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The classification criteria for MAS in
systemic juvenile idiopathic arthritis

(Ravelli Aet al. Ann Rheum Dis. 2016 ;75:481-9.)
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full-blown MAS ( defined as the time in which
MAS reached the most acute stage )

HE |

[xi%]

2006510 A ~20164F5 A ITMASE 2T L 1= 5]
2013448 ~2015512 8 D2 B EUIA(sJIA)DFIRZEHIE LU BRG] 66l

T—EANF+5 () FAEELE)

& &tostsl
325

[RR&EEHI] AEt13fl
MASUUSF DIRBAEED N B AER af5)
TCz{ERI 2451

7451 (MASEZ {52451, s-)IASEISHI)

—_—ﬁﬁ?\l‘*ﬁ 8541

MASSE ] 254
onset of MAS 6%l
full-blown MAS 1945

s-JIASE B 60%31

Full-blown MAS 195EHI DMASE iDL IEB E

5 2zUF> /iR AST TG fibrinogen
>684 =18.1 >48 >156 =360

6 8042.6 20 136 320 244
8 46255 11.5 308 nd 360
9 8983.1 17.7 542 287 289
14 1397 132 633 nd 308
23 32572 152 1729 nd 67

24 5120 17 61 nd nd

25 7398 216 432 213 286.3
26 7963 19.5 245 nd 345
27 18027.5 10.5 422 130 276
29 3665 185 182 nd 153
50 85836 126 2191 273 299
56 13087.1 135 49 118 459
57 20755.7 18 78 215 226
64 55442.4 208 80 nd 384
67 3382.7 155 170 284 191

77 11080.3 141 99 141 nd

95 68310 71 1096 325 118
96 42490 8.2 356 397 nd

98 4144 128 76 290 286

NBREQEHEHS




r
% Onset of MAS/Full-blown MAS 24541 |
N N DMEELEETID 2443 AEB®-Y | EBELY | 2HEHLT
sl JIYFY | MR AST TG fibrinogen TR T < CHE T 1 : :
>684 <181 >48 >156 <360 3EEAIE 7 4 3
2 10351 221 62 150 308 2REHIE 1 1
’ 00 217 & 140 £09 Full-blown MAS 18551
20 2510 256 403 108 301
62 303733 19.7 56 144 330 DUREEHB-SLD 1845 AIREE-Y | EBEY | 2BEET
BEEERSE 10 6 3 1
79 7550.38 216 82 240 487 SEE 7 n 3
87 2202 14.9 95 227 204 215 B AIE 1 1
B E,
Full-blown MAS  Onset of MAS S-JIA /4
18 6 0 [BEEEEB T L0 651 [ 4EE#IS | SHB#EY | 2ABmY |
DHREEBIRVLD 1 0 60 [emEd~caE | 10 | 1 0 T 5 |
94.7% 100% .
HRE 96% (24/25) 4T B 3 R THIELESITO LLE TIZL. Full-blown MASD 75
o 100 25/25) REDEBEHTERNS L,
> BEEELEADIGHEE BRI EZS.
Onset of MAS/Full-blown MAS 244E {5
BIESN TWER] | REE I UTER | EREEH =SB VED]
i /MRE 25 (100%) 15 (60%) 10 (40%)
AST 25 (100%) 25 (100%) 0 (0%)
TG 18 (72%) 11 (61%) 7(39%)
Fibrinogen 22 (88%) 19 (86% 3 (14%)

P = HFimizLiz S _A{#-a—é IV HRE A
JIAIZH SESIRH IA-V)

AST 19 (100%) 19 (100%) 0 (0%)
TG 12 (63%) 9 (75%) 3 (25%)
Fibrinogen 16 (84%) 14 (88%) 2 (12%)

DRI,

BIESH TVAEG] | HEE T LT fE )| B2 TS MES]

/MRS 6 (100%) 1(7%) 5 (83%)
AST 6 (100%) 6 (100%) 0 (0%)
TG 6 (100%) 2 (33%) 4 (66%)
Fibrinogen 6 (100%) 5 (83%) 1.(17%)

TGEAHIE S HFIEAUELMERIZH S,
ASTIED L 57, Fibrinogen{E D& FIEMASBHIM HE2HSH.
FHETT BEMNMREDETPTCH LRERDH D,

REDFE -

(A) ) o L= e e
5 14 Rl SESEXDRIERE
i
4 L
3 / N\
2 / \
‘\ 3% J
1 \ /
0 \u/é
123456 7 8 91011121314151617 1819202122 23 2425262728293031323334

(%)




JIAJREY

n=34

m DRAERR

ayUDIMFEFREE
E4sErEA

O RIYHARET 3

(A)

10

eI B 3K FEAE FF

RIS - 5 R 4 o

9 10 11 12 13 14 15 16

(%)

JIASZ BT 1S

(A n=34

R E=4

o Rr N W A OO N ®
I

12 3 4 5 6 7 8 9 10 11 12 13 14 15 16 ()

z

n=34

O R, N WS U N 0 WL
T !

2 3 4 5 6 7 8

9 10 11 12 13 14 15 1?&,&)

R s e 52 10 50 S
S5 < D KPS

n=34
(A)
12 |
o | P RiB=2
|
|
8 [
|
6 I
|
4 I
|
2 -
o - N
s & N o N N o & & B
"bdf} I
A ! (4F)
i 1

8 25 Bl (5o smms e = LR )

n=34

w

SR CE
HE)

FormAntt




AEME (AR

i T+ PR
+1&H)
Lk 3:1

EmEaL

ARJE IR (B2 HRF) n=24
m Y

194

KL RAGNGW EED

ARJEIR &5 (2 MR

HFES15-a-2
(A) n=15
8
7
6
5
13
4 7% %
3
P
0 - . . . .
=0 B8 FRECAE IR FMm  RWAET
HKEBOEKREAL TV BIERHY

IR & HHE (G2HTRE) n-3e

o 5Y
7zl

BEES16-a-1

204

O R N WA GO O N ® O X

B OHE 5 ()

)
n=14
BnEE BWE RN | IBREE zot
XEHOEKREBLTWSERHY

Bi&ES17-a-1

AR & f#H4E (BRFE) n=30

m 5Y
L




- 0y =3 -

uwEse: B DHIE afl (BRTE) uwesis.  ARAHIE A 5252 (RZWTAI)
(AIL n=19 1%, n=34
9 i
8 i
> ]
6 - m »Y
5 - L
2]
3 234 ] FH
2
38 S8
0
BRE ﬂﬂ}\ﬁéﬂ“&ﬁr A REE %
MEHOEREEL TV DERBHY
B usmsmmeo e s
ST ADEE  n3 umEse O E D R TEEIME (BRE)
- HY [N n=34
L ]
16 +
14
12 +
164 ol
6
4 4
o | . o
L REE R#EL
4 IH B K DB W L1 RIS i T ARL TR A
ANA
HMES2  (160fSLLEEBMELT ) n=34 BRI RF n=34
| HY 14 5
L =Xk

334




BEES27 n=34

HLA-B27 HLA-B51

A% =30+ RARZEE (& 5k 2% 2 mam) HRE =30+ RARZEE (Re5m 45
n=34 n=15
(A)
m 5Y .
fc‘;b 10

194

NSAIDs MTX GC DMARDs
KEHOEF EHALTLSEGIHY

T Ve

RP% 3310 (BESHE % FERT) EMEEne. MBI (RESEARER-BE)
1% n=30 n=34
(ETN)
m Y m Y

7L 7L

294




mmEsne | RARIE (RESEXRER BE) mmEme.  PIRZE (RESEXHER-BRE)
(N) n=34 n=34
35
30 - HY
2 1 1L
20 | EEAEL
15
10 +
5 -
o
) N P T T S S Y
(r/‘& oﬁﬁ o d 4*@% 4*@% < o SR
&
&% XEHOEF ZHALTLSERHY
- E T ST
mmssas  PARZE (RESEARER-RE) HRES35- (BRESIE KAL)
(A) n=28 n=34
30
m »Y
> 1L
20
15
10 +
5 |
o |
NSAIDs MTX GC DMARDs
XEHOEF ZHALTLSELHY
=4 1 4~ LS
B =nznna B zoft (FHinue)
HRIES35-b (RESE LK RIER-IFIE) HRIE 2362 (RESERHAER-TRTE) ez
[PN] -
10 n=19 1% m 5Y
z* \ EL/
7 ¥ s#Ea L
6
5
4
3
5 | 184
| -
0 + T T T
INF ETN ADA TCZ

IFXAY ) FTT EIN: IARILET

k. ADATFAY LR T TCZRY XD ‘ KBIDEMREHBFIND R A v FEHIHY




Izt (FiHims)

HMES6b (REDBRFRAER-TE) n=1
1 %ﬁﬁﬁ’ =14 R%ﬁ L
2 M7 LI /OviEs
. i
4
5 i
6
v
8
9 A
10
11 BN LR N AL LR RN ML R RN
13
14 BRABREERER .,

15 KGAREEM




JEL A B R RS B i 4 (HEVATEYR BB BRI e 2 A MR BRI e 503 )
WFFERRRE - BRI R 2 L L/NR Y v~ TR RO LU -
BIEEDEOERLE 2T VA SN A RTA4 VORE
\ZBET AIFE GREER R H2T-HHE%E () —A%-029)
/N SLE OO F5 = OFEKIZET T 5 09T

Woeotg o BIERBRFEZNRETR 20k X Bin

e

/INJE SLE 13 SLE KD 15-17%% (5, RG] & T HEOMBIT L 0 EE - 2dn
I 00 BIRREAT v A FERIZ KDl REER E/NRICRHAEREWER R 5, Lo
L7273 /N SLE OB RRRER OB 72/ NERHE IO TH 7o HREO @O ER
Y —IZRMET DI ODBETA RTA4 U RROLN TV, Lo, BAfERICE N
THEfE7Z SLE 2RI A T A IAAEE T 2010 FISE-CHE L — 7 IR
E LT A4 FZ A “/recommendation 2353 SN2 b DD, /WL SLE Z x5 & L2
A RTA T 70,

Z 2T, AFTO 2 [Blo/NE SLE 2 [EFHA THIB U7 T O 2 B L 72 18R 16 #
R0 /N SLE %5 & LA DO SCERZINEE L, /NRBHE = 25605 & L7/ SLE
DZIFROFH| & OVER 2 A Te, Lox L7y BINEE U7 SCRRIC IR 2 MF5078 &
evidence L~V D@ \WEREITIMRD TH7e < | & A& OIEGIEFRIFER ENEIKTH -
Too & ZTEPTIINE LI RIEREZ TTICERZAEH L. 6 4D/ SLE DT F Z/3—
MZEDFREZMV IR LD G, /INESLE2EDOFF|E & LTE LD,

PROFFIE T, JEREEORESY X7 24 LICHEE 2HAZHE L, BEEREICHE
o TC R AL, TMERIRIAIC T CREfi LTc, ER2mFIEEZ 3 2T v 712y
. ENENDOEE CHRERBAESLED B LR, 72 A EEFEIC OV TR L,
TR R i COER A E b EHE LT,

Key Words : &Y 7~ h—F A /MR, ZREOFSI &, 2. I8k

W 1%

P2 (A ARER R/ NER B2, 1 A. WFEERY & T

R (A ARERR T/ NER FEAD). (LA 2HMT Y 7~ h—7 A systemic lupus
B— (EEMEREWREY v~ TRt erythematosus (SLE)i% H CL & R B DR
Z— [ER). LR EERRTREG HIZRRETHY | FEAREIZ ORI D
R 2 —/NERE FEA). ALRHEETE T BT RIS AR R AR R A 5 |

(BREBRERENER ER), #ifE Sk ZTetEaMKETH S, SLE D
(BNEBS B A R EhER) 95, 16 AR O/NEHIZFEIET S SLE



(/I SLE)iX SLE 2K ?D 15-17%% (5 8,
BB & B & EDREE LD HE T,
AR S L akTh b, £/, SLED
TBFRIRITIE, RAZ 2 W RITER (R
SREHEAHOENBH S 720, /I SLE
DI O WEFPED R D 5
N5,

LU’ s, KRRICHIT DY 7~F
B ITHR 60 44 & D7 < TRk 26 4R
BE) . EHMEO BT 5/ E R
(X, FFEOHUIBITIRTE L TV 5, ZDfE
B, KON SLE 0% < 1, &, f
B, BYYIE, g, T LL XS B
ZFFO/NRBEMES, EADY U~ FFH
FIEIZL > TREINTNLORBURTH
%o

TO—FhT, MRV U~ FEMfE A 0
(2. /I SLE OIRFIZ I T hne i 5K
OB 720 ED Hiv, DR 10
FEETFERIT 2005 4RO 2 EFIA TIE 93.8%
FCHFELE D), L LKFR ki
I A 7210 FRFEAEFEHRIT 73.5%ICi X
TR 14 KR R R E 2 2 T L
Tz,
INOORWMMNG, KV EEREMERAY
0Bzt 5 ik s LT, /IR SLE
ZXET DRI A KT A AERRD L FED
BRIz, L LEER72TEE - BRI
%D SLE TiE, AfEKIZE N THHE
R A BT A IBHE T HAFEE
T LR T AR RPN —
TR 52 A KT A 273 European
League Against Rheumatism (EULAR)<X?
American College of Rheumatology (ACR)7»
52010 FFIZHEINTZDOHTH L,

Z DX )72k SLE DRI & AR, (T

evidence 272V /N2 SLE Tld Minds (2 #EHL
LTeIEITA NI A4 2RET H T &1
DTHEE L oz, £Z T, ARERRY
evidence D EWWIERZINE L, BEAR
expert opinion % % Y A A T2/ SLE O
ROFHIEZERT DT L2 HE LT,

B. #F7Eilk

/N SLE OR2iitikins 85 C. /MR SLE
X D ERIRIFIE 21T > CTWAD/NRY U~
FE 5 4 % /NI SLE 29RO F5] & 1R ZE
BELUTKIE L, F7-82 SLE OFHE
RigeREETHH Z LD, ERER S 4
D H24TNEEHEMETH D, F2KL
A OWTIIEERE 1 4 D7) 2 A

2,

TERC D Fefl & 72 5 /N SLE 12381 5 B9
BT, A TIThiLe 2 >O2EFAE)
DI L7z, —DUF 1980 4F-~1994 425
JiE L72/NE SLE Zx%f5 & L 7= 2EHA

L b D —DIE 1995 ~2006 FITHIE L
7o/NJE SLE x4 b L= 2EHETH

0. 2 OOREFEL LB LT, THE
& B L 72 VRR 2 AT LT,

SCHRIE, PubMed % VN T/ SLE D ERER
. Jfe, TR, TRICEE T D Sk E
VERRZE B T L CRIBEZRFR 0 INEE L 7=,
VL EDOTEH 244 L, narrative 7229 D T
FlEDRNT 7 NREREER LTz, £7220
FREIL, IR L S A L CTIERZE
BRIt THRRBIHT 5 B RAHORE 21T
VN, A AEEREL LT, ZOHIBRETE
TR0 LT,

C. WFoEhbE
1. {ERRE TORHEK 1)



/INRSLE Z5tge & L7z 2 DORERA T
BFonictFmix, MNEHO Y T~ F BRI
DEIRPEIRRE D2 W & 1B (BT D WFFEEE
((2008 :~2010 4F, FEALWFZEH : BEHE )
THEIE I, KFESIEOMBELRoT, T2
72, SLE OipgIE L LT CEE/R I o
7 = /) —/)VEEE 7 = F /L mycophenolate
mofetil (MMF) & hydroxychloroquine

(HCQ) @ 2 AN 53 2 PR I I T AT
TITRRO LN TR oTo, LrL, 2D
WD AR T 5 2010 4RI, BRIN Y
7~ F%:2% European League Against
Rheumatism (EULAR) 2N H # L — 7
A . European Renal Association-European
Dialysis and Transplant Association (ERA-
EDTA) & 3E[F L CA—7 AL, 2R
2010 I K[E Y U~ F ¥4 American
College of Rheumatology (ACR)»3 /L— 7" &
BRI A RTA 208 FK L, MMF &
HCQ OfLESIF A RSN, D
fhe, AFRTH ARG AT 728 Z 230
U728, PER L7/ SLE OBEDOF
5l & OHT MMF & HCQ DALIE-SIT %
FRICFLH CE R\ =0, il A O PRI
DT Z /AT DH T Lilieol,

Z D&, 2015 FFI/NRBIO ) U~ F - B
Ji O EEIRPEIR RE D2 I & IEHRE I3 D bt
JEHE (2015 45~2016 4, FALMFTEE - &
Hesz) ARk S AL, WL 2015 4RI 20 2
RIANIAFL TS IRBRIE IS 2 B L, 29D
Fo| & DOFERMUTNT T RN ED BTz,
2. Rk

FolE AT 2HA ZE 1 IIRT,
/NI SLE DFRERCRHE, 2 > DEEFIED
R, NRY U~ FEROTIR e & A2
L. AFGIEBMEL NI R A L7,

Fo, WE SN O TH/NE SLE
wRGE L LTt cid7za <. E72/hHE SLE
ERIGLE LI TH > THZ DL ME
BIEFREER &, LT LT ET U AL
IVDEWFR LTI R o7z, LIeRn- T,
IWEE L7zim L o ff & /e SLE 2 O =
F A= N Th HIEREE AN - #Ft
L. ZOFF SIS T L 20 L
T, AP EOHENTOEEZME LT,
3. /MR SLE 2O F5| =

1) ZROFNE & LB

/N SLE OO FNEZ , step 1 225 step
3T TR L72(F2)., AT v
T T Z LT Ko T TRRBH AR C A
RESEESERHRDL LD, ThTho
step THEMT XX RAS, IREHLAE T2
ITHOMEBEOEKRS T AR L (£3),
PN HOW TR, kDR SLE D538
KD LI BT, 2014 FFITRE I N2
SLICC ZrfHaglra itk L7-, 70, KBIT
DO L 72 D EBERFTATHY |
SLICC AL HE TIXSAR R BB D LA IA &
7= &5, appendix 1 O H CHEifE % H
WTCEB~OBBA 25k Lz,

2) 16

/NI SLE OIRIFRIZEW T, kb EERE
X, IRERBEE OFAMIE, HDHVIEED
HETIIETH D, %2 T/hE SLE O ESE
FESEIX, TR0 D AT lfasba s O E &
AV 27 THEL, KV AR, PRE
URAZHE, @Y AZHEO IR T -, £
7o, PRI NG OFEIEE(Y A 7)IT
i 7o iR 28 INT 5 e Lie, $£72,
U AT I BAREANRIE & TEfRHMERR
B EnEhiHE LT,
TBREIZHONT S, BERFGOHEIEL(Y



A7 B EFLHET D L &b, SLE OJFkE
(SLE)V—7 2Rk, 7 v —BIEMRE)
B D LR SRR L CRE A - 72(F&
4),

3) EMIEMYIORELE B AR
FLARIRE O FRAR A Sl 3 D 3k, B
POBOBIERICOWT ORI E T, %
7o BTG EOWEER, TR, iR
& MRIZBE T D A LR LT,

4. 5% 08

ZOZFEOFLEIE, BANRY U< FF
BCOERRBERTH%, BANERYS B
RY) T EZRTORTY v at s b
BHTETHD,

E. W55

1. FmCHER

1) Wakiguchi H, Takei S, Kubota T, Miyazono
A, Kawano Y. Treatable renal disease in
children with silent lupus nephritis detected
by baseline biopsy; association with serum
C3 levels. Clin Rheumatol 2016, Epub
ahead of print.

2) Hara R, Miyazawa H, Nishimura K, Momoi
T, Nozawa T, Kikuchi M, Sakurai N,
Kizawa T, Shimamura S, Yasuda S,
Hiromura K, Sada KE, Kawaguchi Y,
Tamura N, Takei S, Takasaki Y, Atsumi T,
Mori M. A national survey on current use
of mycophenolate mofetil for childhood-
onset systemic lupus erythematosus in
Japan. Mod Rheumatol 2015, 25: 858-864.

3) Yasuda S, Atsumi T, Shimamura S, Ono K,
Hiromura K, Sada K, Mori M, Takei S,
Kawaguchi Y, Tamura N, Takasaki Y.

Surveillance for the use of mycophenolate

mofetil for adult patients with lupus
nephritis in Japan. Mod Rheumatol 2015,
25: 854-857.

4) Kobayashi I, Mori M, Yamaguchi KI, Ito S,
Iwata N, Masunaga K, Shimojo N, Ariga T,
Okada K, Takei S. Pediatric Rheumatology
Association of Japan recommendation for
vaccination in pediatric theumatic diseases.
Mod Rheumatol 2015, 25: 335-343.

2. FRWER

L

F A PEME O HIRR - B GRRT

1. FraFHUfS
L

2. FEHE B
L

3. ZDfth
L



#F=1:/NESLEZEDF5I1E2017DHER

#E

. /NESLEZEDOF5|IZDKYILE
1. IMNRSLEDfRRE L 451
2. 2ERBEORELAEEIEZENEE
3. IMNRYDTFEERDERIK
4. INRSLEZEDFSIZ2017DELA (BRFR)
Xk

0. /MNRSLEEZEDFSIE
1. PSR REIERE
1-1. &2k (F—E&FE)
Appedix 1 (/MNESLED R %)
1-2. fRAE R OMR BB SE B 1 5T (38 = ER )
1-3. ;AEFIRAIDORN—R 54 2 FHE(E = M)
3k

2. AR DRET
SCHK

3. af
3-1. BREE
3-2. MEAEDEERY
3-3. EEENEE
KYRD8
RIEEYRVRE
=RV
Appendix 2
ZTOMDIEER
3-4. [RERIEZ R VB DRHE
)RR VD ERE
-EREA
- ERRHERE
b)FREEYRIED AR
-ERIA
(B

3. A’ (DDF)

3-4. [BBRESIRIBDAE(DDE)

OBEYARIED AR
-BEfREA
- B

d) BrAE
fE1l HCQ
BRI AFILTLR=VOUNILREE
# 83 MMF
R4 IVCY

Xk

3-5. BHHEDAE
a) AR DIEE
b)REINEDIEZ
o)E BIEEMHIEIEDELNA

3-6. BHHEDBE
a)ft U R EPLE R
b)Yz — LU ERE
¢) TMA

X#k  Appendix 3

4. BEfREADZRE
4-1. BB EE
4-2. BRfRAEDFHMIEE
a) BRPRAEK
b) REMR
4-3.81E A o 514
Xk

5. & FIE

6. BELEZDRE~NDREA.
6-1. BE&E
6-2. FRh1%TE
6-3. I iRE S 1
6-4. BREREXE
Xk




=2 INRSLEDEZEDEIE

Step 1 : 2
/NESLEZY AR E DR (3R 1)
H R e OMIF B D e
S A ENRE IR INDY
PISS-A/RoFUIR, HiSS-B/Lapifk, HIRNPHLIK, HISC 1 -70HLK, 7L
BT U C/NER IR B fR, MEHRIRIE ., Schirmer7 A |, Saxon7 A K
Step 2 : fidgnkeE s & 5 BIE B PEEAT
g B o> FEAMm
HRAXARARE SR - BHESMRIE 72 1XCT, i, MMt > 2 7 7 4+ — (SPECT)
B RATR, AR, BERSREREMN, JRME BEREREAN
FE 8 BEXAR G B, HOERCT, FRRERE, KL-6
TEERES  DEX, COIREE IR
Res  IRE, HHBRAT. JRAREGE
KEsR - v— 777 4 —
PRIBTEEIE(EER) FEAm
MyEMAE,. H1d s DNAFUA, JREMH. ESR,
SLEDAI(323)<°BILAGIZ X % ¥ FRyE B (FE ) O F A 7 Al
Step 3 : VEREBALAIZICMIT 72, RWERSBIHED N—R F 1 3l
BRI BEE, BRE~— b —. KIRFEEHMRI,
IREHRZ : IRE, ANET <7
R - H &, RE, KIE
O SHENRE S I (BEREEL) , ARE




K3 ABFAWRETICREGRE

BKROIT SERE

LE/BRGERE
1) 32 - 85 Bl B2 I

IR 2T IRES

HidsDNAHLIA
FLSmin ik
KA I
BRERE
— . AE.EATEE)
1A

MAITAAVE ViR 1gG/1gM,),

B2GPI
7Rk, CRP

DTa— LER. WERXp
H1SS-A/Bfiuik. RF, EERRS > F
/MRI, /INEE R B A 4R
HURNPHUA, H1Scl-705u4%

R AN RS DB AL, SLEIFBEEMNTH S,
SHTIEE 11 EAMDIZIEITBRE/NRTEAONSZEITEET H(ANARNE
(20%). 1601Z(13%)) o

SSEETEE 10 ‘A TEZRAINTUVSELISAL., ZMEEDEEFH(Fan LY RENS

WAEME TS 5.
TR0 Pt E20-30% LB IRV, BHEEAT LY
ZHIEHE9

RALDSTVEURKE -APTTOERAHNIEI VIEERBIEIRE D S H+%E B (Appendix-3
{%2%. DIC@screaning  SH), #{IBZRDHRELLTFDP, TAT, Fibrinogenb EE

PMIER7 -REARMETE, MIEARERETIELH D,
ZEIEHE12 -C3, C4, CH5S0D BB X RIEMNEAD LA DN . ZETOREBIREICER,
ZEIEHI0 - A2 AE D H D FEE (Appendix-35H7)
- Ik 26 T, IE anLEEE E X [IDICES #,

fu_—wif% BRIEAX . CRp. SLEIZK B3R . BEIR XN HDHIZEDAHEM, TN LS TEML

- =EEIk. @%J‘@ﬁ&é‘—%ﬁéié
ZHIEHG
DI—JULUEREEH -RRAHOCERLGESRLNH LGS MHITITRBERKETEN,
MCTDE D 8 5 LA/ —ERPIEDY—t—VEIRE#S.




KIVARMABFETITRELGREHS)

2) RRE ~ BPHREREEH

« AST, ALT, LD(FF), BUN, Creatinine, & E. RHPB2MG(E), 7=

EEEBRE BT, 2. BEOHEESTHE s v
TR B TAR 4k 5 ERE S EIC R BRI AR R E 1T ERER
BEERMRI, fiXm ks >F. EEG  NP-SLEfKHE -FBERAHNIE, )RV — LPHAZEM(Appendix-258R),
GEISOIYY SR AT
IR, HIRAT AR 7% & S R %, SESE %K
IR ARERRE ~ KL-6 P25 1 i 4 IEIRASEEIRE Tl COVEBRED BREMNE LY,
FRR IR A BE(TSH, T3,T4) FARIRE SR
H— LARBRE Elwy R agundiikca=til BMAHBISHE
REBHRAE SRR TP
3) BEAEEHED =8 DR— RS 2 3
i BE-AE-AKisA REEEDER
| B8 (DEXA), BRBIv—h— BHEEDER B RTH R T — R EFI D RS
EBARTO—. MiEAEE EHAREE(L DB

ARFHRE2 BREE. BRREES




#4 - NESLEICE T 2 il K omEIs, b8

S e e /INHESLE T oD
SHH) BT ARG i e BT
F& 2 risk J75 HE SLE LN NS
R SN~
Mizoribine MZR #% « Class IT B ¢ (B fifEHERF) ;\il;lg/kg/a (ol 731 B —7 fElug/ml x O O
. BFE~ - ClassIll, IVER(EMHMEEF)  1-3mg/ke/H
X
Azathioprine AZP HASE .« 251 FsparingfhE (Max 150mg/ ) o O
- Class VER(EMEN) 431 1 B— 7 fE400-
. HEERE - ClassIILIV, V& R (FLAEAERF)  1.5-5mg/kg/day (4371  700ug/ml
o _ X X
Cyclosporin A CYA ~FEEE - AT A NsparingZh IE452) 32 T 7fH 50- ©
- MAS 100pg/ml
- - Class V B S (B fifE N)
K R -
Tacrolimus Tac TEE ClassTIL,IV, V B 25 (5 AR ) O,‘QS 0.15mghke/H | 5. 3~5(~8ngml x x x
~HEE _ s (1)
- 27 B A KNsparing
« Classlll, IV, V B4 ( & fEE AN) 2H N .
Mycophenolate AT« Class I ~ VB 48 (B fRAERF) ; gmo/ SELFJZJ 23 4 i(;; x O x
mofetil ~HEE - IVCY AR ) ' gy
« A7 1A Rsparing&h %
. 500mg*/m?
. B S (i i 3
Intravenous A . Iil}issslli’ IV, VERGIFEEA) 6[a]/ A 1[E]—2[a]/37>
cyclophosphamide IVCY - . e At (Kol O O x
pulse therapy ~EE - M iR *HE R RE (A K750
* BIMEAPS
mg)
. 87 NN PARMREIZIN U T
X ~ N
iy drocychloroqui HCQ Ei o AT 1A Ksparingzh 5t 200~400mg/ H (47 O O x
S5l 1)

MAS:~ 7 1 7 7 — IEMEACIEGERE, LN @ L—7 A%, NS : x 7 o0 —BiEfERE, NP-SLE : i FEMEIRSLE, APS ; 1V >
NE B HUMAIE e it



BRVIRFER /

[ SE——

VIR R

DN -be)

1994%F /NERBEREERAE (FEMESE &) 80.
SMERRZE  KFD/NBSLEDEE KRG EF 1% (B H1EE

INBYSHTFERE
RAERFTNEES

19954 /NRSLEZEGRE
1980~ 1994 FJiE f5°80-94Survey

2008 /NRSLEZEERE
1995~2006FfE5°95-06 Survey

2008~2010FEEFH F 4

INRERD < F - BBIRRE D A R
(ZBA9 S (B & F)

MMERRZE /NNRSLEDQ A M RELAERICET HME
(HFHIER)

iy

ED DM &R

G

FrER B AR

2011~20144F
FEE HEHBEETF
2015~
FER HHERS

2015~2016/2 55 F 0 :
JAZEELI=/NRYDIFHEREDEZEHEALE - FEE S
FEOEBEIEIETURIZEDWE=EZBRAA(RSA/OD
KREICEAT AT (FF H=)

-SLESM B I (K HIER

) 4

X1:/MNRSLEEZEDFS|E2017T—ERLDF1E

2014~20165E EFH R4
BoeREMERERICETS
EHMEUFEEZ)

-SLE B B3R E)

%i'l‘lli




SLE VI EA TR RE ST iR EE A &
A & BB E T HEITIRY
HEE figi2a 12 F 14 5T 4 BHRE A B
##OPSL
TEDYRY | E £20OPSL 0.1~0.2mg/kg/day
ERE AN 7 BF +
?E REMNZLED E Img/kg/day \ HCQ
S +
] A B INHIEE
= IL—TRE % iz mPSL pulse MMF, MZR -AZT
) mz, vl > & x 1-2 times Y
=] R HEEE E +GCREE
+
g L—TRE % Y
g 1T (a) (a/c) ()L, IVE! #Z0OPSL
4 V+IVE V+ITE mPSL pulse 0.2 mg/kg/day
& U BEIAEREE = x 2-3 times +
A -NP-SLE N = +GCREE (HCQ)
) g BEEE. = ! +
FEHAELK. fib - JRREIZIELT RN
- M E R IREE IVCY and/or MMF MMF, AZT, CYA,
fd ., ffis fE Tac
ZRMUKZIEES

B2:/MNESLED AR FIEZMTETE R KB EBE DM CEI MO =O DREZITL . R ONMIBRERIRT D, BERE L LMEZE
EBEL T, AERIBEDOREL-FHIZITS, NARPSL0.2mg/kg/day A T CEEZMIF TSV, BRREFI TIEIURIE—D EIFT=A]
175, BRI, ) UIEBEMAERE T, MEREEZHBT 5, IVCYEMMFDOEWLRDIFIEARXTRI M. ClassVERDIGE L
MMFAYALVSEN S, mPSLAIVCY DEREII AN E~OB &4#2, 1 B4IZEEE; L=,

NP-SLE: ##E#5#)L—T X, PSL: FLF =Y O mPSL pulse: *FILTLR =Y O/ LR, GC: J ILATLFAAR IVCY  #EFHIRS V0 T4 R
T7IR/NLREEE MMF: 272 /L—MEETIT/IL. MZR:ZVYE Y AZT:7HFA TV HCQ: /N AROFS-/O00F > CYA: VA RKRY VA,
Tac: 220" LR



JE A S R R E B B & VAR B ASS BORITE 35 3 A TR RBGRITIE ) )

RIFGERRRE « B PERE R IERIEI A 2 2 & Lo/ NE Y U~ F IR B O L YE -
HIEE ORI L =BT A DNW T A RT A DORE
\ZRE9 B HF5E GREESE 5 H27-#E1R%: (3 —f%-029)

FEVERERR S (JDM) DB A BT A AU D5
WHIEr A - AL E KRR A e R A e [ 22 oy B N R B BRIk —RE

W E

FAEMER A (JDM) (3R 7R B2 2 0 O RIEVERRE CTH 2, /NEAR 10 T ADHT=
D 1.74 LB ENREBTH D0, TOFHEELSLE R JIA 2B, ZOEROZL I
BT MR TH D Z ERH LN ENT, — T, MRV LR TW D B R
DBWHEEITZW - RAEOESRC G L TORNZ ER RIS TV D, 201248
HZ International Myositis Classification Criteria Project IMCCP)%>% IIM  (Idiopathic
inflammatory myopathy) O EBFRZKIFEEREZR (IMCCP ) NARINTZ, £, THF., ik
Frtp) B CHURIC K DR OEN G ST 5,

VL Ea B E 2 ARSI B VT, OF 7272 IMCCP SEMEDQE NN A5t 5 & LT
validation &, [EFRAULLEZICT 2 9 22T A N7 A AAERR@BE MM R &0 2T
®IRFORE @BWHEROFG| S B, @i 7R R H CHAIC L5 IDM OISO
Z, OBMERE CMEDOR Yy U — 7 EAZHRB E Lo, Vhk 28 G 182 B L HED
validation, FIEMMIREHHEID CT i L ONREE ORETR b N2 O F5| AEK&21T
W EEHRBROE CHURRIED - OB AR T S MEE AR HFE AT > T 5,

1 WFEERY O R BT A AT ZEBE O 2 T AL 1B (1992
FAEVER G A (JDM) 1R 72 B % EYRHANSENRTWDER, Zh b DN
S RIEVERRBE CTH D, /NEAT 10 7 W AL DA A3k LTV
AHTIZD 1.74 LB ENRIRETH D ZEDREREN TS, 201248 I
D ZDOFHTERTSLER JIA Z#E S Z &N International Myositis Classification Criteria
ZNETOMETHL L o7 (B4 Project (IMCCP)%>% IIM  (Idiopathic

1B BT 2 H20— S8 ——H%-008, AF%E inflammatory myopathy) o [E =2 HEHESR
R&EE MEERY), SHICFERET, € (IMCCP %) BAFRI LTz, M ITITAL
DIER DL [ ZRUEEATHERVE MR T A PM/DM D472 54 IDM b &£ TE
HHZEBLHLNIENT, — . FDD D NEBIOIRHT AT TN D08, A
WrZLE & L CiX Bohan and Peter D27k TITHHLOARZEIEERES L D 500 F
% (1975 ) &2 1992 FRICEAE A EARATH D, £z, 4, HRRRNA




CHURIC X D RGO

WD,
PLEZEE 2 RPN B WL BT

D4 REHE L,

O FREEOENE Z MR L Lz
Validation & | [EFEAYLLELICT Z 5 5
Wi A R 7 A AERK

R M 2 & OF LS
DRRES
BRI O F5| & ek
A FF A B CHURIZ K 5 IDM @
“f‘EH/\*E@T

_ng@gm% L T WHEBERA D B

HCToh DARE LHEDTR Y FT—7

R, ARY U~TFZa AANLY v~

TR RO T 0 Z Y N g L

BEIRH 2 B R I BE B L OREE %

JEEFET 5 IR R U — 7 OREEE A
Do

EWbHE ST

@ B D TEKF
®
@

2 WrgEJ L
R 28 FEREI, BTEEEE B L7cm — R
~ v FIHEN, LT OB 21T 72,
O  ENIERIZ FV 7z IMCCP 43D
Validation : BEB % O ML R
ARG FICE R G R A ILE L,
IMCCP FEYEIE HICHI L TREICTH
B AT,
MR R & ﬁﬁm®@ﬁ:ﬂ§ﬁ
ROMmMEE B S T s
t%%%CT@@%m%%@%®%
MR LT 5, MEAEITEED
FSC N B Ji 9 F R LA i 2% P e
XOLE2—XD, WEOHEK, 4
i, B RH—2 RN ORREE,
BIXWNEERIGMEE LT, £FT

< BEB HaFx o fifi A A5 d L ONHI A%
ZRREEFZ O L & TR 5,
AR A E CPURIZ K D JDM F5)
FHORD - s & 72> TAT MK
FMEEZESTARINTEY, Z
Nxb L IZH R mEZE S HE
Thbd, 5%, ARERKRTET LV
X¥—Vu~FNBOW %25 T, 3
Efiskn oA Mg IEL, B
PUEZREST 5, Fo. BFEERE
WMAEBICERR L7 2 RAE = A2 b &
WINEE L, H OHUE & o B % MGt
T2,
ZWFS| & OIER : BEER 4 LT
i%%%%ﬁb HK¢EUW7?
BROLRZHARY U~ TFF
T yﬁﬂ)‘/}\%%é%@ix 53
HEPRAAER T 2,

®

(i B ~ DAL RE)

(1) TAZXG LT HEFRICET D
fBfesE) (CHIL T, MF9EAAT 5, WFEN
BT IR E B L O HIFIEE Otk
T OB DK%  I2IRER D% ST
HIfRHT I X VR & 5 W IRRER O E
B ORAFMIE 2T 5, A hiak CHE

HARAS —IZFEH T D5 L BRI E
1o T <,

) ENNEHROLRE BT 515 (RS
L HEHEESTH) HE0RDBUEITIAV
O BE OBFHRIIINT I — RN /e
WK D TR LT, AFgERE DA TR
IZEE LTIt AR ERARFRETH D L
o BlRE L7,



3
1)

2)

USRS

IMCCP [H B &2 Wr & % o
validation : Bf EfEF¢ L Y 52 JEHI D
BRI L, oHIESHEICER
W 1 EBRE IS FEM 2R R R 2 AT o T,
BUE, o HPESE TRGET S Vo R
TR CTH D, SHBRMNEGIZE
T D IRMTRE R & AT, BRI
E— SRR K OVINR O J2 & )
SREERL L TE LTI T
ET%%
AT MR E N R D2 W & 1R
F%@ﬁ“éﬁﬂ‘n : HTE OAFZEEE (BH
BE) DR R AR LRI, K
L VL ONE 13 JERI DR
KB LOMERT R, ZE IR E
TORFHBRIE, ZHRl X 0Zo0
BomtE, HGOHRE, FETHICEK
WCIEHIRRAET L. TR DS AR &
T a2 BET Lo, AilE o fi& I ik
LTERETHIN 2 Bl &7l kL
LThOTPRmire2d 558850
R I) IIRIRIT AT o T L i)
MR, TBEITITAT oA R
WMz v 7 aiR A7 7 I Rk, &
JaARY L Fral LA
T /)= NABET=F, b LT
ZNH O T T, BIE
ZID O - BAEVORAE T
—HDFEVCOE T —F DR L i
Hrz17 > T %, il CT DT
S NI RIRR I TS > 2 U AT Z Ak
faf & 27 D AER| CRusE T & A
DEMB RS, DX DR RAE
2 L0 5 RANERIC K v inEIcE
STRERS b7z, £72. HTARS

>
3
T a

3)

4)

PURGE T CT EfERE A 2T 20E
Bl TIXIEHERRE > Tk, Z
DS ABI T OWRE L FERICE 2 T
B\, S BIZFEMRE AT
%o Sk & O RRE R o 5 B 7
HIRRRS Tl FECHIDZ < A3 itk
(iR 7ot bz 5> DAD ~¥—
VEELTEY, HIHNCAELTEEE
2 ONHEWELE T, BDVIT
ERICLIEBEEZ DN, 29
Lcmatng, el b —Hoa
HEAT PRV E PERT 2 DREFI TIX, B
HII AL 0 e L 5 5 ATRetEds R
e X i,
R A A CRIc L 5 JIDM &
SIFDFAT  PEFZE L L TOMGEHT
2 i e PR B T@%E@T%é
ZEnn, FEEWNRERERLICE
S TVRY,
ZWHEHR O F5| VERL « ATEEITE
B U 7o E SRR LTy - THBE
BMER, SRR ORI E &
HDTND, BEDDRVEETHY |
A CEIREAbETChboET A L
N DOFEVERCITIFE E A EFEL
W2 e, BEITY o Tt
TETURAIESERND L, BE
ANZIE=F A= MZ LA EICE
S\ 7= (Consensus-based) ZE D
FolE LEID2Ghote, £,
e - 1RHE -+ TR I3 DM &
WETHRERLRDEN DD Z &M
b, o LERZHLNITLH LD
RELEE LTV D, fERES T2 FA|
TlE, REL—REMTOMHZ
MFESIE L, EMERY 77 LR



WHHWD Z ENRTELHEMPNE
D 2O b TWD, BIEICK
FHEAFEE LT JFRAIE LTR
Wi A3 g o 7o Be bl CREFI R IR T
57 L b b, —HE OIS
HEE L CIHHEMETHLHMEICA
YN LN ORI E TN D K
IRE L TWDEONRME S 2D,

4
1) BERLEIZOWT

BAEM DT ED 2 RN EM S i Z
EHLHD ., TESITOTRIE Mm% D
CT & « WBUE DRI R A2 S RIOF5| =
ZIEDT Z S ITHR R DN o T, S OFTHL
WFFEBERRAZIF DR & LTov, E T2, #ioy
FEILHED validation 23R HEEHIENT DB
BEIZE 5> TV DIZH 2 597, IMCCP 2
DITVWELIZARIN TV RVWIRILTH
%o A%, INCCP 7B D 72 H TNT AL
TEI & DIL[FMFFE 278 T EIBRAYI 8@
D2W R HEZ AR L 2RO FH| & OWE
RFEEHEE F6 L OVINR B MR B E IR
R DEWIEREL LTHEHAL TP
ETH D, 29 LT OO RIE N & 7%
LeRnbE B TOZET VA% 7)1
ZIED L Dl NSRS & AR N oD
B2 Bl E % Lo O T8 X1
BEICIRENER L TR HRY v~TF %
REONRT Y v AR NERTHAIT
XDHEEICESTWNND,
2) WRIERLIE D FANHY - [EBRAY -t

EFEICHONT

JDM Z i 7= 7 [EI BRI e A VN CRglr
% T LT AR B O NFE R HLROTR R A
NSRS THRTH 5, F 7= BIEHETTIER

AFi

EMR IO NEICL <L F D LIER O
B Z OBBER A DHE OIEFRIEMENL I
BADHOT, ZORREEEBEMICIA T
HZEITERFICEETH D, 29 LI2AF
SiE % O - BRI o BURME D & % 2R
DFH| & ZENIMCIERT 5 Z L Iid. A%
DFEFRA L RIBFFEIC K 5 S REARI <, S
FRRIZE T D ERA~DIZEITLR EDRIZE
WTRERERL DD,

3) Lt DRBEIZONT
PCIROFE EDEKIZLY . JDM 2
DO—fxE L EMEOEENRS L2 D, %
DR FHE~DELRIZ K-> THEHB
FORMNTHOBENRIIFESL, 786
7= bDOER - @fkDw EIZ27e RN 5, BUK
B IE, B AR A HR T T 38 L OV ek
RBREREIBOBEEEL T2 &
TG LTEBORIIEL D DB ATREE 720 |
ZIRDF5 &2 X DIEROFEE LT RN
e D EBIIRIN 2 ATREIC T 5,

4) WFFENES DN DN T
AR EEE T - ENEE b &1,
SHRRER CER SN =T — & Z Bkl LT,
FHRBOEFIEIREOZW - IRET A KT
A U EARRK L A% ORI T D
TEMTEDEWVDFT, ML E,

5 i

AR & HREIL, IDM 2D F5] %
B TH D, P 2T FEITRE Lo m—
R v IS & ZIFEMICESV TN
e ONTV vy axy NEEE MRS
TORBOBEME) £7-. BEITIER I
IMCCP 2 W e B ARGERR 2 F W 72 G A 1
FhiFR PR E B 2GR D & & IR S,
BUIEREHEAT D BERE & THEA TV D, kK




DI TH 5 MEHEMRIZONT S EB]
DEFN T, BUERIKRE - BRAT
R i JRIRIE T CIC o T fRIT A LI X
77

At  ARSYHHIETIE 1) IMCCP JEHED T8
= JDMJEBIFS 1T 5 validation &, ZHUIZ
K5 BT AEEIER - 5 K&, 2) B MR 2%
WITA BT A AER. 3) JDM 2o F
FlEDFEMREITV, S HIZHEHEE 1))
REFFAE CHURIC X RS, T
TR, BLIONREEMESL 2 BIEL, 1ZIEH
B % 2R LTz, A 1% O FT BT IR RIS ke L
TWE T2, S EIOWFEEE T OWFFERRIC
£ 0 K HEIRVEIRRE O BT 1= 72 2 IR IR 23
METE . ZOELZH>TNS ZENT
S AWIEEO BRI HoIC RS
HTEIZRDIEAD,

6 MFITIRE

<TFRFER>

L. FEARERL, /DBR—BB, JFiERMES, AT
Wi —BS, [LHHESC, FA4AIERE, A
BIE - RN BT 2 B & 2%
BE TOZWHRIEF ORRE 5 60
FIHARY U~ Fraines (2016 4 4
H21-24 H #fix)

2. /KRR K - BRRIEZ L 2O T
B RO A9 RIS
JEYLRE & U v~ TR B ORE 2
60 EIHAY U~TFFaike (2016
402124 B i)

3. ZVBR—HBE /NI SS IEAR A SS o B
FEREL 7> 2 VURT T A
RERADY = — 7 L GEGERED %S
HizoWT 25 mAARY = —7

I —
]
L —

7N

L VBRI AR S
9H89H Hm
IR —BR - B ERERBET VE L
TOREREIE L RO L “H
O R B ORIEREST” 55 2 6 [ H
AR Y T~ F e (2016 4F 10
H21-23 H T%)

5. ibfd ZERR MR —BR AEA fF5A
P R B RET TR 2
—B8 K EZR R0 & 1
H M A8 E; BBEfimEtto
T MR B IR & AR R SR B R 2
DR, F2 6 R EA/NEY ¥
~ F RS (2016 4F 10 A 21-23
A T%)

SFHEE, SHAERME, fEERG3E,

RS . B, SFFAER, Hi

R, RN, fPUER R

K. KEEM, DR—EB ; FIE 3 4

VAL LT SR R S R -

PR RREI A D overlap & B %

Lo —IER]. 2 6EHA/NLY

U~ TR (2016 A5 10 A 21-23

A T%)

.OKE AN KRB miE Il
ST RERRRIL P —Rs 1l
BT AE IE; EEMEREER 25
BEL7=s = — 27 U U EERE 5 o
fEt. B2 6 AANLY U< T
&4 (2016 4 10 H 2123 H T

)

(2016 4

4.

AL
=

il

<Fm>

1o ZNR—BE /NS TEE B i 2 — 4



VR G~ R R BRI
D—EE2 D7 NRNER2016; 48:
1672-5.

INAR—BE KIE - RIS T A L A
EVU~TMHER RSE - T L
JLX—FF 2016; 66: 454-9.

OkuraY, Kobayashi [, Yamada M,
Sasaki S, Yamada Y, Kamioka I, Kanai
R, Takahashi Y, Ariga T. Clinical
characteristics and genotype-phenotype
correlations in C3 deficiency. J Allergy
Clin Immunol. 2016;137:640-644.

Kobayashi I, Tozawa Y, Ueki M,
Takezaki S, Watanabe S, Iwafuchi H,
Yamada M, Kuwana M, Ariga T.
Tacrolimus in combination with
methotrexate and corticosteroid for the

treatment of child-onset anti-SRP

antibody-positive necrotizing myopathy.

Scand J Rheumatol 2016
http://dx.doi.org/10.1080/03009742.201
6.1241297

Muramatsu K, Ujiie H, Yokozeki M,
Tsukinaga I, Ito M, Shikano T, Suzuki
A, Tozawa T, Kobayashi [. Recurrence
of juvenile dermatomyositis 8 years

after remission. JAAD Case Reports

2017;3:29-32.

Nakakubo S, Sasaki D, Uetake K,
Kobayashi I. Stroke during norovirus
infection as the initial episode of
antiphospholipid syndrome. Global
Pediatr Health 2016; vol. 3,
2333794X15622771.

Ueki M, Kobayashi [, Tozawa Y,
Konishi S, Takezaki S, Okamoto T,
Yamada M, Ariga T. Anasarca as the
initial symptom in a Japanese girl with
Sjogren syndrome. Mod Rheumatol

Case Reports(in press.)

7T FIRIPTAHEO IR - BUASIRPL (FE
o)

1) FraFEUfS, 2) ERFEBEKE B
ML,



JE A BRI TR R B A (BETA MR RS BURMFIT 3 (A ME R RBURI I 3E) )
WFZERRE « BAEM M A 2 & LIz/NE Y o~ F MR B OB ALY -
HIEE DO L BT RSN A RT AV DRE
(B89 D HF9E GREESE 5 H27-#ER%s () —f%-029)

/NRHAS jogrenfEMAE DLWTEYE « BHREESHDRENM E BRI A N7 A VIRECHET DA%
WFZeoyaaE - TR Z CHRE T LAY — - BFISE BE EREST

e E s

Sjogren JEMERE(SS)IL, 2HMOREMERR TH U A DIIROERER T D47 59 ix
7o BRAMIBER IR 2 78 0, EMICBED A L O REERIKGSHESL QOL 2% L HET 54y
BRI E B BT 5, SSITRBOMEAZENKE < REEE . IRIMREE 2 O H R <
ZTOEIEE, ETEE LA THY | Fio, B L S D MREE ISR L TR amlRE
DHFENR+3 TRV N RED AL X — RPN, 2 OREAE RRT 51213,
BEZFHICZH L, BB E2EZET 52 & T, WERSE/R 2R AL, BHE
NIRRT DRV TH D, FxITZNET, NED SS BEITHAD SS D F 45
JRREZ R L CWAZ W L C& -, /NED SS BEZ UL, 74 —T7T v 7L
T Z &8 SS DIFEREI, OWTITIRIE - BIEDOA X U4 — REEY EIF T Z &Iz
FET 5, —J, NEHOBEFE THLERERBGREEL ETH2EFITO Ry, b
B OBEIEEFM 21TV, TR SHEZ TN L TS BERH D,
AAFIETIEO VN Sjogren JEMEREZ IO T-5] & | OBZWHEE OfET @ /NEH Sjdgren
JEMEREZEDOFF & | OIERL  @ESSDAI & AV 7=/NEH] SS E o EIEE L, 21T -
7o gold standard & 72 H5EM] & L CHFFE2HE OFTE ek O EIREZ KNI L 5/ 7 SS
JEGIZER L, BEER —RIZE LTI OREFOBRHIZ OV THREFT L, 41 % SS &
L7z, ZTNEDJEFZ TZ2HOFF|E | THE L E Z A, EBIZERFZIL definite 29
B, probable 2 ffil& 72> 7-, FETIZ possible X° probable 7% definite IZEAHH ¢
BTz, ZWHEREE 1L definite 93%. probable DL I 100%Tdh v | JEAEE ORETZ Wk
YEZS 90%, ACR/EULAR D EHr D4y BEFEMETIL 83. 8% & Helt L Tle b o 70, £72. il
D ELUE T SS L2 SN2 VM possible R° probable & LT SS O A[HEM: A
SELHZ T, BE T AT v T OLENSEELEZ LN, 2L DEREDEKE
WEEAE b &lo, UNEHISS 2RO F51 x| Z{ERk L7z, F7=. SS L@l Lz
@ ESSDAT % FW N7z BEE DR CTld, FI2Ri~6 20 H IZEAEDS 25% & @& < . BRIMIEIR T
2T DT ENBVNROREE 2 BT,

A. WFEERY HTIRNZ LIS RO AL o — R
Sjogren SEMERE(SS)IL, £2FMDORAE R, T OB AR DT, BE
HEBTH Y SR OFEREIR T D A7 Z RS2 L RIS A BlIR T 5
5, kxR MR IR A 3R | I Z LT RRRER 2R AL, REE
B 5 L 9 e HEERIEISIRER QOL % 35 BN NIRRT D ERMETH D, Fox
LLBFET LI 2H B BT 5, IXZNE T, /WD SS BE TR AD SS
SS IO MMANZEN K E < IREEE, IR DREFRERZEL TSI L2 MELT
SMigER T 2L O LR 102 o0 BRE AL | BT X7, fEo TN D SS BFE Z YW
HWELELZ ThY, £, FEHIE ShD L. 748 =77 LT ZENSSD
JIRBE o6 L OB IMiRIE DR RS+ JRREMRRT . O TIXIRE - IO A X &




— RZEY EF T Z&icHET 5, —
7 NRM O BE T Y EE RS L 2
THEREIID L2V, INLOBEDE
JiE P RTAMG 2247V TR SO 2 57 A LT
SHERH D,

XY AREFZETIE
O [/NEH Sjogren JEMBEREZKT O T5| X |
DL WTRE D AT
@ T/WNEHA Sjogren SEMEREZIE D Fol & )
DYERL
@ ESSDAI % v 7=/NEHISSE D E
JiE R A
2179,

hbaEd Lo, SS o BHIRZH & "hE
L YR T =T v T T AV AT

LML T HZ AN LT D,

B. WFSEITIE

OBEEHFROERE

WHFE 3 O FT B fiak O FIREZ KNI X
%/ SS E B L OE SS BEDIEH &
HEEZHONCTHEMB LT, Z2Wrd gold
standard &9 5729, filx D SS EFIZ
DWT, SS 2D 2SI DV THFSESy
HETHE L7z, REOGELXH >TSS
LazlrLiz,

SS LMW R 2, [/NEY = —
7V AEGREZB O TS E ) 1ITH T,
DM L, Fio, tOBKIETE L i L
77

WD TFH & OIFERK

BEE R L OSTRD . —fRIE %2 55
ELEUVNEM Y = — 7 VU EERE
DFFI &) #VER LT,
(OESSDAI % 7= B 3l

SS OEAEFLFEAM & L CIEBEAICHEH
LTV % ESSDAT HARGERMIC LD .

JEBID 1) FIZe 6 A, 2) ¥lgh
570 HA~1 45, O 2 I o BEEE & 3
L7,

(fiw B i ~ D B )

(1) TAZEXG LT DESRIICET D
faEifast) ([CRIL T, #F9E 24T 5, #FEN
FIT PRI B L OV HEFEE Ol
T O A DGR DI ER D% T
WIRENT 24T 9 . gk CREAH T 2 AR A & —
(ZRLHk T 5% L Cm BRI AL A 1T - TV
<o

() BN ORI BT B EE (Fkl5
RS IEEHEBT ) B0 DBUEIZIR Y,
o BEOFHRIIIT I — RN 72
WE D TR B LT, AFZERE SR DN
WZER L T, AADRFEDRAAIRETH D &
9 BRE L7,

C. MF7EfRER

DSS D2k

AEIOFAE TIZEIREZWIZ L 5/NE SS
BHIOT =2 PRI N, TN DDAE
R ik SO N - WA <aeot = WG] (1)
FBPEIZONWTHRGE LT, ZEE OB RO —
EaboTSS &L, 41673 SS L2l s
AU, 17 A5 SS e & HIlr S iz,
QOUNEHIY = — 7 UV U EERE 2B F
Fl& | OZWIEE

SS L2l L7z 41 il % [R2lrodF5] =
BLOBEFED 4 DD2Wr - 43 B A UE TR
L2k A, BBl OB WIKRE L TE
ERUGTZWrEEE (1999) ) 90. 3%,
[European—American consensus croup &
STOVBEELYE (2002) | 41.9%., [American
College of Rheumatology 4y¥HALuUE



(2012) | 74.9%. 2016 ACR/EULAR — ¥kt
Vo — 7 U UIEERE BRI 183. 9% &

STz, WO F5| % | Tl Definite 93. 5%,

probable LA F 100% & 72 0 | fic & 22 W1/
NED-> T,
@D FH| & OIERK

HERE LTER OT — & L SRk 6 NE
Vo~ FRBEHOFFEMEL G E L,
Ny = — 7 VU EERE 2R OTF
Sl& ) 2ER L7z, SSiCix, AARY =—
IV SRR R BNEE L v — T
IEBERER W TR~ = 2 T L) B S
NTWD T2 JREERZ M R OFEMILZ
NEsB T2, 20 [F5 &)
XFEREFIEIZ/NR SS DFFEZ S L,
SSEVWDOBRFEAZRLZ 2 NE ST 52
EL YRR T A — N TEH KT
HTLEAME LIz, 5%, BEFSOK
BEZT ANS O TOHIMRZEHHE LT
W5,
(DESSDAT 7% FA 7= B B AT A

— RN SSJERF] 36 FIZDOWT HIZ b
6 22HFE T, THANL LEOHMT
ESSDAT Z ##filh L7z, #2706 4E DD
ESSDAT 1% 14 LA E O EAEN 9 41 (25. 0%) |
5 S~13 SLOHESED 19 B (52. 8%) . 5 4K
ATl DWEREDS 8 451 (22. 2%) T -7z,
%7 A0S 1 ETOMO ESSDAT 1X 14
SRELEDOHESEAS 541 (13.9%) . 5 mi~13 41
D FEEREDS 17 51 (47. 2%) . b FEAT D RIE
2 14 611 (38.9%) Th -7z, B2
2D AEEED[H D ESSDAT BiETE B I3, THEHE
KRB DIEE D 20 61 (55. 6%) & e b B
el WeREE AT 2003, TH
JRZE L 1B, TRAEARRR IR 2 41, THdiX
PRI 3 B, [ MRS 14 Bl CTh o 7z,

=7, 2
X2

WIRZIREN D 6 22 A £ TOEIEEDEND
X, NEOFHE E B X DTz, FI2h 6
DHDRIT, AT 1A REIE 10 451 (27. 8%)
(2. SR AHIEEIT 6 51 (16. 7%) (T S
T\, ZHET. WNEHIO SS DIEEIC
B L CRBLI 71 2 W CTRRAT S iz
WA TR <L A% RN 7R TR 2 5L
LTV ECOFHRT =2 R G607,

E. #F7esesk
1) EW
<FwC>
-ERERT:
2 W & IR
1115-1123, 2015

CBHCEST . I 2SEE CRER R
/NRBEIRIZ 31T 5 B O (N

/NRH D S jogren SEMRRED
NIRRT

FEAERL)  Sjogren JEMERE. B AER
K BTREUBBIEERE S U — X SR E
FE-Z DM OFHERBZZ D T— 1 H
AR 874-879, 2015.

- BAEZS T : Sjogren JEMERE.  /NEE
BRREOTDOFREAER 2 /RN
B DURNRAR) fEEZE SR ROKE

4t 899-904, 2015.

c BRELEA v — 7 LV EGERE, NR
BIERFER R —2 WO F5l & BA/NAE
B E, BB ERIEE 2 —
/0N VRN PR AR T R 0 I R E R . 463-465,
2015

CEBWERT  NROBEEEE LR
Wi SHIEEIH D2 v x—T L UIE
BERE 1V u~FiEE 9,53-56,2016.
CERERT: NRYV=—7 U EEER
ERtolmtE oMoy R
57, 1045-1051, 2016.



<>

cBWEESRT N Sjsgren SEERE-

REtG L 2h— F 1B PE - UE &
MU U~FEOS FEREERE 1 2015.6.
21 Fah

cEBARESRF NEEO Sjogren SEMBERE~

RHZWr L~ 5 8 [l N
W BORIEVER BATFE R 5 Gk T
2015.7. 25 [

CEBRERTNEMO Y = — 7 L U ERE
B RISk 7 ru—7 7 F 148
BN Y U~ F BRI TE S R
W 2016.2. 13 &EE
CEBRERT NEMO Y = — L U E R
HrLloXosc2Wd o7 H25EAAR
V=V VRS I=VURY
v IRERADY = — T L U SEBERE
DFFHIZOWNT  2016.9.9  H
cERESRA N0 Y = — 7 L UERE
B OE26EIEANLY v T e -

PIEES SUHHER 2016, 10.22 T
ESPYS
<FEFE>

» Tomiita M, Malyavantham. M, Kobayashi
I, Nonaka Y, Hoshioka A, Ambrus Jr. J.L.,

Suresh L, Novel Autoantibodies in

Pediatric Sjégren’ s Patients
13t Sympo jium

2015. 5.

International on

Sjégren’ s syndrome. 20,
Bergen, Norway

* Tomiita M, Inoue Y, Arima T, Nakano T,
Yamamoto K, Yamaide F, Kudo K, Yamaide
A, Hoshioka A, Shimojo. N Long time
follow—up of pediatric Sjogren’ s
syndrome: The rate of patients who
developed other rheumatic diseases is
not high. 13" International Sympojium
on Sjégren’ s syndrome. 2015. 5. 21,

Bergen, Norway

F. ABFTAHEO I - BURRoL (TE%
&ie)
1) Rsarius, 2) SRR b
UL,



R BREITe E ki & (HEAMEE R BOR BT IE 2 (AR (RBUR T 72 5 35) )
WFFERiRE AR SRR R A T & LT/NR Y U~ F MR B O I ELvE -
BRSO L T BT U RSN A R T A ORGE
WZEET A0 GREEER 5« H27- 815 % () —f%—029)

/NEIFSEEIAME I E RIERHE DB A N7 A AMERUICET 5%
WHFETHRAE © BIRR PR FBEE FARUIZER 7 F - PRRERRIC AR 2R 3% hEFIE T

R s

& RAEGERE X 28 OB FFIRICIERF RIRIE 2 K72 LE O R E B L O O5F& I
B SN DR O E A2 KRR AHOER TH 5, /NETIIINEE & TgA A& RN
®ZTHHN, Wit 7 Iy Mafilaals 2 En%y, —FTEECRET S
ANEHISEIE A S BRI X L ENRE (TA) ERGHEITEZ RBIRK (PAN) BNEREETH
B3, HFIZ PAN DWW TIEERKR S LI 50 TlidZe vy,

TA (ZxF Ui 0@ i3 4 3 o 7250 ) 72 BHNRFRE AN /EE L 72 0 Do H 508, 2012
FEORERE TIX 31 B 2 FlOFETHIDH®E IS4, KIKE LTI - 16RICER:T 2%
BTHD, 7z, PAN X 2008 FFICRIN Y ¥~ Fpa /N Y o~ T [E MR /N Y
7~F 3 —u v 342 (EULAR/PRINTO/PReS) DA FRIS#H T/NEOBZMERENFRIT D
T2, B8 OB WiUE & el 9~ 2 & BRI R e[ i) 72 M R A OMEGE N L ETH
LT OEIHESCHRBIEIINIE TH Y, RHIRZEIRARD 55, 2014 FIZH D THE Sz
ADA2 KIBJEIT PAN ([CEBRNEPIL TV D Z &b, EAOKREMT 218 U Tl &
DIFRERRIAIZ D723 D Al REME 2 RO TN D,
FERHNCIZLA T O 4 SZ2HEICT20ERNH D,

1. /NEEFERTEINRE O FMRE ORRE,
2. /NRIBEIE R BRSSO SCHEIR SR & W T iaiR s KLUV TR I O R
3. /NRBIFSEREITE L REIIRI IS KOV O o i E SIEBRE O i A
4. /NREIFIEREIMEZ RBIRKIEFIZd 1T 5 CECRL s FH#A & i d &
&I REREMRNT & ADA2 KRISESER] & D Lt et
Ll REEIZZDS B 1 & 3ITOWNTE A Z LI 21T - 72,

B DOEER, SOFE, &REBE)

A WFREOE R L BHHY

R, IRFRIT, RADIRR T v b3 —/WZHEL

I RIEWERE T A DB ERIRIC IERF B JE
o7 LIE OFFRERE 15 L OV D4R M 1T
XHL & D e DR E 2 kT RIK AR OB E T
BHD, NETIHINEF & IgA MERP KRS TH
LB, WIRbEATZY Iy MefRil Al s 2
ENZN, — 5 TEMEICRRE T B /N ISR E
EIIEBRE T = Z BRI &R EIrEZ I BRI 23
FREBTHLINZDOBERBIZILI AL T

TAT A R3EA IR bl KA ME A S,
HIR PN T A R RA ORGSR S %
DL INREXRE LTI A BT A 3R E
ENTWRWVWORBRTH D,

(S 1))/ q N s MBS Tine S I FIE SN EN ORI 9
S, B BIIEREANREL 2D 50 dH
L3, 2012 FEOEFA TIE 31 Fld 2 flosE
CHIRAHE S, mETE bICatEozy Y



— RThotz, KL L TRl - I+
HERBTHDHZEDRHLMNI T,

F 7o EEITEZ FEEIRZE I 2008 £ ITEIN Y &
< FFRUNRY v FEBEFZERE N Y o
~F a—n v e (EULAR/PRINTO/PReS)
DA R E C/NEOZMTEEDR TR T BTz,
JRI5E OB WIHAE L s 2 & IS R
ALY 72 AR DRI T H 5 T2 & PF
JECHEIE I FE TH Y . BB RD Hh
%, 2014 4E A S 72 ADA2 KABJE RS EiE
ZHBIRK ORBBFLIL TWD 2 e b,
L5 48 DIFREMRRANC S 7278 5 ATREME &2 Flb oD TV
%.
FERANTIILLT D 4 8% BRI BRI T 5 0
R D,

1. DNEHIERLZEIRE O HRA 0N
&, TR OFEE, BOHHE, RIEE)
2. /NEBIFIE L BRI D SRR SR 2
WTEIRE R L ONT R ORGET
3. /NEHIFIERSHIMEZ R EBARK S L 0%
DAt oD L& JAEMGERE DA
4. /NFIRERS I E 2 R BIIRSE B 6 &
" CECR1 Ein 7 & s ima %«
G 6D T BERERRNT & ADA2 KIBJESRER] & D
bk
AEEIX, ZDHH 1 & 3ITONTEERAE
NI R T o T2, 412 o0 TiE, B b
7 I BAR TRV IEIZ BE T D M BREESHIC AN
L C., WFTEDYENGICRER 2 9 5 AlaR S B
DT, REELBFEOREL LT T 52L&
L7,
B. WFFESHIE

Rk 28 L, 2EO/NEREDOEET D E
BT v r— N &AL, TA & PAN O
HEICETF LI,

i B A e & OFEFAFHe & ITIF#I 2373725 PAN
IZDOWT ZRFAEEITV, BB T RAECHE AR R
BT % 6173 2 BRI 70 R & it LT,

(fi B A~ D Fic )
(1) TAZ G & T HEFR/FTRIC BT D M HEfE
#t) WAL T, BFEEAT S, AL, %R
RFEF B L OIS O sk T OMBLEAE O
KB, RER D% GRS L OEE H
D VNERHEE ORI ORAFMIE &2 T 2,
ek TR 2 R A 7 —IZie#i+ 5% L Cfi
HABRLE 21T > T <,

) B NTEROME BT D18 CER1545H
ERERBTE) 0L DHEITIHV., BbhicE
FH OIERITANBIZ —EIRALR VK D (TR E I
L7, WFERERORFRITEEL T, HADFR
ENRARETH D X D ElRE L7z,

(3) R IHHRIZ BT 5 st &

v N7 A B FRATAFZEIC BT 2 RS
& (P11 343 H 2 9 HIRE, T2 542
H 8 HYIE) 1t~ 7z,

BlarREB L OENICEET 28T U
TV 7R EOBEBEBEICEL T, REEZT
DN (CAF M) ) | igE RO DOFE
DNHEZBE L, Y L O 23R E D&
BFERERET DB Y 2272850 GBS
ZZR) EZTDHIENBRNEIIEED, LEIZ
Jis U Coi B 7 R S OVER IR DR fhas ) 3B
EZTHZENTEDLLITED D,



BRI D 7= D OFRBHIBE ICRE L. £
7B NFERBI 1 M O A AS  & L C o fE AR
T DE 2 IRET D,

FHiEE LT, @b raeEA LA R 5,
WFTERE B (T A EF IR, AR L
OE NG # 2 —BRedE 9, ek Lizikbl %
T DHETLAT D, BEADTHSNEET
A OKEE - MEFFIL, FRAREOLT
FHEN, AEVICEE LD HEFLS
BH\T 7 AAREIRIRREIC L7 v,

AT H—L K arky MioWT, #Bkx
AT TRICAN b LIIREHEEITX
HAEHAWCTHETHIAL, +7128 2 DM %
B2 ECXECTRBEEZMGD & & bIT, LEIC
IS U GBI T ') T OME ERAET D,

C. MWFIEHE R

1) 7Tyr—hERIck, 2EO/NEH
SEWHRIE STV AHTA, PAN, ZDfth
D& FANZ DN TG ATM & 15 LA |
DBEHORE DM DT LT,
TAIZ DUV TIEIERAT MG AY69 A, 157k LA_F
PXTON, PANIZIGRAT M 2316 A, 155 LA
EAR23 N, F DA LA SR 5EE AT A
57N, 15mkLL E23MONTH -T2,

2) LFEiHAE CTPANDIER AT L TW5
Affiax (30fEaR) SOEFICKT L, BEY
s, BRARIEIR, MRS R, TRl &
WZOWTOIKHEZEIT T,
20fER% . 2THEBI DG 2 INEE LT,

Z OWNFRIZPANZI 1941, BZJEMIPAN (¢
PAN) 230 TH -7,

3) PANJE] D VR4 & [FIFIZ, CECRLE
{51 B CADATEE DR B DGR LA
FEDOA IO TOFRBINE LT,
A B E SOADATEME O RE A A BEI AT
S TWISEFNESIER] T, 3~ TPANJE
Bl Cholz, TOWNEBETRE LIRS
ATIEBNIIER] T - 72,

F-. BEALIIIVEF TH - T,

4) SRBIXINO ORER AW E 2 TR

ARTAVDREET> TN FET

HD,
D. HFFEFR#E
1 FaE

Naoko N, Fumihiro O, Kazuhiro K, Hiroaki U,
Kazuko Y, Shinji A, Shoko E, Yoji S, Kazuhiro
K, Masaaki M Polyarteritis Nodosa in
children: nationwide survey of Japan

The 18th International Vasculitis & ANCA
workshop, 2017 (Tokyo)

F. AR EEHED HIFA « ek
1. Frarius

7L
2. ERH R

7L



	森先生報告書_Part10
	森先生報告書_Part11
	森先生報告書_Part12
	森先生報告書_Part13
	森先生報告書_Part14
	森先生報告書_Part15
	森先生報告書_Part16
	森先生報告書_Part17
	森先生報告書_Part18
	森先生報告書_Part19
	森先生報告書_Part20
	森先生報告書_Part21
	森先生報告書_Part22
	森先生報告書_Part23
	森先生報告書_Part24
	森先生報告書_Part25
	森先生報告書_Part26
	森先生報告書_Part27
	森先生報告書_Part28
	森先生報告書_Part29
	森先生報告書_Part30
	森先生報告書_Part31
	森先生報告書_Part32
	森先生報告書_Part33



