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By % bk 4 e RS CORIE T ZIEBEIE T 2 B E A 2Tl JERINGS X 0. JLTIFL y Judk. PLMi2
B YUk, PUMDASPUAR, PINXP2HufR, PLSAEVUADS M S b, 21 o H EPuRIE G K45
EH CPUAE (myositis-specific autoantibodies, MSAs) L IEEIL, BWOEELRY — LV TH5H
&L BT, MSA T EICERREN Y 7 7V — TIN5 & OBRIRIIZENEZ S BEIN TV 5,
FRIZPUTIFL y PUKBGTEEFRER CTIXEEESG 2 A0 L. Bk - REREDICEHETHL—H.
PUIMD ASHUARBG B TIE G 213 WHBE TH 505 MM % (interstitial lung disease, ILD)
DUFET, REICEHEMETEILD 2583EH TH %

MR 1513 MSAs 2 T2 0 IS X T & 72205, MSAs BARDYR BV & 2L iEm O TH
bo AP TAIZTIFL y )2y ¥F» MEHZHELTTIFL y ITHT 2 HAREL KIS
¥72& A, CD8 THMMEAED HORENT %2 580E L. Th %z TIF1 y -induced myositis
(TIM) EF NV &4 T 720 TIM i BRila R LR ICIFKAAETH - 720 €D F D TIFL y 1M
BERICE D BT THY, TIFL y BEBBALN T A VB TR L2 A, TIFL y K5
BBAXNT A VETBRE ERT, TIMASEALT A2 D RHLTEY . EWESA DM
EFINVELTWAS, F/2— Ty RNAYA VASZERGFTHAMDASOY) 2 EF v i
HERELZD 2T, RNATAVAEG 2B L 7z Poly (I.C) MAEZG 2 MR 7L T A, HHEL
ZRENILDZRIETHZ &S R L7 (MDASILD E7 V), MDASILD 12 CD4 T #2595 &
PERIRC 2 > TB D . BiBHEILICIZ A v 7 —af F V605 LT\Wb. B KO ARG
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WFZEIC TS HITTRIBZ T REBEETH %,
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complex £ EH N 5B X H 12, RELMBOBEBNESHKTH Y, EEROBEX LRI EL, TD
B BiEtERZT TR TIIRED, DIEO Lo RS OB R, H/NE CTHARRMO Y 3 4
YR ELTHWTW S, EROMBRAEEEIE. REOBIERMEL & HHMRTICH 5.
MEBRE 1 IZ M D AR D METEE 3, PR R EE LT 50 MBESHFEELZVWE WS Z
i, MAZK LD EDRTELRVWILZEIRT 5, 2F D, Ak FEBITHAZIELSZ
EldZv,

AT, R EZAEMERE. MR B, #ha OBMER,. 2 L OREERMIERE IO
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TR % B8 X4, Substance P X CGRP %5 O Mz E W E A K DO FE e e, REZ
R NMDA A RO RBIEEZ R L. B IZT ORI AD Y AT AT 5, Ak,
AEGZADZANA NV AZZITEOLTH LD, REZHEGRVDHDOIVEL, EFHIET
HZELIZHHTH S, S5, HEERTERYE Y 7 FIVid. post synaptic signaling (I2B1T %
SFEREEZ. MudsrWighEmEo= 2 — D/k@%ﬁ%ﬁﬁ‘om(ﬁ(@:@?’éﬁ(ﬁ %ﬁ%<ﬁfh
B 5, ZOME, BREE PR EEIREDA U RN 2 BRIk T, BE
Tholz LT, REZHFUEHIVFE ﬁg*ﬁfv’“?ﬁ‘fﬁﬂktﬁé &:?{)iﬁﬁﬁf%éo )dh
PRIEL T, BEEINIHE Y AT AP HEIZERT5 2 i3y, H%LBO)’\?IN\)I/“C
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Meet the Expert 1

Pt R H 5 HORERBOIIERRT IOV TIE 23 %,

794 27 vy —JEERE (47XXY) . &tk (46XX) TL LK ALhbeqMz) 7~ b—
7 A (SLE) & ¥ = — 7L VEFR T, XPOERARNEL % B3 2 #8512 X RHOARAE Lo
@1 (skewed inactivation) ZWFEEK E LTEZ LN TW5D,

H O R BARE IS, & A0 XH e B E (R (TLR7. CXCR3. CDA0LG 7% &) @
BHBILENE G- L Twb, T, ZHETEARRE ORI NTWD2KH O X JtafhkoA
LD D 12 & - T XHESHGERMEBATORIIET L7720 L SN 5,

X RARATEEIL 2R I B A HEERISEEB XIZT 2 & b HERERBEISIED T &
M-S 5N Twb, /2. SLE TIHREHYMIE TH 2 THiNE & Bl X Jeta AR G LE
FHOHHLNICR-THBY), HERIEEBREZZZ 5 ETHilzhey NMhbEwz b,

7 —F — el (45,X) 13, WHETXREEPTIADXE ) VI -0k B4 TH Y. SLE
DREFEZIZEAER L, HOREEFRBEBOAEELEA SN S, T2, ANECIEEEERE
ROFIEPA SN T WS, ¥ EERE 2L M)V I—) OF 7 VREGEREEEEE & (181 >~
F—7x0a))XF—LENDB), trisomy § EN—F = v M, OFgmABbE sy v I — (18
A7 —=70 VNI E DNV —T A5 E) ., 18p-EMRE & 18q-IEFEH O VTN H I BEN:
B (MW, BRI 25, IgA KIBIE) 2 FAET S0 ZDIINITDH . XH etk b
DB TE RN X 5 BB - BRI 2 29 5 XoHsA M2 S BHE - 59 BB E (SEDT).
FAETERR IS PA R 28 & SR & 229 5 5 6 R ik Lo R T2 5 X 2 BT ETE 2 S0k
% EFEERHE - T BIEBUE (SEDT-PA) 23 %

A RIZE R T OHKRTH ) . PRI A 5 B ORIER B OREIIH~ ORI H 72 11 7A
BONDZEEMHHIETTNWIZE 20,

19794F  HARKAER AT
19834F  HARKFERFBER AN LR LA T

1996 4F  HAKZLE ARG (ST HARZAPEFHA B HIE 6 i e/ O RHE &
20064 HAKRFAERZHR/NEFHERIZ
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WA A 3AEEED S 24 TR AR ST 18) 48 15 BRI T 7 B 8 R R P 2R R A E ZE 3 A =
M L. HARESEOLZEEOMREICHE T 258 (LLT, FAERBELESMMRD) OUIES
#b 5 L FERFIC, BT TITbh % FA RS O ERIRIIZE R B RS O Bl e OHEAE12HR 2
R EIT-> TE 2o 2Ok, BUEIE. MOZATEE AR S R SR AR (PMDA) ~ il
L. RIEMBAFICHET 2HBESELL. MRS THEEMBBERE T2 —F 0 77—
TTOFHBEIT>TWh,

SR 24 4F12 ) — OV IR A B E A (LR R EEE S 28iPSHIE (N T etEssiie) ofERIC
IDZEEINTELL, AFICBWTIEAZ BT THAREIEES N, £ ofErFEoh
T&72. —hHT. HHZBHE T b -iiai 5 THEFRL AT 55, HlloLEMED 72
WMEIND LT HRD . 25T HAEEBEELEEMERED N E S Nz, FREIZ, EHES L
ES, RGN, RERERSEOME. AR R OMRS T 2 38 (DT, S8%E)
IZBWT, FREERE ROV ADT % SN0 FH64E6 H KK N T, TR RS2
PRIEE T CTOWRFEILS,724 10 WFIZRIX 1007 mIE ST D EERE T IR 5 PR RS L
21 WMAVKFRINT WA, Ll iPSHIfEZ W7o A REFRIIRZFZHITIEE > TW 2,
W4, FE - MR EE - BIRFHEBE Vo BT Y ) 7 4 OEEGBIHN AR 59T,
AIROEIEGEEDOEBBESF NI TR, NI v 7 - 7 EOMENIRRINTVS, b0
EAZ B D EL 2D, 25— 7 v IANOTEBILE, RV TW S,

ARFEETIX, HEADOIN T TOTKICH T A58 Z M U, FAERRSEEA - 850129 2
FBERML A E L M Uy FHERESE 2 SO ARIBIC BT 2 BISRBREEICE T 238, il
T AHHRLAE N A S, /NEO B CRERE BT 28 72 2 G HAIH 2 a3 2 1B L
Ty EDEI 7 7u—FoRY EHLENICONTELET L, 5%, L) BV iEEI/NEaE
HROBIBIE S e id==nwTd b,

e A it S A i

2008 4 U R K B R B A e

R4 (20084%) A1 IR L s

2010 RN AR Ly BB AR B (o L, Tl e, I 2 & b ik, B
5 LA T )

2016 % SRR 27 AL

2017 % Rk MR R T8 ) HLRA

20194 e e R ST 2L BT D%
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R4 (202140) TS0 PEECR BFAEIRTE O W BRSO S el
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20194EIZSARS-CoV2IC & > T8 73 v 7 % &7:L72COVID-19 2 #&ER L 72 2 &1, —fik

OB LT/NR) I F BBV THRGYER TR - 727 F VI T5E 2 HITKRER
WEERIZTLEEZTHWE T, BEFITBWTY COVID-19 255 BIRYERITHRICIZ, &%
XF R RIEDOTRATER SN, FHIMEA v 7V V¥, RSTA VA, ¥4 375 A< EYYE S
SICIZENER L ¥ ERRRGSE R EOXIBICH 4 BbNTwb L BEnwE§, THELD LI,
MR T FHREBIETANVZ - MW ESFSEREPF) A2 EIFES, $720 A7uA
FR X b N U FH— b EORIEIHIFNIN Z AW S0 85 250 TR SR G0 72 T iR SR o fili
FIEENEESIED 2 >~ b u— VU HSTREIC 72 2 S, &) A 7138512k TLEnE T,
Aty va ryT/NEY v FHEBICED LR T WIRGYE ORI BW - iIGBOERAL ¥ M izo
WTBIENLEAETEEHITEZ, FATOWITEEEZ T, T2, BYTRITRER T ¥
FANRT B E DL LOREEZRZ, SHROLEFTOBHEICL L THHRILTS X
IBITENEEEZ T T,
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20004F  HULTEER} KBRS A
20044 ENLHASA Y V¥ —WFGERTE AR
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[77 =LA (apheresis) | &£1x. ¥V T x¥iETIHoHE] # BRI 25T, MEH 25 1M
5 MRy 2 T AN 2383 TR, WM A TIX, B O S MALR 5 % 7
B (792X 72— A) LTEEEL, FAEar B 2 (MR | #EICLD, WKHER5
WHEWEZIY B S EDBETH o 7o FE, S OMEAITI D ) P RERR R ER D 55 R
WA, MEET D O BIRS NIWE O A% 5 BEbR 3 2 B 2L S . SRR A DR
RADBIEN>TWb, Tz, MIMERTOMITE 20 MEEN 2 &L OB T, KRS - &
FRERIE. BAA - FAEEHE L Vo 7Rt 2 s b E 2 E B LT L TiTbh b 2
Eb%

HAE, BER - Vo< FHEEOT 7 2 LY AEEOEETIZ, B v~F. B
J < F, SLE, JIWEHIZx) L, Il 4¥ %2 ¥t PE:plasma Exchange. — # J5 i % Il 4% 28 #
DFPP:double Filtration Plasmapheresis. IM#4EW7% PA:plasma Adsorption. ILEREE 7305 B 2
HEL CAP : cytapheresis Th 5o BrZE IO CHUARQME KFEETF A4 M A A4 COiFMHALA
MERAEE S, MR TIRIEFMAEOMA DTS I & L), AOREEMEERE -
JOIETE R - PUABEE RZIC S MO THEH I L Tw 5,

HAEO AW FRBANRREOBEICE ). A A A Rk B & 2 1E§ 4 INE A
2720, 772V ABEO—FEEE LT, 2HICEAT 2HENWNE. SEOY 1 b A
> MILIE R B[ B H 7 & & SR IE DS 1) . UMD ASPUIR B 1 S s e 47 [ R PR Wil 45 %0 26 APt
D JIA DMAS / Z A E~DiE b2 Ik B iEEEE LTfF s b, 9 v ¥ 2 fbitix
BRI (L WBHETE P I UPEMEINOHWE, RELRIET VY ADOERHIZE> Twi
WODPHIRTH Y, 772 LI AZRIEL Mo THL 2T, EREOMIFL & 512, R
M G PN],FEHR D & OO 7% EOBGEDHEAR, B < X0 BRI R BHED
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20124F  RUASKZFEERHERRE NER KE

20134 INSERM/Imagine institute (/XV) H+Hf225

20154F  RUER KSR ERRE  ANER ek bl

20164F  RUEBKSAPE MR R R RS Wik

20194F  RUEB KRR EI MR B A RENSTEEE Y ¥ — W#
20244F  RUEBKZERZEBELE S Fe R 5 /N R R 22 A

69






Beyond the Cutting Edge







Beyordthe  </UFFF—CHRFAIL V/\FZJDRIEAR
Cutting Edge

iats Z=1E
IT—Ya#&#t DHBL (Deep Human Biology Learing)

L YoNF =7 N A R A S OB B B Gl S B G5 A I P R 3 Al TR - 2 A AR
(VEGFR1-3). #3#EIFEANB 45 K T2 71K (FGFR1-4) . /MK 5858 K 15 241K (PDGFR)
a. KIT. RET¥0%#HAKFudy v FF—E¥E2HET LN FFF—EHERTHSL, LN
F= T, BABI IR AZH LAERATOY AT LEDOIHICL D, 528AHE
RS % 6D D#ISE CTENA TORRZ I L T\ 5,

PRI 2 AR & L CAA 2 R ED 1§ 2 MAEH AL EA O 3 » &7 M < 19704E48%)
U8 Folkman 112X 0 4RIE X 7225, WM& AL HER OBRREIZ LK AZ <. 1990
FEROBEIEZEDT T POBFEMEIIOWTEEN L W BE o 72,

F A ZMET AR ER ORREORE L Wik %720, WEHIIAFSN 2 AW TH 55
FEFE RN £ 05 2 24 € BEBSIMAE Fr 2k % K3~ % in vitro B & Win vivo O M4 H2EFHi € 7L %
B3 L. VEGFBHEHNIIAT ALY A7 oEl#E2 ZRLEY A2 ) —= 0 T AT A
AREEL. BIETIVICBT 2 MR EAOFHMICMZ 5 Z & T, PABEMRIC "HE L
R L EFRO B 5 AE I O LR R 2 /R 3 BBl & A HER OS2 O S L7,

L U NF =TI VEGF ROFGFIZ & o THE SN L M AEHER & LTSN, —J
VEGFIZ X 2 JEB BRI S 002 20 ), A IZESGRIETEIIC B 2 FGF 0% 2 W L.
VEGFR & FGFR® 2 EHEAITHAH L U NF T e EF v 7R Af ¥ PHERITH B4
70 X7 LD X BRI Z D T 5o A A FHEE RN 2 6 5 5605 3R i/
HEPEFO L N F = T ORIBENFE ORI DOV THINT S,

B T R
WG 281 (JEaAL)
Oncology Scientific Fellow. DHBL (Deep Human Biology Learning). T —% A #ka\&4t:
B RFEEA TS - LIS L 19904E 12— A4 AfL. 2000481245 BT R i S A g A ot 5 %
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ABHEHNC X B HHBDAKI OFER, - BIFEWFZEICH Y Hltr, VEGF 3 X U Notch ¥ 7 F WMEERRH 7 & % A BT A F 78 o0 32
WFgEt G & L. EEIE VEGE ¥ 7 F Wz EREE OBES 502 12 B3 2 BEREOTIZEICIN D HLA T WA, S E TILY HLA 28I
O7aYVzy FEBRREBICTTD, R TH LI NFo TR 7a— N VICERMET T, KiZEhTwb,
P AH OEI TP 30FELL LD > TB Y, AIEHEICNZ PI Y AL =Y a F VA T RSO HMATEY ., Hi
BRI ZE e W B X OBIMIIRRER TN A F~— 7 — R 2 OO0 MO LEREL TV b, LU NFoTOABIIH LT
20204F A RFEELOREER A E 2 ZH, "M A0V —MRER, PIVAL—=Ya FVIFRER, LYEx - =o)L - o—
VFF—A T 7=V = F, BURNBRESAFI TR - FAAL V) — R EHY L, 20234 X ) Bk, BSABTRICBT
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MFET 5 HORIERBIZBWT, CD19Z M & 3 5 CAR-T M 3B O KRR TZ 0
BHRIVEDRFTM ST W5, 2021 4E121F. CD19 CAR-THilsZ w25z ) 5~ =72
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20214 EDOH A4 K54 »Tld. IAGCIE [WEHDO 12 & LTl RS2 | ERlishTwd, —FH. KOOI
NEFEREDSERTH V. IAGCOHFHEIIAHTDH 5,

[H ] FIENE D o] IA XX 2 TAGC DA RE % FF-ili 3 % -

[751:] 20154E4 A 205 202443 H £ T2, BBV A R# L » & — L IR 2 &b P TIAGC 21T\, 16
WL FEIZET E 72HBFIED oJIA ITD W, BBekd H T HIIZEHN L 72 B BEi oA & L TiE. o]IA Tk
DL AONDBEHFHiROR TR E LTz,

[R5 2561 (BUWS A - ZW20 A). 15 (P 27%). 35BIICTAGC 247 - 720 BRI 9513 2261 (88%) TR A2 %8
B L7255 3BI(129%) (XM L7 2o 720 9B1(36%) 13 F P53 7 U CHEM 2 MERE L 720 761(28%) 1 1M DO IAGC T
EMERPTH D . DD H 461 (16%) 1% 24E DL L EMAEFE L 720 —T7. 1661 (64%) 13 & 55 5- 02T, TAGCTE
L e\ 3B RCTCTHEWEN A 2 2L 72, TAGC ORFE LT OREE  IAGC DA TEMMEFEIRECTE G538
AELRTE, Q%R IAGC TEMT 2RO 72D &I 53T, OMPAL  IAGCTIXEMR L2 WH., O
SERIZIERHIAL L 720 MiLii MMP-3 Hryefilf (PU4-7 %) © HA7 ng/mL 13 Z hZ2Hh D) 7.9(29-265), (2)132(53-204). (3)339(235-
494)TH . IAGCORIEDZ LWHETEAE & 7 23S - 720 TAGCIKFHIZAT o 7= 21 SR, 48555 (15%) T— @k
DBEFACR B Z RO 7275, BRFERG 7% E OIS THE L. TAGCIZ X 5 BRI 2 4 0HEIZRD SR 7.
[55E] RIS 2D A 2 315 & L7z 0JIA Tl TAGCIZ X 1) 36% DFEFI TL G537 L CEMMFFHT R - 72,

EFMEREMBEERICOVNTA b hUFY— FDORSEDNTIULYT
THREE - DBEMEICS A DTE
OfiE Ml ', Mk AE ' XK ART . HEHBE='" 8 ERT
FERCCBRE FUILF—  BERAR . FTEAZAZRESTRRRAENS:

] A b P L FF = MTX) SRR X0 fRGEREEE 2 225, A2 BAsH LY 7 < 53 (bDMARDS)
T LRSS K (TA) BFITB W T, MTXEEASbDMARDs DA NMEICS: 2 2 BIIAWTH S5, MTX
BGEDT 5) 5= T (ADA) DA RIMENC G- 2 % B % 3 8 — MIFFE TR L 72,

(7] W42 20134F4 A0 5 20234E3 2B T ADA D G- S /e, LRIl %&. REBML %, RF W2 B
KD B, ADA BHIEE 2 #1511 MTX AR &8 (<10mg/m?®/ 38) & B F 83 (= 10mg/m?/ 38) (2400, 24 % H BB
L7z — kIR (ADA BI%E 3% H % ® Wallace 3£ # @ inactive disease RFEH & EF%). ADATIE, JIAFKR, MTX
EOAMZ 3 L 720 HTIC 13 Fisher ® IEMEME,. Mann-Whitney UME. log-rank #i%E. Gray ¥iE % Hw 72,

(R R B 164 MBI 224050 R & 42 ). MTX HEO f 5t (IQR) 1£ 7.7mg/m?/ # (5.99.1) £ 119mg/
m?/ #(11.2-135) 72 5 7z PRI, FEREAF#, AL, PUBPUAR. RF. BLCCPHEORA S, ADA B O CRPICHE
ZI o7z Mk(14.0 vs 29.0mm/hr, p=0.003) & MMP-3(62.8 vs 114.5ng/mL, p=0.014) (3 #E FH & FEATE 672 - 72,
— R %) (18.8% vs 22.7%, p=1). ADA H1E (31.2% vs 18.2%, p=045). T (125% vs 9.1%, p=1). MTX jkzz (18.8% vs
36.4%, p=0.296) |2 H A3 A 5720 ADA & MTX O R FEMk#EA (p=0.329 8 & UFp=0.273), AR (p=0.710)12
BEET L7,

(B 42] AWFTeId Hltiak O R S W7z REF & T b RO RISEN D 572 DD, ADAFGBHITB W TMTX
WA I TTRETH 5 2 LAVRIR SNz SHEIAE IR — MIFZEIC X 2MEE0E T 5,
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‘ HRCHITD b U XN T ZER Ul BAVEF R R M BEEIREED
—HEE KR DT ODIREY
VR Ok =i, MRiE £S5, R S5, B EA. M Ak, @) Ee. T8 a3,
=M EE
DPVBNBREBEERRE T Y— BReEil

i

] B REAR AR R VE B I 45 (sJTA) IS L TAW A DRBUEIS & 2 D £ O BB THEO P IEAHE &
otz s RIS 27— 5134w,

[H] sJIA BB h ) X< 7 (TCZ) DRIE, TR Z I S22 5,

[J5i:] A 5d TCZ % B L C 202445 H £ T IAEMLERSB L2 sJIABED 9 B, TCZIRHED -0 Pt 5.1k % 44
VIRICHEE L 22ER, b LI TCZZRIEL7ER & L7ze HER - IRSERRICEIR L7 EB] 2 FF0RIE. R3E% b S
EHEFE L TV A IER 2 B L EF LT BN AE T — % (CRP. 7=V F », IL-18), JIEHN SILE - K3k
FTOWM, FvaanFaqf FGO) ik HIEE - KEF TOHM, KREOERNMOA IO WTHRE L7,
[ ] 813 3760, RIE L 7ERNE 27 BICTH o 720 FHRBNIZ OB CRER ISR L 72 ERI A3 B, IRIRERICHIR L
TREBIAS6 BT - 720 FIRIEIC BT B FIED HIER - KE T TOMBIEHIESI 22, GCHilk» bR - R¥EF
TOMEIEHRAME122 A, TCZEREZITRIE L 7ZIERNIIE5% TH o720 HHBFICBIT A RENSIER - (R F TD
W45 22 Ay GCHIER SR - (RIEF TOMENIEhYLfE21 2 A TCZERMBITHKRIE L 7HEFIL71% TdH -
720 WENOEE D . S CHEEER» o2 FRIED D B 78I TCZ /HiE - TR CEME AT fET
BHotzo 201EHFF X T~EHE L7z, FPRIEIC GC 2 M L 7= R 461 44% ) Tdh - 72,

[#%%] TENDER B TIE TCZIERAZITRIE L. 7H1(16% ) DS EM 2 HEFE L 720 dLRO/REY &7 < F B E L O
HETIE 0% L EDFEBITTCZZIER LT HREL Tz AET S, TCZERBIIRIE L 72RERNEZ 0o 720
FRRRY) A 7 ZBEIR TIEMAE R  D1d 7 <. S OB S IRERIC) A7 2 Fll$T5 2 L IZHEETH - 72,

[itiaE] TCZ KSR O WM 2 35 13 0\ 2s, EMRENEZ <. PG b B EME ADS fEZ 720, TCZ WAl CHEfif
ZHEFFT & T BIEPNIRE 2 Rl % .

U SEMEEREREEERICBITS YU XY THERSHOT S0
—WEE | 55— JEIHGERBEREDU 2SR TICEIT B

el Ol &5, K R, i Sk
OERICEDREEE UDNYTFR

(15 5t] &SRR T B % (SJTA) (X R B 5, Bk % & -3 2o ACRESRRE L EZ 5N TED,

FIWRIWETH L~ 7 107 7 — VIHEIUERER MAS) 2 60655 2 LML T W5, sJTIAICKT AR E LT,
PIL62BRE /) 7 0 —F VHUKTH % Tocilizumab(TCZ) DRI 2 A MDA S N TW B A5, TCZ#x 5,

R TCZ OG- HICMASICBIT L CLEYVEARD 5 2 E0bh o Tnb, L Ls[IADZMEMICEIF S TCZ
OWY e 5-5 4 I ¥ ZIERZPETIE Ve £ 2 TERFRA X, sJIA XS 5 TCZ O %55l 4ht5 DO MASFEIE
DYV ATHFEFAETHZ L HE L7,

[J71:] 20084E 2> & 20224E F TIZ TCZ 23 I 5- S 7z sJIA FE & R 51 TCZ @*ﬂ@?x%‘bfﬁ MAS % 584 L 72
MASH#EE MAS %589 L 2 2o 72IEMASHE T, TCZ A al$% 5- 165 o ML i A A v FERERE F 72 I ERED S TCZA)
B3 5-F TO HERLHHRHNEIZ DO W THAHBIICHE L7z,

[#53)] TCZ ZMul$ 5 L7z sJIA BB 132861, MASHE 761, IEMASHE21B172 5 720 MASHEEIZIEMASHE & b
L. TCZWmF5-REDIi 7 = V) F Vil (P I 958.7 vs 147.2, p=0.022) & I CRPfE (FFJ¢H 258 vs 0.10. p=0.016)
VA BIZE P o720 ROCHHTCIE, ME 7 =) F UMl h v b4+ 74257 2ng/mLUEE 1.0, 55 0526, AUC
0.797). Iy CRPAEIZ A v b A 7MH047Tmg/dLUEESEE 1.0, FRELEE 0667, AUC 0.81) TH o 720 HIMBRELR M/ IMTEL,
M AST MR CAHEZE R . TCZHERGMDOMAS DRIEDA ., A 5704 NG w, TCZAEEKYS FTH
HELC D W CHEZE I R 0o 72,

[#35] 2O SJIAICBW T, il 7 =) F Vi, ik CRPEASE T d 2 IRHETTCZ 2 M55 2 %45, MAS
DFEIEIIEET D LEDND D, SROFERE S LI2, SHBIGHHEZERL LTI FETH 5,
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BHL D RS

it
fi

—hiEE

03-1

U CERS DML(C S T — 2 L R 5 U
—HAE | | 4720

03-2 OXHKE'. AtE &' F EX'. ILOFHE'. R RS 845 KA.
&R |k FFHHBEC F)IE. fHE

HAERAZRB/EZRE/NER . BFRERKRZRE/ 2R E SRR 2,
HAEMKRZR B/ W2 RGRIE R ©

(FHE] MURERIEIEIEE ) > N ERISERAY O BIE) Y 8Hi & TH 55, —HTSLEZ L& L7z "J’\’%T@[ﬁﬁg
ZEUTHIEPMESIN TS, 40 MERERIESSEM) ¥ Wi 2B VR LR Vo= L VEREEOD

Eo EMZRIRL 72720, TFAMEREZ M THES 5o DEBI] 12528 BITHRAREE 6 DR 1"J2
W OFEBI L O > oSEiER 2 20 K U, ARSI O R S HIBRERTEERIENE ) > SEi DB M & 7% 5 720
T O S 12 HEOFER & HER) ¥ 3 HilEIR 2 80 720 5275 28T & ) FE8hd X OVHER ) >/ HilE IR ASHBL L 7272
O, UBEE RS L7z, MEMARTHIZ, WBC 2700 / uL. CRP 0.03 mg/dL A, HitZbufk640 i (BEAAY), $i
SS-A/Ro 240 U/mlPA B, $USS-B/Labifk 212.3 U/ml, V) 7= F ¥ 34 IU/mL., IgG 2410 mg/dL TH - 7z, ﬂ%{&ﬂz‘?‘:
YUFT T 74 TIERETHR, FTROBRKT 2807, HE/NERRARTEERMICY) ¥ /3RO % %
V=TV UEBREBWI LI, BIET L F=Va yBIUA M LS — FTHEEIT-> T 5, [F5] fﬁ%ﬂﬂi
RO ) YOREIRE DR LUEIET 25613, SLER Y = — 7 L VIEBESE D) v~ F R BICEET 2 WS
0. BUEHURD &R 2l E ﬂfpit{ﬂﬁ%#l’ﬁﬁ@"édl‘%ﬁ%é EER %
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m#dn{EDiscrete speckled/Centromere Bz U, MRGENE
R S EIET Y N TIEY FOXTHEREMTh o e 14

O%gtth §8'°. {1 HETF . = BE2 W@ 55)°
FAEARENER. ROEAZEER . RERFIIERKR/IEE

FUOIZ ity baxTHk (ACA) & LA 2 —BIR R0 BR K 8 AL AL 4> B P B B2 A & o0 5 B 23 F & AU
IRIAH D E Ve AFRITBIT S ACAIE, £ Fa XA THEIAE (CENPs) @9 5, CENPBZIZIZLTRMATLHI L
PAHNTHEY., CENP-BEHUE E L7 PufER M H CHEOME R — N TH 5, 4l Pikbik (BB
1K13:) A3Discrete speckled/Centromere® % 7/x9d, JUH 15 ACAHEF v I (CLEIAE) THhM# /R X3, CENP-B
DONKMZOATIET 2 HOIEEH L7 f &2 R L -0 THET 5,

FEF © 13RI . BRI 720 ML, PPk 231280 4% (Centromere ) 7> ACA %3460 U/ml
(FEIA i cut offfli : 7.0) & Bk (Ath) TH o727z, BMEARAMNE LD, MALETHRLIE 25, PilgdikiE
8015 (Centromere®) TACA XM (BtL) TH o720 PEIUADOER2 LY M a2 7 EAIIHT 29K T
% E# Z BFME ORI DR E % R ATz K62 & > 737 % Fv: 72 Immunoblot T ACA DA AL % FiHffe
4, CENP-B&EY oY+ ¥ bEH% H\Wzinhouse ELISA:TH ks % 720 RIZCENP-BD CARHIB X
UNEMD) Iy EF Y FEAZGHEL, YITAF 70y METEANOUSHEZER L2 A, BEMEIIN
KHDOEHIZORUGIEZG Lze 2% ) BEDACAIZCENP-BONKHEICHIE LY h—7F2HF L, —HIIZHmS
N5HCEMERZL 2 o7 AftOF v FMHCENP-BHEHEEZHWTWL DI L, BioOF v bASCENP-BD
CEMDAZHIEE LTHWT WS I AR & HIE L7,

FE LA PUCENPBHUARIICRMIC LY M =T 2 HF T2 2 &KW T, NRUIZOAIZIET 5 ACA DHi
WFARITIERD 72 Vo Centromere B OPETUAR S OBIKFEBIZAT O TH 5 R E I8 T 2 & JL1c, Bk
DBRPHROMPUINTIEEE BT L L EZONT,

EHEMEBEHR (UJDM : Juvenile dermatomyositis) (CHIF DRI
—HEE R - BERCADEERE SERRT O

O AE ' £ =0 XK ART . HFLHE=M" B E=ERT
FRRECEORR TUILF— BRAR . TEAPAFRESTRRE HaEks

(5] IDMIC BV TIEER A 2T RIFRNHCHUA (MSA) RBEH Chifk (MAA) 25FE S, &% B e
B L OBHAYRENT VD, HHOMSADIAFET S I LIIMDTHE X, MSARMAA 2 EHEAT LI LT
BRI O A — % £ U 2 W HEEARI SN T 2, BRBERIGRIEH 3 £ w0, HARDJDMIZEIT S MSA - MAA
DEMEA OFERE L HREROBE I oA S hTu i,

[751] 2014 4E1 H ~2024 4 3 H 12U FHZ#@FE L7 DM S T, @8t e 5 BB o Mg ks km L7z b o %
B 13 & L. sk TR, BRAEIR. M R, MSA - MAA DA #EZ B BMICHRET Lz, HE
PUAR I BB MSA (BUMDA-5, TIF1- y . Mi-2, ARSHUE) 12hn 2. FRERARIE MSA (JTNXP2, SAE. SRP,
TIF1- a / BHUfK) RO'MAA (Bt Zo. UL-RNP. Ku. PM-Scl. SS-A$ifk) % HEEMIHIT 2B F v b (A-cube)
THlE L7z,

[R5 8] 1362 Ja 238 B, S WiREAE L rh I 8 ik, BISEIINE 35248, 84.6% (1141) 121 DLL 1 MSA 25 &
. ) BABIAMSA 2 BHEA LTz, PINXP2HUEKR D6 BB Y. 95 b 2fsEhEhdiMi2, MDA-SHiAE
AL, WENRD BN %% 60 BB EIATOAL FLARY Y —TNEZR X 72 L7z 7230 TIFL- y Btk
2BB Y. WFNRBPLTIFL- a 2 L pHufkE 345 L. BAE 28R % 2 L7zo MAA TIZPLSS-APUk (561) 23
%% T, MAA BB JDMIZEB 53 MSA & 347 L7z diZow Kubtks 1613 21T, wih b HFiNXP2hifk e
HEL.

[££2] IDM @ 45 # THIEL D MSA 25 AFE L T ize [ UEARE AR &3 2 HEPURREL GUTIFL-y & a / BT
&) R, PiMi-2 & TIF1 PR O EEHRE I S5 05, ARG CIREFICIINXP2 PR & o) MSA - MAA O 3EED
HEME Do 720 IDMOBKRGBIMLICH AT 7 7 4 VEIEHT 572012, L) KBEZRESLETH 5,
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‘ SHREFHRFEMBEERDEE C. DO NOZ
—REE - Y O07 7 —UEMUERR a6 UICEF ORBARE
YR OFF 55, (FE T2 A4ROE IR ST R HERS B MBS Bl 7
ZM E. AR A

EYRBEERMEEYY— HBEWERY Y| EIINBERMAEYY— HE2EmBe.
EYNBEEEMR T Y— B - UOYTF - BRENS BYRBEERMFR T Y— REZEEE.
RRERLERRE /TR

EdiiRE e X

G G RIS B 2% (s-JTA) I RIS ERE M) ¥ SHRRBRIE DS G E T 5 Z & RIS N, FOHRENLS <
717 7 — VIEMALREGERE (MAS) &IN5, sJIA DEBRBRT, A FF X 72 M L72%I1IC. MAS - 2%
WA G % 508 L 72— % 45 50 Il H AN S22 AL 3 IR AT SR & T L7225, Sl o BkGE & 3854
DB I 5 R E % £ - 7230 DE R 2 B8 THiE 3 5,

SEBNE 11 3R T~ SikhFlZ s-JIA & W &, B ORI L CRIEE TRk T, 16 E O A FF X~ 7#H% 5
B2, ZAMEIT% & Bl S AR H B 4R IR L2 A-ERIFR2 20y 4 v ZAVERF O T R 2 Bk L.
JE AN O FE IR ST A 4 & U CREFT I 720 2704 RSV 2% 23— 247w, —BRRIE s L7225,
33— X HOBEPCTYLIMERIEA . BEFREEE, MK - K. FEDHEST L. WFICRERE D & ) S iiE# =1 fhf
L7zo WAEMOBIMGE TIIFEG OB - WIEAET L THBY ., WML EE L7225, VERLATFEAL FRY70R
R VOGN A, BHEHIZ X > TREICYEE Lz —BRHzififgiz A 7af Ve v r7u2R) Yy oRkOky
WYY A, MERAEB X CEERETT RowEZ MR L. AB52 0 HICHBISER L2, BEE#IEIkTy 70
AR YR L, AT 04 NIX#EE L7225 BEESPHBZICTHR L7720, MU AT ERFEAL., HEE Ik
L7zo $7:Z20H%0OZBMTHED D MR, IEEZFAE L, AT FE % fifr L 72,

72 HIZ T ORER L FEM L 7280 T SRAIEDSEE DN A ITREED S, IFBHICE - 72fM 2 & TER 2 M2 TR L
THEY, ZOHEE - FBBIZOWTREMBBIOCTA, b4 o707 74 VL&D TR L2 s-JIADBH - ik
FIED D 5 WA RERERR &% X 72 L7236 iE, AR BEE o etk S Z B L CDLST # £t % & & 12, MAS
OEPELTRMEDER L, A70A4 FRALVAZIILDE LTSJIA/MAS L EMHALELEOMBIANEEZ NS
WBEZBHICHIBT A I EBEELEEZ b,

Perforin exhaustion7z%E 5 #8258, RIEMEZSH UIZMKE
TR gt ) CERIRAE / Y 2070 7 — USEME LIEREEE DR A

04-2 O#R FDNY'. TTH HoE . BHERES. KK BE°. FZ e, KR Bth°,
AN —F° TH FE° 58 E£7° —# RE. BR B LR XE FER BRE
B fmAL°. AE 3RE)°

FEEYERAKENERRE FREBRMERY Y- REBELESREE  RRHMEE®.
FEEMYERAENERE TR RE AR \ERE
EREEETE DB EEREYY— NER®

XLdIZ

MEREEVED 7 SHMERIE/ ~ 7 1 7 7 — DIGHALERRE (HLH/MAS) &, A OBERICE Y~ a7 7 — Ui
1bERL. BOEH R EE KL D 2250 MBIIEREFERETH 5o @A MO A VIMEZ RO 575, JREOFENX
B & A Tld e\ Perforin O3B % — B ICEO 7= kM HLH/MAS O RIER % 5T 5.

SE

8 ADHEN, FE2HMEAIC COVID-19DHRED Vo 25 295 H I FMERIEZ & S9E RS Bl 2 584 S v, ANEE
L CRIEARE L7zo SEEVIRIE P OBEE B X ) RERINER &% 2, g7 a7 v#kafrbi/zas, CRP. 7 =
U F VOB L7z 511 HICBEEREIRASEBL L2720, g BIE M K 2 B, B169%H X
D7V F=vuarzliaL. MEIL-18IZFEWHEMETH o720 7L K=y o Vi3RI T. MASE:KA- L, #2394 H
WM BRERBE & T o 720 MRS, AT T4 K2V AHEE, 70 AR Y ofk5ICHIGET, RESEDTEIS LAkt
IMIE % B L 720 KM HLH (FHL) % 88V, Perforin EH DA RN 2 A, BHEZRDLR»P -7z, #369%H
MPOFEFRAYS LV ELFRY FICKBBBEEHIBLIZE A, B4 ICRENLDOWNEZ BO 72, WED FUtEn
TR U 7= 233 B 70 I 540 & MR8 iE 2 5% L 720 A3 S DNAWISERT CTFT - 72 FHL B 138 n T D/ S R VIR AT
BB RNY T MDD R o720 CD107a % 48482 U 72 B Rk 3R T 3 Bt 2 380 e o 726 Perforin 88, %
JERISOUEE & T L. SSERISORBEYEIL L7255 8298 HITIZIFITIEFAL L7z PUISES IR D BRI,
E5t

Perforin (x. Milakrds 2 A L CRIEFIENICED B 05FTh b, BIEMRIIGEFHL2I E LTS 55, HLH/MAS
ZRTIEBTOREIANHTH 5. APITIEMAS & 312 Perforin OFHEAZE L. BhE 7 A IV A JEYLIE TRIE S
N5 Perforin exhaustion % %¢ ) &l % R L7z, kM HLH/MASIZ B} 5 Perforin DfiiE S IF IZOWTEET 5,
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70—V RDOZERICIEERFRES R LN ZRIEUIC 15mDER
OLKRF 8. £F . 2 BR. 68 B

fEAy ERH R

—hiEE

U SEEE R (IBD) I3k 4 28 A BRE (extraintestinal manifestations: EIMs) 230E583 % 2 & A3
LNTWb, S EIBD OH#HIC, EIMs & L CEMEFIEMESL M5 #2¢ (chronic recurrent multiple osteomyelitis:
CRMO) &8 L7 2] 2 #E5R L 720 THAE§ %

JEB © 15D T R, 12 7R L L MR BRIRSS 2 BRICIBD A3 b dt, THALE NS 2 1T W RIBICHEERE S BRI o
HIIRZAL 2RO THEN 70— (CD) LW L7zo RFEWE - 5-ASASG - 25704 FERMBL., Z0kA 7))
FIx7 (IFX), 7HFF T VTTHEMBEAL, DRI Tk 5 L Tz 143RREICTR 2 12 B PERLBEAS I B
T25EH12%0, ZOEPSIFXOHGERNICIIERISD LA Z3BO 5 L )12k o7 IFX OF5-T k& % i L7225,
RIETRBE DL S T THE T HMALE IS 2 1T o 72 & 2 A RIG VRIS RNS JSFAR o0 fl BER R 5145 % 2200 726
kB AT T D R EIEIRDOUYFEAZ L . paradoxical reaction 23 5eH N EMEIT - 728 2 AWM TG LR WA
HTHhotze ML - BEERICH L CIFX OREAR TG EHEB LY AT F X TICET L Lz, F2HE XD
WAA T, BOROERZ BT 5 &9 2% o720 Wl Tl & Fiko MRI & 117 L7z & 2 A5A KRS & m, 7
AL frds & Th8, 9. 121 STIRMRICTERE T Z O TV iz, BRI, FAEMEIT - 22T BB X Ok
iE D HREMTH Y CRMO L Wi L7z CRMO K L CTIENSAIDs & ¥ AR A K4 — MlAZBIGE L, SEGTTH
%o

%% 1 IBDIZBF 5 CRMODOABEZS% EHiTH ). IBDOHTH CDD I NSV EHE SN TWD, BHiFEEIZIBD
DO EIMs T b HHEAE {V FFICTREM BRI AL TH HH. CRMODEHED SHICAN TR#EZ A Tw» BN
W 5o

BERETOT, SEEGREIC CRBEESIIBHER SR B
—RRE D f|

04-4 Ol B =f 8K, FEX #HE'. A A&~ 1H R=
TRAZWERE VR Rk RS

[IZ U o] BrEmEsRTEL IS 825 (CRMO) ®Z Wi id, LIZUIEHE - MBS & oSN HEE 25, L
L. 2L O, EEMEOATERRBEEZTET S 2 LIdHRT, AR BIO SN L,

BEBI] 5o 8o 10 H R 3 25biRE L . A1 - 20 - 437 F L ABIC5R & B 2 80 k398 % i, Mkt
A E NIz, MRS CHR LR (. W OBFIIER D RO b o7z 7 X L ABOLIEIEME . BT
B HIRR b 2260 2 2 o 720 ML T WBC 10,510/ 4 L, CRP 7.38mg/dL, ESR(1h) 88mm T V) . &H B CHifkix
Bt TdHh o720 MRIMATIE, WIRER & A RS 5 BIFIE O BT HL % 5260 72 53 PRALRE A O SERE P LD 72 2 >
720 PET-CTHAIC T FHFBAIC FDG DEM Z RO 72 BIUERN D =D B3RS £ 4 77 a7 = v OHNRIC
TIEZBMG L2 & 2 A, BIEIRIEEPL L 722 A% 20 b L 720

WRBW D202, HERE RERRE LD HEER R ON R o720 — T B B T R 5 13 75 2 1Y
Thotzo TOH. 25 AORBTHREDI R ON R ol £ Ty AN F Y OREE2ITVWBIEILT 5 )8 L
72 2Ah, WIRLEABZSA X W @EIE SN, 20K 17 AIC1EREDORIIHMEL RO 12032 B IREIX BT T
o7z PHEKRITHEAT L7z MRIMA: & PET-CT AT, B Lo &G ROSEE %2 B2, D%, 1O T
ROEALZ FBD TR\,

KRIBEDSIEIRIEIC BT 5 TNF- ¢ D52 3Hli§ 5 72012, T > b1 —)b (n=6) & ¥5E D EMNESE 5% 0=8) & &
T, HERFEMM D Toll-like receptor 2(TLR2) DFHBZF-M L 720 ZOKHE, AREBHTIZa v ba— VB EE B &
HARTEW 2 TLR2 OFEBBARZ 80, S IIHRBIC B L TREDPLH L 72,

[#555] CRMO % 589 BXIC, HIRMEOBRZ I LT3 BARDSR S o S b 05, ZRMOBIHRE» DI AZEAL
T AU EEAME - FERAEL & HITRHABISE T2 L2 EBLTORVRD Ltk v,
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MENERFZERICREMEE IR ZFIE Ul 2 fEB]
O &K, 2Bk F8. iR %=

(ENA B R

i

—hiEE

[ E] mEEEHEO - TIIERICHZEIRE L RE L LS IR 2 0% 5.

BEBID 15 5% ctk] X4E2 ABRHERD Z UWFER B R FE L 720 B2 EIFIRIEDSS 1 . IR < id WBC 11400 /
uls CRP 82 mg/dl & SIERUL FA- %2 B 7z, FHIMEBEW. £HEFCT. FDG/PET-CT TREZAD 2D 72,
XAE4AHARNOWFEE B LUPSL Img/kg/ HZ B L 72 & & AR B L7225, SRV TFE B L 720 X4E10
AT EE PR ASHBLL . A MRI CREVE R, BE. PR EAE B IS %563 % BURO BRIEEIH] T2 st ig e 5
WA ROz FIAOFEMRORE R S WG L Z W L. NSAID I A ADA % Bigs L 72058 R IEA T4 TH%
FEBOE D Fife L7ze X + 2451 H I FEUSHEEIPERBEASIRBL L 720 MR Z5EVWFDG/PET-CT 2 L7224, T
HIEZHBINR, S5 TEIIR, KEIIRS, WHKBREIIR 2 O B EIIR IS FDG OEM 2 80, BREIR% (type V) & B
L7zo PSL¥gH. MTXB4H. EWENEA % TCZ(sc) IS H LIER O E % 1572,

BEGI@ 15z PE] X4E9 AW FRROFRE% % 59 L. B EROR LMmEMES B2 & W L7z, NSAID % ih L7225,
XAE12 AF 72 CWiRBR, SR AAHEL L, Bl MRIUIRIIGHIH] T2 53015 TR ERALIC— 3 L TR % 515 5%
ROz, Rl REEE B L ORI O FAIIE . BREREIPAN TR & A R, BAERCTHE RS
Fi SN Dolze X+ TETAM FERICHROGALBEAI U, [F4E7 A B8 AR C Il 20T % R 72720 Bz 1l
FERIVEZ BRI B L O ICHE) e, EREL L BWI L7z MTX, ADAZBME L. fi%ks L OB R Rodsas
172

[55E] REEIPEZ BRI AE D IR TE B B R OBMEIZ I N T Th Vo 25 & b BRI O P TIE L 72 FERKLBEDS
TWERE L o720 WIN L BRI O EE TIME RAFER I NTB Y, MEROFRE U CTEREMEE 128 % 3
L 72T REPEAS/RIE S 7z

S5 CrEBR U T a4 R BRI SHIDE &

—EE
OBAR X, KR @R, RSB MR, ot sf—. BE S, ik F—
05-1 BRMIAZAZREZHFRN  RENS\EERS

(5] AR MECEEEBI T2 JPsA) 1X 16 e ARl CHAES 2 WEMEERFI R TH V. HEMEIFRIERME % (JIA) OO
1225 ENG, JIACBI AEARKRTIE2~11%TH 505 AIRICBIT MBIV, S RRY B CRER L 72
JPsA @ 3Bl % s T %,

GEGI] GEBI 1) 11 e 44/ L D IROET, TEM X D AH1 - 438E M iFE B OERR - b1 d ) Ybix 5
F L7z ATFRMEOEEMRITHE T RS 0 RO RN ZZBDJPsA LB L7ze 2 b L ¥ — MMTX)
EHVHIE TR ATV, FERAYE L7272 DA LAERIC MTX Ik LR IE A DN h o720 GEFI2) 11K
Wo I22HRETE Y ATFREREAD ) Ubix 2 Liz. EFHEiOER MRITHEEIZOFT RS 0. ALFEE & PR
WA RS BB RO BRBGMAS A SNz LN BEO R AR EZ T, R OS2 £F 9 BRI R S i 1
ZBDI2720 JPsA LBl L7zo MTX LAMVHIE T2 AT B 28T IRk, BT S 2 o T %, (i
Bl 3) 4o 24500 & 0 A4 BEAARONERR. 1401 & ) SEE O W BHEHIBR, 286 L ) ZZRBER 2 20 5 L9
W) YBie 2 L7z, BT o — CAMBIE - WL B2 -2 BT ST R, T R BRI A e 0 B R I Sk
% B 720 F 72 TR MRI CERAME B 2SR I IS BRI ROFT ASAR SNz, MERABEEHREBHLTL F=
0> (PSL) & MTX CHEBZ A L7z SHRZ D H 5708 I ) b)) X7 28A L, PSLIZMiEA& T L7,
HHRBIIAS A H RIS s & PIEERIC SR 2 0 ) R BT L7z. TR M EREiTv., REEEOEEZ
Pk AR R BB iR O RSEMMLIZ T 2 520 JPsA &SI L7zo WEBEICR LAVHEE 24T o 7225, BRI RICx 3 2 iHH D
EHRIT R CREMITEFTH S,

[#£52] AFETOJPsA BRI I . MG S TV A RN DD 5, BRI EITTHIE 4L, Hh
SR FREIRASHI LB Wi AT JPSAICE D BB S IFFET B0 JPsADBW D720 XL GE & OBENFEETH 5,
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‘ EFREOBREMESHERICHEUCKEEEEE 2 EV I XY MIX
R | CRREIENTRAR T EIERE AT Z e T U fc—Bl

05-2 oo w7 ' Al 7. F8= &2 BR LR FREC° MBETe
PR BT K IEES. SH RE'. &K HES
RERFAZRARE B mEAK—Y SERARO U v o2 mEREAERE IUER
BYUPVFERAR UDYTF - BRI - T LILF—RIR

Hom] ME R HE R SIEME S BHIC X B RIE A kT 2 L THISN DAY FRICHEERREDY G #IN il 4 X
DARMUHEERZET LI LB VEENL, T MEMFHEROBRBEICKBEEEHS Y X VX Y MROFE
TRk % 3860 % & OWAEHFIL SN2 WNEHIEC—E O BIFIZ 2 Vo Al FEFIE O M VEFHE 2 & 0F L 72 KR
THHA Y E Y T2 Y M LARIER 21T 2 2O THE 50 DEFI] 16547 HB . 34T 5 BB R 4
(HEEL AR b MBLUMRAT E o ze L M T3 EEOAE B 98T W & FROSRIBVEFHE R DB M & 2 o
7oo F W RBRE BEERATIBN T\ BB 2 D7z, T VAT 7 €Y Y Y WkE BLE L C i B i A5 Lk
HRATRE & 7 o 72 3T M B 5 T B B S & ORI 1358 AF L 720 16094 H X 0 JAK FHEHEABEM S 7225, 187
3 o HIR I MRI Tl B i 9 0B 4E %2 3860 AL B & OB BAEE - WIS OBAF 2 727207 7)) A<
TR 720 AN 1205 % 7250 72 25T B B B9 35 & O] B3l BRI RAF L 720 KR SHSERAT I O 5 PR 12
L BRBBEREEHA Y ¥ X 2 M2 XY &E & TEEHI R EE L Tw b EHIT L. BB MRIZ fifr L7z& 2
2 BEEIRG 2 50, BENF a4 ¥ 7 2 M TRBEROZFW RS 202720, dHEEZ0RT L2 L
THERUGEDSIFF CE 5 L E R 720 2037 I CHIEBE. 205%7 4 A TAB I O BIEi S0~ B EiE sl 2 5T L.
Ay ke i Bz T8 605 VT B 45 & OV AT OB & BRSO BAF T d B o [ 5] F i B 28 0 — BRI B B S 42 5 65 Df
§ % LG SN D ANAEFHEIIHEL ST W 2o AREFIIAE AF FEE 0 5 B 1 A 2\ 1 iz BE B398 35 & O] Bl il B %2
A7z FPHR TR D UGE 2 2 7275 B B ERE IR I FRAF L 72720, KRB e Tld 7 <RIBS AR A >~
YUk MIXBAEE ZGAHT BTN 2 1617 L RIF 2kl % 2 720 20 X)) YRk cdeE 2/ ok
WEIEHERIZ BRI Z I L 2 KRBT EFHA Y ¥ VA Y NIRRT A% HEICH T2 LEMAE 2 Sz,

ILREBIETR DB ERAD S 2 F& (CEBM AR DIER AR UTc 8%
J=|
JU
OFcH 38, 7RI Hoae. RS BT K8 ERS. A B-° =L B2
RE R B R ED L

MmEa s BfRaRk NEH RERBUNEREEREYY— B - UOYTRBERRFRA
RREIL\EHEEREEY Y — Bbeskt®

—hEE

(12 U oo12] 167 A 559 0 B HE B 51 48 (SpA) % #54E 1 SpA(JSpA) & IO, 485 P95 B (IBD) (2 BI85 5 SpA & A8
ENTVS, (IEREEI2E5 5 JSpA LB L7245, HHBALGD & 24E R B R 98 (UC) & 560 L 72—l 2 5 3 4.
DERFI] 8B BHiZE, IBD. B & ) k. HMORBEREIT 2 Ve 4225 H ke I & 9T 2 k2 %
7oo SSEVEMEES SO, BEIE. MR M7 <L R KRR EI KO A L D bk o 7z, BB MRI TR
ERARI % % 78, HLA-B27 XM TH - 720 Fl K OHINZIEIMTTH - 7253, MRBIIBEEMWTH D, JSpA L
B L7z IEAT OA FHSESE (NSAIDs) THFRGET 2 D EMRE T, 3VLHBRICT YU A~ 7 (ADA) % EA LE
U720 F2EMNIIBIR RO EM 2 HEFF T X TS, TR TN, TR, MAESHI L7z, MR8 &R R
BERE ., EEmbEtE. Ehavyas s FrEETH Y FEHILENRSGERA TSR UC LB sz, %
FIGE L 57 I W) FOVBERAIR S 2 G L7z, B8 L 2 . ADA % ki L 70 2% & Al B #9813 2 i 2 b
TETWVWAY, UCREMMERFCTET THF+ 7)) V2L 72

[#%2] K TIXHLAB2T A EDIL S 2 £ 5 SpA OB L . BIEICS W& XN b, WEIEICIRRIEMEI £ T
FERE LT SAKEH BT OSER MBI 5-10FE O W 2 B3 5 & S, KRPESp A I H 107 B AETHRIET 5, — K.
/NBIBD MR 3 1) NIRRT TIE L 9 b0 IBDIZBEHE S A 4KEMPESp A O BRI 2 DI UG 2 DIw 8 L
L W2 EMmenTBY, FAMEHRERICFEYRMN TENTIBD 23ET HEMREDH Y. AREF DS T
H o 7zo MKEMYESPA & IBD O 1E TNF HESR 2 L0 ILlisidd 2 b 0O04FT LHF—Tld% . FFICRERMD X
A IS IR [ 7 TSP A DIEFI TIX M3 X O BIIG T b BIEIVMEIRICTEE L2BRSEE L £ 2 S/,
[55E] 4w M B 23 IR I Y 72 JSpA DIERI TIZIBD %2 SHHICHIHT RE TH 5,
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‘ HEMHBHEEERZHFEL. DI\ IITFZIZER U e e L ER
TRRE XD 2 fEB

OFM HE. LU FF'. S =8 BE RF'. oK AL 28 K,
EF FREF. BF W=, Z P )IE A & K
EVU7VFERKERE UDOXYTF - BERK - ZUILF—AR. =FXFE NERA
JNOmiIEREEY— NERS

(5] BRBIRIS(TA) IE U UIEEHERI I 95 (SpA) R SIEE R BASBEFE L. ABORINDSHEE L 72 50 TA OFFREIC
X IFN B E o E G HI#EAH S S, Thl KOS Thl7I64 % JAK-STAT ¥ 7 F M EREE S EE TH 5 & v ) il
A2 TV B, ZAEMESPA(SPA) Z 1% L MERTETA IS Y 8% ¥ F = 7 (UPA) DM S M 72 256 2 3 5o
GEBIT] 17520 T 1225 &) BAAIL L, 15 ISR Tl ioME, 45 1-2 e, ZEME OIS IE R AT
A U7z JNH RIREAIM 4 RO KR A & B BB MRIBe A2 & GBI 5 & 5 &9 W98 % 1F o 7= AR MR e etk
B % (JPsA) & B SN 7ze CT M M CIHEKEIR O & 2FPEE %, FDG-PET/CT TARHEIIR. EIrk
R, KBRS, BEESRBIIRICFDGER % 80, JRRA TR, MARZ 2O, BB L e T, IgAEIE & JPsA
205 L2 TA(VEL, HLA-BS2ME) E3Mi s A7 04 F20OV A8 (MPT) %%, PSL. A F PLFH— |, 4
¥ 7)) F =T (FX) DA S N 7ze PSLMlEICPEWB R, BET IR S TR L CRP 8585k 25#k#e L 720 FDG-PET/
CTH#M L TATR L B Sz MPTH#. 7 b ¥ —1EB M % (AD) BifEd » UPA 5B S 7z BERI2] 1575 T
SR I & THICHEE . TR & A ARER. AU BRI ATIRBL U 7 WRARAE, LA LSRR 46 2
527 u— ik JSpA PR L2 TA(INA! /2B BlRMZE. HLA-B52BE) & W S 7z MPT#. PSL. 7HF+ 7
v, IFX AR S N 7ze BB S R B 5T 2 29 L € AR AR & — MEFIDSBHIG S L7z PSLlii A 1c
CRP 5505tk A5kt L 720 FDG-PET/CT % Hif7T L. KEIIRMIERAEATER. AL BAETER - Mefh #5512 FDG #48 % 729,
A BN ER - A BRI SR TH o720 TA & JSpADTE L £ 2 | ADBAED ) UPA ZBA S iz, [E%]
TA & SpA OBAFIESCHRIIC IR Tld 7 < FEFIREME % IR LIRRED S IHHEIUC OV TE 2 720,

DU SR TR R B S SR I BRI LT
—RAE | 15

05-5 OBk A%F . HOBR'. & 8 &R &8 FEk A/ R K.
LN RHE. BH 8. =248/
RIMEREY Y — RR . EMERAZEZEINERRE JURR-

s ] #EhEEEEF B4 (PAO) IXEYERERE (PPP) ([C&PET 2 IFLIRMER i £ TH 5, PPPIEHELEC
IFE L ANBIWISSRE X LI T %o PAOIZPPP D 10~30% 24 0F L. RIWBESERIZUFSE S % A%, BRE B ME R b
ORFIFHE S E72T 2 EPHAOLNT WA, SR FHE RS & NOFT R &2 5 PAO &M L 7= )6l % s
T 5

BEFI] 1154 e X-14E8 A I THRO N ORI O BB 28 HMBL L, LR R CPPP 2t b Tz, X4ES
FIZERAHB L, B4 ICHEL TAHBRITRBIREEE 72 0 ABE L7 BT R CIZFBICONFE FI¥E%E . RIS
Jii R /N & A O RLBE R T &2 fR 720 S SIS RG-SR, 2 LR E BRI BRI A2SH V. Patrick 7
A2 MEHETH o 720 MEMRATIZ. CRP 325mg/dL & EA-Z2d 72205 #iRME T34 < BEUREBEEZ 720 A
Betglct 7 7 ) ¥ & BEIREES- L7225, B R SOE D O d 7 < MR 2 13BN CRYYE IR EN 72 - 72,
TG MRURAE T OB E 2. A 5. ZREFREVD Y, B v F 777 4 A THTAICERZ
RDTzo FIERFCIIAMRRICRE NOKIEITIF P ERZE A S Y BBIELKIEOFT A6, PPP L@t DLkX
0. WETPAOBWI A &~ A 2022(2% 7T Sonozaki #H#E) 5 5 PAO & Wi L 720 ELRYL 2 /RIE 3 2 R R K <2 58 7%,
B, BRI E RO LN o720 A 7B 7 2 600mg. PSL 10mg, A F P L FH— b 10mg TEM L., PSLD
Wk 2 Bgs L7zo X446 HIZPSL 5mg 23 2 R L7ze 7L ¥ Fu YR 3smgOAREEINTS 2 LT
P Em g L, X4ES HICPSLid Ik T& 720 X+14E6 AR THIEIRDTFRZ B L Tw b,

[Z5] NECTIEH 2 PAOKER 2 REER L 720 AEFILIAT L D PPPABELNTE D, MR PAODBWIIZE - 726
BIEi 2R3 K Z D L /NEIZB VT, MOERRLFLOMELNA LN LEE51EPAO Z g LBHFICH -5 LEND
5
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EFMREHRICBITDMRFBENAEMET A bHA 2 OBREMS
ORT fEth. S5 =M. =/ WE' =R R M #T FRE
AR (/0% T . KM RIS, TR REC, 7 MRS SEK ER

RERIZEAZE EERERESY . REMFERE IR/NE - FEMEET
EERYCEBRl UDONTRS RRBEAE SEREHRT

—hiEE

(1] FE4EYER A28 (JDM) (E 165 A0 O /NI TAE T 5 5800 720 K95 L ERA i S a /N Y & < F 5
BTH Do IDMDZ 3T S 2 O 55 B PUA D B F M A S M S, Z ORI Z & BRI 7 KB 7S
RGEDLMW, ZTOREBICOVTIHIZEAEAN LT T TH S, AL, MFEHA b4 70774055 IDME
B ORERYUARN O RIERREDIFHMZH ST A2 L2 HE Lz,

[J7#E] 23610 IDMIER] (BLMDA-SPUARBEER] 6 61, PLNXP-2PuiRB B 461, PLTIF-1 y PUERBER] 461, Zofh
DIHFHF YRGB B L OFERPURRRIDOIER 9fF) /G & L7z, MiEIL-18. CXCLY. sTNF-RIL, IL-6. IFN-
a % ELISA i CllsE U iR % & BT 217 - 720

[#528] HLMDA-5 Hufkks 1 JDM Tid 2 D fiiod> JDM & i Ui IFN- a 5@ 72 5 720 HtNXP-2 5k 1% JDM Tl
Z DM JDM & el UIiE IL-6 25w fili 72 - 720 MLi% sTNF-RITIE. HTMDA-5HufkF 1 JDM & Hi NX-P2 5otk JTDM
DVFTIIZBWTH ZOMD JDM & ik L CTREMEZE 5 720 MIEIL-18 & CXCLIMHIX. i 24E SPTIARIC X 2 eI 221
B %o 720 PUTIFL- y PURBYE DM TSN A4 S A4 Y D88 — 2V I3A SN o 720 MiEIFN- a 1
KR IMAMEREL ~NEZ7 e U ERMVMIE S BOMBBRICH Y, 7 ) F ERHE MR 5AE, B RISE &
IEDHBEBERICH - 720 L% sTNF-RILZCMAS® MMTS & L D i 2 a7 L AOHMEKR,. CKRT7 WV I —E%
EOMIFEERESR & AZIEDOHBIBIERIC D - 720 BRVEMG A OFBEIE G DB & Felg LI IFN- a 25Hfii72 5 72,
[#£%2] Bt MDA-5HufkBPE IDMIZIFN- a ® _EHAH B, JUNXP2HufRBE IDMIZIL6 0 LA SH > 707 7 4
VTHo7ze TNHDHA M I A ¥ BENZENOFRFFRYURRE JDM ORI BETH 2 WL H 5. i
HYA M A 707 7 A VD ]DMBEORBILIRICEHTH 5 WTREERH %

‘ 258 LA, DEEAEFE ISR MBS BEDINEICBITD
—#HEE | Gasdermin D -CHiig. IL-18 DEIE
Rl O=F FETF . SR T 8k AR . I =the, Al Seme. LI FIF .
S| R S . ZF S )IECAT

EVYUTPVTERKRSERRE UONT - BRRE - 7 UILF—AR
BEVUT7VIEMKRZ wmEmisRi UOYT - BRFRC

%

Wi - HY] &5 R E RSB 25 (sJTA) 1, [EFEO HOESRED—>2T, IL-1, IL-18, IL-6, IFN- y , TNF
a2 EORIEET A P A A v EOBEME SN TE . T, FICILIS IS REN S, HEEICHFHTH
HlHHEINTWS, HIEPIZBWT, IL-181d caspase-112 & O BiBRAD —ERA W S, WEWIE 20, Zo%HM
oMb I s, F7-ZF05woBIZiE, Gasdermin D (GSDMD) %% caspase-1,4,5 12 & 0 435 & 41 N Wr i 2 S0 i i
2R R L, IL1 B, IL-18 DS KEICHWMEND T EAMOENT WD, RAEK SNBSS & 7 578, 2
DBk JIE % FE - 5 MSE L Pyroptosis & FHEN T W 5. il GSDMD DG & Se e e Il 52 2 ( ELISA) ¥ »
MEH 525, F v bYW OGSDMD 2 L TW 2072, YIWHId Do dHiETIE ko7, F2 TR A,
Bl & 71172 GSDMD & CHiii O ELISA 2555 L, s JIA & Z B RA5 SR RR 56 M BT 2% (] TA) 128efk, A B Ei AL E 4
PSS BE 5 2% (0] TA) D MLIE 12 B W TR L, sJIA I23B1F 5 Pyroptosis D 512 DWW THEF L 72,

[753:] sJIA 174K, pJIA 1284k, oJIA 11 Bk %, #2E L 72 GSDMD-C Wil ELISA Tl L7z, T,
IL-18 122\, Wl ELISA v M THlZE L 7.

[#5 3] sJIA O IMiF I B 5 GSDMD-C Wi, 3 X OFIL-1813 p JIA, oJIA I L CHEIZEME TH - 7.

[£%2] sJIA DL T1EYIWi% > GSDMD-C Wi 25wl Cd 1), Pyroptosis 232 DIFREICHIE L T2 & EAVRIB S
7z.
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‘ INRHFESSMT U TV b—FRICBITBMAEIFN a. BAFF &R
—RER . EEIE. IR EDRHEICDONT

06-3 OER ME. B BN, =7 Bth. MaT. BRI C. R KT, BK B
REREAY AFRERFERAMFRR RERZRES ()T

(5] &gty 7~ b—7ASLE) 3. EWICEHRERIEEZET 525 8L v & —7 0 v (IFN) X Bz
MALIA T BAFF) ODIRENO B H5- OH I, X)) AT BLM), 7 =7 0= 7 & o 2 HiHIERSED B R AGE
INTnb,

[H 8] /NEBIFESE SLE(SLE) D ILE IFN a . BAFF & ik {§ & OB#EIZ O W THETT 5,

[751%] 18 AR F84E cSLE 24610 KRS MR (n=40). 3 X O4E A ZH 6 (HC) 106112 DWW T, IMIBIFN a .« BAFF
% ELISAIC X 0% L7zo BRAKERIUIS o3 G EE: % SLEDAL2K TRl L. R B IE B 1Z LLDAS 8 X I'DORIS
WXV EFR L7, R EToBRBFEEOMED L ITBINE Lz BRI A V75 S5 THAICIE L 72,
[# 3] cSLEARZDIMEIFN a . BAFFIZZFhZNhdeffi2052 pg/mL. 2246 pg/mL. HC 1%1.7 pg/mL. 685 pg/
mL T, & HIZcSLETHEIZEE 572, IFN a lZcutoff >4.69 pg/mL(&EI25%. 475 EE100% ). BAFF X cutoff>1375
pg/mLUEFEET7.14%, FE5EE100% ) THC & KW REZS 5 720 SLEDAIL2K & IFN o (2F & 048 % 527225, BAFF
AR L 222 o 726 IEN a BfEIZ %, RS, FE#E M L, IFN o (dHIMERKA. 1) v 288k A, A HDb MfLE.
MGRAY, &7 = V) F 2 IAE. ERHRIEE & AHBY L7225, BAFFiIZW I e S BE L 2 h o 720 FalH BLM fEH
FECIIFIER BAFF I3 A RIRMETH o 720 BB BIGEN IFEN o SIS OTFRE & AHB L T,

[%£%2] IFN o 135 BIGBVE U5 2 Ol E & oM % 20 72012k LBAFFIZWTh b %5207, BAFF &
fiEIZ & % BLM A FMEN b #2802 5o 720 ARBEBIGEIIFN o 3R & OB %278 L. SLEDAI2K X O Siff 7 5 E0E
Bt~ —h— L R AMREENH D EEZ NI, SHRIENOEBPLEENL,

‘ SREDIA-MSTOT 4 U AD S HEF M RFEERERDINES ~/
—REE )\ TJO77 A

OfERE fage'. AEm BReP. KA —F°0 AR @7, I ER ISE #B0e Alll #e22
THEF 520 RS KE % /R Ug°

TEAFAZREZRAAR NERES . REFLERKE ERE
DTS DNAFAT U/ LEFRHEESRR®

Bi] bAETIIEEER IR JTA) (SRR A2 &5 5 72 ORB G SN TV B 05 RAMCE

W HERE S 2IEB RIS — N —F v T 555D, F—HUTHEBEISEIRE KRR 2675 L4051 b725,
WAETIE T T4 I 7 AV 7zitfllie & 2% 580s, BRI EE= 5 v 7, GEEN R EOFHII A %55
T ORERHHNA F~—D —FZHom D%y — Ve LTEHENTWS, A 3450, JIAOME a7+ 37 A
M5 HIRENHFR 2 50 T8 & F ORI O WTIRNT L7z [hiE] BWiEE & 2 - 720 BRI JIA (oJIA). £H
i JIA (pJIA). 5T JIA (sJIA). HHERIHFI % (SpA). FF#5HRBEMEIfI % (ERA) B 47 % Ol o B i
% W TR DIA-MS CHlE LT L 720 Wi AEWFREANIEH S TB 53, BFERSHEL Tz, [FEE]
M5 53T A5 3500 & 2 % 7 v 5 7 Akt Sz, ERGHHTIE. sJIABEDOAKE S@BLL Tz, ZOMho
HIZoWT, —ILERESGH (ANOVA) THEixiTo728 25, oJIAMEZ AT 28% (p<001) %265% ¥ /%
7 HME SNz [FBE] 720 BUEME S 2 BRSO T 20T 8RETO T4+ I 7 A0MEEZTTHOTE
0. HESSHI# E2 SO 2R EZ T 5o Tn <,
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BIXERECD 169 & Toll-like receptor 2 DFEIREEMTC KD FtRDEZHT

O=# X, %Il BL. FExX K=, /N BA. #H F=
06-5 TRAY ERREFREESR R

—hiEE

5] 39 7tm M EENE S & DN O 7 ORFIR B R ) Y SEARE B 5o Fox 1 3457% TIEHLERSRE CD169
DIEBIAEIRT 5 2 & & L72AS MEEMES COCDI6O B S Thh otz 72 &) < b —
T A (SLE) %D 184 ¥ —7 x> (IFN) HB5T 5 Y 7= FHEEETH HERZE CD169 OFEBIAHE 1§ % 72
O, TOMHIZL HEINIEEETDH -7, £ THM, HERFKMCD169 & Toll-like receptor 2 (TLR2) OISHENT %
PR T, IR OB B 24 TV THRE L 72,

[J7iE] MBeTIAAT L7235 it & Mg iEE . T IFEN 2SS4 2 ) o~ F B (DT, UV y<~FHER) Th b
SLE. #4EMER % (JDM). ¥ = — 27 L VIERERE (SiS) MR E Lize 70 =44 b X M) —THEREIR CD169
BIXUOTLRZOEBZ T L. ZOEBEMRE L7z,

(5] SEBI R A s 2SS, MU EMENE S AS8 B, U < F Y A6 6] (SLEAS3HI, JDM 2241, SjSAT1HI).
R FIEAS6BITH - 720 CD169 DOFIHEERE (MFI) o vhrdefli (HiPH) 1345 #9% o 3336 (1270-5709) (25 LTI
VR Tl 242 (19-1132) &M THEICEMTH -7 (p < 001)o —F. U o< FMWHHE TIE 1577 (502-3538)
TH )b & OB EAIRD Mo (p =021, 72, TLR2OMFIO YLl (HiPH) 132595 1281 (598-3497)
WA LTy I R B S T 520 (275-921) ) v~ F YRR TIE 5745 (190-974) LA MIE THEICEMETH - 72
(p = 0017, p=0.048),

[#£2] BBk CD169 O FE AT X35 MG & M B ERE O INICHHTH . ZHICT XD Y V8L % [T
XBLWREMED D Bo T72. U~ FWHHE L O HE CD169 D F BT TIZWEES 25, TLR2 OFEHFN TIZWHET
B o720 HERFKIE CD169 & TLR2 % B2 7= R BURNT X, HHROBIICHHTH L EE 2 bz,

RIS T MRIFT R D2 INZ2HE S T4 o T AR B ELIGEN A 2o FBIARK

OE% BM'. TH Athe. FRE 125 M thFe [ZE B2 7BK Efe
07-1 RRMFARE APk REREREZ ' KRRAZAF NER®

—hEE

[ E] MEEELREIRE (PN) ICBWT, FER S & oMM 2RI B S8 E 5RO S b 25, fiBs T PN IR
WIHTH Do SHFrkL 1z, Hifir BT 2R E UCHE L. R 2 355 MRIFT A 52 W2 E - 72 a7k
PN OZ TPl % FER L 72O TS T 5,

EBI] 107% 08, BBz 3T & » BIRE L, DU OB B X OHUBRASHBL L. & & BEKIC X 21K
TR EED R L7z BRET R CoREI RIS & ERofER oA T, WBC 10,700 / uL. CRP 13 mg/dL. 7
MEREFEHE 140 mm/1 ¢, D-dimer 1.3 u g/mL & HESUL B i & R 7225, MEMREE O FAE 7 <. bikghifk
R ANCA b BMETH - 720 i CT AR, (O - SENIRE & HAr, B MRURA CREAT I % < HLHE MR
ATH MR RIS N o720 BRARMNE R D, ERWBATH S s L O TR OER MRIFA
ERATL72E A, MAEETIC—B LRI L HANNOMIER DRI R % 38D, 7o KBRS 5 0 5 4
T B NBIIREEN O SAEMNLIZ T & MFNEOH/NME, 7 4 7Y 7 4 FEEORT R 2 S5 RF 1PN OB E -
7o 7V F=vuy (PSL) Img/kg/day G5 CTHEEMIE L. A M ML — b IH LIERO U & SERT
HoBHALs# Sz,

[£%] PNICBIF 2R Tid, MRIMAEICB W T T2HMAE TORE S OM, #EERAETHRNIME 2 5 % ES
N2 B PI~HRAE AR LA A 2 BN 72 cotton-wool appearance 3% S5, T2FHE TOF RITRWHIZIZA S
BN EbH LD, PNIZBUAMHWEZEE) A ISR LTI EPEE L,

GitE] DU OSBRI IE PN b SHIC B W MRIEDLSHH TH 5.
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ARUZRTCEDZATOA REBE T ER A SRBHEMERD
—RAE 70

O%ME &F'. Kk BfES. KK #Hh5 E BmFe. 28 #)°
IMER A MBERLHE . SRNERAS USRS

[/ 5] SRS RN RSB AL Z 2 L SRBE - BBV - B3R &2 M) FIMERB R 28 2 380 5 I
ERO—RT, B SRRSO S NS, BHERMEL. L TE 5§, FHIHRICEEST 20 40l #)&T
FEB L FRRBHALREZ RO AT 0 4 MR THEA OFEFNIRPUELZ 57275, A< ) A 712Xk ) A7 04 F2EE
BT & 72 IR PR ZERRIS BRI 2 (NUV) O IR B & i3 %o

DEG] 8l 4iE L ) BEORIEZ ) BB 2R L, By HIC1HFERZE NS 72 EETT b E -5
RRFMIE & LTI S N7203E Lo 720 8D M Beiisrleiid, R BRI 2 BB osz 2L, MK
RS I B S0 (CRP 0.09 - 1.35 mg/dl) @ A7z HORIEMER EBIR T34 VA (03 SWFJERT) T4
R otze BEEM T PERIERGEIZZ L EME LB Sz, BB E LTk A8 I Y EOKERK
Gy v a b ) 2y ZHEEEGER E2 RS SRS 570, OIS IRV AGE 1 Il & B 2 RETRBRER R T -
JERIEIR SN BL L 720 XSS H MBI L TORARHBIEZ LD X 91220 FEREAEME T - 72 WA
I ERTARD MAE P22 T MR THIAME T3 7% < BEHUARS B TH ) NUV L2 L7z, 25 PSL 05 mg/
kg/day 3FR) L72A% WEICHEVEBRL, aveF > - A Y FAF T U EeT b 725720 DDSI3EES THE
BT apolzo WEREESHILL, HCQR AZP 2§ % b PSLIZHPILTE &po7ze 12K ICEIERRE L L
TAYY AR T ZEATH L FERERGER®R I ) EEZEAMET L. BRI BEEO 720 A T, Theh3hH LR
Hi7272 7 o 720 AR HBIEIIFIIARISMA L 6 20 HiRA 5IITTHE Lo B I XBEERAF L 7228 PSL I M
WEET, 8 MARICPIETE 7,

(K558] BERE A RS 2 SR 2 Tk L 720 AIEBNE A 71 4 FARAENE TR 2+ O 3EHNZIPUEDONUV T, iR
MHEZRBOLZNF ) A TOHRATATOA FZEHR TS 72, HHRMENUV ORBREMLSEIN 5,

‘ LEISEFIERPER - REMRZZE L. $ERlIZITICHE UTc R BELS
—HOEE S SRR D

07-3 OB ZE ', Fif ARgE'. 5B REF'. Pk . AEE —4 ' )17 8L
AW —1E5 =g BEEZC. Bk DS @B 120 B R AR BHES mE —=°
RPE F5E

RERFRZHREZRIAFARVNERZ | IRRRZEZEMERGREZER . IREmERE\ER
IOXRZPARF GREZAMARRIELARZ R . JUEEAF R R EN EM A R0 5.
EI M - RERNT T Y — R AR s —ak e

[ 5] RS ZE IR 98 (PAN) IS/~ P RSB IR 98 >4 S PESIAE R A 28 © B iHALER 2 LI 2 A2 L %0 —
Jiv PR RIS ETE % FEBIIR 25 (CPN) IZ BN & D37 PR BLAF & SN B A%, FRIEHIR0 R BEYI NN 28 2 S B O iy
bbb TI/NRTIIEEROFATEREOM TSR INT WD, SRR A REIVER Z 320 H5 IHEE L 722
IER 2> 5 ST L1372 CPN O—f 2 #E5R L 72720 9 %0

BEGI] 10555 Mo FE#A R IHBEI (2858 L 724 T O A PERLIE T 45 1790 H IZHIEE~RIA & %2 o 720 ARVERLBED B
T - DU DB L . 552596 H I M BEMIA - ABEE 72 o 720 BIRTER TR, 2 BISEE, (O3, 2ok
FERESE . MM C CRUSTEE R 7 = V) F Y0 BA KBRS MRIARAS T Wy S KBRS 3 (RGP0 T2 5 1%
TRURDZ TG 71 % 7D 720 MHEHREFE R0 i i A LB 2 o 72 A M L7 b Y ¥ Ok id ER L Tw
726 VT F rFF—BIEEAR L YU IR EHUA R 2 B B ORI RETE7E o 720 BT & A 2 i 5%
P RIERRD T dp o 723, BER AR TR B2 B T 8850~ B TR D /1N - AHBIIR o> A8 BE |2 S EMs iR 2 7 1 7
J A4 FEGE, MR I A8 OMFRERIZE 2 ) WAL L 2 0 72 MR - CTHAS Tl - ik - B Lo
MAEHRZIIFED T, CPN LB L7ze A7 a4 P2V AFES LORERES 1 7)) YHIETEROWEZF LN
720 SEIRFMRZ K AT 04 FEBETE, H73MHISER L.

(Z 53] ABITIHEUR CUBRERIZIE R P IR L 2 0D, B S b 5 LAFRRERIE S FE 4 S W 3R i (EGPA)
EOFN L7275, BERKMIMAIRERIES 22 &2 807, EGPA OBWIEHEIRN 72 S 2 dr o 720 ARBIO AR
ZALIR T X B MBI E > TR 2 & SEIEM NS D "R 2L EZ 2 S0, BRI - wElfg e b
WZCPNIZFIE LR E L THEESBWNCE o 720 ACHEZ EoaSERE 2L, &S hnE Ryl LIS E
(AR E Ol 2 LoD, BRI - SRERUT O B A 5 A I HER 2 i T D D o
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BEOMRFNBEEZIE UV I0)LF 04 MR ORFE MR
TR R R MER (PACNS) D/INRHI

O e ', FHEIMEE'. B i EF . S8 ia'. 18 WF°.
F& EXR° wH ER Al M B0 Bk KO8 [LE°, b B K 787,
SR EX'. BA FH'
BHERALELTIRRES | BRENAZRRESHBES, BHERAZRHENT,

BREMAZRIEZIZ . BHERARZRAEAR S, BRERKZUOYT - BRKEAFR
BAERKRZLESEFEEEREY Y —/\EERZHEE

[T 5] USSP i AR R M4 28 (LT PACNS) 3 HFARKAIRIC B R L 72 145 RRIERIE DO —DTHh % BiltER B E
B R & OB O 7 O/ E BN IR MR ENBI 2 ET 5 2L b H D, BRIV IINF IS FBLD
PruRA77 IR AVCY) 25 SN T 5205, ISP CHEEOMBEANBEEL R T I L24H 5. [ER] 14
WL T Bl T REEAIE R v AL BIIEEREND ) BPBRICABR L 25 720 BERE MRIMZ Tl AMER T
AR, ACniBEEE, ACMIBEEE R 2 £E 9 ring enhancement % #2%, SWITRZNIC ISR S iz, T2k
MBEZE L BRIRE ORI ZEMR & b DL D Wb N7z, CRP & ESRGEMISIZENETH b, MBI - BERA T S 22 7%
B3 h oz, MBMEEBOBMMNEEEL LTAF LT L F=ya 200 A %2479 baERIESEZ <. MRIT
FUEAL UZze BRI B O O 720 /LR O 3 3 Wil Bl o X 0 B & S0t L 72 B CILI B 2t -
7RI & & DT, B I CDS B EMIRa AL, MIBIARIC CD20 IR BERL 0 1) » XERIZEASH D, V) v %
BRI 902 X BAIERRZ & HIRr Sz MRS IR B 2 58 9 Fr i e 2o 720 IMARBUIAR %2 I 729 IR AR O i S 1 A
FHEMTH o720 LLEASPACNS E %2, IVIG. IVCYAT) bEIIRE %Y, MRIFIROE L2, VY F I <7
ST L2 RIEZ LEIEE 2oz BIRICAN—F v MEZEEIERIZIIN T TIZR L, BERIL6D EAD
Zdrol2hS, HLAB51 & A26% A LT\ 2o 4 7 ) F 72BN E 2 AWM, EiREIEIR BIRD V)
LD, MMRIF R OB S N72AS, FikEEIIRae L Twb, [Z8] PiHRR SE R B OEN & L
TPACNSH 5 Z L /MR < FED SHICE S LEND L, REFIO L HIZ7VvaanFaq FEPIEICHEST
TAH5ZLLHY, BAELBWE BIEREOLESEEZRFTTL2LENH L, Ll VvaarFa  FBIXUIVCY L
M DOEHENTEI L TUIAEL S 720 13 < SRBROMBAPLETH %,

G AIDOKEEICZE >z Cogan EEIEEED 1 0L 2 H
OFRlE 854", KHES BT, A& B, S K5, Wk i AN =S — 52£,
07-5 =B BERF. BEE. 55 52 BHE 50 ES P!

RREN\EREEREYY— B - UONYTFRBRFR . RREVN\EREEREY— HERMWERS
RREM/N\EREERTEY— RR°

—hEE

[1IZ U@12] CoganfiEfEdE (CS) &, Wil R PEMIR IR 5 E 9 gk & v o ZZIRGEIR & SRS SRIC X 2 i Il s
2R E T HOCRERME R TH D —BINHVERIIEROOEA BT 7225, B FPRIEARTH ) RIEICES
Babd b

GEBI] 10208, IRERFEI. 2200, %9, . 500X 2 EFRITZZ Lz, 22 7Hh Hunc LitlUER O 729 2R
Baez L. WHEREKEOBMCATOA FEIRDEEE o720 BIRFIEICAE G, UGB WEAR D) R L2, 42
ARNCABEREZ B3 L. HRRCHRRMIEIEE B Sz, A7uAf FNIREZ 1,2 HBT ) bEed. SEHNR
T a4 RS EARAT 5 72 05E R FIREA it Lze T E MRH2A S S0 & MBI, BEHMIIYE 2%
Z U7z BRI CIIm MR ERFE N & AN RS 3 2 BT AR S N7z, MRS & MR CIIFE T RE B IERO %
o lze EHZEECMMR L) BRE RO, ALV EAENKTZHELTBY ., BEURE IS EEED
AT 2RO (AT —NVT 7 b, £45dB). BHEBCT THAMIERE IELE 32D, WH R MR CAHEEM I &
RIEE DR H ) . W OB LR LAVRIRB I N7, LX) CSEBWI L7z, OB M & PET-CT A
TEREFRIIED L5720 ATHEA FSVA, FLF=vBay, A 7VF <7, AMMLFY— b 2BHIBL
EZA, BREIBERITHI L7z FINEHERNATE LA IER £ CHETE 2, AR REE 3R L 72,
[£%£2] CSIF FAU/NEBINCTE L. NEMOFIEEROHIMEIZ 12/ TH 5 BEEREN S A/ 0 SR E S IE
BlE DT H30% Ty JREE/ FrfIPEJCHE / R E IR BIERNL60% 125 B X5 HEEEROUESHFTE 203N
AR S 1 2 L & IR L2 RO MW CTH . 222 AU OB BN FHEARKNT L 7% 2 W50 H
bo BIEBITHBW L BEOBNPLBEICE 722 EZ S/,

[#55E] CSOTPHITTERBEREICEE L, R L GEIEE CTH D, ZO0ICb ok MZ L HHE - IR L ol
PEDEETH 5,
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MEIBIBEANEN U2 EHMT ) 7YX =T ABEEOF A EAIEHEI
—fEE 1

D14H
08-1 OFuH A8, MMk IE. B 28, —# fLE. B0 2ic. M L, AE8 BEE.
BB —%&. P B, A i, 27 FR. K& B—ED

ERRRE VER

[l

[5] O F AN (DAH) (34841 7~ s —F 2 (SLE) D TN &6ETHS. DAHICH LTAF a4
ooV 2#E: IVMP), Y27 akZ 7 7 3 FEHERSE QVCY) & E2Tb R b8, M S7zEBEEE R L, — KIS
BRI CHIEREE W LB SR TWw 5.

BEF) 118, 562, Bm, THZFFRICUBREZH L2 ERITERBEPLL 7228, BlgCIMEZ 7. #2:
I HCRIEMHEE RN % I8 L, PUPUR, JiSmetik, Hids-DNA PR, IRHIARIGE, FEHRZ 2D 7:
72O SLEDZBWICE - 72, BB AL LCIVMP 2 547 L7z, IVMP3H H (55395 H) (CREBE, S0 T S A%
WL, BB X B LR 5 & RO T2 SR O AT RN BE B X FRO e 2o 72, &4 H O JFHE X #t TR
WO—IRIHEE T BB 2320, BEICHREZ R L7728 2 AMMEIEDA S 72720, DAHEZW L, FH X4t
Z¥ag g (PE) # 3 HiifT L7z, PE 3 H HICIZMFH XMAT Ao sAbh, SHREDQEMR L2, PERTH
IVCY, IVMP 2 7 —VH %47 - 7:%%, DAHOFMAE L O GREOTEALRA SN0, $14%H LV PEX4H
BB LI 272/ — VBT 7 =5V (MMF) 2B L7z 8O PEIC X ) 3 2 I #8 X 8T i oS 434
S, 219 H 2 S MLE A I ERER & o 7o 2298 HICRHEMZ AT L, WERERIT RV — 7 A4 1
LR L7z, IVCY 1248 S & 12&53m¥%S- Lk, DBEMME Z2/#kEi L, A7 04 FZiiHCh 528, H#E
BAME 14ERE L DAH OFRITA ST W W,

[£%2] SLEH#ICEB T 5 PER, M ORIEEARSCIKIEEY 4 M A4 v olKkEHE LTiibh b5, DAHE
FICBIIAPEOIE T Y AFZ L, A HEENRHELH LS. LirL, KEFMD L HIZ, DAHRIESIIH
WL, TV BELIITTA2 28128, RENHREIRERE TOOLXDOEME LTPERAHTHSL LER
bMb. F7:, SLEREDAHIZEFNLEIETH Y, HEHZERL TSI L HUETH 5.

‘ NTSVARTEVYFINTOHBICKDBELUZEZHUTUTY
TREE N (CEH U T MmAR I WROR A R BER D — B

08-2 Ol B[, =1 2K, BP KE'. FEE HEE'. Ml ZHE' Al 80
HE g BN BRE 2R BEC HiF 870 B EXC /JuE K585 KE 0755
FH ZE="
RAEMERERE N\ SREREYY— NER?

[lTUoic] &gty 7= b—7 X (SLE) T, 1 me i/ MRt S35 (TTP) % 4985 % (SLE-TTP). TTP
DEH O ERIZMAEL L (PEX) TH - 7225, T4ETiddivon Willebrand PR TH L5 75 ¥ A~ 7%, HLCD20
PETHB) YV F YT RTX) B HVLN 5,

EB] FEBNZ 14O Br A5 D5 EF&E B4 LU HMUEO LT, MEEEDZD, 200 DIFEH
DHIENRRAN & R o 7ee ) Y 8ERIA, £, M/MGEA . PUiZPuiR 320 £ & BREEARAR AR IMAE 2 & SLE 2558 b U 4t
HINCARBE & o720 M T, PussDNA A & BLSS-ABURRGECTH - 720 MUMELAS22T5 / u L TH - 7272910
AN B VS B 2 AT BRIV — 7 A& S class IINA/C) TH o 700 BAERIE T 4RI 212 225K DR & 5k
FEEATHIL U722 (BB 1 H )o PURAESE CRM IR L 72 05 RGRBE EAEE L, B HOM/MUIZ10H / u LTH I,
MO HEST D FBD M BENR L & % o 720 BABREALD © OFFENME I 2 52, B A LA C 1L 2 PEX % B4A
L7ze A70A4 F2OVAEE, N FaddruadrbIaryas /) —VERDBG L. PEXBGEIE. MmRENL
BIMLERNZZ EDED Lo EOWANSH TV A T2 Lz, #H. ADAMTSI3 G0 WAL A
HIW LU TTP L Mgl L7zo PEXBEBIRIZH 75 ¥ X< 7 FICRBEMiREZ B L7205, f Yk Ey—DF
EDSEE L7z I8 H X W RTX ZEML72E AL ¥y —DLF & ADAMTSISHD FARE SR, HTF
VAT I TE, D 1EORRTTTP OFR % 80 T\,

[#75] SLE-TTPIZx LT, PEX. # 75 Y A 7 ERTX Z#lAEhE, HBEiER BB TEIIERN 2R L 72,
SLE M R MO 2 089 A I TTP O A5 S L PEETH S, $72, TTPOHEFEIZIE, #T7F7T X
Y7 RRTX %2 EOVER MO 5 KRR E 2 AR b7 mFE 2 B R 7)) TEPEETH 5,
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‘ UYFINTHONU AN TCEE U0 bOVEVHFERMEES
THREE T TY ST RO

08-3 ORXIS B JDRF ZF8#° 0T 3T 7 Hic®, g e Bl 55R
ZUR=r4
HRIRICCOEREYY— BRREN . #5)IRICCOEREYY— BRERA
IEBAFEFE PR

Hat]l XY a<7 BLM) WhNEOEHGHTY 7= b—F A (cSLE) 12k L THRIME L ZEMHHRE SN TV 5ED5,
20194E D HARIETH V. cSLEIZH T HHEHMEIIRZL v, S0, VY F T RTX)25BLMIZZEHE L7
Lupus anticoagulant hypoprothrombinemia syndrome(LAHPS) % & #f L 72 SLE O 6l % #bi L 72 720 #5395,
BEBI] 15208 (BLMEARE) . X-84E2 H. IO S I - SRBEASHIL LMBe 2 235 L. DRSS, /M4, 1
PR AR, PUBPUA - SUDNAPUARRPE, A RILIE, £ % 720, SLE & W S B~ S/ze APTT
R (>2208), #t7u hu v e sk BLPTHUR) Btk (200U0/mL). #tY Y FREDuUAE - LACB . BAMTIXISN
SGHTIVGA) TH ol ATOAL KOV AREE, Y27+ A7 7 3 FEHESE (HLE63—R) 247w, 7L F
=vuy (PSL) &Ia7=x/—VEEET7 F )V (MMF) OARZ T 72, FDk. MMF#5 T CTPSL4mg ¥ Ciliiik
TE TV, X611 HEZUEICERE2SHB L, APTTHIEE & HLPT HuEHE LA (1940U/mL) 278, 12 H 1
RTX#EA L, D465 BEICRTX 2 KEHG Lz X-24E3 AP PTHiARIZ64U/mL G L, IR
<. APTTIEH,. Plds-DNAPUEBEYTH 72720, X-14E4HICPSLZHR T LMMF 2#k# L7z Lo L. X4E
1-3 HEMMF @ 2.3 % 28812 APTT i 15, HUdsDNA PR OIS, Wi 0BT 2 R 72720, XETHIC
BLM %3 A L7z BLM A% X (10mg/kg). 1527 o TH 5 200mg % 3 1 Bl TSt & L7z BLMEA
. PSLZFBT 5 2 L 7% {, PudsDNA P & wiARANEE =L 2 IEH L LSLEDAIO M Ch ) 220 EFH G 7 il
L T2, [#i#k] LAHPS % &0 L 72 ¢SLE O B R & L CBLM 3 AR ORI TE WL H 5.

‘ U VEBTINERE ZSH U, EatMmIEEOL28MHT T
—REE | N —FZ(CBIFDEEERICDODNT

OFH AEF'. IUEMF'. S Fa'. S8 K. SE T G Zthe
BRE R, gk AaE. R JIMECA
BYUPUFERASRRE UONT - BRE - 7 LILE—E
DYUPVFERAY MENESRR UOYT - BRAR

[T oic] 31 Y IREPREREEEAPS) I3 &8HT Y 7~ b —F 2 SLE)IC LI LIEEIT 5, I—a v/ w3+
%2 (EULAR)IZ 2019412 APS OE BIHEIE LA 56K L. BEREOBIER APS (CAPS)ICBWTY v F ¥ <7 RTX)#
HOEBRICE R LTz GHFK A&, APSIC X 2 Ml LB IR ZEARE % & PF L 72 SLEJE B 2 #2587 L 7O T T %,
GEFI] 205 &P ABE25 Aii2 S ZBERAH ). 2HENCADOEE X HE L7ze ABEHT HHTEE Tl o
AU BRI 28 2 455 S L MR s e, APTT UBADILEZ#D 72, SWBE TR EhTnws 2
EM D CAPS b IL, EFRA. PRI S. ~%) UMb, AF V7L F=va v O A3 (MPT) o L, s
W LB RYED D B 720, BHMBRICHERE L. V—FATYFa7 s 5> Mgtk Bih vy +1) € v IgGhutk
B L O B 2GP1-1gGHitkid Z 2 ik o triple positivity FEBITdH - 720 2 Be Tl H oo Ha s 0By E R B
FEDBWI T, GRESFIRMARE LM ISR MAE 7 52037, ~8) bR kB L 720 F 72, %k, H Ot
PEEIN, H ORI IMGRAME (ATP), HIARIAE,. $Tds-DNA IgG =400 TU/ml % i85, APSAPESLE & i L
7o M/MRIEAIE MPT %125 #AT LEEE TH - 720 BMEAFEICIEIRTX, 3372/ —VBET = F V2w,
MERRE E 13035 U 7e IRBHBAE XA ST, APSICH L TIZT—7 7)) Y E{HET A ) Y offh & LigbuE kb
L7z

[ 52] AHEFNZ M ERRE 525 %8 O SLE 2 APS 254 BF L 22 4R ABIC. £ H CHURSE i T - 726
SLE D4 FZ 3515 5 EULAR OH3% (20234 ) TIXEEATEATPICBWTRTX AV 70K 2 77 I FX DS
TWho KIEBIZCAPS DZMICIZES o725 DD, 20194ED APSEFIO EULARHERE S %12, RTX % Ei
BADEHERIEE U GRINL 72, ZOBEBEEPTUCOWTRET L 72,
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‘ COVID19DUFVICKDBHRLYYF IR IICTERUICHIMDAS
—RER L R IE R E R

09-1 OR% BF. FH ¥ S #h. A E. SH ZRF. 08 £a. B8 23,
XHE G, HFE kE. R m—
ERIR T FhORT

(5] BN RO 2 WHIMDASHURR AT AEER E 7 25 (JDM) 13 A 784 FOH5-WIH & 5 < hRsfE
FH D BIF A5 2 WA, TICIE PR Z 4 ) & LIEHRICEERS T 2 M D AT %,

AR N PR & 4 D R 3 PUMDASPUARREE IDM IS LY v ¥ o< 7 (RTX) EHICTEMR L 22ER % #5535,
GEBI] 175 e T4ERNCIIE. 1AERICHKIB RIS, 4FERICA ¥ 7V U HFICRB LEm A5 H FFfs. i
MDASHUAD L5 & & HIZ]DMOBRERD 2720, FIEFHHWDOCOVID-197 7 F » M L7225 4HE O
BB ICHOPIMDASHUAD L5 & & HICHRZ R0 72, RTXEHZE A, COVID-19ICHB L, mEE L
WIEEEIRZ R L7z & 2ADZEDOHROIFMDASHUADZHARMINZZED T, FREZNM T 2 Z L3 TETWh,

[ 23] HUMDAS BUARBG VLR 8 75 2 1 B PR A & 0 2B T3 2 P EMER & & B VIE TR % B3 LB, 28 BIFE
W BIF R PHeaT A8, BUHEMICHITET 280 KL FPRIIKNARREDO 300R L2977V — 7125
o5, IDMICH LTHMBERY 77V —7OHFE T & T o213 R wAs, REFMIXEIRIT 2513 =%H
HoOZ V=T8T %o —J)iTCOVID-197 7 F 212 & 2 HUMDAS HUIRBE TR 8 15 95 %2 DM DIEFI G AR S
% £ 912, mRNA COVID-197 7 F ¥R 4 v AEGIFHE S, BERMBLOEEALIC L D B RO FAE R Bk
EOBHEAVRIEESN TV, KEFTHA VIV UFICFHFEINTREZ KL, COVID-197 7 F > ORI RS2
ENFERER DB L, COVID-19EIYEIL L A FHBRIEREN0) Y F v T #EA LK, COVID-197 7 F >~
X B PRI RIZRD T, v A NV RAEZ BT 5 H COVID-19BBIC X 2B L WaEEERZ K L225, IEERICHE
MReBdhhro7z2 b L), RTXOEMEI/RE SN2,

[#5w] TMDAS Buikksth JDM OB E FE 5 AE B % fEER L 720 BEAFEA DB X OHEFFIC RTX WD) L 72,

SHAEF R MBRRIRICHT S SARS-CoV-2BRA{ LD I F ik
—HRE  (DE/Es
09-2 OM tht . B Bil° &7 Bt BR KR FRE 5 R BT
= I RN
RRMFAT ZERNE - AEMSEEFBE . RREFAT RERERBFZDEH
RRMFARY LERRMRTHES

[T CDIZ] o TEEERIERE R (SJIA) IZEREEOREZ TR E T LHRAET, BYYEZ kL LRIESRH
PRSBH 5N A, SARS-CoV-2 JEILRE DIRATUIRE, BT 7 F VM2 28R E L7 A Y &7 ~ F M B O FSRE R Pk
OMEDA SN LA, NRBIZBIT B MG DR,

[J5i] 202044 H A5 20234E 3 IS Y P2 5235 L7z sJTA B 29610 9 B, SARS-CoV-2 [RYLEE & 7 7 F ¥ H iR A
ERTEZI9PNCELC, BHEE B CHE Lz, B2 w 7 F VERE% 20 A DIPIERDIEIE L,
BOBMPEEPUEEL o 72GEEIIE T IR E ERL 72

(RER] 1961 (B2tt 90 10) h, BYBNI OB, 727 F Y HAEFNII 106 TH > 72, BRI IFIE, 165 TRERYEICSIIA
Z5HE, 3P CTREYARN TR S N7z, YR HE T 723 FR L 72401 BT, BYWFIZT 7 F VIR TH -
7o BPARICEE L2160, BRI HIRICHAI L, KENIBIL, ~ 27 a7 7 — VEMLERER (MAS) # A8 L
7o, BEALRICHER L 23600, 1A M FLFE—F (MTX), #7092, FLF=vary (PSL), #F+F 3~
7 (CAN) 25T, {FEHEOBMRIIRA L TV LIREBTORETH 7. PSLEiE L7z 2 A RITE
L, EELRAIERXASN o7 o260, HEPSL, CANZZNENHL SNERLHERFL T HIRET
DREGTH > 72205, MASEEPEL7z. 77 F YEMBI1060FH, 1610 ATEREEKZOT, MED A S/z05, PSL,
JAK Bl EH o Tl#E L7z, oI Tid, 727 F VERIE) AEFRIIAS N Lo 72,

[Z£2] /N o < F PR BIZ BT 5 SARS-CoV-2 BSiE O B R FOE 13 /N R & W55 C, etk o113 15-30% F2
JELHE SN T WD, RRETTIES]IA D 44% TREGBRICTIE T 7213 H IRV A S NUMASAEIFIN L W & 005, sJIA
BT IEENDE L Z 2 Sz, BT T 7 F Y HBENEMNED, sJIABZRTIT 7 F v 2 R4aC
BT & RNk DVRIE ST
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‘ DN TFMHERBD/NE - HEFEMAICDIFSHCOVID-19 DEIEE & RS
R e DIREREEMRORE

09-3 Ollls ¥ ', S HF'. S/ IHE' JIIEXE' BN TE'. JTK BE"
FHAHETF. S Fa'. BE ZF'. MAEF FZAL M COCA FHER

EVYUPUFEMKE UONT - BRRE - 7UILF-RR ZEXE NERA
RERAIZEAZE N\ERAZREEZEGMSER IS/ - BEREERZFE®

[H19] COVID-19 IR L 7z/NBH - HERAM DY 7 < F B EE O COVID-19EAELE & V) v~ F WA O
WZOWTHRET %,

[7713:] 2020 4E1 H 725 2024 4F 5 HIC MRV - BATIIZ R 2235 L7239 L T O BEH 5, COVID-19 & j&Yef% 34
AR OFFRE BB Lo B2 7V s BRI L o+ 3 7 0o JRINCHB L, BET R (ERE, BRGERo
PSL &, se il 38, AW 2pny ), COVID-197 7 F Y Hflim %) & COVID-19EIERE . $L7 4 WV AEDH M, Long
COVID, JEGetht O BB O FRO A M (Mild: — BV OSEIRBS ) Moderate:PSLE & % W% & 95 FEIR, Severe: PSLBY
& SUEPIHISE AR A A E R A W 2 B L T AT 2 INEL 72,

[#5] COVID-194EBIIZ 2961 T, ek 2241, 4E#rhYefii 16 (IQR 13-19) 7%, SLE9fI, JIA7#1, JDM3 %I (JiMDASHT
PRBPE VRN B 2 60) |, MR JE 260, B CIEMIRE 26, ZDM6 B TH > 720 Pl A W AP 2460 (L A
FIANNB), V< FLIVEL/Y FFELSHE, EVXESELTH, Y LIVE V2K, HiARDE1B)) CTHifT
SN2, HAEAL L72ER B & O Long COVID I3 o720 —HTI VXY T AV 7)VF VT, 7)Y T %
ER O 3BT, R TR BT AV ZAE0BH Sz, Bk O B BTTRIE 26 (Moderate 1 #1, Severe
1%1) (6.8%) TdH -7z

[#£%22] W A COVID-19FHFEALITIE, V) 7~ FPEp i, PSL&E IGRINA 721 Tk AR Z Do SEaEp B 3 BR T
%o UEEO/NBIIE X OEHERANO ) 7~ F R BEZ T, EELIZERD SNk d o7z, EERORIS, 77 F
VEREORAT, ERR & EBENEICS CTRIME L7290y 4 )V ASEROBEIZ O W T OB 2 BEICEAM L,
BELZZEL—EORMERDH > 7-DOTlE R EEz b,

‘ LRHIBITDINRY O FIEEEDBEFRBIIDRRIERA I ——27
—HRE | B KONEINTD U T ERIC DV TORRE

09-4 O E AL 57 K. ™ B3 80 =K. T &R—B8. KE Bl 56 =.
8T Ji. /AR —EB
KKRILIRERTEZ> 5 —

] /NBD ) &= F PR B TR £ % B RGP R e O FE b, TRYIE 2P ) LA B O TR AT
BEEIND, [/NEOIEIEBRME X CRIEARIRBIZB T 2 PR 4 F T4 >~ 2014] Tid. REHIGHIFIBIGARIC I
KBOREBIERLT 7 F VEOMERR. PUMERES IR S Nz 720 SRIEIHITISBI 247 7 F » ORI ERIEE
STH Y, KRB, REDFFTR Y BRI Y 7 F CE 2 ZE TR & L SNl ShfFc s, L5
B BEYHEA 7 ) —= v 7 L PREROFEREE MG Uz [HiE] 2014455 20244 £ TORMICZZ L72) o<
FUHREEZFIOH D) B, YECRITB LA T O A B, REIHEE. b L 3428550 % Blgs L 723841 (JDM2
B, JIA29%0, SLE7#1) (22> &, K¥E - §iB - A IgGHUfAl (ETA) LiEHEIRI BT 7 F v B4 4% &
T AT 0 HHFTHEIIHET L7z B3] ASEHiAdmiig 316 cllE. 9 5 11 B2 &G fbr i DL T (ETA fif < 4.0)
ThY . SENTREHNEBINT 7 F Y EME 1T 5 720 FURRME R D% 3K BEEGA TH o 720 PURMEME D &
BOH)BH2PNE, BECKIET 7 F ¥ & 2MEM L Tz, B - B IOV TR, iR R 724 TORER TRkl o
MR 7 7 F ¥ 2 L Cn7zds, PUkRA 27 ) —= v 7Fdfibn sz 216, 76 CHURMINI R L NV EUF Th -
2o 9 H6BIT, HIBEBMAETNIBMBEZ 1T o720 K& - MR 7 F ¥ & 312, PURBEEIC S B D S 38R A
TN o 7HERIX7THIT. Z0 ) 5 3BNITENESLE 7 & MR B O BEBDMER SNTHER TH - 720 [E£] K
BIXWMRYT 7 F ¥ ®primary 7 \» L secondary failure & % 2 5L L IEFIDIA HNTzo HEo Ty IERHIZED L <X
AW AT AR E S N B FERI T PRI QG IIZE D 697, AT A TRIE & JR0E OPUAMM S Il L.
PG AL L OV DT O5E 1 IE T RE 2 BR 0 WG BRIARN BN 2179 S EAEFE LwEeE X b/,
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%
%
i

ENREREE MRROHAZRZEICE2M UTCBRIE S HIER,
—BEE 3

=
T—J U VIERED 10w 2HAl

RIREE O B2l $EF 45, Hrh i, R AR, INE B, A2 B Vb fesee,
foE e, LA 22, thF RE2, BM HES. &% Fh
FEMIDEERRE NER. TERZEFENERRE R

[F6 5] T5e 2 580k & %5 (Relapsing polychondritis : RP) IZEH 4>, 5, MEHEAE G 2 &4 U 5 TR5s Mot 47 1%:
OWEREFHME TS, DNRICIIMm 2 HOREEIRETH 5,

BEBI] 108 £ Al THRBHR ST 2 HEAEEO T ¥y — F2BEENRGED TWiz, B, Bkl oH
IR EBEOWELZ M X ) AL Tz, BOREREOREREZ L, A8 HRl2 & H T HENE & F8 22513
L7z €O, MENOEED BOMERI I, BNRE ROZH CUBABEL o7z, B0, BEikET SFIChUE
WG 2179 VIERWE R B ON L h o /oo HSERER CTMAZ T L7722 24, WHloBFEAkE DA H IRk
T O ARk 0 B I <2 7 s B H O BRIE RS 25 b OJEIR 2 58, RP &R L7z IREIZETI I 4 74 O
MdHolze 7L F=vnm v 05mg/kg/day DWIRZ IR L7z 8 25, B0 RE LAEIROUGED S S 7z, 1gG 2087
mg/dL. PP 128015 (speckled). $LSS-A/RoPifk706 IU/mL. $iSS-B/Ladifk =320 IU/mL. $iDNA Pifk -
PURNPHURREY:, HifAIER. V) v 3Bk % L, HEARCTEERMAOSEDY YR BRiZHERD Y = —7 L
VHEGERE (SS) EMEEBWI L7z 3372/ —VBE7 2 FVONRERG L, TR RBL TV 5, [E8] RPO
BHIZEIINETH ). DAEORANEE TIIFED S ZWEE £ TH3E L S, AEFITIEZ SICRBIBE 2%
L ENB, RPOHKEE CTIERERZDI-OREVREZELHH H Y. RP &5t 725 A IR S g O
iAEETHDLEEZ SN, 720 RPOKL/SOER T HEfuEtifiz 5083 2 & s, A TIRFFIZSS
W% L OWEDD 5o AEF TRIEEO HATEROWIE & CT CHEIHO G 2 @147 2 72 2 & T, BZ WG
WD RE L 72 o 720 [K53E] HAEROIEZ 20 554, RPRSSOMEZ D, ZOEHREDFHZ1T 5 LELNDH S,

DRDFHZE UTeRIEY DN FRDEFHB

OFBE ', &% E. &7 Eth. oM Pt BR HE. AAEHT
0102 (AR RN AN AN 2~
RRBZERE NER EUERERMEEYY—wit ERRGEEY5—°

—hEE

2V = F# (ARF: acute rheumatic fever) (&, A#E AP ESHERR (GAS) &G 2-4:8 %12 M35 2 IRfbIRME %
IEEMERECTH 5o FEBREBITIM A, B K% 60-80%. [~ % 50%-80% 12 & PET 50 FRISLRIIEMTHRERET
5720, RUOZW, WEPEETH L, BETIHAOALTIEIRE L2 ARFO—BI 25 L727-0#HET %,
JEBNZ 16 Fo URHEN D6 AR S 117 AL EFES 2 Wi 22 5684055 0 . AHIEE A B I LR %
ZH Lo ZZ LEMANC LR AT RO K EEZ 007 2 E03H o 120 BB TOLMET ORI 2R < HIEFEH
M5 17 ABOOEEBERRE TR Z2HBM I e r o 72,

VP2 B IF S SR RIRE Mo 720 DREBFIT A el pl & 9 2 PGS 2 TR L 720 AR IR R 332D 7%
o720 FRik118 mm/h. CRP 6.05 mg/dL & e FUS D ITHE % 58720 BNPIZ130.8 pg/mL & L5 LTz, M -
MHBEEE FR I B2 > 720 OB S PRAT CHE ORI T & P55 B O REIIR I8 % 7D 720 LN & 22 i
RO, KENRF - MIEF L S ICHRROMEE RO/ MFRRLIEYHEZ BRI L. LA ML 7 M) V¥ Odifk (858
IU/mL) OFEfE & 125538.0EM O PR BRIEEA WA 6. BE] Jones JH#EIZIE DX ARF &3 L7, L F=vor
L7V ED) ERIRHER P ISR L KAESS b B L7z FURSE, 70 IF 7 v vy 2RV R L.
ARFFHHETH OO TEXF T2 VITEE Lz, WGHEFM 3 A ITIZMGIE 0T & RERASRITEE S 20, BEO
BEEMANOTHE 2 M8 L H BB L7

ARF 3 ARF TR 5- 10 PIFLEE & i e e CTdd 5 A%, A THAR A7 7 NASFBUEIE Ly 8927577 AASE LG PHE
Lo THETLHEIEEDOFHVIEETH 5. GASORH & R OPH I 512X ) ARFO TR WHETH 5. AE
Blo X ) I E RS 2w, REENERE LT 2 ORMZHIENEETH 5. ANHEAZHOBIE ARF b &H
2, HELZENZT)RNETH L.
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NE MG REDEEERREREEFMFHEE UCOERADILTOTIF
—fERE Y =y::lks

ORE 2¥. LLg #7. FF hEF. 248 KL, T #F. JToK BE. s Fia.
JIKEAZ AL 7 HEST
BYUPUFERAE UDRF - BRE - P LILE—pR

[IZ U] RIEHERBOREBEHEE=4 ) ¥ 7 OMMIEED 1> TH M H )V 7a 5 7 F » (fecal calprotectin;
DFFC) &, BEORIELZRINAFI—=A—ThY, lifiTH 5 LA 5 R HR T E N R E= S
VUL LTHMEHEN TV, BRGICER L TWAIRET, Mo ESIER Th B I2HBbH 5T FCDAD
btz R L, WA IS CIEIT SRR S N7HEBNIC O W THE T 5.

GEBI 1] 10728 . 8kl Crohn i & i2HF S A1, 5-ASA #H) & FBMFERs 22 TR b T - 72, F TAERT A
LIYTHNTOT 7 F v 2H170~1630 mg/kg & BH THER L T 7228, CRP 1% B A ¢ PCDALIZ 0 2, I8
PR AR C b BEIE R S O BRI O o Fo WIS Z 1T L72 & 25, BIE A ICEBEIEEDS, HEER
RIS I8 - VD ANRD B,

GiEfe) 2] 137853 . 8 el R M TN 48, A BVERLBE, BESITIR (N 2 45 T REERE 2 320 7. MEBHALE N BLE A B X
O HEEHBOMBEAORR CIRIFFRN L RENTROATH 72 JBEN—F v MEEZBIL, arveF 7L R
=Vu T LRSS CTh o729 ARNCZ Y 7 ANV T T 7 F 2 223850 mg/kg IZFEH L TH Y, 20
45 ABROFHRAETD 2 512 LA LTz, CRPIZIFIZM @ BB AR THALZHEIRIE R 7 hr o 72 WS % 1T
L72& 25, MERETIS/NEED, hHAT o 72 TR VARSI TR L D/ T 75 - U6 A, BIGIC LSRR
LI, WEDRIED B Crohn i & ik L7z,

[(Z5] WHERE, FFINETIHREROBIN 2 S S BE OFEITHHE L. £ 0720 KRB AR A % #BIIY 722 FaEE
&L CHRBIEIIMEZ BATIZEHET L T 228, FCEEASHHRT B REGIZ OV TIE, MmoBERT A% < & b, BB
BEDJIEDHE T L T A WHEMED D % 720 NHEERAE 2 BIIYICIT O RETH 5. LN ELZZ A2 MmET 5.

RO\ RS RO B M DRE S S RN N RSN
= RPN

011-1 HOCRECAUEANE G:F =
TomiE) REREOR | AURMIASERSE ) REEEE-

XTI

ANBINIRRESEL L DICHOCEHZEDO LN TH . KEE, EHER, PREIEHET L2 ENET L, K
WIED HZ BB oGRS, BO. BERESZIRBICHRTREFEREAS 2L NREEOEREE DL
WZORTFTAHZIETHAH,
T

tEEHERA S, ARTHEERH SO % 5 TIIEBE N O/NFE 9541, 574K, 2 Db 3TIRIEIT T
TRMFAL 720 FARIEIQRI— FICXBHEM 7 + — 2 TERML 72, MEHEHFOREICX VRO EL 5/, B
WHHE: (WBER. LERE). BEROREE - BEICET 2. BERONEEE L OBb Y OfkE, 24
BORLREE, BEOE &) PUADRE, BRETH- 72,
K - Bt

1907 B 1% L 561 %4 (29.4%) OAERAIEITH - 720 WIIE—MZ B 3234 (58%). #=iELGH 2374 (42%) TH V) .
ZOHRTIRERRO/NBEE Z YRR D 5 R 13744 (13%) TH - 720 HERICEHT 2 HEOMVICH Lans %
WO RIEDRERD D B 218%4 (39%) B - 72205, D H 54804 (86%) DHIEEALOAL R 2 L IIERTH - 720 BIE
WWO/NBBEZHY T HER BEHICOWTHNRS L0 BV TIE, 4514 (80%) 2V/NERHEEIZHR/R 201 < & %
U720 #EAERG HE 2 HLRE TR ERIMEAT 849844 (89%) 2 b % <. LEMBIR L TIZLWIEHIE, NEEEE &
DWW Y FHA541 % (96%) . /NEEHEDIRAI323% (58%) Tholzo TR EENL D, X kI P WAOBE, P
DOFRIFENDOEIE ZH Y 72w EBRED o720 HEET LD OWAT 7 E2 BT E LR L. SERITEE L Ty 520
BORRNED 5720 /NREHE - Rk L AR, ZORB 0GR Z IR LRI T 2 LEMERH 5 2 LAVRIE S Tz,

2=
GAERE]

AeiEEN O/ - - S FHEARBESOL T R E Lok R, BEIRONEEE b2 03 5B R
44 THo Tz BRRIZ, REFHIZOWTHANNEERE - KR, AREM X D ER2E20VEERZ TV,
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5P - RESEMEENRICOITD/NEY ONFIHRR=H I OFFE
TRER DEEBELEDEREEE

011-2 ROk =s
I THUAN ERREIRREE RRE\BHREEETY— FHESD

I. B MFECHM - FREFMEMEEIR (DT HE#EIR) 2R 5881, PR BRI L2 FoTwns, i
FHEIEZREBANZ 5 L FAFISOFOTEDLFE L, BITHARIELT 2B TH S, €070, EFEDOSE
BAMKRL 2R EANRTH Y, FEDOAVZHET L L THEHELERTH L LEE X o

ARIF7ETIE MR 7~ F R EIZ 2R EICEIR L. B E R T 2 b oA 0 FE % B S H
WL, FEEBROREEGLIZEEZHME L,

0.4 ANBHSED) v~ FHEEEA L. HlVRZFH L7-h B EOBEIS A 2RI, Filfidsk L ) B&
WS- 7RG ISR 5 SRR A £ BB Iz a8 L7z,

. WEAEE FREZOMEFEERHSOKEERT.

V. &R 28 RFRERIS. BV IRV AV MIEEDSL, ERNICTEITL2020 7 =<5 s, 60
H7 T — PEROFRE R IIERZZBNICIRZ 2] [AGLWROH Y a2 E2 5] [AREEZHELUT, WATH A
HortmEE)] RAOFEBREMESDLRITIUEVIT 2 WIRIITEBT 2] RAOFRLHRICH 2R, HA
ThHhLHDZROL] R EEDICHSO L AEEL] L 16O THFTY —DAERENz, o2 ehs, AR
Vo FHRBEEET AR, BAORROENEZZBINICHZ . HEFRAF V2B L. ML 2IRHEICH
DEVEDITTVLIENHLNE Rolze TNETORERE AL, WEANOBMAKRLZEEL 225, VT <%
VAV MROEED, BRIATE L Tz,

FEMZ, V=YX WP R-—PE LT, TELOHOLHECCHOEEE BEEE R E2RA, T2
HEEZ DB Z SN D X HICTFRT 5 EEMDIIRIE I N2,

V. LAY o~ FHREZ AT L2EBEOREEEPL 207 =<2 6D A7 T) —, 160OF T H 7T =
HR s 7z,
2. FB#EMIE, AR FWIRERET AT FEICY =Y v U R— b & L THERIICED Y, WEER WD S o H
BWHERBLFTNRBENZFT LI LRDLNS,

W CHBIFDNEY DN FHREBOBITRIERDER-E

Ol foF. BH 55, BR E. fH &5, il /&—
011-3 B r Rt S iataes i

—hEE

o] 20144 IS HAV/RNERM =S L) [VNERISSER B2 A3 2 BEOBTHIERICET 255 8K SN, 104
ASHEM L7z

(B - HE] o/NEI Y o< FHRBOBITHIRZREL, BT 2UIT2HRTICOWTHL 2T 5. ek
XD BTG Lze 20234E4 H ~20244E4 A2, WERKFRBNB Y o < F - BEWIRICZZ LZBZITD
WTRRES L 726

[R5 R EBIOREIZ0 AT, BHENFRIZEEET) 7~ =72 (SLE) 17 A, HEMIFFERE % JIA) 43N, #
VRS (JDM) 7TA, EFMEY = — 7 L AEBERE (SS) 6 A, X—=F v MFE2A, ZOMISATH -7,
ERTPYLEIZ, SLEE 213200 H, JIAIZ145& 114 H, JDMIZ165%85 H, SSik17m3»H Th -7z LA L, 20
U ED 5 5 EE1ESLE 29%, JIA 29% . JDM 14%, EZEMEY = — 27 L VHEmEE17% Tdh - 720

BITZ W T M, ORBDARE O - sEICX 28 QOMEROFEOEIL @BRBEZELICH LTS
DFERD MBI & Th o720 FFICSLERJIAICBWTIE, WHAREROMHDBIT 2T 2 KK TH - 720
DHAREZ ZaTb L7728 2AH, BITD RS THETH BIEBTHWELNZRLTE ). AR OHEREHIHRNZ &
Bbhh oz,

[(Z5] BATINE Rk Z EOMARAETHTOZNF L L, BEOLHNERIREIGEET 2H505% v, F— 4
B UNERE, AR DEIHRE— M) 12X 5T, MADBFHICE - TEY 2RI ITHERZ EERT LT
VAV AREENERT L EEZ S,
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‘ SEIEEES JOMEIEICKDIREY FRe 7SV ADE L ZR 15
TRER IR FEIERIETRD 1

I 0S4l 25 LB =75, AT =T, KM BT A £5° BEE EETC
i &

RREMKZRE TR - BERR. RRERKSRE FEAI5.
RREMAZRE BatEs - Err5—°

EE] DR o< FHEBROA, BEOT FeT7 I v AMEDOIZZ/NSTATFTAANVAY v 7I2L5HELIE
WICHEETH D, DEF] 95 M. 6RRFICTRE X O B O A & 80, KEORE, BRI AE R
RIEJc & B JEA T B4 FYEPIRIESR (NSAIDs), A b b L 33— b (MTX) This % BifG LIERO W 2 72, Tk
REL ) MTXIC X 20N EZEDZ &2 ZBICMBIAFHEH 2 BN TMTX AR HIE L7z, 512, R ED
R D B 2 BB OKRTIR G TNSAIDs b NIRRT E WV H A 2 720 TIEOBHi£AEL L MTX % 4 7 1) A A (Tac)
280 B 2 AERIT— HEGE L7225 1 BRI OB CNIR S IE S, BEBEiR < 2 ) RITHEEEE 20,
WRANABE L7720 NSAIDs - TacWIRZHH L, 75V 2 7#H 520 L7z AR TOMNEMEC X b B3t
FAHIN 2 > 720 BPERR. —IEIGITRATAT IS 2 o 72 2B N 22 IR ASe & . Tac OMm, IV ANV 7 7 €Y
DUOBHEITO. T AT RIS AT METEANET L, EIREGE &L B3I X 2 EIRE L2 M) R L7z
RS, MBAHEROEEEI O W CEERR & FEAIG 2 S EE OB L, SERIAE 2 720 3% — it
T5Z L THREOHMILER 572 V=Y vy VT —h— L BEL CTHIESEZ 5 L, AR ENA - 2RI AIRB
JUHOENIZTE D, TRUSNBBEEDIA TS TH o BOEMNIENEEEHIB L, =% 2Vt 7 M TFEZ b
D) AT HIHEHEANER L7z, 58 - WEMRIT - FRREZRY Y ¥ —B LGN EEL GO 77T VA
ZREDR L, IERERRCRIOIR, REBRD: & BOREOBR 2 34 L, SBaH L7z K0 v IR E L o fiH
B2 X2 R L DA L OBBESHEICR D, EROUEFEIECERDWEEL o7z, [FH] F—r—v v
LB BNPERBOKRI- LDy 7 TF ML R LT, RERERLRES ORI 2 E 2 > OMIBOFMEEDOIIED
BT, WEHFRERALPPEICTEE NIATAANVOBINEETH L Z 2RO THEEL,

AT AR S R BRI & DIERIE B U o A B S E M0
—WAE gy

RIERE OEsSTET . AIE B, B B, HAR SHTFC I B o)l 82
MRNNBIUCEDEBETYY— BRAERER. BFR/IRICEDEREZYY— A - BB

] ANBICBEISER 2 & 2RI LIS h 2 NEY) T FHRBICB W I EAR RS % (DT
JIA) REHTH 5. —F. HEHIRBJIA IR BEIFRN 2~ — 7 —27% L BYERZ MO BIER, BEEES & o
ENDPUETH D, Sl PREEIRBIIA L L THEBREZIT-> TW2ds, obICAaNE AR OZKRICE > 72 8%
IRARER L 72720, SCBWE R 22 TS T 50 BEBI] 8 i, 2 SERiCath g B0 F i &2 560 L (ba
Bo0L 2 EMEMEHMREL Tz, X2A 2 HBHERO 2WAFREEHASHI L. ARBEE. ARREEH & T
BRIED I L 727208 R 2 A2 Lz TR BAEIASHENR U, 85 i C R i i & W Bi g i % 52
W22 s, DEEEEJIA S bN72. MMP-3 130 ng/mL. CRP 4.65 mg/dLC., Vw7 ~FHTIEMETH-
oo T7RFEVHRTIILEICZLL, 7L F=V B 210 mg/ HONRZ G L 720 RSB TH - 72
AT DO I TANT T EY D2 L7z, 7L F=V B Y22 mg/H T Tl LA X+5 7124 R
AR L. BEREAIC10 me/ 0 F CHE L7ze ZORIZMAERZ CREBL T2 6 mg/ HETHELZE S
Ay X+8 AR, FHEaE. Wi, R AE AT B U 2 B IR S IS H S TS L
O EIEMAIY T o 720 RMEMLIZIEERZ RO h o 7225, BRI TS 2500, MM B iR 3 &
DU S NTzo BWIRRIMLEBEEE BB Z TV, SV ALV T7 7Y Vv FTasy kL, LY
Oy B IE L7225, SR OB E RO o720 8P A TEMEA L, HHFE T 100 B0 S BEAR Rk
HLTW5, [#EE] JIA L BW S NIERITH > TH, Bl HHNEICAR R H05H 25618, EYEE % &
DTEHNIET, MKREITIRETD 5,
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‘ ISMEEITIHEORBEEE - Bz =2 UTETHERBRMEY DN F e EFAE
—fREE  (PPRD) D24l

0122 O=H flsh. £ foF. FH EE. BR E. & 5—
FIRKEREEZNER BREFEE

W] BB Y v < F RS RIEIEIE (Progressive pseudorheumatoid dysplasia : PPRD) (&, 19824E12#Hiis X
7= Bk 2 5T 2 AT O IESIE R MIIE T Do [ER] 1] 16 M. (FFF) F48 - R, %, (%
FERE) Wi se RMEE N, (BURE) 1562 H RIS/ E A Bk E &3, 172 IR IRBIET 2%, 2 Rt IRE 1 BO S %
BATRE 2RO 720 12 ICTFIE - REEOBTEOMEAT - 05 TURHAY, SERUS, #8H CPvRIZBET, Wkg
bR Loz 14KEOA S5l TIIRBE O 2RO % h - 7225 PIPEIEX, Button-holeZ)E, FR /I
BAHIE % osteopenia, TFARE B OR/MEE GRS, FRRAEIR & BUN ARSI PPRDIC—3 L 72 16K IR
W EBRIEATHEL U ABE, S RG L5 D 780 NSAIDs % Bidh LER IZUGEGIN, Fotk7 5 a~x 728l
PNESUSIEL 3% L7228, B B OFGE CREOHERE B0 72 BEB2] 13 &tk (FiF) FIREE - M. (CEHE)
FERLHIE Lo GHIRIE) 25EREIC TR OMEAZBRM I N0, FBlBIgte sz, 9RED S RN - MRk
ERRD, TOHKEEE, EREEREO MU0, ANER, BEAR 225 L0 HESIICEDS Loz, T
BIFIZIEASHEST L, 00 b HEMIN 2 2 L 72720 YR S iz SRS, FHH CYURIZEY, WAL RO %
Do 720, BERAEIRASPPRDIC—3 L THE Y, NSAIDs % i L 720 [£%2] PPRDIGFREREN 245 4& D LIV AHEST
PRI R EZ B3 28T, 2N EL DR VHBEOS BEHRER FREM O, SMrREE2ETIHE
DEHZWE L TEETH L, FOHEEMEICHES T2 7 FIVHT2 32— F§ 5 WISP3#EIE ORI H L S h
THY, MHFEEL ) T THETFRELZME L TWi, BHFRELTHY IR TEOYMIRIIZLVEDOHEND D,
NSAIDs & Hulh & L7 E B & 3012, Bl oSO A2 ZE LEIGEZ T TWLEDXH b,

RIPEHSITHEROZER S HEI Nz polycyclic sJIA  MAS DES

OFM FhE'. SE AB . 112 RF . O BE . B . 79 S0
0123 I ANRIIIE i TR il
[KEMIILSMERB/NER . [NBMILIL SRR/ 2k

—hEE

ST % 1O IR, 14ES 2 H il HERER B ) 3 fige (NHL) &R OEHE & v ) HREDS S -
7o, EZT T YRERENES TV I aNF a4 K (GC) BEF L.

2EMAENCH 1Bkm A &, ZOBA S4B, 72, WM, W% 3EL, CRPIZ16.08mg/dL ¥ TEH L7
1AM & IR AE $ 0 2D T255 7225, 3HRBICHEREL 7.

Him41.2°C, FEFEEEY) v iR, WHEKZRD-. ABRBRICESE 2RO BEPT L 2972, WBC 4,300/
ul, Hb 122g/dL, Plt 2455 /uL, LDH 354U/L, ALP (IFCCi#%) 114U/L, CRP 298mg/dL, Ferritin 3,337ng/mL,
MMP-3 259ng/ml, NK#iEE 3%, R g,MG/Cr 095mg/g-Cr. FH#iMA CMIRE LG LD, EHMRIT
RIS HIE R OFT L 2 RO T o 72, SHER Y ¥ SEi AR A AT o 72 2Bk 2 FRO T NHL 6 L < Zd o 72, il
IL-18, CXCLY®¥im#z B 7z (£ 121,260pg/mL, 3,732pg/mL ; BULEE R RS/ NERHNC TR EFERE) . Bl
NFEHE Sl (AOSD) @I58 % B2 2 RS ERESETE I 28 (sJTA) LML, <27 a7 7 — JiHMEALRER:
i (MAS) AUFEBWI L7z, SV FUVBTFHFRAY Y U THBEAL, GCT7 +a— L7

TSP AR ORAFMETH LIS EIHTH o 722 £ A5 (87943pg/mL), RO IZE Y — FHsJIATH o7k
HemZWr L7z, L XD polyeyclic sJTIA & # x, SHOFTBRIHI OO M) A TREH L7z, BEE1S5 2 H%IC
B & 1 72 W ASMMP-3 O — @k 5 % i 72 (84.8ng/mL).

fEam e LT, AESTIIBEDOMBEZHTHA A4~ Z25ELpolyeyclic 2B TH B ERT I ENTE .
MIENEZER 2 AT HEHICBOTEEOEBHAMISJIADOFKRE 2V H50T, EEHEISEHT 5.
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‘ YIHaEE UCRRICEYZNRAZEA LU DY b NAFHRMES
TR ESEN AU MR R MERRETR D 1 6

YN O B35 /18 18E). Filih &R, fOEl BEic. jBK Bl Bl BA. fH#E &S,
I &%
SVBNBRBESERA LYY — RE - TULF—EY5— BR - RER

Haw] A b PLEY— 1 MTX) (GETHER Oz, FHRERICHISERE DI SN TE 7z, B v~ F 380
A K4 22024C, BAMIRA AR PRI ME BI R 28 0 SIS HER B G Pt ) 7 = F 38 L TR ORI R A 7 a
A REHEG 21DV ED05MT & TR SNz, AWFEANL. BAAERCHRIA T 025 E1083%5- 3 h
A0%, BIRRENZRA SCE RIS IR ST W v,

GEGI] 11, e XAE3H A S MR % o7z WP, 4758 1SR TP Bl 29A 2 ) 5 1Yk % 52
Z L7z REERIZEFO2OHTTE T, TR O MR RE T, Patient Pain VAS (0-10) 8572572, 5 B,
I BE, F-RAE. WMEBHET, B 2 & e 14 BIET IR BRI %5 % i 720 CRP 2 mg/dL. MMP-3 105 ng/mL. RF
35 U/mL. $CCPHifk 592 U/mL Td o720 TR MR TAR & vh A3 7o 2 O IR #2015 2 (i BtieE) %
BL, BUEETO) A7 BEWEEZ SN, A 7707 2 1200mg/ HE MTX 12 mg/ B2 Bia L. BERIE
IR L 72 A%RA7 Ly WHHERLG 2% 7 7)) A TR FIEE 28N L 7. HHERG 12 H o E T, FREECIEH
fiiZe &6 B TS B R BT 41358459 5 b D@D, Pain VASIZ1 TR T L. TR 30° it & 10° (B2 REIC 7% o
720 CRP 0.8 mg/dL. MMP-3 132 ng/mL & eIl B 2 3 L 72,

[£%2] RF BitE 2 B B 0 % 3 EWARRANC X 2 W2 LB L 35, REWMSEE &4 SEEBED ) 2
ZHEANA ) A7 BEE MTXMEA%27 H 282 CTRIENSEFIL L 2 WA IHBEOAT v 77 v 70D 5T
Who BT T FIZBWTE RSB HEEST L OB S Tw b, STOP-JIARREN T, 347 A LN DL
1 B B AG BN A B BT & 7 o 72,

(58] RIS B E DRV v = b A NIRRTk % B R B AP R B E 2 Cld. WIIE D © 0 A W1 35
DB % BET T R EIEFI D S,

T NUPLY/OV-PR R R (5F O ) ORISR
—WEE (T o I RN M S BN 2 B

OffA #BE. LR KRBT, AE BALT. 5H B, ok 2R
RIEAZmE NER

Tl BIETUES AR URARRE MR BI AT 25 (JTA) Tid. BIral o AR TG BT AE D3 5 72 O IR 950 D 728 QOL

PRECEESINDE LD D, A7 A N (GC) THEH - HEMNHSNDL Z Lhd 5 MNEEFTIERIERO
Bend b,
BEB] IERDO 4RFSEVHEESNIIAOLE, 2 b ML F¥— b (MTX) THEATHTURSMPHIZ M) XRT
(TCZ) 53R T7HY A< 7 (ADA) TR L7z, T 3ERERE, M%. RIS T o ABENFEE AN 72
7209 TADAZR B L7-L 22220 ABICHERBEE O SIED TR L 720 ADA. TCZH#45. ABT#5- %R %
{V MTX +# 70V AR (TAC) TUGEGIN & % - 7225, IR % 200 B: DL FAEIE L 200 U2 & e Wi OfF
BREEOMME S B D25 E TOQOLMERHNITIE L7zo ELIIETI Th o 7B (fL2m45 1 1) 12k LTHR—% —
P, BEINTES O L CQOL 2R Lo EE A T & 72,
FEBIR  2BIIED VM JIA DK, MTX TWo 2 AWE L\ o 72 AZZ 0 T 72 2 B S O Tk % 520
W ERRE RS BL L T 72720 3 8 2 HIEIZ TCZ 2 a3 2 HHIR R 7 LV F—d 7ok, MTX, NSAIDs 7% &
THFE L TW722% 5ihH ADA % BsG Uil U7z. 9IRS RBIEN D BE IR & i AsiD L L 7z BIEI 4SO 72 DI
A3 < HE ARSI A2 & LTV 2037 2V FYEF 1 RTWEE L. BIET% S ADA YR (20mg—40mg/2W) T
L 72

(%] b7y /vy 7E b= FEESWNERIZZL K=y JICRRE % - BERoFREREM A2 EL. GC4
S5 FEIER OG0 D 5o 26 L SIEFITEDO D ZEMRO7-O HEAEFIZZEEZ 72 LTWwzds, G To
QOLAMEFHITH RN 72 o 720 BIFTNTEGHIAREY 2550 W WX FEFEREE 7225, P25 FAh A %y F % B3
BILTRBITVEIER EMTE 72, HEMEOD 2 BFHESRO N 5E613. GCEFHG-DY A 7 &5 L # R
RS ELHM G ER L EE L ObN S,
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INBU DX FIHEERZ(ICHI(TDIEEERREBICN T DR BT ABEOR A4
OB 1[Efte, # thF2. Bl BmF
mEREAS BRAR . REREASE IERS

—hiEE

[1Z Uodic] AVER AR 5 2 B R 4 7 & TR0 LN B 1B 1. Ao Z 3£, &
FHDOQOLIFE LT T %, NEBIZBWTIIFAICHT A2 HEOHMLE SNV AL L, DHTINOFEED

FEFITRKEV, BFEEAGETERS (T4 M) 13, HROBBE TS 2 FRA LR T2 LT, kb= /0
T RLF Y ¥ &40 L FAT R IHLR O BIG LR A D TR & 7 2 30 bE E5 1512 8) < AR I 7T 5 NGF

% BNF O5H i 2 /- U<, B % R 2 Z e, B ROERFEKIETH 0 . BHETIE 2 x5 & L72EIR

RER TR EDFRD S, 202346 H X ) ARBRIER ST b, STk 4 1 Z3EFRBUTE OB VR 10k L TR B RS
VAR TH - 72201 % RER L 72O THRET 5.

GREBI] FERBI L 1520 OIS/ T DR oMz b, IEZ GRS, JAdE < BRIT S WL 2o o720 AN
JRFTEIRIE R & SO S L, BRI % & Ok A R BEIR ISP T ) BEE~HAI & % o 720 157D & KA
TR E B LR A OUEE B 72 HIEBIMGHT O Visual Analogue Scale (VAS) 13 80mm T& - 7275, {H#E#%IE
30~50mm F CTXEL. 1H2MDOEEZITH) & THHAFEO QOL b FH AU 2ROz ERI2 © 225 &, 12
TR LT L B O ERR - 8 % iR, BT R E B S, FER T O FRIEKERERL 7L N VX D0 E %
sk e < R D ML LGB~ & oo T THNT 4 VY BB LD EA TS THY, TUTF4 =7
DIERD H V. RFEBIRERE I LA OYE % B 720 VASIRAEBRI AN 75~80mm Tdh - 7245 iEHEHEIL 35~
45mm F T L. HHEEROQOL b FHW i % 8 72,

[#5E] RCHFmAER TR Mo, BEICEH T 2 IEEYHRETH D . SEHIRPUE O BRI 25§ 2 0
HELTHHTH 2WHEND D %,

EFEFECHNAFET SRR ICDITDECHA. AEIR. RO
Ot =i’ g #is'. BRI RN A Ea'. RIS A 1 SEk o'

0131 MEGEESNEEES
RERFAZIREZMFH ARNFEBERARES
FERZFARZHREZMAR U OV FUHRBITERRT®

—hEE

TR/

FHAEME & N TIE A B R SE 1S B B IRRREIR. HOEPUR, PRI TChh o ThWihnzoid Lz,

FHi

TG F AR R IR B AR O s CEAESHE [18 A ] : n=17. W AJIE : n=487), HCOPUA, BRIFR. B X
U5 204E [ 0 BR A3 % Mann-Whitney UMUE. Fisher IEMERE. log-rank M. FEIwiH 87 Cox LBl —
R AT T TR IRNT L 726

KR

FIEAEW CEAEMEvs BN 1F (149 = 385%xt54.5 + 1395%) T, OV F AR E M LR (88%xF48%. p = 0.0001) 25%
EWTE D572, HOHUKDOHERZPL I RA VA5 —E T (75%826%). it bax7 (24%%F54%). HLRNA K
) X5 —€.III (RNAP-III, 0%*12%) TH Y, HEETIH I RL VAT =L INEh o7z Fib RV A T—H ]
Fetelid, ZAETE L ADOT HTHit » Fa X 7 & I LT F ARG REAL & Z B esi s S iz, A TIZ
PLRNAP-II 25~ U — ¥ (18%) & B# L 72,

FETIZB$ % Cox FeBI N — FRENTClE. SRR (O — NI [95% B IIX 1] © 1.062 [1.034-1.091]) . i & ML+ i
(202 [1.01-4. 05]), B2V —¥ (149 [6.01-37.0)+ 4 L 7 % (337 [1.31-864]). AF A N (252 [1.56-4.07]) HFT
ERGE L7225, HOYUEDOEIX A E Tld e d o 72 Kaplan-Meier B2 & 2 B AEGFESRIIEENE LR AOMIZEIX
o7z (92% K 87%. p=0.36). HOPUKR ORI EFRKICHE TR A - 7245 PiRNAP-II AR EH[AIZH - 72
By ba X7 (896%), LKAV AT—FI(894%). ZDMh (826%). HLRNAP-III (63.9%))

b

FHEMETII O F AR LR B L UOH N B A VAT — P IOBESE 5720 BRI EMEL TV, |
CHURRIC 13 2 Ao 726
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LR IBIFTDEFUEEEBHXNDOREAFEERABITOIRIK
OKXR EB%E, 8K XfEFE. RS RE. B 35—, BE &, 7k F—
R A ASRESRE  REME /RS

—hiEE

HIY MRN8 2 EEW RS OB HIRE L R ARBITOBIREHET 5,

ik 2010~2024 4R 12 YR H O . ELL LRI 24 U7 ER 2 068 2100, 4R RNPuE (MSA). i
IRFEE, AOHE. Bk - maA. BATIRIE ZHET L72. Cancarini & D5 2 2% 12, FEB O KRR % monocyclic (4.5
AEDLPNCARSE T BE) . polycyclic (PRIEHICTMR) . chronic (4.54EPL LIAIRATLEE) (28 L7,

R M GREIE56 6] (LESSHI) . BWAE T RAE6 (FEPH 1-15) k. BIEHI M b el 9.3 (3-25.6) 4F. MSAZHL
MDASHUAR126] (214%). PUNXP2HUARIB (161%). HLTIFL- y PufkoBl (161%). PrMi-2Puik 161 (1.8%). kit
201 (36%). RME23BITH 5720 SAPNCT VT INF IA F A6FICAF VT L K=y vV A#E) okl %
1wy 50BN SR NISR 2 ORH L 720 2061 (OB BRI 2. 20 BNE G4t 3 AR E L) 12y 7 kAT 7
I NEEREE 2 1T L72. BREFSE X monocyclic 841, polyceyelic 0 %1, chronic 43%1, not classified 5% Td - 72,
1BIA BB RS LTIE L7ze 2561 (45%) (BuMDASHUA6H]. HINXP2Hufk56]. HUTIFL- y brfk4 B, HiMi-240
RGBT, RE 86 25UR CHIGHEMICED . 5 H 1361 (232%) (& JefiEi19 (12-23) M ORE M T2,
12BNEBAE D URLERBET CTH 5o ABFIDRIERIE THIKILAE D20 % B L7z, 96 (BIMDASHUALB, HLTIFI-
y PUAR3HI. RPESH) EHRARAT L. BATROEENIT P YL 21 (18-32) 1T 3BT Zhi. 261 B i &
SR Tz FALEIERRE O RS 5 C 18 1 DUk > 40 B A Bk X ik L 720

M BB ORMEILE E R L, MRHIRIRTH o R H Y. IR EEERE, FHZ KL TV AWl hE
W3 % —F. —HMOEFTIERAME CHBL2ELTBY . BEFEEZZ2 L T,

‘ INBEARFEEBMT U TN =T ARE(ICOIT DM VEEBINIEl&ET
R (DFAECAREICEIT DIRET

SRkl OFiHIE 5. JAK Bifl. B &%, By BEA. bl SR, [H5 Bic. O 185).
=l BX
DUBINERBERMA LY S — BRREH

Ha]l 2% 7~ =7 A (SLE) It Y IREPURMEBERE (APS) 1Z4% AP 5 s hTwn s s, /AR
BT ARIEROFM M v, LT FafsyrzonFfy (HCQ). TAKEY ¥, L7 7Y rOlik
FRIRIESPFE I N TS, /NESLE BE 2B 5 APSIAER B L MM AERSE b 5 T % AT L 72,

[J58:] 2001 4E 11 A A 5 20244E5 A F T2 Y TiE#E 21T - 72 SLE B H O aiekd 5 APS ORAESR, P ¥ IREH
Ro7Ta7 740V, BERNELEZ BTG L7

(53] % o /NRIF8SE SLEL15 610> 9 b ERE2 I P9 o AR AE F8E 13 1561 T, 2023 ACR/EULAR criteria % {7z L
72 APSIZ1161CTdH > 720 SLEFIFERED APSIIEGNE 5B, iEHRBIAGHE O FSAER] X 6 5T PSL #5113 h YL 9.75mg
(#iPH 0-60mg) TdH > 720 WEFRIIIATZE + JEESE 160, IRECEDERIRMIZE L. WA ZE 160, APSTEHE 141, g i)
MR VESRBERG 1B, KBRS0 2B, BEEBi IR MARAE 260, (OBEFPPEEE 160, MR BE + M/ MGRA 1B CTdH - 726
SLE &2k APSIERR 1L 1.57/100 A4E (BEEI M 699.5 A4E) T3 - 72o EULAR recommendation 2019 T/RE L

CE) A7 aPL7 a7 7 A VEET HIEMIZ4LBIT, B A 7 O APSHAER1X 3.81/100 N4 (BI£ 14 288.3 N4E)
THH, Y AT L) X7 HED APSIIEBNL e hr o 720 2016 4ELARE, 7260120 L THCQ 24 45- L. HCQ¥5-+
D APSHAEZ1Z 0.40/100 N4ETH o 72 (BN 250.6 A4E) o HCQ P 5- B O APSHIEFH 13 I G- BH I ARG
W7 o 72 (Odds Ratio 0.062,95%CT: 0.0014-0.48) o
(%] WY AZaPL7 07 7 4 VEEOSLE BEIH LT, PUlil/MRIEPIIRE £ CHCQH G2 S TB ). AHf
72 CH HCQ O APSFIE T Hizh RAvRE S 7z,
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BILFEEDEVICKD EFDiEZ = UTc BlaufE=EF D 2 4
OARZE g3’ NI BE' Fik mx' REE T Bl X A8 070 R/E #68%

0141 EEE Rl
JCHOALB bR RRE /NERH . JCHOALIRIbRSRRE BRELS. JCHO#LIRIbRMET RS,
IR TFRE/NER R \RAmIZC ) 4. REEIE=mR BRI,
HIRERIKE EnF2Erte

—hiEE

BlauEfEREIZ NOD2 = T O AR X ) W AEE BB CRIET 2 & B O WHENRETH S, NF-« B
D HFEM B G ITHEIC R T 5 RIERRIEAHRE L L CHN S T2, BRREIR - BIEER - BUEIR2S3 £ L Sh
TBEY. ZL OIERATIEZDIEFIEIRAFHIT 2 & ShTwb, Sl &4 ZHRFGHO R % % Blau e i 2 51
ZRER L 720 BB TAEROENIC L) BHRAERAE 2 2 0 et 25w < BRERZ i LoD, FEFRRT 5,

FEFI 1 MBHE 11 A A LR, XA Blau s HE

BCGHAE AR ARG D D WIS BT D3E % B0, EENEFZZ. KIERE X D BlawfeflE 2 5Ebi, LFHE
Elrotze MBRICBWTHEBREBETH ). TROBIEARNERZ ME- 720 BEAEBRIC TEEMNICHEE L ED v
R 2 072720, BIZFHEZERL72E 2 A NOD2#MIE D R3MW ICE R Z 2072728, Blaudi ik
BELTEEDW L72e 2D, MTX & ADAWCTHEL, Bifz a2y ba— V2B TWw5S,

FEBI 2 R0 3 2 H B IR

I ISR % D, SmFFICSJIA & B, s, ARAT O A FTHEH SN TV 10537 A B IR 2
ETBRDOREHITERLRE 2 FFRICUREA & 2o 720 UMIESJIADTRE LTAF A FEdub e L72EE2479 b, B
B O RAE L NRE I EED L)1k o72, HOREERBOWEELZZE L, SR TMRELERLZE 25,
NOD2# 15T D R587TCIZE R & B 7272, BlaufE Bl L MEEZMI L7zo MTXDATHREIBERO T PO — LT
RETHo7:720, 167KEL D ADAZEAL, DESEE ) BERIT/NFERECH 2,

1 HIZBCGHICHBL L 7= B BAR D KB A FREIRTH O . 200 H X sJIA BROtIR S, & RS HIPEALBEAS I FREIR TH -
720 BlawEEHETIE, BT ARV OZERIZL DVIERSPEBPR L LI ENH LI LITHEITREEEbN7,

ot S EF IR EREER E OFERIDEE Cdp o e XIAP RIEE

O B2 A= 18] KHEEB BT, 7RIE 80a°. &Gl BEF]. N K80,
I BAF'. £ FE. BEIS RABS'. FHE'. 7 Bt KK #.

BK IEf, &3k shf0°, BHE IBEF'. /\BeK'°

TERZAEE ERARE RHEN\ERESEH | REEASS SRR IVEER 2

BREVN\EREERETYY— BE - UONFBERFRSC

BREIZAZAER EEZHEMRE RERBREFZDEH

RRBRIZAZAER N\ B BEREZEES, TOF)LAERBUCS
[1Z U odiz] XTAP KABJE 1 X SR (20 e K fe e Be%iE (inborn errors of immunity: IED) C. #1 K3 582k,
PRBE SN Z~ 7 a7 7 — VAL e % # (macrophage activation syndrome: MAS) @ K # % % 4 M s 95 &
(inflammatory bowel disease: IBD) % E#ICE T %0 XIAPKIIEICA BT 2 IBDIX G THEMETH a2 v ba—UR
HTHAHIEDMBN. BFEEDUE O S OGS EE R IBD & 5F 26 L ClE RS AR X 2GS B L 7 b,
GEBI] BEA: - RO 20255 . 11020 HIE X ) BRI 256288, BIEiRZ 4 L. IL-18OF W R % 2D, sJIA
Llishiz, R MASEZAPEL. mPSL7SIV A, CsATHE SIS D CRPOREELREMALIG SNL D o7z, b
VAR TERBATDEEREARTHT, HFF A TICEBENT . B~ L L o7z, BNHE DI CRP L
AA#YR L, MAZ TR, MEOIMHERD, HhA VL TaF s F U ElETHY . L NHLEM AT Crohn HEE
T 2 BDIBDAPE & HIWT L7z #REHIIMASEBF 201 ) BN - #EGTE R, SRR IBD 4625, NLRCY,
XIAP % @BHICEBIE T AL M L 72 & 2 A, XTAPEIEFICBEM OB BB R 2 58072, XTAPSEBU#NT CTIIIEH
W2 LR BUR M IR RIS £ 57245 MDP % H W /2 NOD2HIE Tl TNF a FEARRIZRIEL TB Y. BiRkE G XIAP
RIIE L BWT L7ze Wi+ F X713 IEL, IBDISH LA Y7 ) F I T HEALT—E I Y I — V&R
RN IBD SRS T 5 70 iR PR & I L. ARG H B E i ie i fi 2 FEhirh ¢ %,
[(Z%] XIAP RIVEIC BT 2 BEi A 03T J88, BIRIZ, IL-18MfE% FaRE L7224 #0id sJIA & O RIIL KT
B o7z MABBIEDHEEDIELTH FBEOMRIIFEZ D 5 2 L2 2PICE X, BEAERGE R /NE I RS ES
(X85 B 1T OB TR PR S Z R S B

—hEE
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WO SREWOREED DB S SRR A 5 o 1o TNF SEHREE
A BRI 2 )

014-3 [ROLE: P s PeN T 3N VEl 1)
BERNREREYS— s - 7 UILE—H

TNF AR P e (TRAPS) 1&. TNFRSF1AMB{RT O I A& ¥ A28 TH U % W Yt R BRI E 0
HEIEMWRETH 50 AN E L AMOBAENIRE W EDRBTH S0 EB 11311y AR dH
PEOMIRBA TR 2 72O RIS ABE L, BURHE 25 SN2 Ui MAEHMICER L2, 7L F=yu Yy
(PSL) #x5-2°%%) LaBBE L7223 #IFED 270 Atk PSL#TIR I 8 & B8 ) MR A OL# 0 H - 720 MFEN S
37 Atk PSLAEH FIC ZIEVEOMMIRBD IR L, JEBME IR S f 72 PSL 288 L 720358 ¥ — 7 [ Es+
MLIZDARTHY, AT 7OV AFEL 7 — VAT OIEE L 720 SRR 3BT 2 RO BEED &
D\ JEOFREMRIT S kA & LR PHIRES T & 2 L 720 TSR E AN —F = v Mif & Z#r S, B0
Jo i CIBRIEE R N L EREA D . 75 ) A 72 LT b0 EIETE A CRIEMRE T 58 ) A 2 FEIE &)
WL, JEOBIZ A2 ATV TRAPS DBMNIIE o 720 AR N & FEEBFITEREZ M) 2L, 2704 F
BEGEPZVWIEEZEE L, A FF X272 BALTMBRE C—EMER L Twa. EM 213 4m K. —4Hiic10H
ORI DD D %o 1 H IR DRI AF e T 5 72O FIEIC AR L. PIREK G 2170 720 R 7% Cimbe L
720 PSLExG-3 3 LA PHEZ CBREL 720 SR 2MIFFIE D4 BRI E R U BHI R OB T ~ 2 ) X~ 7% ff
HLTWEA, ARBIIE2HEZTEICHRL T Z eh b, BIEMERBIBVERRE 2 5V IR OBIZF A 217 - 720
TRAPS % %\ PSLAT NI T Ly OBICHEEBMICE 720 VAT A YIREDERD S ) FIEAL) A 7 H3E
Wiz, HEICERBIZT TH S TRAPSOANTFRIZI005 AIZI A E#HE SN TS5, BERFIRA O RBGEIE I
PECZEIBIOMMAA T NS, BRREHITHE L T2 B, RHER IAHT 2 5B IEIRE b 20 THIkE
JEZ PR, BIEFREDOBLEZEET LI EPEE LV,

RIBRREZZ CHAE UTEREDIRIEICE D BE UICELIEA
OFAT B '. LI BE—' JEE #heR'. BH &a ' AfRE JF°

014-4 RE LSRR . BRI 1T R

—hEE

(S] sLRHNICHER I S 2 & 9B e LT, FLIESE STING B4 % (SAVD) O X )% 1A v —7 =0
v (IFN) BHIESH SN TV 5, Gl BT E TOBE TN CIERFE 2RO TORWAS, BiRE#R2 S [ BIIFN
BHEAED D NP & RRER L 7272055 5

GEBI] 372 H 4o MR 12 A4 4 - SHLCSUERRR IS 2SI L. BiEICARE L7z S0 RS OREEE L 5. % 72
D 72 HYE BRI RIC R R (L S H CHURIZRETE T4 8 CT TREF RIZRD 2o 720 AbeHic.OEhkEKIE
(ASD) Z g S N7z, ZORETHEMAILELZV LB SN2 EBRBERL L2020 BAKKEL, Z
DOTICIEFEE %R 7z7-0BE L, EHREE SNz, EORBER YR Z B Sz, B HEL - R
A L & B 2 3800 D 35 9 A28 C ASD 722 5 O IE (PH) 12 & 20484 & B SIS FHI ABE L 720 7K
SRR, FIRSESERMG S oS, WAL - RERIA R, ZIMIEEERAE L7z Balrh FRICH 72 2 B M B s 3L
L. Fa7xza—), aeFr, V77 ) Y, TAC) Y, TURY T 714 VBHRE 2175 720895 0%
FIZ UL, — BRI LA L7zs Bl 2HBIC7 L F=v ¥ (PSL) 1mg/kg/day Z Bt L7225 R H 72
WCHUE RS S Ly PSLAZMIA T U7z Jo Rk S0 e BEH 400 S T-IRNT O 54 13380 B r o 7275, 6l
A5 I MIFN B2 5, W2 20 H B %I ¥ F =7 2mg/day ZBIE L 720 MZ 30 H%ICASDOFHER
THIE I ABE UBSHM AT b /oo PHISEREEFRAE L 72 25 2 O %8I3 BAF . WFL - (RERIN. PRIk I3 L
7oo RBRCH72ICHB B L., M40 RIS ERRE LYY & F = 71k 6mg/day F Tillily L7z, MEHLIOH
7272 B2 O MBLIZFED TV 2,

[#4 - %iE) FLEHIEOHERL S T, B &0 T I MIFN REENEE D225, 400 8 (5T HNT T ORI
DTEHT, BEWH - RAOEL 7 — LfHih TH 5. B L HERICTEE L TV LERTH 5,
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‘ ELMESHTUTY M—TR(SLE). X—7F V#fE&EE (NSLH) Z=
RS 35 SHOC2 RRIEDRRZHHHME T

SN Ofh 515" EH RE'. K ER. IO =H ' BEEBE. Al B & ER.
BH R RI BNC B E=T0 OKE B
NNAFAZRESHERRRFGEES DS | BFERAR/) TR HE:

#3 : Noonan syndrome-like syndrome with loose anagen hair (NSLH) i% Noonan BefE D —>TH 1), JF K E IS
TO—2& LTSHOC2EE T OLNT WA, Z ORI Noonan FEREHEO RN, KEIEL BHELED
B, 5 - IR T AR RO R OB 8 AR L T 5, E4E. NSLH%A 25 5 SHOC2EFIEICBWT, &
AP 7= =T ASLE) 2G50 % 2 LG ST 5,
FEBY ¢ 6 R T AR X D R, O R RREIE M, FRRER. BEAR. HMIEEEES D 5 72,
FTWIREA = 7F 7TIRUDIZBITA M) &L 7V — LT T SHOC2BAETIZBEM DTN ) T 2 b (c4A>G,
p.Ser2Gly) 25 %€ ¥ 41 NSLH & 3B S N7z SRFICSLE 2 58E LV — 7 AR E A Lz, T2l wihA
BAER T O AERRIC & 28 ME0EZ 0 L, PRV — 7 2280 L72SLEICH LTAT a4 K% &t e i)
WL AR L T2,
XKL 2 —12X ) ZNFE TIIHRES 25D 6% D SLE % &6F L 72 SHOC2 B FHENHE SN TWiz, WIFNBFELT
PNOT Y IEREL. BRPL . BEEREND R, L DERDOEHIL WLV D - 72 72 K4E#
TEYREEF R HN 72w E W S0 E %572 (p=003)s W3 NOIER] D G PIHIER A~ O BSOS IZ RIFC
Ho72s
%% : NSLHIZRAS/MAPK ¥ 7 F MEERBIHFAET 525 V7 HAE I — F T2 BIZTORBICEIVELS
RASopathy \Z& T, BK#EET & L TSHOC2R PPPICBY i s Twb, SHOC2¥ W HEIZRAS/MAPK ¥ 7
FNETHMEEL I LT, HORIERELIET 5 L E 2 5, SLELUAHT b H T REM IR LR IgA E KO A
PEEIA G S TWwb,
RIBIESHOC2EFAED 9 HLIFEATSLE 2580 L. PN — T 2 %2 &0 L 7ze SHOC2E R HEIC X %5 NSLH &
THT LB, SLEZ B HCRBEREDOAIHIERT 2 LENDH S,

SHOCPLBELFEE(CH >tz Noonan IEIEEEIC SLE =& H Lic—4l
O£ HE, R BEA. = 85X, F.F EDH. #L Bk, FH ==

014-6 TRAENEREE /2R

—hEE

[1Z U®12] Noonan fiEfEfE (NS) 120 &b RAS/MAPK ¥ 7 F IWZERIFIC B D % # iz T- 241X, RASopathy &
& N5, f4E, RASopathy IC&H kL) 7~ b—7 R (SLE) % &8 L7EBI G 250U S . Z O ERIG I EE
DSLE &3R4 5 L bWEINTW5, 4l SHOC2#In T84 %) NSIZSLE 2 60F L 75E B 2 488k L 72729,
W9 %o

GEBI] 124 e DR RAEEE. BB IR 7 A 22 CAb B N ERH @R L Tz, 7 KIS isiE, 3 AR DL FE
MY Z58E, WE, MR, \ARZED. HORBEMEREAORWCTYEEZHE o7z, WHidk. BEE, JIBIUKNE
P (5120%5) . PudsDNABURRGTE, BRHIRINGE,. HHE 2 — 2 ABED S, SLE L B L 72 B KO R T
13— 7 A% Class V-G (A/C) ODEBEZRD Tz, Tz, LEBREYE, FENLBERER L L0 5 #E TR
21TV, SHOC2EIETBWITPE) NS E W L7zo SLE - V— 7 ABRICH LT, YL F=vr ¥ (PSL) TOi4
R B LB T, AF VT L Ry v o8V AR 37 — VT L72e 7900 2B R & F1 1
AU BB ICHIEZ D, Z070, 337/ =T 7250V (MMF) % 2711 A A (Tac), &
Fedirundrofbziro/z. LA L. PSLOBMEHICTHREZ RO, XY AR THEA L, €D PSLILIR
BATREE 2 ), BERTIV— TS AELORELZMHERL 2. BIFEIX Tac 2 & L22, MMF, N A< 7 THEJE
K7z L PSLidHIETE T 5,

[£%2 - #535] SLE % & 0F L 72 RASopathy @ 9 H. AREFIFEEIC SHOC2 A5 T 5% % £F - 72 SLEIE 5 Bl 5 S T
Wb WEPIECTN O BT, LEREZRDZEHDS (. REFI L 1ZRE > Twiz, 720 WIhofiER S PSL
7% EOBEBEANDOFIEVEZRIFT, ABFID L H IR A TOHRKE T TELZGNIRD Lh ol M—MlsFRE %2
HIZHDOSLETH - Th, A LREIME BT 50 HMED1D 5,
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‘ w07 ) VEEDED UTemNXP-2391 4 F7 4. #1PM-scl 10041
R (KSSRB IR R E R D—)
RIEREE O OChY . i B AR N, S AT EIS ), B BET 5B
S SR, T R
NTTERHAFLIRRE\TE . NTT 5B AL IR RS RIRE A 2

\

(5 5] AR % (JDM) OERIRIGIEH AR B CPUR (MSA) 12X ) K&K B %%, #i%BdE A Chtk (MAA)
I BIE R & BAET AHERITMSA & RIS NS 2 E0H 5. SNk A FHUNXP-2Hifk B, HiPM-Scl 100
PUREERPED JDM O — % #%5& L 72 O THE T 5,0

GEFI] 125 8. X1E1 HICHEEORESHI L. 1271008, Sk B, . BREfoEEsSHI L, XE1LA
I EHBERSHH L7z, 20, WE X ) EIORE L AST, ALT, CK S & ) BEm EEDI, BEHE & 2o
Too WEEALBE, NV ba—79%, Ty b EEE D, SENHEM O IRT & 5% R 7. MR Tk

CK 1274 U/L, 7V § 9 —¥ 142 U/L L Efli7E 5 720 BT O MRI Tl T2 i i & CEM IS F AEICHES
WAaRO, DM EZWL7z. 5 2% BB EM R ML A HE 1RO 2o 7205, ER BV N LHET WO H
HAREIR & B OPLBEE T 2520 720 PUARSHUE, HUMDASHUK, HiMi2Hifk, PUTIFL y Pitkidbath 725720 2
FUTVL F=vna v A IVMP) %227 —Viifits, 7LV F=vur (PSL) £ ¥ 70y A ANRE#ifT L, —
WYEHERERL L7225, 3% CKEA  ESH L. MR L7z IVMPZ 12 —ViEIIL, Y2 akA7 7
I ROV S (IVCY) Z8A L7225 HRAEIROUHEIZE SN h o 72 BFUNXP2HUAR M. HiPM-scl 10031k
SR EAHIBI L, S a7 v K EHER L & AT L7z 208, SRR IR L 72,

[#£%2] FUNXP-2504kF 1. HUPM Scl 100 9TKES B3 1k JDM & — 61l % 28k L 720 PINXPHURIEMSA D—>TH Y.
FAERATR AL A OHER BT AL DL W IF#E A $ % PLPM-Scl 100Hi/KIE MAA OD—>TdH ), MSA &
FRL RIS H 5, 4l MSAZSHIBIL, fiEr a7y v & iy R g A Lz, MSAZ & L.
FERIS U CHERIRE 1T 2 Lid, FEFICHERTH 5,

BE AR Z D T2 Ro-52 MRZ S F IR AR (JDM) D 1 4l
R B2 BB T R T Bthe K B BE AT

015-2 BEEMAZE NER mREFEXE NER

—hEE

[#S] IDM T, HiRERACHACHEMEHCHAZRAD L 2 DD Y., PRI LR A LRGSR D 5N
%o MH @%k%AML\hﬁowmwﬁ%@a&of1M%ﬁ¢TéoUﬁﬂsﬁﬁ%oAhs#ﬁm Z 4 R o>
AR, BERALBESHBL L 72287 P E—H R & Bl 2 A CTnize ABE25 HEi2 S i, HOERmA I L.
Be AR L < o 7205 MBI SR Tw A EEbRTwiz, REBICEFEOHMETLHE TS LR, &
BAEOHFHAEGSHEEE o7z ABRIAHM X D W FREE. PR - PHERBEREZ B T2 X910 -72 ABES3
HRi. ZHER - ¢¥®%%ﬁ@%t&bﬂt%x LUBEANARBE L7720 AU F b a—79%, BEKEL, VA v 7254 >,
Ty o o NP A RO, W Rk, H. KB TR o, EEE o Twize MMT-8 10005, CMAS
8L MEEDM KT % i wtoCK%NnySTHZWLIDHBMU& TV FS—¥ 280 U/L. KL6 1133
U/mL. PP 16015 (BERCE) TdH - 720 MRITTAER, BH8. L. FHE I 40 %2 780, JDM LBl L
720 MERCT TIX3 ) 75 AR, MBS REMA CHHMERE 2 300, MRV %& D &0 L Tz JIMDASHUAS
D72 R RPURIZ TR G BB TR B HUR DB Ro-G2HUED G L 7 5 720 AT T4 RSOV AL THEREZ B
L7 HEER ROBERH Y, ¥ 70) AAEZHATII LIV EEFELZRON, DELEMEHERL T2,
[#£%2] PLRo-52PURIZ JDM D 14-22% 12588 % L b, Btk Bl <l B VENG % D G025 < EIHRAMER WV & w»
PNTWV5H, RoB2EHDIMICERB L T THIEMEDSE W &R, HiRo-52HUEA LB IFN % 2384 5 & & 2521k
MRDORBIZEBLTVAEEEZONT WS, REBDIME YA A4 VHOHIZBWTHIFN- a © LR Z D, 18
IFN OB 5258 S N 7ze [KEaE] MR NG % % 95 IDM IZBTMDASHUAD & 7% 53, PiRo-52HURDMEE DA T
H5b
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U EEREOBIE T RO NXP2 AR R A R AR & 2
R | [z DHABE DB

OFf8 28, L f1F. 248 B, =/ #E. =6 ARF. BE 2T, & 9.
JIMR Z A, 7 e
YU VFERKE UDYF - BER - 7 UILFE—RE

[# 5] PLNXP2 (nuclear matrix protein 2) PRI EEMEFF RV IIETE TR TR S 5 EZ R0 SRR H E PR
Thbo PINXP2HUARER MK TIE. BEEOHIKTRW NREELZRDL I 0% (., B FAKIERLEE AL
RV, S5, HEIPUETHRER DR L, HEFEEL LR T WO EITHICHEMZ RO L I DD b,
EBI] 975 o ABE2 20 ARiA S BERALBEASHIL L. ABEL 2 AR 2 S8 R B BAFI O A BB 0 5B R R 4347
D SN 57 & AL R FF D REE AN AL 2> & DS IR I N EEDS A U % & 9 127 o720 AR, HETREIZ 2o 7295,
SRR ) O WA IR % 5RO T BT R Wi A DU Bl A 502 b i AR T 3 o 720 /R SE3-R 13 20/52 55,72 -
720 CK 3209 TU/L. 7 )V FZ—¥ 34 TU/LC. MRI Tl AR U SE % R Mg 7L 205, SHERA#E IS STIR TRfE ik
Y AEMIT perifascicular atrophy # 2.8, PINXP2HiARGECTH o722 L2 5, HiNXP2HuRBG 25451 1z g
fige (JDM) L@ L7z, sEru 7)) v &G L, WHEEAREL LTAF VT L =y v 28k, Bk
ELTCFLF=vuay (PSL)30mg/H. #2780 YLAR, 3a7x/)—VBEET72FVERL L, HEEBEEOEKT
R OYEED RO HNlze LA L, PSLMHICHE, SEER UBGEA Of LT 23803 & 20 0 . RIRENEICIF %
L, ADLOKTAALN2/20, HiROFREHM L, 2708 A7 7 I K70V AR X 5 FEEE AfE
11720

[£52] RIED DM IZB W THINXP2HUAIZR 1/3 1k S, PUNXP2HUARRME IDM TIEM G O I T 8 T
FIRALDHEB & SN DA AIEBNISEIRT OF LW IE T CTH - 720 — 7 BAIZBIT 2 PUNXP2HUARRG LR
WK CTIEEREEGE OSSRV E SN DA, YRR L 72 JERIC b S G T e TR E 2 29 23R 0°
%9 o770 RO NXP2 HURB AR T M SR RE (2 BT B/NBHI & 8 A B & O st 2 47w Htis 3 5.

1455 CRAE LTz O AU T BEER

OFEgk B ' BRI KL ZEZ?
Al =S SR UDRFRRER . SHRTC SRR RN

IR D—H
— AR

(5] O F ANERFBRERIE A I 58 130U I D I I <0 B R O BCIRAEAL % Sk 729 B 7243, ARFR T D et 13 100 B iy 2 D i 72
RETH Y HAEMOIIEDZ Vo NEHIFEREFIIHEFRAICATO B HHIREDOHRENH L DA TH L. FHAFT
ANBIASEIE D O T AVERFBRERMERG I A 2 REBR L 727280, UM E R 2 HbE THET 5.

GEGI] SEFIE 14mM KT A RMERETRIREEE 72 <\ BB 2 BRI ISAT o T 7ze BRHZZOAENISTRO 2 bid
DIZHDE, ACTROBERA ML 720 220 HRIIE TS O WEIRHEIR S HBLL Twizads, <~ v — V% THE
FEATVo ZORBFERPYEE LR W2DEEZ 22 L, SHENUSHEHED 720 Y55 2 /i S iz,
TR B HR, T-BUEIER, MBI ET AR B DRI X 2 W B B 2 R0 KBRER & TERO K E ot & B th ot
FZAL, [EEAL O &2 7R 720 MEIEZ/RIRT 2 FIROZLR L 1 / —BlIRIEREOT, Zofhoy v< 7Rtz
BELE LT RIZA O N o 720 MM X EER 7600/ 1 L(AFEREK 540/ 1 L)y 1igk 39mm/ K¢, IgG 1994mg/dL.
CRP 224mg/dL. PUBHUAR 160 £ (BERCY ), HFROPUARIIH B2 L3 %2 o 720 MRITIZ STIRIG TRl T O
JAPIC R FERCTRBE TR & &E 5 27z, Mzl & L7220 E ATEO B EiE(L s X U MRIfT /2>
O AR IRERIER I e 2 e, TIROKEE 2 SO EME AT 72 & 2 A B THERC TR %2 0 REM<
) YRR FARDTRAEVEIORE & ML 2 R0 720 AR RIZ O T AEIFRERVERI LR O R THIE I3 % <L MR
A BRAT R D REE R 2 OO ) 7 < FUREZ BRI L. OV F AVERFIRERTEFI IR 28 & 20 L 720

ZZ 15 Atk 5 PSL 1mg/kg/ H OWIRTiHH 2 MG U720 S0 BUSIZ R 0 ZEE Ly B F o il 2 b b FI
B L7ze ERD BRI HE L~ UNEY T =2 3 Y EWATLTIT o TSP BEi B O wE IE b 37T
bHbo HWHRE L TOR FHROMAMELD M o722 EDBERHEEZ SN, WEPIREGE D SROPE L 2> TWwb,
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‘ =071 /—)UBTIITFILEX S MUFET—MDHBANEZICh ol
—HORE P ERTRIAEIREN & REME SRR EE S D —
OFFE 2. A& N 7)1 B WA @ )UK XF JWE BF ., A fE—ake,
ER B
BREAFKREREZRARAVNERZ | BEEARFKEREZRIA TR R ERF?

5] BFMRERTE A I S X DB A 5 % O IR BRI OV A R E L2 & SRR TH B, — . RN
TR RE L JE O R VIR B TEWRMML L BRI L TAIRETH 5o BRIR kIR e 3 U e sk 7 1
5D 20-30% AP B £ ENDH, NEMTRED S IEBI O I % . HEBHNIIH T 2 EBED ET o Ty,
GEBI] SEBNE 18 LMo OREMFICE, THROMIEEE, THOBRMRAI, RS . KMkIE. &y 7e
7)) VIE % FRD 720 PUEPUR. PUds-DNAPUE. PuSS-APURBEIE?Z o 72725, SRR 3 ChURIZBEE, ¥ = —
7V VBB IZ A L2 ASSLE S WL I AT L B h o 720 MRIFTR & K2 8 A0 FL 7 & U ek v
gL B L7ze A F VT L F=vay (mPSL) 7SV Afiifrfh. 7L F=vuar (PSL) BLX I3 7=/ —VHEE
7 = F )V (MMF) 2 THIRERERIZV 5 72 A L7z d 00, PSLBR A A 3R RS O BEIR B S b As L,
JE TR 2 S BRFPERR B IE & B0 L7zo T T BRETIH e W EEIC b Fi 7z (BB sBE S M L2720, A F F L& — b
MTX) 2Pt L7z & 2 AWBOETIIRD %R oz BAEBRIIMMEOWIREZ T30/ 25, Hy Z7ua7Y Vi
iE & IS¢ & BRIB PR SR B2 AE O B R IR ZEATEHR L 72720, mPSL7 SV 2 % {7 #4112 MMF % FlgE L, aERI3e s L.
[Z52] hrmeskPER IR 2% & BRRPEREZE CIE LIS PSL YA CTH V. ISR T 2545101 MTX R MMF %4 &
DIEIRIFN O DG IED G I N T Wb o AFEFNEPSL + MMFE I & 2 i BRERIE 5B 5% 00 iR 8e i 12 R R 1 5 e i
ZIAE L. MTXGBINMEIC IR E OMEAT 2 B0 7% { 7 o 7225 MMF i 0k o TRFERERYE A I8 25 & BRJR k58 Bz AE
DIEERE DAL Z B 7o IFERIRVEMIIE S & BRI E 2 &P Ly GBI HER T 2 3A13 PSL + MTX + MMF
D3FN L DIEBPENTH LWREEIE 2 SN b,

O OZRY Y HhEs) U IR B4R R AR
O21@ s, 1L AF. & B =/ WE. EF HEF. K[ B8 & H#5.

I!HEE!IJH@{:A

EVYUPVTERKE UDNT - BRER - 7 LUILF—RAR

—hEE

Sl o HISHHRDOBTZ EFRICZH Lize MBEICRIAMROBITE & . [FEAL OB FalM A3 % lid 4 ik OTUR,
A2 S, OISR, WHCT, MR TRE R, S MMEED HOEHAZ M L 2w b 1 I2Hiss-DNA
PR LA ZRO Tz SAHIEIIMRA Y 7 a AR Y 2BALE ZHREBOUHELRD,
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‘ NURXNYTEAR, BOIRT 2R ERDOIINCER U2 EEEIR T
—HOEE R R R R ETR D —

016-1 [ROEEREENIF N =T a2 S VNG 525 B4 SN | i N ¢ == S N
KIS SBhL
BHAZEZHWERRE BH . SHAZEZEERR SRRRR - BB

[Z L] AR Y 7 < F 5 EOHEBII AW N RAN D51 X ) REEINCEGEE Lz — T SRBEIHIRE ) i
Iy Ma—UPREEE ), LIEUISHISICWET 5. 4ol A RIET SR E R BI T 25 (Oligo-JTA) 12X LT
Fy ) X277 (TCZ) #EAG, SMPHRZMV KL, Z ORI E L72ER 2 88k L7272 0MEd 5,

GREGI] WIZERE ARG 2 D 28 TR S, M - R BIEIHENR C 4B/ S ML Oligo-JIA DB L B o720 4 77 BT =
Y. 7L F=vE Y, AV MLFH— FCREI Y PO UAELNT W, RS, HIERMEEE. %58
FOGOF 5 3% MRIRA CHlIE OB R &2 B 2720, TCZOBA L o7, TCZEMEHRIZ. BERER - %
FEROS + MRIBHEAT RIS E L, AT Y b= VZRIFTH o720 LA L. TCZRES 2 H %A & —4ELIIC5 A
SYEPE LAY R Lz PRPIEAR S TR HEROEFIZZ L. Ak b, BHEHPIAANIC X 2082 T %
Clbdole HEEDD, TCZEG2IEMT 5 0%, BETHELTALVTZ 7 XA MFRH =)L/ MY X b
7 AEH (STHHAD %G L7,

[Z£2) NRORBEERE 2, BEC3HPLEE I3 1EICARP B ) BESNEEE L EREIND, FHICE
HHNE LT, FEKEESEMhELESA FI4 22018 ICHE— RS hTwb, LaL, HekfisiE~ro 77—
VR THREEZRELT A2 E2MONTEY, JIADOHEZELSELWRESTETE 2V, F2 JIAERICE
P 2 IAEMEH H RIS LAR E oSG2 L9 5 REFITIIHES Lavist e L. i ERIAE R IR 1 & e
JEDFHi & U CORNBITMEBERRSZ ST AR 2 L7,

[Rsam] JTTA IR S ¢, BRI 2 AW EA OB L, AW EA 0% 5 HE L &0 a >y ha—L ik
AETH 5o

INEUDNTFHERBICBITDERMEEIBEA2~BIBRERKER NM=ZEU
TR = {5~

=l OfIGE 7' FREB{C'. MthF'. SF XK' BKEE . & H=T®
RABFAZNER . RRHPARZEEREHRFHBE®

[Tzl Zvaansas FGOOEMES F - 3EMEOMMIEFEEREIEAREZD) A7 L LTHILN TV,
—H T ADHCHRENRERE TIEGCHBEOH ML L TRIEMEA P L AITHF 25 ACTHR I VF V=D
T3S SN TV B05 AR L TIERZHENZ L, U CERERBEA SN EON 3 EHMET S L
EBIT, NBY < F R BB A GCIRBEROBFHIZOWTHRET %,

GEGIL] 7/ o 4IEZ I OE TV T 4 F— 3 R0 WS L) BRICK LS X & (BMS) RS
7L F=va (PSR THEHEL Tz, FOBBIFCTPSLARERT L7267 HE 4 v 7V v Pk 2
BEICEMBEE L 70 ) A% Sz SREER IR 15 mg/dL & W 2RI % 3830, BERliFS e 2704 KOV 28
#:(IVMP) Ttt# L7z %D 4% (CRH, TRH, LHRH, GRH) &fiiill{Ic X W ACTH/M WAL LB h, a— MY N
(HDC) #hi e % BgA L 720

GiE il 2] 7% Mo 3t IREFEE D42 B BRI AEPERFFE PE B 3 28 (SJIA) IS LIVMP, 7% 4 2 & V' U #E, PSLINIRO G
WS o 720 PSL 2mg TRMMERF SN Tz, FR % QR BRI L7z, avF Yy = 11 ug/
dL. ACTH 93 pg/mL &K T & 0. HDCHiTE % Bl L DB IRIEIR 2 <Rt L T %0 SR AMREBRZ BT L T 5,
[REBI3) 872 Iie 6B I OBEFEME S & 9 412 L PSLINAR & BMS MRS TiE#E S CTw/z, PSL Img ¥ Tilfi
WLz Zransy—v 01 ug/dL. ACTH 2 pg/mL Kl L KAETH V. 4 ZAMRERT ACTH WAL % 520
72720 HDCHiFE % FllG L 7=,

[FLD] WIFhd GCIHEENDH L D00, #HGERHMIIMHL TH -7z 2 TR OBMS mHIREMHEDD Y |
PG DN OREERIIO VT S EEEET 2 REMEAVRIE S 7z GCIARRMIRIC X 0 RIB A &L 3 2 iEH 23
DAL, EBNRsWEEZ THLEICEZMFPINF =V 2 lEgT s EDRTETH 5,
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EHUTUTVYM—=TR, YT—JUVERE CHIRFRICTZYFZFTU
THRER AR L CLCBEN OHEL, —BHICRBEREPRABURREREESE

e

O#ll 7', E&F 5 (kAT ERE°
BERIBEREYY— JERESKE'. BERI\BEREYY— BRRE - TLUILF—HE

HIRPOTFFF 7Y Y (AZA)OFHIZOWTIE, O TORS)SHWEEHRG~NEEINLD, BREAOEEL L
TURRE, FORE, HLERE, RERE, BERELZEPREINTVWS. EITHE200LZE. BEEgET)
TYMN=FTR, Y=L EBFERICHLT, ERi25 7L F=vuy 7mg/ HE AZA 50 mg/ H & #kkt L Tw
720 AN 32 HE D S REEAEMINAA S, FEME 36 1 HICEBE LY cHA Lz, HAMKRE 1900 g K
EARERTH Y, TRECEM:, THIKME, B/NKMBXRESDH Y, TREREREENSEDON JRPFA MR
AuT A4 IVACMV)PCREEHETH Y, JERECMVIEGSEEL LTSNV > ¥ 7 1 8L (VGCV) D NARASBES & L7z,
Zo%, JULEREA, BT o) F VIUERR SN, B0 LBENtEbt & 72 o720 VGOV &kl L, JoRPEfus s
FAIE DRGSR ARG 20 SRIEREREAN 2 17 O el o, 82, JLMIRKA, 7210 F ¥, TGRSIL2ZHAED LA S
N7z H#G56 \ZIMERE G ¥ SHHERERIE O W35 1E & G 72 L7225, SRIE RO MR I BT 5 — @0 5iE oo
EEZ TRINGBHEIZTHL T, WInbYEMMEZR L2 Eis TR CHREIES & 0EAN2IE (SCID) ORI ZE I 7
<, FHiRACHES7 1246, XX, i(18)(ql0) DEH A 7 FiASH - 72 A H K 107 13 IEHA L, 7u—H% A4 P X by =L
VU SERGIAELERER S IR IERAL L7z, Hil12212:8BE L, VGCV kD Het & L7z, AIEFI TRl 7= s B
FER YR E— 0T, FMADAZABHICE A D EE 2. BHTH SCIDBOF % 2 LENR, ek
PAAREE % 2 L ERIDHE SNTWw A7, AER TR 2R OARO MG 2 h o 72 TRb o AZARH T
1%, NUDTI5 - TPMT O#{EFRERG6-F4 7 T2 X 7 LA F FIMHRERNETO) A7 FEARBERTw 5.
THEDSIEIRAFICAZA Z A L TV 2R CIE—@ IR E R R ARE L E T2 20%B Y, @R A7 - Il
AR, HERRENATIT ) LEND .

EYFHRBIDEFREE U CHICIFREZE Uz 34
ORI BA. Bl 55, TS &S, BXK B, tH #R. [ B, 8 8.

0164 [RalEEES

HVWBNERBEREG T Y — BRRER

—hEE

[ E] aE. WA BAME R4 U2 5 %R R EOHE BN L T2, BEFI] 175, 5 8FA R %
FEVER R BIRT LA 7)) F =7 (IFX) 2 i LEM 2 AR L Cwieo IFXEAD S 64 %, 4 TR IC &S H3
37 L72MIEORBEAIBL L, [FX#X G5 ICEB O IHNRE; & % ) LRI & 2o 720 B AR Chf i Bk % 32
DIFHMEIR I PG) LW Lz 7L F=vu v b R ERRZEEZ BB L. WEENE o7 IFXIHT 5
paradoxical reaction & 5EWVAEY A EA 2 7 257 F X< 7 (UST)IZEHE L7z, EM 2] 1038, IR A 7
O —EIERREIC LY Y F Y 7 RTX) 26 LTz BADS 14200 H#% Q2 EEG) ISR, B, Az
FAE LTz WIS CRIBICBA S 280, NERZ a— e B sz, RTX Zdik L. UST o5 & 5%
WL V= b U AR TV, EEL T 5, BERIZ] 1058 . &S REREHi L0772 X P PL RS- B
FUOHFF X T CAN)ZHH LTz, BAEIRAFRL, CANZ F ) A= 7 (TCZ) AW L7z 155 H 2 nE
FILE &7 L WRERIZBOW T TREEB L OERICRN=F 2 v MEZEE) 7T 2 I ROEENEE 25072,
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aHUS: atypical hemolytic uremic syndorome TMA: thrombotic microangiopathy
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