogenic Xerostomia (First—in—human Study)
(FIH study on E-MNC therapy for radiogenic
xerostomia). Medicine. 2020;99 (26) :e20788.

10. Nakamura H, Shimizu T, Kawakami A. Role of
viral infections in the pathogenesis of
Sjogren’ s syndrome: Different characteristics of
Epstein-Barr virus and HTLV-1. Journal of
Clinical Medicine. 2020;9(5) :1459.

11. M, Barra L, Bateman A, Blockmans D, Brito—

Zeron P, Campochiaro C, Carruthers M, Chiba T,
Cornell L, Culver E, Darabian S, Deshpande V,
Dong L, Ebbo M, Fernandez—Codina A, Ferry JA,
Fragkoulis G, Frost F, Frulloni L, Hernandez-—
Molina G, Ji H, Keat K, Kamisawa T, Kawa S,
Kobayashi H, Kodama Y, Kubo S, Kubota K, Leng H,
Lerch M, Liu Y, Liu Z, Lshr M, Martin—Nares E,
Martinez—Valle F, Marvisi C, Masaki Y, Matsui S,
Mizushima I, Nakamura S, Nordeide J, Notohara K,
Paira S, Popovic J, Ramos—Casals M, Rosenbaum ]J,
Ryu J, Sato Y, Sekiguchi H, Sokol EV, Stone JR,
Sun W, Takahashi H, Takahira M, Tanaka Y, Vaglio
A, Villamil A, Wada Y, Webster G, Yamada K,
Yamamoto M, Yi J, Yi Y, Zamboni G, Zhang W. The
2019 American College of Rheumatology/European
League Against Rheumatism classification
criteria for IgG4-related disease. Ann Rheum
Dis. 2020;79(1):77-87.

12. Ishiguro N, Moriyama M, Furusho K, Furukawa
S, Shibata T, Murakami Y, Chinju A, Rafiul Haque
ASM, Gion Y, Ohta M, Machara T, Tanaka A,
Yamauchi M, Sakamoto M, Mochizuki K, Ono Y,
Hayashida JN, Sato Y, Kiyoshima T, Yamamoto H,
Miyake K, Nakamura S. Activated M2 macrophage
contributes to the pathogenesis of IgG4-related
disease via TLR7/IL-33 signaling. Arthritis
Rheumatol. 2020;72(1) :166-178.

13. SAEmR, ARIHESC, EKES, fEhk—., A%
TyiA . $ENFS . OKHEERE, FRaE. v =—2 1
JEMREREICHBIT DM BIAA DY UZR/K 7=
bR G X DR OMBE. B HWGEE.
2020;26(2) : 77-83.

14. Abe S, Tsuboi H, Kudo H, Asashima H, Ono Y,
Honda F, Takahashi H, Yagishita M, Hagiwara S,
Kondo Y, Matsumoto I,
acetylcholine receptor-reactive Thl7 cells in

Sumida T. M3 muscarinic

primary Sjégren s syndrome. JCI Insight.
2020;5:e135982.

15. Ono Y, Tsuboi H, Moriyama M, Asashima H,
Kudo H, Takahashi H, Honda F, Abe S, Kondo Y,
Takahashi S, Matsumoto I, Nakamura S, Sumida T.
ROR y t antagonist improves Sjdégren’ s syndrome-
like sialadenitis through downregulation of
CD25. Oral Dis. 2020;26:766-777.

16. Kudo H, Tsuboi H, Asashima H, Takahashi H,
Ono Y, Abe S, Honda F, Kondo Y, Wakasa Y,
Takaiwa F, Takano M, Matsui M, Matsumoto I,
Sumida T. Transgenic rice seeds expressing
altered peptide ligands against the M3
muscarinic acetylcholine receptor suppress
experimental sialadenitis—like Sjsgren’ s



syndrome. Mod Rheumatology. 2020;30:884-893

17. Iwata N, Tomiita M, Kobayashi I, Inoue Y,
Nonaka Y, Okamoto N, Umebayashi H, Hara R, Ito
Y, Sato Y, Mori M. Utility of the EULAR Sjogren
syndrome disease activity index in Japanese
children: a retrospective multicenter cohort
study. Pediatr Rheumatol Online. 2020;18:73.

18. JE#hi=8, EWERT, HHfm v=— 1L
JEGERE  NEH S = — 7 L U SEBERE (SS) IR DO FH| &
2018 FEhft. /INEFEL 2020;61:610-615.

2. FRFER

1. &R REL T, bham BERT, IR BB, bR
~, @ 217, B SN, E gE, B ¥, E
A OBESE, BLfH EA. TAFRO JEMEREDIAE 3 ERIIZE
HLME Castleman R U o 7 SESFEME SR B MFAE L TU
7o 1B, 2 665 [B] H ARPNE A B U T 2.
2020/12/12, HI.

2. & (AR I/, #&57 k—, I RS )IF
A, TR BkEL b b EREE R B A AV
¥ — 7 VRS 2 e E Ml RE O RRET. 5 65
[B] H A DR RS es « R4, 2020/11/13~
15, 4k

3. Abe S, Tsuboi H, Honda F, Takahashi H, Kondo
Y, Matsumoto I, Sumida T. M3 muscarinic
acetylcholine receptor reactive Thl7 cells in
primary Sjégren’ s syndrome. The 22nd Asia
Pacific League of Associations for Rheumatology
(APLAR 2020). 2020/10/24~29, KAL.

4. PEHPEN, ARHECE, ZHUWRE @SREAAT, STk
w, WARDh, (EmFEZ. V=— 7 LV IEERECRBT
D MG B ~ B CPUA & PR Y T M s R
TERUC 61T D 5HEI~. 2 48 [l H ARERRSE T,
2020/10/15~17. WEB BRf#.

5. SAEmA, ARILHESC, TRV, RATEERG, A
H. Y= — 7V AEBREOBWNIC I T D AR FEO
HRMEIZEET 25t 56 33 8] A AROEZE TS 5
30 [A] AADPENEIYS 5 13 [\ BARABEMATS
BRI R, 2020/10/5~20, WEB BRfi.

6. Horai Y, Nakamura H, Shimizu T, Iwamato N,
Kawakami A. LncRNA NRON upregulation associates
with clinical manifestations of Sjogren’ s
syndrome by keeping NFATcl and PIM-1 in the

55 64 [B1H AR
LS. 2020/8/17~9/15. WEB

cytoplasm in labial salivary glands.
U U~ FFaiees
B .

7. Abe S, Tsuboi H, Honda F, Takahashi H, Kurata
I, Ohyama A, Yagishita M, Hagiwara S, Kondo Y,
Matsumoto I, Sumida T. Detection and clinical
significance of circulating M3 muscarinic
acetylcholine receptor (M3R) reactive Thl7 cells

in patients with primary Sjogren’ s syndrome. 5
64 [Hl AARY v~ FEaRE - FiES. 2020/8/17~
9/15. WEB P/,

8. PEIEN, ARHIE, HIM, mfEAaT, I
i, WMADh, [EHFEZ. v x—7 L IERREO BT
EIBRIRDOECHITRR 1 2020 4D 'y 7 A, %5 64 [A] H A
U~ Faia - AR, 2020/8/17~9/15. WEB
B .

9. VR, FEHEEN, RESCE, /NP, EE
JRAT, T, ARy, EHFZ. v=—F L UE
ERERE R ICIT D M3 2 A U BT &
Foa ) g (M3R) BRE Th17 Mifaof i & B
R & OB, 5117 Bl H AN PSR - RS,
2020/8/7~9. WAL

10. TEAHEH. Castleman J%/TAFRO JEMERE & M. 28
21 [a] B AR I = AR 2. 2020/7/11~12. WEB
BRTE.

11. Tsuji S,
Takashi K, Kawakami A. Utility of quantitative
analysis of 18FDG - PET/CT in 1gG4 - related
disease. European E - Congress of

Rheumatology (eular 2020). 2020/6/3~6. WEB Bf{¢.

Iwamoto N, Yoshiro H, Fujikawa K,

H. 5089 PERE D R - BEIRIL
(FEZET)

1. RFBUE - 2oL

2. ERAFRBGE: oL

3. T : FrRtFmEA L



T2 FEEA T ERE e R I e MHAVER R BORIT T g
Sy HAF TR

FAEMER SV BRI R/ R IE A VIR B 5 5 RAENT 5

WIEn s (ORaR) & ot AONERSERIRY: AVERE RN R (TR )

S

MR s A R BEERKT B Vv~ FRIFEIRE (Fd%)
WA 253 KIRERRS:  WARZETE - AFHESSEE  /NERREE (B0
&1 HiT BERBRTE EEE Y v~T - BIFRNE (M%)
JIE A=A Mo U7 U FERKE Vou~TF - BER - 7 LV —NE(Ed2)
1E/K 1Em FORER R RS /N R R e A (Bt 2 G i)
IR Bz BURER RIS ARV EER R A (TR RE v A7)

WHgEm 0 HEAR W BRI Z bk waaEet (R
/NS REAR ENLRAFERNIEE o 7 —BEZE  ERBE R X —T LA
WHFEEs / v aehE=E ()
Uik A FPRTF EFERR BIERY U~ FT L — N GERE
Kl ET KIRERNRT: WIRIEE - AFEESRRE /NERH2E (3120
Zm R TEBERFAESR BEWE - U v~FHR ERER)
B ELAL FORER PR IR AL (T Y= 7 MFZER)
ARG S EEREERKT: B ) U~ FRIEREM (i)
T AT ENLRBEE R Y v~ TR (&)
KR BRRE EIROGEVTTERE SR NERE CR%EReE)
AN FBREY: REPBEEZENITER ST R e MR (%)

MREE

ARG TIX, A% 3FERTOEBEIEEL LT, 1) #5577 > b7 4+ — L %2IEH LI BRI

Higk (JTA) /BN A FILH5 (ASD) L A kU OFEEE L JRAENFSE, 2) TASD 2T A R4 L 2017 )&

W) OfEARIERR. 3) Grade JEIZL D TJIARHEAA K742 OFRK, 4) MAERIEE LETITH

VATYT A4y 7 LEa—SREEEOEFRM, 5) v7 17y — IIEMHAGIERERE MAS) I3 D IR D
FEEFHA ., 6) ASD 2B AFIEAT LI (A0SD) ~DREFRAHE, O 6 IHBOFEH BT L

7o TOIH IEROKREET, DEFRE ST v M7+ —LD3H FIFE JIAASD LY 2 B U DF=6H D
IVEETH HNA & EDC1ERL, 2) TASD BBIEH A KT A 2 2017 4EFERR) MBI OERENG, 3) [JTA 29
HARTA v OFERHER, 4)IMERIEE ILFETITH SREMBFOERK, #HET—~ & LTHEEIL
oo Gth. HEHRT 7 v N7 4 — LETEA LA EIERE R 2 (JTA) /AR A F L5 (ASD) L' A R
DR RN D Z LT, ARBOIFRRIZIHD X 5 72 AMED EFLIFTE 2 LR LESZIL Y, £7-. R
WZiEk, 258 JIA/ASD D4 Emfen i s, mEE (BB N//NE) OB O RHNE A R
TAUREDRIEERFI L, WEOEEREINETH D MAS OEFHELIERELIND Z & HHREFICA
NTHIZE 2D T <,

A FFEEH ) #9877 v b7 4 — L &TER LB EE R
A. WFZEEY PEEAEIZ (JIA) /RN AF VI (ASD) LA R U D
AWFZETIE, 5% 3SEMTOFEIHE L LT, KESE L ySHenffge. 2) TASD 2N A KT A v



2017 FEERR) OFFERERL. 3) Grade {EIZ K 2
[JIABEH A KT 42 OERL, 4) mERIE
EHFITITO VAT YT 4 v 7 LE a—#YH
DB, 5) ~7 17 7 — VU GERE (MAS)
IZxP3 IR O EREFA, 6) ASD M5 AFEIE
AF P (AOSD) ~DFEFRZER ., @ 6 HHEHDFE
BlaHEdos L,

OB I FEHORFEEIX, DEWRTT > b7
F—LDAH FiFE JIA/ASD VYA RY D72
DUVEIH H %S & EDC 1ERK, 2) TASD A A R
T A 2017 FEERY AER O ERES (Z AR
RoEE MEEZFRKRSROZL), 3) [JIAZ
WA T A ) OVERE, 4) A& RIEE 3L
FTITH)VAT~T 4 v/ LEa—HYEDE
. ZRFgET—~< & LCIEB LT,

B. W42 51

D) ¥95 75~ b7+ —LDILH BT & JIA/ASD
LY NY O OIEEEENAE L EDC 1ERK

- H#R T T v N7 A — ABECHIEHINE E D,
EDC DREZER L, FHEEBOILEEH &
JTIA/ASD ¥H DOIEH &R 1=,

2) TASD @2WEH A KT A o 2017 4EERR) AR
DAERCHES

< ASD THGRZESGZ by U A~ T OB EEE
BIZANTZZETA BT A AlENE B T
HI2OOHEREDRHEFH I V==
AF g VDSNEEITST,

3) TJIARETA KT A4 ) OFERKE(H

« AFEFTHIOH T L 72D Grade {EICEESL JIAR
WA RTA L HAET D720, KB DR
HEFRZ )V =h Ny 2 AF g L DONEEAT
ST,

4) MERIELFTITHIVAT~YT 4 v/ L E
a2 — M FE D ERK
CEBRETHH SN TV DEIR ORI A R
A NTHIEDR B 5 FER - BFEE 2 xR,
sk % 2 [MIBAME L 7=,

- AR cix, BEfoERb, mRAEREB X
OCHkAR SR, Rayyan 276 L 72 SCRROERIR, 3C
HEROHEHIFIS B (Risk of bias OFHi. ROB 7

— 7 NWAERR) . T —Z . Review Manager %
R L= A B R, =5 v ZADBE D% 4
BT T T A T8 - B LT,

(fi PR~ DO ELE)

D TAZXxIG L3 2 BRI BT 2 M BREE S
WCHIL T, #9847 5, BFENAIEL, BFERER
BB L OIS O ik TOMBEEA DK
Rk, PIREROB RPN L OEEH 5
WIIREE ORBFORFIIGEHEHT 2, &
fisk TR+ DR A X — IR+ 5% L T
PEMOBLRE A2 1T > TV <,

2) ENIE RO T D358 PRk 156 45 A
AL 57 5) 25 50 ROBUEICIRV, b
BEOEFERIZINT I RNV X 5 1T E
WEHL L 72, AFZERE R OARICER L TIE, A
DORFENRARETH D X O BB L7z,

C. FFFefE R

) #5577y b7+ —LDSNH I & JIA/ASD
VYR MY O OIUEETE HNE & EDC TERK

c RS N7 4 — LD JIA/ASD @ EDC &%
LT, MEEEOKBEEZED Z & 0HIRK
LU NS A BRI 2 I
7

2) TASDZIEATA N7 A 2 2017 FLERR) AfiiEhR
DAERCES

“ASD IR A N7 A AHEMIERICIER T D
BREICEY, FHZ V=N 2 AF g R
EED ., BEHEZ B LTz,

3) TJIARBETA K74 > OIERRYER
CJIARBIEIA BT A4 AERRICIEF T DRI
o, FHIZ V=V 2F g UNEE
D, XA LT —T NI DTREEEICH-T
el 2 BAA L7,

4) MERIEEKFTITHIVAT~YT 4 v 7L E
a— Y FEOERK (&K

cBMFEINL, 27 TV R BEI M Minds 5
JRIB SN Dk OfRE L2521 T, SR O A AT
HIgEED G LT, JIA H D \WIEASD 2N A
RIA42D SR F—2D—EELTHA RTA



NERRICEE L TV 27T b,

D. &%

C REET, YRS RA% 3FEROI vy v a v
ELTHITTWD 6 H (L) 0FEBLDOT=0
Hefiff « EEHEROFE & UChrER 7=, oF
SN—HLTHMEZILET 52 & T, At
JEIEEN A E T 5 Z LN TET,

E. 5

B3 - AFEE OIS T, AEEOHFIERK
RAEME X TRFL, EBLEZXD LH>BD 5,

R T v N7 — A ETEH LT SRR
PEEAEI S (JTA) /RN A T /195 (ASD) L' A kU D
WA SR LIS = & T, ARBOIRREICHE
% X 978 AMED ERMEAMIE 2B R LESZIH S,
FERAICIZ. 2H 8 JIA/ASD DR & IRREN
RS, WEAE (BB A/ o BEho R
DB HTA RTA A ORIEZRFT L., WE
DEEREOHETH 5 MAS DB FE & (L &
N5 ZEHHBFICAN TR ZED TV,

F. fEREfa bR i )
7L,
G. FFZERE

1. AT

1. Shimizu M , Mizuta M, Okamoto N, Yasumi
T, Iwata N, Umebayashi H, Okura Y, Kinjo
N, Kubota T, Nakagishi Y, Nishimura K,
Mohri M, Yashiro M, Yasumura J, Wakiguchi
H and Mori M. Tocilizumab modifies clinical
and laboratory features of macrophage
activation syndrome complicating systemic
juvenile idiopathic arthritis. Pediatr
Rheumatol Online J. 18(1);2. 2020

2. Matsumoto T, Matsui T, Hirano F, Tohma S,
Mori M. Disease activity, treatment and
long-term prognosis of adult juvenile
idiopathic arthritis patients compared with
rheumatoid arthritis patients. Mod
Rheumatol. 30(1);78-84. 2020

3. Tanaka Y, Kuwana M, Fujii T, Kameda H ,
Muro Y, Fujio K, Itoh Y, Yasuoka H, Fukaya

S, Ashihara K, Hirano D, Ohmura K,
Tabuchi Y, Hasegawa H, Matsumiya R,
Shirai Y, Ogura T, Tsuchida Y, Ogawa-
Momohara M, Narazaki H, Inoue Y,
Miyagawa I, Nakano K, Hirata S, Mori M.
2019 Diagnostic criteria for mixed connective
tissue disease (MCTD): From the Japan
research committee of the ministry of health,
labor, and welfare for systemic autoimmune
diseases. Mod Rheumatol. 31(1);29-33. 2020

Kobayashi I, Akioka S, Kobayashi N, Iwata
N, Takezaki S, Nakaseko H, Sato S, Nishida
Y, Nozawa T, Yamasaki Y, Yamazaki K, Arai
S, Nishino I, Mori M. Clinical practice
guidance for juvenile dermatomyositis
(JDM) 2018-Update. Mod Rheumatol.
30(3);411-423. 2020

Yamazaki S, Shimbo A, Akutsu A, Takase H,
Morio T, Mori M. Importance of pediatric
rheumatologists and transitional care for
juvenile idiopathic arthritis-associated

uveitis: a retrospective series of 9 cases.
Pediatr Rheumatol Online J. 18(1);26. 2020

Yamazaki K, Akioka S, Mori M. External
validation of the EULAR/ACR idiopathic
inflammatory myopathies classification
criteria with Japanese paediatric cohort.

Rheumatology (Oxford). doi:
10.1093/rheumatology/keaa274. Online
ahead of print. 2020

Tanaka E, Mori M. Refractory secondary
thrombotic microangiopathy with kidney
injury associated with systemic lupus
erythematosus in a pediatric patient: a case
report. CEN Case Rep 9(4);301-307. 2020
Kobayashi S, Inui A, Tsunoda T, Umetsu S,
Sogo T, Mori M, Shinkai M, Fujisawa T.
Liver cirrhosis in a child associated with
Castleman's disease: A case report. World J
Clin Cases. 8(9);1656-1665. 2020

Iwata N,Tomiita M, Kobayash I,Inoue Y,
Nonaka Y, Okamoto N, Umebayashi H, Hara
R, Ito Y, Sato Y, Mori M. Utility of the
EULAR Sjogren syndrome disease activity
index in Japanese children: A retrospective
multicenter cohort study. Pediatr Rheumatol
Online J. 18(1);73. 2020




10.

11.

12.

13.

14.

Matsumoto T, Mori M. Questionnaire survey
on transitional care for patients with
juvenile idiopathic arthritis (JIA) and
families. Mod Rheumatol. doi:
10.1080/14397595.2020.1813369. Online
ahead of print. 1-6. 2020

Tomiita M, Kobayashi I, Mori M. Clinical
practice guidance for Sjogren’s syndrome in
pediatric patients (2018) — summarized and
updated. Mod Rheumatol. doi:
10.1080/14397595.2020.1816319. Online
ahead of print.1-11.2020

Igarashi T, Takei S, Tanaka E, Kaneko U,
Kubota T, Okamoto K, Ohshima S, Mori M.
Investigation of dual-energy X-ray
absorptiometry units necessary for pediatric
rheumatologists in Japan and a proposal for
shared access to equipment among hospitals.
J Nippon Med Sch. doi:
10.1272/jnms.JNMS.2021_88-407. Online
ahead of print.2020.

Mori T, Saburi M, Hagihara M, Mori M,
Yamazaki R, kato J. Long-term remission of
cryopyrin-associated periodic syndrome after
allogeneic hematopoietic stem cell
transplantation. Ann Rheum Dis. doi:
10.1136/annrheumdis-2020-218695. Online
ahead of print.2020

Mori M. What are the main revised points in
the 6th diagnostic guidelines for Kawasaki
disease? "Pediatr Int.62(10);1133-1134. 2020

Ruperto N, Brunner HI , Mori M , Clinch J,
Syed R, Iwata N, Bass DL, Ji B, Hammer
AE |, Okily M , Eriksson G , Quasny H.
PLUTO Trial: Sensitivity Analyses of SRI4
response with Belimumab vs Placebo in
Paediatric Patients With Childhood-Onset
Systemic Lupus Erythematosus (cSLE).
European League Against Rheumatism 2020
2020.06.01

oM Tma T AL Fr—. NRY
F MR BB T D BATHIER O Ml & 3

10.

B . 8 64 BIAKY Uv~TFE2aihs
£>.2020.08.01

e

FOMeEsT. R, BOHETR. BHRRE. /D
BB, BRER T, MARZE.. SRV UL,
A7 CTRIDBATHIER  ~EERRICHE LD
BT OER & FEE~. 2EFEENLENOERN
ST/WNR Y U~ FREBOBITEROBLR &R
.. 64 MAARY UvTFESRE - FHiE
£2.2020.08.01

/O UoRTY T A B v~ TR
A4 R7A4 2 2020 - ANBATHIEE-.. &5 64 [0
ARV v~TFZaikie - S, 2020.08.01

H M Uv—2rv a3y SLE- HiV VIEE
PURIERERE. /NE LA D SLE BEFIC~Y
L~ T RN S U2 BR o F 0 K O 4
PGB LLER.. 5 64 MR U~ T2
SR - TS, 2020.08.01

B[ AR -, ELERIRSE, BFT B, Ll %,

B OHESE. . NXP-2 HURGHEEFEMER S O
4 Bl . %F 64 MHARY U~vTF LS - P
4 2020.08.01

(LIRS BELLRRSE, PaTAERR -, A% HEsE.. U
—7vav”Z MR - HE - BITE. HEME
R PRI EI A BE S & 9 IR IS4 B B T
R E/NRY O~ TFEOEEM. | F 64 A H
KV U~ TFraia - FiTHE2.2020.08.01

FORIRE, BTAHAM T, Wi, 2 Hesn . A
EIIRNREI ORI OV TORE. 5 64
BHARY V~FERRE - ZINER.
2020.08.01

BHE=E G, ARG, EMEA. & HE. U
—Jvavy’ Vo~ FHRROES 258
Z bR < BAEMERPRMERIEI R I D JADAS-
27 LB U~ F OK R EIEEMERRIE O B
PEIZ DWW T O CoNinda ZFIH L 7=t .
H 64 MARY U~wTEERE - FINES.
2020.08.01

B O R A BEEE  NEND
RN~ N T FPERR BB OO R R
AT ~OFRE. 5 46 [ B AR R G
St~ 2020.10.01



11. £ Moo, JEKER. . S URY A HEEMEN
RIGREIC KT AT 7= LU A, NRBIESHRY v
~FEBIIHT AT 7= LY REE. B 41
FIHART 7 = Lo AP R4z, 2020.10.01

12. & HEE ARV T A EEMENIRFR OB L
VR, EE) IFRTIRIRICB I 5, EWE
LKl (f 27 ) <) L ImSEss LD
AL ST, 5 40 [\ IR F 2 s .
2020.10.01

13. Akira Nishimura, Karunki Yokoyama,
Takuya Naruto, Tomohiro Morio, Akinori
Kanai, Toshihiko Imamura, Katsuyoshi Koh,
Yasushi Ishida, Arinobu Tojo, Masatoshi
Takagi. Myeloid/Natural killer cell precursor
acute leukemia (ZHF DEFIREG L 7 ) LB
%62 [ HA/NRMIK - BAFRFINES
2020.11.21 Web Bif#

H. ZNRORAPEME D HFE - BRI
(FEZET)

1. KBS

ML,

2. ERFRBRE

ML,

3. Tt

B2 R4 PN



TN 2 A RE IR A T AL R S R A B

BT BBORITIE 32

Sy HAF GRS

FRA A F V958 D EFR K HEE]_E1Z

WHoEm s Ak

[ TOR Y MAIZBI T D5

BEERRAEERY v~ FBERE 2%

MR E

BN A TG, BRAFBIEA F L9 (AOSD) & By A FEVERE R MERIEI R (sJIA) DR ABATHI & 8l E L 7o FERR
Th D, YHFFRBED A A T IRSFFE T, 2017 FLEIT/ER LT AR TF IR OBZIEAT A T A4 28BN T
HBOHRE LW EZRLE LTEBGET 21T > T D, FEERITIE, 1BRIEOEAT X > TH ISR EH 4 55
LIEBAIR S D2 & BLOWIMIBWTH TR ET VARSI TV HRHEF B H L&D,
27 V=ANT 2y a Y EEEL, SOFTYATVT 4 v/ L Ea—#1ToT%, ZREHEICLT, #E
LOERZEAT O TETHH, REETOMANATFIVIRSIITA RT 4 2017 fEROEREZBFEL TS,
ST, BR 7T v b7 — BB DRAAT IR O LTI > T,

s EHL

A BFFEER

AR T VIR IR, BIBREAT a1 K&
WAIRIRUAMT . EERGIMEZ & OIREIED ML L
TS EIEFE 2720, R, HMEO A & O
RRIZEY | FFEFMEDRRAARTFVIFOBREZITS Z
b3y, BESREX T 4y bOTEDIZH, 2
JBRHA BT A > OVER S @B 22 THERN N ETH 5,
ARl HPEE A A F AR TIEL, 2017 RO BZIE
HARTALOEFHEITH Z & &2 HIZ, 2017 FIRAH
HAEVERRT 5,

B. HFFE 51

HA KT A > OIERIE. GRADE 35 X O Minds @ 5=
BerTITH, HHEOELWRIEEKICK->T, 2V =%
Ny xTyay (CQ L, ZNICET A RT
~7 47 b¥Ea— (SR) 2179, SRF—Lik, PN
PIEREEE N OHE SN ETY v~FEMEIC
Lo THER S 4L, SR RS 2 B ERIF TV 22 8 5 SR &
VERCT D E S 7= SR LR — F&JElc A Ko 4 v
VERK 7 V—7" 78 CQ IZxt T D HERE SC A VERL T D, 1B S
NT=HA T4 AL, BEESRETONRTY v
I AL AR ERE - L CTRTIT 5,

(f B ~DELE)

HA KT A AR B TIIAE AN HSZ O i BE
(R 2 MO H D IEEITEY b /e, lAATF
SRV YA N ODICE, Flisk COMEELE, &
HRIE T EXREIT L - THoZefmElm ~ DR fE %
1ToTW5D,

C. WFoEhs 3

BAE, SRF—LITED SRBER SN THBY . kB
Wz T\ 5, 5%, T4 RI4 MER 7 —T71Z
Lo TCQ~DHEESIRER S v, EFE b~ ED T
W<,

7Ty b7 A — A E VTR AARAT AR EE L Y

A~ VAR ETT > 72,

D. &%
HHEDODIRNBURNS BTH, B O Bl
T DI ERIR OB L~V D h]_EITBRER DR
BTHY ., 2O OIZIIEH O E 2 ERIEMIEA N
WHATH D, BIETA RTA L IHEDY —LTh D
B, WEDHEA LY —EHia @b & ARKOM %S
RN LT D, BRIOBIEFA KT EHIXZED
BWHRTHLAERLEEZ TS, #8o0 FRYYEDHL
KIZE DA RIEBOENIIH DL DD, RAAT IV
SN A BT A > 2017 FERAE OTERRITIZIE A 7
Va—)Li@ I ICHEA TN S,

E. f&im
FRAAFIIRZZIRHT A KT A > 2017 SERHE DO VERL
HFIEAT Y 22— L@ 1A TS,

F. ERRGRIE &
LT,

G. AFZEF &K
1. R

1) Yokota K, Sato K, Miyazaki T, Aizaki Y,
Tanaka S, Sekikawa M, Kozu N, Kadono Y, Oda H,
Mimura T. Characterization and Function of Tumor
Necrosis Factor alpha and Interleukin—6-Induced
Osteoclasts in Rheumatoid Arthritis. Arthritis &
Rheumatology, 2021, in press

2) Aizaki Y, Yazawa H, Sato K, Mimura T. Dual
effects of interleukin 10 on natural killer

cells and monocytes and the implications for




adult-onset Still’ s disease. Clinical and
Experimental Rheumatology, 2021, in press

2. FRFER

1) MHER, fFARS S, BEHEFE, PIEREK T
HHEMEL, s, SEAHEA, B XTedg
RYGPEIRHUE CRR LT fRATRIE A T 4 VIRIZ h U
A= T RREIY LIz 24, 5 e64EIAARY U~ TFFai
& RS

H. SN PEME D HIFE - BRERR T
(TFEZET)

1. ¥3FEUS

Rt

2. ERREG

G R e

3. F i

G Rt



