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E—
Tl FHRUERERENA (1IM)

G

W R AMEJIETENUR (Idiopathic inflammatory myopathies, IIM),
WAL, & —2H Bt E & e o, HmRRI . 1697 RN
FIFRE & AAHE o LG 38 5 /& SR IR R R B, Pl R 8 R e
WE, Gl . Bl OIERT B AiE, R E R E R AT
BERCN BRI, DRI TIM & —Ff 4 B P SR 5

MR TR I AR WL R 57 12 1 S e LRI PR« 4 4 B 5 0 I
T SARAE, K TIM 20 9 JUANTEAE, B B2 LA CRLETE IR T B L 28D
PLa MERLR AR TN FIRTEENUR . BRI . 2 RIENLE
FEEMNLE . XA TS 16T7 NS T RIS A, £
WA BN 20 A AN R R AR BRATL A o BE R N M T R TR AL S ) 1 40
TR, LABAR X B0 Y 4 4 e SR B S o0 T B Ve 9T 4 R
B REI,




—. FEREXEHENRE (1IM)

B R RAEYENE (Idiopathic inflammatory myopathies, IIM), HFR K
WLBe, Je—dH R E s, 8 DU 2 N RRAE
BRUICZ b, I RRIL . I697 RIS & AMIE . WLATE T IR
TR FIYLG 2 M H A REIR, RIS B2 DR 4. [B) B P At
(Interstitial lung disease, ILD) FLCMESZ RN SME IR 5 0,

X TIM N )4 5 SRR (B Do FE—2ed, JLASE
RIE F AL, o H AT RETCHITE JIR I, PR X 48 f 2 HEAT 12 W
HA BRIk o WL o¢ AU — DU K 3k e 2 R I T LA R e ek
ik (Myositis-specific autoantibody, MSA; &k 60%[K] IIM ¥
AR BUA), FEFHE M K2l b, MSA SAE IR
RAVEYIRATS, DRI T &8 B R IUF 10 115 22 0 2L Br MSA
S, TIM EEIE T e B H e Bl RAEMELPERIE (Systemic lupus
erythematosus, SLE). % G VEREAURE BT L5 A 1E S5 B B G R
AELE IR B PiiR . X 28 B B U IE B BERR AL AR G B B Huik
(Myositis-associated autoantibody, MAA), ¥ WLAZPT Ro52. T
PMScl. $it Ku F14T UIRNP. KZ 20-30%[1 IIM B E KA A H
Shifk, IEZE MBI M.

WP B, 2 RPN X EE B (1 K . 1863 4, BHIF A LRI
T —RhPEE B AL, K A 44 o LA . B 20 tHEAD 50 4
o BN G AR T 2 RN B LR IR IR E Lo JEk, AR
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LA 23R I R D ZH 2 3% R 8L, TIIM o o B2 L &
(Dermatomyositis, DM 44EF1 A K9 ) « 2 R LA (Polymyositis,
PM). fiEANL# (Inclusion body myositis, IBM) F1TEALE 14 B L4
(Amyopathic dermatomyositis, ADM) JUANE4 . PM & X —EAF
FEGHUL, IR R PR E S TR e L 2L B 22 RRIE IR 5 S (A
o3 B2 e B I e A UL AR WL 2 ZRY) AT et DA E 2 75
TEAE T WREGHAIRIED . £ MSA [3ERE 1, C&8iE 7 A AR
I PRFR DAL 08 B AR AE (4 %7 M P ZH, e 20 tH4d
90 FEACHIPIA LS 4E (Antisynthetase syndrome, ASyS) A1 2006
R RIEN SR PEENIR  (Immune-mediated necrotizing myopathy,
IMNMD. V2 LLETH#IE2E8 PM FEEFERIAN TIX WA, T
B PM LA ) BB NBCAWHR D . 541, TIM V20 B35 g i AH G
TR AN SRR (55— R A & e MEpom I RO .
I8 AL 45 AR I TIM B & A7 AE A Pk, B — L)
FILPRIVS AT A mT REVEA W R A0 M 32, DR RLIE N SR 10K TIM
iy % S8 Ch RGP B & S L (Systemic autoimmune myopathy,
SAMD, DALt S B R pLA . AT, H T 1X — 44K B R AR
BINLR BT Z AT, Kk Lundberg 25 AFEASCHARE T 1IM iX—
ARk,
M K F 20 (2 W 5 T I AR IR R AR I 256, B FE LRIV R RFAIE
MEIEAR G AR 20 LIE 22 VAl A LTS LR /K o Y897 ik E B T
o) E W B SSRGS LA ST RS A AR [
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S HECHRIT T IRTPRANE . 1245 N IER BT £ 24T DML PM
AIBM B3 LR AT 2, @I IR . 23008 B2 0 Ly
FRARIATE G — 15338, XTI T AR ILR R L A LA
Bl ot T ORI UG A BB Ak, IARIRIG B B T
R4t PM. DM A1 IBM W.A4H, [RlGid 752 5 2 A 4% MSA & XHIIE
A i A6

FEARSCH, Lundberg S5 NTHE T AL SN F2H: DM, ADM,
IBM 1 PM, LARCH 2B M4 ASyS I IMNM, FHE S T Hif
AT AR B AL . BEAMERER T TIM I PR 3 9 8 2
T HNONRITIER . U5, [FIBUZAIE R AR Y 1), IR R
K587 ) o



FER ARG

i) o A4 9
® §BRPL-12. Jol. EJ. P7. OJ. KS. Zo.
Has{MDAS 4 Gt 4
L ERG
AELER% ik
TR * BB IASRP E S hifk

® HLAITIF1. Mi-2. NXP2. MDAS. SAE.

PL-12. Jol. EJ. PL-7. OJ. KS. Zoik
Ha 91 Stk BRERS
A 4 PR A
B RS
WG 73 [ BBERS
KATH K
® {{[PL-12, Jol. EJ. PL-7. OJ. KS. Zo. ® HEMITIF1. Mi-2. NXP2. MDA5=RSAEf]
HasRMDAS) | B4t H Bk
HIFE
® {8[MPL-12. Jol. EJ. PL-7. 0J. KS. Zo
sRHalf [ S ik

B 1. KR HESEMNUR (1diopathic inflammatory myopathies, [IM) IR K .
M MU HBULE, e MILE MU AAE . FLR IS AR 7 UEE B St
REYIM . MDAS (Melanoma differentiation-associated gene 5): 228 2598 7 AL AH K
FE[A 5; NXP2 (Nuclear matrix protein 2): #Z3&EiH 1 2; SAE (Small ubiquitin-like
modifier activating enzyme): /NZ RFHEFIEIEE: SRP (Signal recognition
particle): 15513 Miki; TIF1 (Transcriptional intermediary factor 1): &% H[a] [K] -
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FF 5 9 E LIS 1 43 A AN e c TR 2 B Bk 07 o R e DA
TNEE R EE TR ) SR VLR B AR DS FRME BB o DAXS TIML ™ E
P AT M 0] ) R 2 B o M PR BA B D it B BT 9, B LAV A 36 11 ) TIME
RFER I FUHR T REAG A T 0 S AR R I3 2 E 2R o 1 DA R A
AN BRI T CELEE BT 2B BT AR AE) T AT Bl 22 i il LS K
93 2R AN B 23— R TIM B R AR S 3 s 7 R T R . H
I35 T £ 58 B I IRUAT o S 70— A Je) R 2 5 = s 1 [ B
74325 (International Classification of Diseases ICD) {UAL A4} Xt A W
A IM BTy KRG Blin, Hid sliLEA1E (Antisynthetase
syndrome, ASyS) Ml % % A F W L ME UL ( Immune-mediated

necrotizing myopathy, IMNM) 3518 % {4 PM ) ICD Zf5 .

L1 RREMERR

HAT QA& RR T ZMT IIM KR 2 26 DL A s AU PR 2R 1
. HPRZHEF kW BRINAIIESE, BREMGTHEEA
100 JGAHA 11 & 660 ZHHZWiN IM &3, & 10 JIAHH 2.9
F 34 NBAA BT ZI . B T EAT WA 1R R 2 S [ Hh X 5
Pl 2 180 R R 06 SR R0 BB SRAFAE 3 M 2 5, ORI W A b S 1
LT Er AT R B ST AR IE AR X R L% (Dermatomyositis, DM)
B RS S . RHIABIERY, ZRMENL (Polymyositis, PM).
mwﬂmmMEﬁﬁ$w%ﬁEﬁﬂ/ﬁ@@%m%Ummmwmz



myositis, IBM) £ H W, KRR FEE FRe F M m, kK
AL S B AR iR A W 25108 50 %7

1.2 BB E R

AR SV RS B R ], — SRR 3R 5 IM AR, &
TG G SR A o X B SE A HE: PM [l AF1E 2 B 98 0 K
e, DLSKCHIV BOAZE T 40 B fpiis: 1 2 (HIV or human T-cell
leukemia virus type 1, HTLV-1) J&ZL/ER PM. DM il IBM il & [
o MR E S /NGRS ORI, IR R R S IBM
G B I TEA R RFIRGE RGN 2 TIM (1252 PM B DM) )
RS IR 25 T PP T I BN D ] B BB B o AEASHE R 2
— S5 PR A5 B AR AR (10 7 A R RN R H AR 2R o
gh, RSB 5 5t (World Trade Center) K3 M 4% T
TEM NG B B G Vi CRIFENLA A AN . 76—/ fn)
R, KRR TR N PM A1 DM X R 2= . Hs B 2
ROV H 5 PM M DM LK BEETRIMEEENS DM 1A
JEARG: WRR 59T Jol H B HUARRHTE ASyS HH%.

1.3 BERKER

FEI B AL KU R 3R 5 G A 06, o HLA X SR A o
WL B A% 56 (Myositis Genetics Consortium) f— AW 5L T 8
I 2500 44 3 BRI G SRE IR B3, DFFRIL 8.1 M2
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RSN EN S PM il DM 2 [AfF7ER R BetE . hah, —2edE
HLA FEAL 55 R A BE R 2 EHENHR A IS, W STAT4. TRAF6
F1 UBE2L3 5 1IM #4k#H%; PTPN 5 PM #82¢; PLCL1 f1 BLK 5

DM #H5%; CCR5 5 IBM FH3¢,

1.4 FET=H

FET-Z A THE WA R AL b R EORZE 7 FERRIN . JERAH A
I, 10 FAEFRNT 20%3] 90% 2 8], BEARBGRTHE 7 & i
FUBRF R — TN R KRB A BB 7T LLER 17 2003 F 2
2012 AEIRMI R L IX. 326 BTN IIM [ 3 A0 T % 5 3@
NFFRIFET R 4R EoR, S @EARAHELL, PM. DM A1 IBM 4L
T2 2.4, 2.6 A1 1.7, BEJSHI—TURT 7R3 90, TIM K EMASET:
RAEMZ IR, BEAI N, M AT R 10
FLL MBI 2 BT X R R AE R MAE . IM S
) 32 AT 5 DR 2 e g o ML A7 T s 385 95 o AN T DAHE U,
WG A ASET I B3 2 B TS TIMUAR 9 [ IR 3R CanpReis gt J (¥ TLDD,
T J5 BABE T 1 £ 3 T2 bl T R S5 DR 3R
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2. HHl/fREREIRYF

SHE A A B R, IM KRB N R AEARKT B (R4 R &
(RO B LR A3 PR3 A R B3 IR DR 2 2 I HE AR T 45 2R
B IR SRR 1 AR PR, BT AT S R A S B LA PA K AR
GIENFITBIEAFRE L35 T ARIMN IM. EREENS, 7
A B SR S RIS T PM B B BEAT 0, I H AT SR
(1 2 Bk 925 TMNM 5% ASyS. BUZE (3T 5dm £, 5 XU
PRI 2 51 AN [ I PR AFIIL A B iddse LI RAL,  FEVF 2 IR PRAFAE |
TRIT IR SLRA S 05 TH AT BT AN 7] o AN [FIZR 2L 2 IR S0ig 2 0P A
— 3. L, TR R LI, SO E STE TIM 1 2 2E3R A DM,

ASyS. IMNM. IBM 1 PM I, RN H AR TIXRLERMHE S RZ

H T E AN 1 3 T, AR SO AR Z LA 1 R AL o GBE 2,
BRI A AR FE AR ZE . IMNM F1 IBM E ZRmE 85 L, im
DM Ml ASyS RZHMEHM, LW fm Lk, A/ . ik,

IMNM A1 IBM LSRR A BAT SR A L A B AL, 7T PLS DM
8% ASyS FEARX 2 FF K. AR DM 1 ASyS WLAIREATE ZH 4% |
HAAUE, Blane] SRR E B 52 R, B IEN, WED
B MR R RIA . B, 1 BT RIF SR DM L
ISR T ASyS. FFSE b, AU FIVLIANE RORE AR (10 S 2H B0 3 vT

PLR% DM, ASyS. IMNM 5§ IBM ##, HERE T 90%.
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2.1 ALK

RAGFLBAL A KR SRR DM A5, {H DM &5 H &
G i A RIERAANE A, T B AER) B 5 A ilsl A E B .
st b, FENLVALHZIAN, DLAGNAL. (R /el s 4 L 4Ue 5o )% R4
B EE A 0T 7T o B AN Z= 4 MR AL B SR8 LA 4 7 DM R
HNUAFR A SR VR IE (P BB IFE — 28 ASyS & ).
MEZ T, IMNM F IBM H LR 2R 50D 5 55 NI 7E A LR 35
S50 . — Tkt DM WLPAIRRAS PRGN 220 FU R 0, o 2 4 [X 3
PR JUL PR 200 L AR AT DR /N B93>, SR R A 1) P B A e AT e €0 )5
PO IR 25 5 AV T IR i B2 S TR 2 75 42 DM A R4
RS 0 R DR B AN A o (BT IR S, S ) R B AR X
BT T A IR 1 AR A AN B I P ) L LSRR A, T A e R
S RN T 28 BRTR, XEeEREE RpdoR 1 —Fhml RefE,
B G 252 A0 3 10 T 453497 T e 2 5 B B s 28 I 75 0% 2 iz FR) UL A I [XC
ok {4 BT R B 40 A 45 4

H BT AN & DM BB WU A B o 8 R/ U A0 4] 32 HR AN ARERIIAR
FE X L6 L AE 45 g i BT A B TP 3R AR U 2% 200 B A A ROR
M. dbAh, 1 BFIREFEFHEREZ DM EENIA ., B2 A SRE ifi
Tk BB Z MR —, KB 1 BT IR DM A
A IR o X — R IR A B T MR X i B 1Y JAK-STAT #11
HIF RS ROaIT R WL 5 DM A S RIA HLA]
EERENL, LRI KZE DM 7R ATI56] DM 4557

13



VEB F PRSI #r o AENATINRE], BEFF DM 5572 1% 5 ST
PRE SRS IR R R B HIUERFAE AL SR A RFAEAR O, RS
KR o AL — A e fe Rt SR R IR

15
BH

2.2 PLAREESE1E

ASyS FIFFIER 50 2 M L7 F2 RNA (transfer RNA, t(RNA) &
fliEz —HEH SR . 5SRSHEHERABIR —FE, ASyS Hitifs
AR S, B il 3% A G2 SN () BAR R /AT AN 2 o AEWLR i
FATSEIRENHT B A SN e A S B ATL A ) 28— R T
BN ZE-tRNA & U HIPT Jol B S Hifk, HAEImRER K AERT L
ANHEIL, I HE 7B R SRR R 2 A, AT 1R
SRR BRI IR AL A REY, BT Jol BB PG H WINEH &R
PrghE, WERERR G S AAL, PRI 52 3 5 I L 3 L 5 DA 5%
) A2 SN R R

5 DM B ML, ASyS S LA T R i A B, 15 T ISR 4K X 3 )
ATREPERE R (79% vs 35%). UbAk, 7EXF IBM %S, ASyS FEA
B Y T 4RI VLA R . HERE 2, ASyS S I AN
il S AR AE N A 2 B -RNA 5 B E A OB ) CDA+T 4ifi. 4%
ERR, XA LB ASyS H IR G B N T Re BT A R 2
WL A B ANBZH 2 (AT S, HZHZAM-RNA & B S 1)/
AT E R S P, JRHEA LA AR, X — IR
TR BE-RNA & Bl EE E B S SR 5 ASyS (825 AL A fi #4
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BT RIN AT HEME

ST EIRSRBIR 2 B0 TR BT 2] DM KRS I B2 RSy
. BIAIN 74648 FE L PM 8L DM %, (H ZFRPAH AR KR
R AN Ry o DL, REX SRR 7 4 A — i n] BE B I EE 0 FE 10 =)
BR A

2.3 G FRAFEENR
IMNM SB35 I8 AR 3-F85E-3 HI L Bi#EE A (3-hydroxy-
3methylglutaryl-coenzyme A, HMG-CoA ) i& Ji B ( 3-hydroxy-
3methylglutaryl-coenzyme A reductase, HMGCR ) 5{ {5 5 18 71 i ki
(Signal recognition particle, SRP) [ 5 & PifA . HLAII 28 DRB1*11:01
S ERAFAE T8 70%1) IMNM F13T HMGCR H & ik &+,
(EAAFAE T ANH 20% K858 AHEF . K, DRBI1*11:01 & 2 F A4
[ B GBI ) B R S B AR KU R R 2 — o sk, TRV RIAdIT
KA AL 5 FHT HMGCR FIVEALA - RUONARTT 8259 B8 ) »
MR EHLA T HMGCR Ri& B, KA BRI AL
Py 51 2 HMGCR k38 A/ Bk G2 b AT R s IR E 4% 5 ANk
PRI 524, AT R R SR BEPE L -
HMGCR I SRP [ G4k 2B 38 PN RFR A TE2H 212 b 3 LA
X 43. T EIXARISERL) IMNM R RIB a5 . R,
XL IMNM 2R R LA SR AT L ] BARAARR],  (H AT BEAR L
WLELHHT SRP 3t HMGCR B & i B2 5 LA T 71 AL 7K
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I AR SS UL A 32 458 R LA 4R B R ), X 5 5
FEPRI IR A AR ] — 2. WECIER], SRP AT HMGCR £ € fif
THIAAM SR . T SRP At HMGCR H HHufkn] 51572 FINLA
MR IEE A, I HAE IMNM JLATRA AR FEL LT 4Rk U 5 2
TIREGEHEEY (THPUREes ). mEENE, —IARE, &
L SRP B4/t HMGCR H S iR 4 a4 1% 21| e B /I SR N 2 51k
WA YEIRSEANTE J), IXARM T BB AMA R G . S T0 KEIEEE Y
H S HEN SIAMAEEE T HE S 2 IMNM LR $4%, Lundberg 5%
NAEHT SRP BHIEAIHT HMGCR A & kAT 7 — I C5 AMA]
A 2 W12 HhL 22 BRI RS . & KBS, AMAFIHH I A
B3 IMNM B HIULER R KT LA E A B AR R 45 R AR R
PRI, IMNM UL PRI A534%3 (955 22 A= AT 475 R ) B

2.4 BRAENLRK

REAIER IBM /& —7F B Gl PR IR 6095 . P18 5 R G e it
e AR 3 IBM LA 2R Y A2 16 KB 2 I IR S i, BL & IBM
B R IR NTSCIA RAMH Sk, th4t, £ 1BM
LA s b WSS 820 g 25  CD8+T 20 (0, B 3 E R AWLET 4, XA T
AT REA LA AR AL T FEE . SEse b, BERR TR R,
CD8+T ZHARrELAA I b 1, I HAE R — B i Mg oA 2 B
LRI R A I T AR s ke, I HLRFERAATE . R T SRR ISR K
S5 R S8 B R WA O [ B HUIEOG T 40 PO ) BT Sk e R 2 v 2 e
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BAFAE LA . BRI, AR IBM B 2 ARSI 50X T 450
BERRPE, XERH IBM &3 A — D ARAESEE B SRR . BT
R IBM B[] CD4+F1 CDS+T M0 # HA AT H R, B
CD28 ¢ CD5 FIiEFH WK1 CD16. CDY4 fil CD57 FIAHE N, X
H2R 0 T 4HMAESC. IBM FERRIENE T 20005 T 40 k4t i
I A5 T P S VR L 2 TR B, 0o G 0 F A 1 o 4 i 2 12
BT TIRE ). IR SRR T e Bh TR AT 4 IBM X R
JRUER AN S R TR TE AL, TR — T 4t ] Be R T T
TR — A AR H AR

(% 7 CD8+T. CD57+T 4ffIxf WL 4EfiR22 2 4b, IBM LRAARACIE
R ILET 4 N AFAE L R B B s A S P 51 N E o 04, A8 — T
WL, 1E 12%1 IBM ULA4ER &3 T p62 A1 TDP43 & A KIEE
i, (HERE IM TRAPRDRI. HeERY p62 BRRERZ
IIM PRI ERE 7 I AFAE, TDP43 FHE RN 72 IBM I i FERE e 1t A
Ik, IBM AT REEA AH 2 R RRAT R Aoy, H R A 3R B IX e 2 11 )
HRR S5 RN NIRIL . tAh, B Al AN X LA Ay 2 15 56
SR S A AR () SRE, T e Bl 18— I A R S
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2.5 ZRELR

PM f& — MR LR, FEARINTE ). T2 R, T2 4
HIE T AWML R 2H TR, PM L IS, KRZHL
HIiZWA PM IESE H AT AT )H2508 IBML IMNM. ASyS B &1
WL« JR1, —4& 1IM ¥ %A DM, ASyS. IBM. IMNM HiL
REGPUE, HEA PM KB BIR R EESE . Rl AR Xt R
WAER M BE I —/ Ny, (AR H BT AW mbsiE, AT EUE3EHN
PM. #RMf, KZHPM 1 LA S a4 ok B BLERE 4288 IMNM Al
ASyS HIGRZ I EE HIREAR, XL I A N TER B A A
Al DRI, SR BB 7T 75 2 5 S B A . PML R LAY 9 RE A5 A3 P IR
555 PR 2% AL

3. 12, TRERTIM,

3.1 IERIEA

FZLR——DM (¥ 5E L J& A7 AERFAETE B IR R AL % . DM J5i AL

(RP S 2 DM) RN R FE R 2 5, RELRERE R

Bl % (WLThREGE M DM, Hypomyopathic DM, HDM)
B A BE E LA R (ADM) B8 & LA IR - 24 ADM

1 HDM [ 1 Fe 2L i ) A>T 6 A A B, SR ANIER ADM

(Clinically ADM, CADM) . CADM ][z ik £ 5 i H DM #

[, BFEvRRENESZ R, FIwEBEMP Cinterstitial

18
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lung disease, ILD) FIF0H X . 110 %G J 2 B A LA BIR
HALPTE A B A SR DM 2 2305 327 4 Ik 1) S8 PR O T8 B R
UL B R B /K 5 DM A% CJEREAH 5% DM, Cancer-
associated DM) , {HW A REKR LA EH K 1IM 1.

KZ % DM E& BA U MILRK 7 IEH &Pk Z —: 51 Mi-2106.
Pt 8 F 8 4> LA 5< 3 A 5 (Melanoma differentiation-associated
gene 5, MDA5) . Bt sk [8] Al ¥ 1 (Transcriptional intermediary
factor 1, TIF1) . Hi4% % i 45 1 2(Nuclear matrix protein 2, NXP2)
Pt N2 R BB U WIS B8 Small ubiquitin-like modifier
activating enzyme, SAE) ik, X H & Hiik 5 A [F 1115 K 2R 7Y
HYIM G, FIA NH B DM 43 S MASE 3, BEHT Mi-
2 DM. #it MDA5 DM. #i TIF1-y DM. $it NXP2 DM. #i SAE
DM FI { & Hu kBt DM (& 2,3) . 41 Mi-2 DM Fl#ii NXP2 DM
B EHEA RN AR, Myt MDAS. $it TIFL FIfi SAE
DM & & ML R B, 8% AR Br 17 ERZZ 40, XA
[5) 2. 24 1) DM & 5 HF A1 B2 M 5%

P Mi-2 538 DM RAA G, B m LR B KT . R4
BT RN LG, (HERKME; ILD f£H1 Mi-2 DM H /b I,
$iL MDAS DM 3% 18 B A T FE LA 03 B TE LA 5<% CADMD
FERZHMX MRS, Hi MDAS DM 5 ILD #YIMH K. TG
AR B PRE e A ILD Gl W R ALY, R R AR Y R ER
KU, OFETFELEMRTRER D, PLAKRTTR.

19



F1 TIFL DM ZUKF s /& T2 (M B2 B FARR R B L 58, IR W
MR PR 3, LI T REIR ™ B . 47T TIFL DM 5 5% 1k i Jgg 1) v XLz A
%, ML NXP2 DM & 330 B IR R ILAR XS B 00, LA B s B
o, R E T RE oA EVEM % (DM sine dermatitis) R I .

Pl NXP2 DM B KA R ITAE M KBS B 0. BB K it 2 s
fF2—. HREF, H1 NXP2 DM B A 5 & I Sk b KU, (5
%45 W WA AE S 1

fEHT SAE DM B, Bk R UM % 2 T ULRDE R B, 7T R
FAE) 2 B8 RN A R AR ILD, A HGERH S
A R A K.

LA LR A IE——hu & %l B 5 Pk 5 2 W -tRNA 5 BUE 45
I ME L ThRE. €45 ik, BFE ASyS BE T % I\ R H &
Pifk (R 1) . ASyS & —FMIM B —(HE LKL REREHR (K
4) , REPRIFAELFEHALE, EHLBEWIERA IM. KR,

Wbt FEATIER ILD 2% AR . B ASyS MHL PL-7/91
PL-12 HEFARKEEMETH Jol ASPANEREEAHE S
¥ ILD KA R FIIE T2

G SR M LR ——IMNM 5055 AE & 506 Tk 23 A i3
i LA TE 7+ i 37 AL 2P B o UL e P S LG A 2. LT s A
BRI GEECE Ak A R > (B 5D o BE D R 2

FHRE LD S E NS EIN. IMNM FIEFR, HALNAE

20



=AWH, BT HMGCR®., $ii SRP™6 Al H & ik Bl 1 IMNM,
o 5 B B 5 S e iR R DG B 245 ) B R B R UL
55 HMGCR WL 3 AH L, $1 SRP L & & @ A 5 ™ H 1)
WL A LA R I CRLFE 0 i 52 R A A IR PR HE D)

L HMGCR WU B3 T EEA HF#UER, WA —, HXZ
RNEFENT T, THERETZEKI. HMGCR =2 iT K291
i PLERL T, BT HMGCR U 5 AR VT 2R 29 I A8 AR O, (H 4l
FEAE T LR AR AR A T 2R A i Ak

X H SR IMNM R IR D . EkiE, HEIER R4
PR B0 RE 56 45 4 H A A K E, 5 IS RN TR IMNM
HMAEME, WIS RILI R AR E .

LR AR L 26 ——IBM 1 i R 5 AIE A2 30 i A0 376 B AL RIAS 6F % 77
i E AR VYLLK AR B (B 6). IBM FE KA T 50 &
Ph B BIAN A, 50% L b 00 S o B O DN, T e LA AR R
PLMAR D W, o LA 2300 B 52 R I B AR S B G LA I T 48 i
VR R B S 200 M P T I Y S . IBM TR 5 TR LR A
(Sjogren’s syndrome) Fl & 454 H P A R . A WRIEK
IBM 5 A A L [F) i 26 - IBM SR RE 5 N 2R 18, mT RR SR 30+ 4=,
B B A0 1) TR T K

2 RN H——PM 158 SR I s LA 9 28 5 M o UL PR A A
|- CDA+#1 CD8+T 4 g B AL Y B 3= 9 LA S Be ik 32 R AN 225 - PM
HATBA N2 IM [ —FZE B . RZHLFZE N PM 1
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B HATH 258 ASyS. IMNM. IBM EiE S MHAL%, BRI
K, WARENESPES PM X,

BB R —W R0 5 H e g g A 805 R R A, B R
Gk AL BEARE . R GUVE R AL | 8 4% A i B XU 1 G146
AN —A TR AL, IR A2 2 45 RS R A A .
HEMENLR RN B E S P EEEIT UIRNP. $T Ku. #T
PM/Scl. #i RuvBL1 Fl$i RuvBL2. #i Ro/SS-A Fii La/SS-B.
FL AT 8 B 9 UL 98 R A0E 1R 28 5 B O BB A R IVL 28 o DL AE
R g 3k 3BT 1 R 3 OC J), I AR A B B AR G A ) R
R B L A Ah R BRI R AR B . 1R R L FE B B M WL
5 4 AN [ 2 209 3 2 4
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a #iTIF1 DM
QQ—LLM&@‘ -
BEEKBFNEZ ([BPAFE, Heliotrope)

EREFER
A [ %
' EEES, A

- kTR T

- WEE

- BFok#

- BERG R EY

T AR R KB AR B3 A
® e

A%

—— HBESMUED

XAFPESE (Gottron’s signs)
MEE

b NXP2 DM
fole] FEEKMES (EFR1E) )
WRIERE AT
VFERE
75 IR B 3 ﬂ\

EAERR KSR N

b
o LA
AL AR
B |

$BRILEE

ARk

XEEEMES

c $iMi-2 DM
423 &

0
L EAAMIES (ME)

98 e —— N
— VEREES
- =
IR
'F T XBEREMES e T:z e
e RRELEEK

423

Bl 2. AL BEDL TIF1gamma. $i NXP2 HI$i Mi-2 H SHARIRARER . Witk
WUmHE 2 L7 (Dermatomyositis, DM) 7EP 1] DM & IIM I H 2 — . MRIFEFER
PEE SPUASRA CRIH & FRHMEMERIL, WUE /I LA AR R L), DM & ]
BE—254143N: a. U TIFI DM; b. H NXP2 DM; c. $i Mi-2 DM.
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a $MDA5 DM

Bk N\
RIS (M)

Gmgs
AR (RER)

AL (50%) ]

EEP
BBk

XAFREAE

BIF
w = HE B MEY KA
EXTR

b 1SAEDM

00 BEEP WBER

&R F

EEERhE (EMEE) T =3

mx (FHLZRE

A R LR R A

KAFFEAE RIPR S

R MEY WA

B 3. LK BEDL MDAS it SAE H SHifARIERRI. SFELNUHENE DM 7EH )
DM s& IIM I V20 2 — . ARVERF T H G Pk CGRELE S MEEERDL, il
TSI AT AL AR B, DM mJ i —25404) N: a. i MDAS DM; 1 b. $it SAE DM,
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R 1. A IIM B SHid i E R IR

il HEp-2 41 g i lal 8 5 %
H &k hi R FEIERFE
9P g KA
iR S IR
i Jol ZH S BE-tRNA & 1 B 15-30% | ASyS 2P 0S5 40 /N A
#i Ha/YRS B S B -tRNA & 1 B <1% ASyS 2P 0S5 40 /N A
Pt Zo EREBE-RNA & R <1% ASyS 2 it 5 40 /N B
Hi EJ HE&BE-tRNA & 5l <2% ASyS 2 B 5T 4 /NP S
AS—B50HA 20 it 5 30 4l
¥t PL-7 HAME-RNA & K 5-10% ASyS
INBE S
H1 0J SR -RNA & i <2% ASyS 20 5 4 N B
ASyS, A
B KS RATRIETE-RNA S8 | <2% 2 it 5 40 /N B
ILD. XL
M FRECE, AN
#i PL-12 TN BE-RNA & Rk <5% ASS, A ILD
J=i
¥ /N B SR 2 B 2 A
i Mi-2 4-20% % #t DM % ST 40 /NP P
Y|
iV DM, HNiE
Hi TIF1 Eeedae) K1 1 10-20% | >~ CDM (40- M SR 2 /NPT s
75%) , IR E T E
C-ADM (ILD) ,
i MDAS B REA 5 13-30% I3 2k B 20 o
R R I
T AT SR R
$i SAE /INZ BB TGS <10% i, MG REAN | BB
1%
DM. 5 ITENE
i NXP2 MIFEA 2 3-24% RN S . %% S
B CDM XU 38 i
i SRP IEREREEHIE T 5-15% IMNM 2 f 5 4 /N B
i HMGCR 3R Z-H IR EEE | 6-10% IMNM, % 5497 | Bt
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A I8 JF il EYSLYNEPN
M, B¥EHEF™H
HT FHL1? VU4 LIM 3 1 5-10% AHN
WA 2
AR AR Pk
HT PM-Scl PM. DM, 5tz
NSNS &) 8-10% A
SRS
HT UIRNP Ul /MZ RNP 10% MCTD TP A
DNA AP B e 1y
1 Ku <2% SRR ES, ILD | R4l S
DIZ:S
H1 RuvBL1 fi#1
¥ & RuvBL1/2 3% SRR ES B
RuvBL2?2
WA A
TRIM21, REAHLEEY Sk, SkRER
i Ro (52,60 10-40% I3 4 5 4 i o
RNA $5 ILD 7E N 5 ™ &
(9597
BT cN-1A MR 5% R 1A 4-21% IBM. pSS. SLE B

WL e S HUARAE IIM B R B, A2 HAb O Th AR R I LR S HT AR
IIM AN B AR Stt, a7 Hofth 40 SLE. pSS BIAE R 95 25 45 4 20 24505 e il 2]
S AT . ARS (Aminoacyl-tRNA synthetase): ZaHEFE-tRNA A JkfF; ASS
(Antisynthetase syndrome): $i& LR E1E; CDM (Cancer associated DM):  JE A
5% DM; C-ADM (Clinically amyopathic DM): K ALK DM; MCTD (Mixed
connective tissue disease): VA A L; pSS (Primary Sjdgren’s syndrome): Ji &
TR ZES1E; SLE (Systemic lupus erythematosus): R MELLBIIRIE .
PM-Scl (Polymyositis-scleroderma): % KL - K2 Ji§; RNP (Ribonucleoprotein):
ZHEZEH.
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b4

B# (FiawE)
8] B {4 B

AL

e 7
] |

BERR

Bl 4. LA BBSEMERIGRRR . Hia RS AL RHERAZ/E )\ Fh O 4 s B
# RNA (transfer RNA, tRNA) & RBEH H G Hifhz —. IRIEIENE (RNA &5l E 5
PUATIZERL, RERIITR MG TR A BT AN o A 8 B v B AR, i
N3

FB E

HISRP IMNM/L B3 2

RFEIEALR

HHMGCR IMNM = 4 B2
RS

B 5. AR RIS FIIEPREE I K 2 0% 0% A 2 RSB L9 (Immune mediated
necrotizing myopathy, IMNM) (8 1& NAELERE TR A 3-F25E-3- AL [ — R4 A 3L [ il

(3-hydroxy-3-methylglutaryl-coenzyme A reductase, HMGCR) BY, SRP {5 & $ifk. f“H
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FIAILAIZEN /& IMNM [ Z58 T 470 SRP BHE SB3 HO 0 17 30 % S 9 5, W AR A
WA PR A, A IR 2y B O E. T HMGCR FE: 1) 35 IRFEHE N A 3 .

—— ’ \
Pt B IR AILAR B A (e AL
ALK (BRRXR)

36 2 AL #0495 T AL A IL 0 2 48

[

1l

e feR ATL R ER 5 B LA L 3¢ A2 48

K 6. EIRAENLKRIIGRRI. LA (Inclusion body myositis, IBM) [FJ4F & /& 4%
BHEATYENLIC Jy, B2 e DY KRR LA . WLAISZ RATREARIIR . 150 = 23
7O B [ L PR 2 4 ™ B AR o 50% A 1) BB 3 2 HH B0 MR R R

3.2 IMRKI

SEL HIM ) f S A RE IR 2 3 S LI TE 70 X FR A« A3 I
AP - AT HE R M BB N B LA, e rh R SR K BRI A 5
2R SRR Cie iR )2 TR L, (B I R AL W] fg
W Z R K et WatkEEg . B R IR AL
A5 & B B T B IR XE . H L I LR R . e e
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il 7L IR it ST AN R 1] A SR e S B KT T v o LR 4 1) e
W0 LR K 1) 328 R B2 4 B A bR AR R A A 5 1R AR AR AT
PLIE I LA B L A% A LA 3 4G SR ARG . 72 DM AT ASYS /1, L
WATREIE L2 R P2 B H o HINAANER, ZAEZ . (£)

KT RA LD,

O

3.3 WS RN

FE BRI ——AE DM, BERRAE M 1) R JER o A8 368 i B4 £ 7K o
MIRERE a5 (HuB). A ZRZIES (Gottron FLE) FIICHTH
JETH B2 (Gottron fiE). Ib4l, £ DM 3 Fib 2l M 4¢3
JRLLBERE A 2 ORI SRR ET R 7B EJ7 (V4B R E)E
Jis BEAIE L (BIBME) HILLBE R AFAE R . 1 28 7 kAR
WAT FERI LA R TUE S B 5A L . B MLE Y 7R AR B 246 10
Bz S B

FEFEME DM M — AN EHEER. T MDAS %Y DM B35 25 LG
BT 2 YU TIF1 RLAIPL SAE 7 DM B3 2 H B 12 16 J ik
% 2 ASyS Hi# . DM FE MBEA T PM/Scl HTik i B 2 i AR
N WIT bR EVE BRI, BO T8 SR TH 3R R0mE 1 A Ak
FERE . UL /DA NARER DM B8, BRI RS 2 HEA
VEVEAS TR R IR, MIZEHT NXP2 B DM /3 i 7L T 2 10
4 08 PR AT S5 DT

DM [ RBR AL Z 0] WA A B S B 28 - B RR A T
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AL I ] R DA B LA S AN/ E A o AHR EERE IR T
DM &5 SLE B #EATIX 7y, K E U TR 2 2 B
(CADM) kAT Bz PRI o

JiiEh 5% B——ik 78%Lh ASyS FlFi MDAS A DM MNAREE K 1M &
H ML ILD. PR LS AAEMHE AL 541 MDAS H S Hitik A
S FR) Ak bR 3 fE 1% ILD (Rapidly progressive ILD, RP-ILD), [ H:A]
KA RNIFRFHALE AP E Y, BREAR. @i CT
SR /N BB R, SR R A B B S, JRAE S K R A
SIESCREY 5K, il RHIX IS4 5 RP-ILD FAMHK. Lk ASyS
B M E W CT RGN 56 FOAERR RV IR 2,k
FBFE WA BEK OV RP-ILD. {HIEHEIL T, 55T MDAS (DM) ik
BB AL, ASyS HFH I ILD 85, H RP-ILD B & AE Z A4 B B FEAIK
— kUL, CT s B ARRr s ] BE i 46 /2 TIML A8 1 A 1 [
. NEZHAH PM/Scl Bl SAE H S Fiik i B35 DL IIM B35 (1)
ILD #fE v el i, H v Re R e A R, i Hmx
TRIT AR R R

D JES2 B—— 02 B EFECILE OIS T R G R AR E A
2 4itk. RAY 10%H IM B35 G IR MR AR, ik 75%0
BB RTIRRSZ R BAIRITT SRP H S P BH M ) 3 O 32 R
B, Al T HESME R RGOS E LS TR, Fx—
RILH A AR R IR TR, RO I R R
PGB ARA AT LU LR D0 LSS BN FTIERE ( AE o E TS B
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T (7K AR ] BRI AR AR SOUL I S RE T F v, BRLE HLi CoUDLAS 2
12 OS2 SRR B S (1 U S 4R b o

BEZE——FWR M s a T EILATE )51, R
PN ¢ 1 e e R 3%, 9 H LRI A LA R BE 2 LA 30 H T AT A 4
Wo 1A 60%IH LA IBM AR IR IL 48 28 N4k M IR 2R - Ak 1) R
F CAL 51 1) #1527 PR R e, 772 2 ) 24 2 7 R A 11
KFZRE—RKWTRFEIT ASyS NREH IIM H3g. fEdtLdiss
Hr, SRR ARG — A T EREIR, ML H TR H O RR R e T

3.4 2

2 H ISR 0 PRM S 65 25 48 I L P HRBR A 7T e 95 BRI, BT
WAL . 28T, B RTUSTCIE RIS WbritE, V37EAE 70 R AnEfE
HFES . ROMBTXIER B (European League Against Rheumatism,
EULAR) A5 [E XIE K 22> (American College of Rheumatology, ACR)
T 2017 R AR 73 bR rT A B iR £ B UL R IEZH , B DM,
PM. ADM. H/DENRF IBM. HEM _ETHE 8 RGH BT P
SORNEER, [R5 TS LA s B LG 7 B8 T D e fa H s
PRI 77 m] VA LA e

BT 1IM & — Pl B AE, PRIEARFE IR R R AL . B Sk Az 2
A IR G E HEA K 2 WO AR (R 2, B 7). XT3
1) IMNM L4, HET O 7 a5 H F7 R E 1) ASyS 2 Wiek
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GrbRiE . AR\ MG g S PR — A, I R A AL
v RIS ILD HUCT BT T IR S5 — Pl 2 Al RRFAE RS, A
ZWih ASyS. MKIHNAHZEALAIH 0 (European Neuromuscular Centre,
ENMOC) T 2011 42 1 IBM 2 Wibrie, B & JF sl 3 i i
RYMET % THE I, FRET 2 TRMINETT,
SERSRRFEEI AT BR ) LA B UL PR 2 2 4 205 B SRR A, AR DA E
PRVE I AR I8 ) IBM. IR 5E ) IBM ATRTREFY IBM. H
HIBORTF) IBM 2 WibritE 2 it F48 JE R WL U kL. LB 77, L
PN B SIE AN A R FENLET 4 (112 22 B 2 2 W AR AE EAT VR A
S FAT I —— K 2 BB T B0 P UL PR 008 1 2R 2 103 P g LR A
B2 T o WU A 0 2 1 L P e U R bR 104, B2 A
WEEF o ARIMAE — 285314 DM, ASyS ¢ IBM B b, HLER
TR I o ML T ] T g 7 S 3 T v T LR VS AP AN T
SO W, 75 HEp-2 400 k47 a8 Sy 2 e se it 2 Bz
PR BIRRHESTE 77 1%, (H B T4 % MSA A MAA DLAH i 5 o J5ON 48
PR R LSS B A, HAZ G B NIE I, R i 07 iR A
# MSA Fl MAA IIRESIA IR . RIS BEAR G viie & % e K28
MSA 1 MAA &bt (2T HAEN KIFAE S E W, Bl
EEXT TLRT MSA F1 MAA TG S 2 W B0 5 A0 2k Bl s 2% 1EAE v
& b, ABH AR R P RAE (BT Jol FURERSM).
A ——LATAR S22 I IIM. B JEAARAE . %559 TIM A [ I 784

PRE A K HEBR H e U A F 2 TR (R 2 AR 05 PR 2t ST 22

7
=
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WREE TR 2 FE 7 d). LA EIRIRES AR hEyal i, B
A0 T i PR BLAS B ) JE 3t BRI T IX L 25 AR 12 o 1T S SR U
BA AR A, M0 ELAEA R AL A DA K AR LR o PAAS[R] R A
I, BIANSRAE B A AR O MLET 4 . by 345 R AR A IS 20 R X

AEITA I REARY , YRR 2 I 17 % 52
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xR 2.

AFE 1M R HSURBE 2L R

W5 IR MR- 4EfA R FEE Y HEIR MHC-1R3X | MAC Jifl | HERARH
B PYEE I P B LR T 4l | ok 4 4 /N LA L MxA ik
B BRI | . B 4Hfl. B
F SRR SR
il
Z RN R AL . HAE | DLW RREIRIE, T | grigtE | AR | Bagsin
24 0 3 L 8 A/ B R
RNARFENEF 4
RN FIIRIE | RICLHAERE AT, | DLERRANAR9E, > | 5% 8 1 20 | ZFIR/ | okt Rl
PELR AETIRFE . WRALANFE | bk E g i, AR | BN L
WA B LY mERE | LR
LT YA AN IG A i
PUa BB O | LA K b R/ B8 | B BUR CD68+. | SR 5 5 | AR WL SR | F T SR T AT L
B, BVEBEEREE YL | CD4+. CDS+AEME | Hhfe R4, | BB E L IR,
o, A IR FEIRFELF | Bz MxA K&
WLETHESRFE 4t b
Jige
(ERERENIIR723 RGFM ZEAF | NIABERIERNE, | gt | TR 7% | 7258~ TDP
A ELf 4. F4ER | Zoh CDS+4ILFE %% K 43, p62 BHML 15-18
21 3 AL B BT | R/ B N AR SR BE M AP SAIEZZTN
PE P YEH =48 JULET 4

TDP 43 (AR DNA binding protein 43): TAR DNA 454 82 43; MxA (Myxovirus-resistance

protein A): FIREEPIMEE I A; p62 (Ubiquitin binding protein p62): 72 & 45 &5 H p62.

34



Bl 7. IM WA )RR H SRR LK a) REZE40A0 0L A B R, b)
CDA+4IfL 9 RE IR, ) B A &=, d) MHC T EWLEF4E Bk, JRHRERA L
ik, o) BANME T & E ST

PUo LG AE: ) RENLF4ERA0. REE5. NUERR.

TPEN FIRIEENR : ) WIEF4ERAE, hy WILF4ERLE B MHC [3id %35, 1) WLLh
24 40 B AL b S0t 5 A iR

BRI = §) bk EE 4 MR 4 M AR LA B SR AR ALET 4, k) CD8+FATE RAER
T, 1) BZA ik, m)p62 Yt (k).

ZRMEA : n) WUPRIEREF FEDFRNARRSENLET4E, o) CD8+41 A [ IR A JEIR

TEHLAF4E

JRIGHURAEEL 40 5 (1,60 F1200 fi5 (2-5,7-15).
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3.5 B2 Hr

LRI IAF B R . Forfr, WUIEAI R MR I EZ IR R R, B
e M ARRE RN, R = SR R R R IR/ B L 5 R e A LRI
A Re IR . B, PR SWIAZELELE. ABTENUR . dokifk
IV N0 A AL s B A LS S5 00 3 8l e ik 4, b 45l
M AT TEL R AL E TRAS R T IR XE o A7 430 [ 95 52 L AR A A 2
VR P 2SIz s AL AT G 20 A DA Bk RS RE s+ 70 3 Rk hge
HiRZ . BRI ERIR N E S S T MEEER, IF L
BEATIRAIE, B S NLTC I 5« 2 4 RGNS HEAT WL TC 11538 DA
LeANKERR ELAH =24 7™ 5 )3z S UL TE 77 o

3.6 WIE A

53558 AFEAH LG, ASyS Rl IBM Z 41T B AL S8 020 % P i X
B3 7 2 & 7 5. PAFt TIF1 bt NXP2 H S Huikm) & AR
A B S HURYITE IMNM [ 555 R 1) DM E S T g KU o
o WU ZIIETIE 1| A8 XU A e, FLJE 0K — BU 8] TSR e
JRURS ,  BE T 20 L 28 BERRSE 10 4

IIM A8 P B 22 P 2R B0 (R PR IR o 5 L 1 R e 55 3253 A
BEAR, BRI« P Je R B8 | IbR EC9RT o R hE O 7 0 IR A A A 7
g EEs BAMGIIEE . B, SR CT. s
. Bakamapmmd, DU a gL s X otk
. PR EE R, BT PET MGH AR S TELZK
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GBI ARG EA S, Rz

3.7 TR

H A M TCRH (KRS IR TR TIM R 1 59 . — LR R, 7E T
Jol HifAMI/EE HLA-DRB1*03 BHPER B b, WK M I — el
2. A B B fE, W DRI — S ik TR B R A X T
$1 HMGCR IMNM ¥, NG A T 29 n 14 . 20k oK
H¥HAAEN AT R ). BAER TR AT, Rt
N GO AT 2R 25 AN B SR W RIRIT T R W, (R ZH
BRI AL AL 25 BeAh, A AN e A s R R L SRR
FEDR T o BRI T AL T4 R S e AT 25l kLA, (R AT3oR
WAEAIRITHRAERS CHIan it TR 4525, 55h, K EE R
I 5 2RI

4, Bif

FH T LA B 28 L A0 S o P, ERTER L 2% 1/ LR Bk 1 o VR T Y
SRR T 2B I KRG R, DL 22 B R GURHE.
F T L2 A PRS0 5k = A6 0 I PRVESR , H A1 1 78 LA S 1) 1Y
ZEAWEN] (Comprehensive consensus-driven guidelines) B¢ FDA ity
HIAT Z AR A NIRERAZ, H BB R 2 d 5610k
B 3 AN 25 B B VR ik IEAE HEAT 2 18 3 3 AR5
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DUASGE 85 IR, BB D Re/K - B BIRein fR 2k, I HA%H|
FENPREIR, A H H & A IGTE AR . B bk i ez 2k s g
(Intravenous immunoglobulin, IVIg). F|Z & ByTFIZ 5T 15A FEHL

XFIERIEFEAN, ST IR HIESE 25K B [ BA AT 55 o

4.1 FERRME

FRAE B Z CIESYT R A6 HEARES , (H 101 RS R s R R R K%
% PM. DM. ASyS 8¢ IMNM &E# . PLENIRME TG I ILD &
M — R BRI YT 772 (B 8D W T i ™ LR BULA SR I (4
i 1ILD) By, TIghkiES FH AR AR (Methyl prednisone) #H4T
W R SOk VR T o fEL R TR R SRR AN R SRR I R RE 1
KA, BRI BRI o IGIROETE R, A RIS B R At
ENURE AT I A GBI Ty &, AW S5E IM &k
L ARG UL RILA J) s B ) R 0% 58 A
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KEREHER

—%
+ USSR
BT ‘ o
- BAREIiAT
- EEWE, fRERNRRR | IVig

=%

- FIZES, 15RIRHIASYSHILLD

- REAELAAT 7T ELLD

- RS i B A S A BB A+ SR S B AR S A A B EELLD

|
KWITiE
- FIZERNABENR (LD) . #LAE/E (DM, MDASHIE
ILD) . PIERFEE. FEREHE. (ES LIRRRME. MEh
¥ (RBK) . (st (R2BK)

A 8. IBM 2 4} IIM HIH# RGBT, IVIg (Intravenous Immunoglobulins): ik
VES RS H; ILD (Interstitial Lung Disease): [H]iiMEfiiJii; ASyS (Antisynthetase

syndrome): TG ARG 1L

42 R'E EREREE
KA B BR B 5 R S (Repository corticotropin injection, RCI)
s M S AR R b IR R BT E R A B RO BT & AR
(Proopiomelanocortin peptide) I, W HIBE B B2 244, A
PR AR B TR MO AT ARG A BT R AE DL o AE — IO b 28
WIS, 10 4 MEVATE PM B DM 38452 T8 2 il —k. N 24
] RCL ¥R97, Hrd 70%M) B F L2 1 BRI FAl A RA 78 /N
(International Myositis Assessment and Clinical Studies Group, IMACS)
B P o R S BT A R RCT A2 FDA L #E ) PM FI DM Y697 7715
SR R T HL Bk = a0 Rt HLAE 56 [ A AR s v, R ERAY
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AR =B 58 Ja By Ak, 12250 H AT R AE S [ 5 A 3R A 4t
AR BT

4.3 LG GBI

& G G BE AR 70 5 0 B OBCR RS F, (ELH0S TIML (997 804
TR BRI TIE, 75K 2 B0 PR 2 A A 2 R g
14 (Methotrexate) BEERMEIENS (Azathioprine) 5kE & i &R BES1F
FYE IR BIRIaRI6 YT 77 26 (B 8D« JLIBU[R] i 1A At 578 F— 0T A1y BE 4
FRbR 20 RO A S e IR 299076 PM. DM RS 4E 2 L& HR 368
I WU AN B JER 5005 o At MR P2 AT JHH 5 0 ILD R85 ) e
I HAEGE YR RN 22 4 o BEAG BRI 22 1 [l B 1 A i BE PRI 70 S RF e
B EZEWEE (Mycophenolate) 7ELZ LA AR (40 ILD FIREYR
T DM F2) ity r sk, 2 SRIENL R i AW n . &
Z2 M BRIE P 225, BXT8F ILD MRy H E E E AL
R EE, HATUERN—R24%. % (Cyclosporine) FIh 7 5L ]
(Tacrolimus ) #f& £5  #h £ B TR 1 771, s 4 M) T A VA o
P HVERIT A LIC I8 5¢ ILD AR PEAILR B 1 — 224
Y CEEL 9D o % 1450 22 T a2 A1 61 790 0 23 P A P 75 A e 7 S0 I 249k
JEAE NIRRT Rk 58 . FABEMEZ (Cyclophosphamide) Ff
HAXBRT5 PM B DM AHSCH ™ SR PENLE ). PUEBERER) ILD
B SPENE R PEIE, £ 4Pt MDAS B S HUABH I 1) 8%
ARF ML M B SRR R E LD (EE T, AR
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I 525 U S, (BB 5 i G KU A 5

iatEaNS
{ i ) ) )
ILDAEREE  EENAEBAISRP HIHMGCR DMQ&IEZJDM IR
‘ '
EREERE it 2R (NERER) gﬁﬁj@ﬁg
Wi
MEZERN IVig

‘
IEtAZIATTILD |
b v

ETEAZESR-REENR,. WERE. MRS, BARNSItEER
B 9. ETIRKRMBZRIPAFEBHEIN R BEERIBITHER . IVIg Cintravenous
immunoglobulin): F#IK{FE 4 e EERE H; ILD (Interstitial lung Disease): [8] 51 Pl ;
DM (dermatomyositis): [ZF&%; JDM (juvenile dermatomyositis): L% ; Anti-
SRP (Anti-Signal recognition particle): 155 HFRPLIA; Anti-HMGCR (3-hydroxy-3-
methylglutaryl CoA reductase): 3-F23E-3-F 3L Bk CoA i85

4.4 SEIREH

IVIg A& — M B A HU R A G R T L L E A B S I F i 24
Y. HHT, IVIg 8 HIAE IM 1) 2B =2I697 2%, nl 508 K iR
/B A G H I 25 WV R B S Yt PO E M o I8 3R R/ B At e
2GR RUE R o FABOR R 2 34 VR VR YT LA IMNM AU
ML — 2251, — DTN 15 AR TE DM BB HATHINE . 22 XA
RRRLE B IHOE T TVIg BT RoR e Atk . foln, DARER R R
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— DEE B R TUBENL . 22 BRI IS 3 IR UIESE T IVIg TEFEBEULE
TR R BV PE DM R KA RO R e Ak . iZARER R FDA FIRR
25 5 E PR (European Medicines Agency, EMA) Ll LLEE 4424
B TS y sk A IR N L5 . TVIg B 2Rk A
. Foy DU e e i 25 FIN AR A, AT AR
g R L A o AR, IXPRRYT TR RS B 0T, FEJS BV I
HA PR, HHE—SRE KON AR

4.5 AWl mAIFN LY

A ZEBHL (Rituximab) ——FZERHTREIE RS 5 I % WA
RIFHLEIK) CD20 BATE B 40 o JLIUTF bR 25T FU 5 1 X (45 A
AP SRP B G HuME (—MARTUSHEYD ) IMNM B8 ERFE N
) 7 B Y T L 98 BB T e e E A R . — IUEF X DML PM Fil
/DA DM RRIBENL XS« 2B IR I RS (RI228 B piifT
W% (Rituximab in Myositis, RIM) 156 ) A feiA ) H F Bk EL
Ro SR, 83%X} 22 Tt G e M| 71 245 F) 638 AE —4F N R I H LA AN
JS2 PRI BRI R e A BOR B S 3 Rt b o ek, R H
TEZ B H TR TR A AR e 4 B 2 Ve R AT . U i B S pufds
P Mi2 HEPUA. FOE DM LLAGRIGTF GG BT MR, #2
RN 2 BT R IR 3R o R 2 B PUsRER 2 1 H TR 77 A
ASyS AAREMWLIRA I ILD, 7 B B A i B 7 B 7 AR
Mg o SRT, 324 Lk i AR AT BEL X H 58 o
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A SE R T B —— R E MR SER T (Tumour necrosis factor,
TNE) SRR O, (BRI (Etanercept) A3 KA H
HLpT (Infliximab) S& PR SRSE R HE IR 0 N R EE . K
ARPGEIRTT 5 4 DM B IR SIRG] . SRR S ByiaTr 13 4
HMEVEPEIL 2 B AT BOhR 25 e R 16 PA KA F 5 A B0 7 12
% PM 5l DM 3 BB LIS 22 B0 e 45 2R 1 5 PO AE B A
o, I DM B RS 2 R e o, AR v Y
IITRCR RAf. BAR, H AT SE TR UANR T i T B D R
LS RS U RE R R SEAE S B AE LR IR B L2
Y.

4.6 FERIBITIEREI
KEZH T LRI ZAE PM (polymyositis, £ &K PERL#%) 5 DM
(dermatomyositis, &ZJRLZ ) HiEATH), Fik, K2 HEWHEHEHA
I AR REAT G, Fer LA B R PO o /e B3 R e . e & 1
A R ORI AR (R R L7 2 S B b, W AN R YR 97 7 VA T RE A
e BbAh, ETHIRI TR, YEIT I DLIEN X A B R ILEL
FHSEP% , 40 ILD Cinterstitial lung disease, [8] 5 P4 i ) 275 MK R X o
Hea T i E R R, MR RA S AR . = A R BRI
RARE 25, BT RA —&RBE R4 R . IVIg HIT N UL
FIRI IS RS R, [KIL3R1S 7 FDA 1 EMA [flbidE. A3
A&, PANHIURL, abatept fERA IIM IR, 3 DM, PM 5§
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IMNM (Immune-mediated necrotizing myopathy, %%/ HIPRFEHEAIL
i) B, LUK lenabasum 7 A DM HHIRH, A REIA R EEL
s CHE R IR

BN FHRSCHENFE ——F IMNM B, 8% (56 w7 o
JFUMR 5 IS B RS — VR NI IR YT . ARTI, — LR R
FIFRH, FEIX L 83 b A R 2 5 BRI/ B TV e —F BE AR ) 7
Vs RO AR TE, AR srp BAME B R UL ZE 48 (1
R (B 9). Mok, TEFZEH hmger H B HUAR M2 4 B K] E]
57 FH e 7RV B B B R VAT IS . — SR I, 7R AN FH B R R
WRIEIL T, A&7 IVIg /ENEZ5I0)7 FREX 5T hmger H £
ARENTES R SR

ASyS HH I B 1] R 1 ——ASyS 1 32 B vk i@ 2 ILD (]
9). B4, ILD 2 — MWL CRRRlZ ASyS) BB AR A 25
K. BB e TR E R ILD S35 1 —&iR77, B ASyS
B bUT QTE, infhd A B3R R, AU T ASyS B3,
Rl ILD &3, WS T REFMICR. DU RH, W 13
BIhLA s B S PUAREMER) ILD B, s SR (g BT il oh e
WS HGEE . AN, LI B TSR 703 B 0% B BT R 55 b o B m)
PF RIS TR AR A7) o M2 B B 2 1 T LA A R
) ILD, %552 ASyS . —Hixf 24 #i ASyS & /™5 ILD £
Il 7L R, 28 Py G T ee A B . FR, 5
G BEIMHIFIAI L, 17 FI3T jol H BPUAEE A 16 22

44



HERPUEYT, o PO ) SOV .

CADM——CADM (clinically amyopathic dermatomyositis, i ARiEH;
MRS & —FRs IR £ AL, 5 antiMDAS H & Uik 7L 5
FEMOE, HAFER ™ EPEE, L% 4EH RP-ILD (rapidly progressive
interstitial lung disease, rapidly progressive interstitial lung disease), {H
BABEWINAT o X BH RO 2w, T Z A e i
R ERIRTT, LR B AR A VA R B o R A A B R (I
9o FIZE PR BUABA FRBE I P T P IRCR A 1 B 2R
o RETEM—IRIIEE. FFRGRER R, 555 T IRAH L,
W R R SRR e B (0T BOR A A7 35 250t

HFEAENLZ (IBM) ——5 DM fl PM A [H], IBM (Inclusion body
myositis, FLRAILA ) % G if 7 il AU . BESANE B2 T A
B G AN STV AR AE BTG BR8P AT M, (A 1 3R
1905k, AR R B B T R e A A s DL BT, 7T e s
Hede N AR EE E . TVIg 7] SRR R, (BRI R A
A, SR E T HERAMILE, HIE IBM #3510 —T0N
TIBEALIUE 2B TR BB e, RS MREne AR RE IR 2 LA TG ) i 2
FHEFAEIE A R IER K IBM 3 I AR 56 oAl 7 8 ik 55
— R 11 B ARBUIR——FT Rk, (RS RARREIA S
52 JI 6 BB AT R B R B N . PR B SR I I K AT
I~ 1 A0 R IL R 75 3 R T S 2, R BEITLPA A 2 1 S AL B 1 TE
6, MEMER (PR WA0E s, 8754 ) — el
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F, BAEAEMAEE . RO A A AL, XEYP A CE B4
NEIREEIR, IEFHmE— IS, AR, £ IBM B AT
RIS 7K 2/3 S0l PR R e ik B HL 2 B s HIREE Y 3 I
RS IEAE AT B2 HATE— IR ik, EfE IBM Hh—H
WoR HANFIREEE i, RV S MBI o R B E

7 MR R o1 S I R e ] R L 98 )™ BRI e 2 i R B, K
T A PR ) e A6 AT 78 00 AOASLEE  AH S 4 A R F S DR 84T
3T AT o B R 2 U A0t T B R0 B o e R S R i 571
AN, AT BEHIE T B TVIg ¥67 MEVA PR M R K
BRI RE—— 45 o OB RE R W PRI e ™ AT e LBk i P A R L.
A 48 1) G B A AR T2 A S PR e ZE (1, {ELIE 5 A A2 LAYR Y7 45 i
UUENE . RUPHIR #h HU/RBR & A28 BP0, TVIg MBI S
DUERE 3 RN IS 7 — 22Ty

s

4.7 B8 KWERTT

Bt B0 SRR TIM 8 N I8 3 1 22 e MEFI A 24hE < 38 30 JE LA D e
FOAE V5 B #0430 - B2 /50 0 RN T BB 0 BB 1) CLAAE B AT DA
WA AR S B A K AL E B TR, RIS
FNARIRAE B B, 383)), FenlR/EEGITINEE SN, N
RIEDNEI, REZPHRE. KZH0m A8 2iashif Hia Rk
Fil o VB BB MR I MR RN R D SR IL S IR HE V9T 7 i
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4.8 FRENETE

4,5 IMACS (International Myositis Assessment and Clinical Studies,
B 28 PEAS ARG ARAH 7T 41D BIWL A 70N 0 [ s X 28 5 & SR 5 E 7 H
TR SR . VAR IS S AR B, Uk R DI B AR . X
L PE I R S B Hh 2 A P AR L o A0 I S A (0 455 I AR R A 3 1
PRBIRIEZN LA 10 BRI BAURR R, EARLABE - Hr . 0
UL PRI AR 5 R 5 1 M PP T s o A P T Ao U S 4R B AR
WA R NFRE AT R IRUE T RS D ELR B EH
— SRR MLPA 7B I Cn = RE = i) AN T e D& (T Re 4,
THI A S AT E AN, DU BEERERIVHE, @ ILD (MiThhe
WF7¢) B DM % Rz R T AR A ™ S A2 B F5 4 (CDASI, Cutaneous
Disease Area and Severity Index) ), #REER L 2 Ml FHAE B 45 SR &
BEAL, B R A R, R 2 i e PR AR R A R
=15 5 &4t (Patient-Reported Outcomes Measurement Information
System, PROMIS) {3 #%, IEAEH T PR VLS B35 . MR AL 75 4
A1 DL K B S Sl i R ARG A 0 T, ) AR 58 2 FR 1% AL
T TEAl o
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5. £i&h=E

FHIE N GULE A W 5 18 388 ot 115 PR 1K 56 A0 A0 5 1 A DAk o) SR 38 1
e A5 L. L9 To R 22 s B35 1 AR VS T & (Quality of life, QoL),
HA] FECER o BF IR . (BT LLR S A SRR 240 7 0P
iy TIML BB 3 26 3% o B U LA BRI o Fh 1260073 T S L DA LA SR 28
T, AR 5 125000 R G PRI BEAR SC I A2 0% )i & (Healthrelated
quality of life, HRQoL ) f&%t[E SR ¥ AE, (HAEIR KFEE FARERIRE
AN

RZHOHAL TIM AR B4 e L, B4 2 B AR B 42 UL
PR . REVLRIESIRIZE (Myositis Activities Profile, MAP) J&
LR PM FI DM TG, T H 2 v R 2 AR 2 0T R B G
¥ J% In) %% ( McMaster-Toronto Arthritis Patient Preference Disability
Questionnaire, MACTAR) £t XX AS W AT 1. thal, bk
IBM EEAIEIFEIE T IBM DiRgF € E3R (IBM Functional Rating
Scale, IBMFRS). #RTM, X Le4540 8 DL HEE (10 /A 2 ok il e, 1R
FEESH A BSOS RE, DR EENRE TREAEERH, —
G i) S ANIE B R B BF I 2 5 AR s/ NI S IR R SR
Jith2 (Delphi processes) o, Br 7 HARIIREZAh, T THIET
K IR 5T HJEAEN .

T AR A SEIG IR Ah, IMACS %0l B IR A R R
w4k BN (Patient-reported outcome measures, PROMS), 511 £

HIFKHBIRITERE . IMACS SN HRQoL HEriE, 4
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AN AR 75 H ¥ ShortForm-36 W 2E (SF-36). Ji i sl M A 4% O
M EARFR AR BIIRUE, HMARE IMACS [MISCRE R R H AR
PROM. [AIff, 7EGRZ BE B WMEN T, @i HdE sk s 5 € T
A B I8 R I A &R 1) DM AL PML IR I 2 ACR-EULAR
BrUE o XU K 45 S %7 & ( Outcome Measures in Rheumatology,
OMERACT) HEZLRAL T —Fh E AN, FEE S T7E, F R BRI AAHC
REA BB R EAEIEEHELE A, B E PROMS.

FEIF R HALR TR TR A7, W DM@ A T HERIEAY HRQoL. 48
117, 4 Ja B A B AR AE AT TR PR SE B P bn it PROM. U
F o Dk G A2 SR AN [ BA B AIA [k 6 ot i tH I8 S o [l B4 41 7R
T IM B FC AR HET A = 5 & 80 BIE ¥ PROM X Fh 7 VAR
TR B 28 G L, I AERIE 78— ZR 5 28 DL o 0 ZBUEEA T
Meta 73 #7

PROM 7E 55 15 PRI B 25 48 IS, 77 DASR L A8 2 s A0 0] 5 o B (H
W ARG J7TH . IFH PROM FSEHtin] DL EE G R, R m B A
B, JRl I F RSOk P s B BT R ARG
SR AT REAS B AT e, R R SRR SRR R H T
LSS5 50 HRQoL T-HL (¥ 36 A1 R F S 1 i e 47 B AN 7 42 56 2

B,
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6. BE

21 Ik, BHFA T TIM K 0 41 75 B AR 32 1) LAY
19 7 EORE R . X3 ok TWLARE e B S BRI 5 10 AR5
D o TIM P DI B S USRI T G 22 Go Xk L 14 s 2 A= 2
FRFENR o JONE A B WA B H S SR A B L AN B R A
DL AEFT R BB MSA 2 LK) TIM WA A iR AU A iR . R,
FHFEN G0 TIM. 1 BEARATI SRAEAE — 58 22 7, T B AE AR IR 78 im LA
fifck, DABCEIRIT MBS o ASKREIF SR PR B ) — AN E 2 N IIM
LA E Rl — N 22 e 4%, X2 I IMACS 445
BRILA Y 28 AT 55 22—

LS8 I PRYE 7 10— A = PR AR 2 0 70N B AN B ff BB 3 2 X T P o7
FEA RN o H RIS I S B R T e R B E Tz R, (HA
KRB A+55 0. thah, f£—41 PM 5 DM EE 1, R 20%[ &
BB BB SAE AR AT S EEA AT 23000, PRI
HRDFTIE IR SRAR o X T BRI G, W R E R R
5 G 8 S AL R AR SR AR N R 2 TIEER AR B, BRAME SR Z 69T M
FOTRUE A A05 B4 o A0 R BESRAS TR T7 SR | i J Al SR i 4t
M AAE ST 7 20 AT 71 %, Maksa—DNERED.
N T A PR LR, R A 7R R M R I A 0 AT R
B EIIETT o B P R AR IIM R IR R AL AR, L RAE B
SEL IIM B %12 R R RH2 T AT IS WorAl, T RASEIL R e, — B
W12, BN RIF R R A VR YT
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A LS 2 RO RS IRYY TSE A T OIM R B AR B A A
R . FOVEAAFIRARRHEL & 5 AR HLA DRB1 &84 5 ]
FASRHIAE MSA SR 8], G RGEHT Hbs =B B ANE, B CARE B
OM MR S s P B OR B [ S1EE B 5 S B 00 i %
PR AL T 1 i SRS R 1 20 i AR I A R BH R R A
A B RTE B IE R R BONTRS AL R Dy mT BE 51 R S I
PRI BISGE . ERXMIEIL T, FA LV HLAS. 1 A5G 5 Al
DIFRIIBT Jol BB HUAANMRNPIE il 5 S Pk B2 —
B TIM 2, AlATTE ILD MUPLSE MR BE i 2 e — AN e
DR E, MR A A R R A, CAESNE R
LT 9t Jol H BPUARRIEENS: HEB-RNA & Bl BORBR BT S
REfE R NE CDA+T 40, FFESCUE MR BE DR 485 H S Nk
¥ CD4+T 4Hfi. AT T 40 PR 7 1 AR T R e e i 329
REED IR, XRECET TR RS, NEEEE . £ 1M &
b, HErCS a2 R B 5 DUt rdr e vk B S PUR S A R IR R R
RUFNEL PRI AH G o IX 28 5 S 1 f2 08 AT 353 T 20 B S S e IR PR s 2
M # o B S PSRRI T G A 25 58 R TR S B 97 125 P L 2L
B, I HAERK 5-10 FANSOYIT R E P2 B, il T 4P
RUELE A S PR RIE T 4HM0HS A2 T M R R AT 7 1 o T Tk ) 48
ETR.

B IR T SONANTR A B AE VbR S O VR T I S — AN Rk, W]
R KB B R AL B BB AT 1 B W LT FOR S T
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M & — P E A AN R A LIS 2204 27 W5, BRI T DUIs I
FH 225 B0 I 14 43 2R PR AR 45 SR8 00 52 P T o ) 28 73 Sk (it s o 22 11 [
bR G 1E. IMACS W4 LRI — e F 20, R T X5
TE SR E BEAT VP B9 TR P S bR . TIM100 £ EULAR-ACR
S RBR R VMR 2 O T 7 R B I E BB IR

LA RO T IIM & AL A2 . HEBRARRRE SR+ 4> EEE . I
HAEQ a5, HXEF RN ARG GRS 10 3 1) 7 TRk LU
1T g TIME 5 3 A Bt oy B (E LR AR AR 75 1T DU A
IM AN RAEYRREY, BETHAEE. BT 283 LAY
FRPIERAEA PG AE AR R 22 5, BRI TE 18 R AE I RS A2 S AIF 5E
o, FREAC UL R VP Af A 2 00 B o SRR — AN B B0 H R 2 ik
WURNE RS B #Efl, ARG ROL—ANE BRI 5N, 3
[ o 2 LR, 3 2 O RE 12 W7 1) — T B LA

I3 A T B VPG FIbR v A B U0 7 B S LA T T e . R
MSA IR E T #H IM 20, 0. 535t HMGCR it SRP H
FPUAMIRE IMNM, LA 550 TIFly B S Bk UIAH L A DM
B NEE X . IR MSA 2 0] DUTUI T3S R AE AR M) . SR,
AN [F R B S B T R TIFLy B SRR e LR MSA 1
TR RIVRE S 1 3 ANAH ) o DRLIRG, 5 2500 FH A 1) 0 o K28 A 71 v 7
B S BRI E FEATINAE, XA LA P BRI S 2445 2 5
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= RIERABEIEMTT &

M J&—RZFE WM, 2 AT I N T 1B SR, AR
Bk BRI %2 RAERFE . 1IM 1152 B 8% B R ™ AR A A %
A FERLAFIL T, WA B, A B2 RS R
B, TE IR AT TR, AR O R AL B R Y
1% 2 Se i =R A LS R, Al fs IIM B R AR R TUR A OG . 1677 LA
W R BT IR A, {8 P An B P RS | S M A N 5 2 2 Ty
4 S [ W 25 DR A PRI 2h o TIML IR E SUNE D 3 AN H st &b
TP RS [ 2 24 ) 2 A o RSP TOL T, Dh T B KR PR e s/ 5
FE B IR B AR AR R R, PRARAE TR, FHECRA 4
7%, Hoh A5 bDMARD 1 TSD. A SC[H] i | H #f bDMARD 1 TSD

FEIRTT IM P E RSO, BRHERNAE . AR et

1. £ IM B2E PRIk EH REXER

Fr kTS s 3R (Intravenous immunoglobulin, IVIg) & —F M A
M3 IR AE A A 1gG, 3RS FDA #tit, B TiRI7 RN
% (dermatomyositis, DM o X ey f £ 5 (7] an # WA PR HE L P2 B R 55D,
IVIg Al {EN—2&IGTT 25, TVIg X IIM FG 97 1F s 2 AL,

BLHG: (1) $HIAMAES B0 M RS 2 A% (Membrane attack

complex, MAC) TR ; (2) IS 2 AEM SR ZE A, 41 U0 IL-2. KAL-
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1. ICAM-1. Clq; (3) LiflEfLE+ CXCLY Fl CXCL11 FHICEHEA
(4) BEIKTE Bk B1 Fo 524, M BE L4 44 45 4 20 M i 7 W A A

1993 4, Dalakas 25 NYE—JX} 15 44 3 HEATHOBEA LG FR 56 Hh IR
1, IVIig 5GE TR 18 HED T LIREER .. BEfE, 78 2002 4F
) — 500 35 44 B AL IVIg BITF BRI T, 50% ) B Bomih
FHH RS, JT RS T 4. 1E Aggarwal 25 A FIBE ML IR AR
i (ProDERM iRE6) 1, EIGYE IIM H 3 ol [R] i 432 52 0 R Jo 3
FREINHIZGYNRIT B BB R85 IVIg GRIENREA TIAE 2.0 7)) A
75 RBURTE B 005 . 28 16 R, IVIg 4 79%Ir 83 (37 f511/47
) R 44% )5 (21 51748 B TEBIR TG SIELE A o)
JITE A % (P<0.001). IEAh, (R TVIg ik 3 5 A3 B i 1y o
A (a] Ay 35 K, A A 2RI o L 8] 115 R HRdRasE, ik
VEST Tg SHULR ARSI B R R (—Fhfe AL R hapH
AR AE—TREE B, TEHESZ IVIg YT ¥ 18 S AEVA ML A
SIS T, B 12 ZEE 52 FM A RS, thah, HEHRE IVIg %
VI LR R R . — TR RN T 42 448252 IVIg 1697 )
MEIRTE RIS B . SRR, ST%IEBEE—A IVIg 45255 15 H
PR, 80% M FTEFAS IVIg A2 AW G s, HS5M0. W)
MRS, DM IR, A H] TVIg BRI, DM 2 W 2IH46 TVIg V77 1Y)
KA Bk R kRIS 2 RITE . BRI IVIg 1897 5 B3 e
i 38 T i > 24 [ e B 452 LA P SRS T 1 4 24 71  Goswamii 45 A
BT — T Meta 72 HT 9N T 29 TR FL (3% 576 444252 IVIg ¥RYT
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IR ) AR AR, AR BRULA PP FIIE PR 78 (International
Myositis Assessment and Clinical Studies, IMACS) Frif, —2fdi Fj TVIg
MEEENRA N ESEER RN 77.07%. SR RN EA 2.9 4
F o 5% R PR R DR A A W PR AT 22 VR T S B o HE AR, [
AN 2 T 1 BT R0 40.9%

VT, BRT AT IVIg AR RN CEFEEL. kR A
REE) Ak, IVIg I897 A R ANV HE T BESG Ik MAEAE ZE (Venous
thromboembolism, VTE) #J X[, Kt VTE JCHAEAS RIE. 7£
ProDERM R4 H, $:52 IVIg 16T 6 HEBE AT T 8 IRIMAEHE 25
f (1.54 /100 43/ H D) ARIEIX— R R, EEKE T VIg
FIENE, UREFRCIMEIEZER KA.,

2. FIZERHRE IIM FRIRA

A ZE T (Rituximab) 52—k & 34T CD20 HrdfEdiEs, M6
J7 R R AE SR RN AE REE L PR« 2hER LR (Juvenile
dermatomyositis, JDM) FIHF 52 1 T2 (Interferon, IFN) FlRK %
I EPE B K SIS, X8 B iS5 M B R gt T
UEdE . UBAh, TIM I AUYLEF 4E b g SR ER 1 (Tumor necrosis
factor, TNF) FIEIIIA B 4 BSOS K7 /K P X SR ISCRE T
—AME, Bl B AHAFESE T BE SR TIM I AR RS, IR HLR
TAHP A TR . ARAEAZ B BPIE IM A B — AR SRR
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5, BNRZE BE 7 L& (Rituximab in Myositis, RIM) i85, &—
TGUE S0 N AEVR P TIM B IR BE AL 22 R Boos B R k5. 8 J4 /5
HEA7 200 44 FBFE AN N FIZ 5 BT R Bl 2 5 B i AU AL
HR 0 [ B L8 SEA5 Al R 78 (International Myositis Assessment and
Clinical Studies, IMACS), & &7 HAEL FIHGE & X (Definition
of improvement, DOI) R [E] (20 fi) FRAHEZER, HEIL 83%
[ ERETESS 44 TSR] T DOL, I RS iz iy b bl 5z S s R i &
A N BT o BT R — T Meta 08T (B35 26 TR FC AT 450 44
M B3 R, FIZEBHRLEAEE MEN 65%, 7 THRE: (121 4
B EM T EZMEN 35%, KREFEHETNNIE. KEZ R
A FE it ) e IR it S B A8 A 1 4 R A TS

PU & 454 1F ( Anti-synthetase syndrome, ASS )& 1IM ] — M EK,
R4 Allenbach 55 NI T, $32 R 2 & BHTIRTT A TE ASS 3%
F1, R 20%i8 3 TR SR E B4R, A H At iR,
RS2 BBBUIRTT ASS ML4EAH RN 62%.

A —TUREEMETE AR A, 52 BT M R G BRI SR
ML, BRI %8 ByUia T i IM EBF W EIEH D BER HF
AR i DA 5| R o 1 R AT IR U (A s et i 9 0 R IR ) 1Y
Sy IENVERGIN, FZE BRI E R OCE R, ik, RN R
PEAL 1R AR AR S A 2 BT IIM Y7 2. Janardana 55 A\
[ — It Fo R B, AR 2 JARRRSG T 0.5 SR & BHiiiasT T RS
FRRZE T 1 S5 R EA B RCR - Mao 45 A RS G & (1) %
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P (100 Z77) 1E NPT MDAS FHYERFPERTR (Interstitial lung
disease, ILD) &I INIT Y%, 45 R B~ B 4 FEsmFr4E T 180 K,
H AT FRRIE T 2R,

3. BR=BEQAIEEHDHITITE IM REYRI A

P& 2 R /S 5 e AL sk G 7). (Janus kinase/signal transducers
and activators of transcription, JAK/STAT) i & 7E S RE M N T8 51%
SR GZE T R 1 AR JJAK /2 IS 25 S STAT1 ERRAL,
STAT1 7241 IFN-1 15 51 R R 1 AR EE T, S
I LA B2 P Bz 4 A A T 78 TRN 45 3 R 1) 3R B K I3 TEN-
a MIETHE SIS TEM % . IEN-T ALPAENLR (& A R 5%
FERBEEPEH . —IWTERY, BRKAMEE (Ruxolitinib) A HIH]
TEN-L 7E LRI AT P B 24 i mh e 380w 7R

I A PRSP H157] (Janus kinase inhibitor, JAKI) X IIM 7 2 -
WER] 2 — K B — i Bl i & iR T — 4 A e E LA A
R 72 % bk, HAENRIAIE—F G2 BiEf JAK2-V617F
RABAVERS B BELT 4L, T2 T & RAB e iBTT, 45 R
JFERRIE . o KW TR . BMERER A 1IVIg BBk & I i
2452y, Kim S ANIRIE T 4 Lt IDM B2/ RMEH 4 Zw B
Br e, BIEE 4 JA LA R PR IR o, BIE EAN R R MR
geah, TN 10 ZH R EERTE IDM 8% CRel & 5T MDAS
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Bt NXP2 PHIES) R EEER o, &RFE e s & e ihyr
fifi 50%1BFHTE 6 AN H A IDM A FIGKIEE . K FHEEE BT
BUPESR B AIAE 4 42 MEVAVE R 98 (835 10 R 50 ] i o, 36 6 3
FREB e B R, Bk WIARSC ARG R . b, fE—I
TR 2 AT HE MR IS RS T, 10 42 B W 25 700 AR Je Jok 52 L&
75 T AR P B F B $8 % (Cutaneous Dermatomyositis Disease Area
and Severity Index, CDASD) /b~y S35 50 JE 1) B2 s 8 #6532 14t
35 JRiGIT . MRYE IMACS 41 DOI, 5 4 B3 KRG s FE A 2 b
2%, CDASI VA FIIRAR T 18.5. ffa, XTELHE 53 ZMERME T &
BEAENT 14 B FEEAT T BB, S5 R %R, A JAKL J5, HRZk
RERAMILA ) B4 3 18 2 MR AR B, 1 HOR 2 508 e g 3
ek /D> 248 [ 2 1) P

RAE JTAKI #5520 A RN 2 42 2 b IR R 2 ik e, (H S ik
I A4 4 ZEFE (Venous thromboembolism, VTE) JEH {E 5 5<7E, KN IM

1 JAKI #55 VTE RS 18 A ¢,

4, MBAEE IM RN

TE 57 8 A0 22 KAWL WL PTG RS ) SRE R I, T 408 5 = Tz, X
UERH T gup /e H R i HLEI H 4E - b4k, CTLA-4. CD28. CD86 il
CD40 3R 1A A B,

ST L P (Abatacept) & CTLA4 AN IgG1 [ Fe #7114 Nk &
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B, & T ISR 7 CD28 A B FEHiA. Tjarlund 25 A
TR L4 R IEoR, FR4E IMACS 40 DOI, B2 LG R 77 1
LS B AT 42% 11 55 3 P00 35 3 BE PR AR 3B A5 T 3 UL A 0k
(Manual muscle tests, MMT) 8 P4 (—FfEe T )\AH YL J1 E AL )
ARTED MRESEE . FEMTER T — NI, BN
AN MLFEAS F1 1) CD4/CD8 L3 51697 Ja LA 7258 2 18] B IEAH ¢
SR, WA MEREA T 4 B 40 7K 1 5 25 224k

AT EEL PG DL — A X 2 A (R AR L 7)o BT AS BRSSO [ 7% A
BIRR R R, R R A R RS AIGE G, o
X MLE R GE R

5. RSB IM RV A

H A1/ Z-6 (Interleukin-6, IL-6) JE L RAEHI BT ImRBTHFFTR
W, TL-6 HI73 b I A2 S B2 2 R AL 22— BEAh, FEERFL
(Tocilizumab, —# IL6 SZARFEHIFD X/ AR R LR BT R4
FIPER . BRI, AT DR R R RIS TL-6 /KPS 5% i
AT, DRI YE S AR BB XS TR ER TR TT SN R4 o
—IETHEYE 2b W AR S 3 — AP UE R 1 FEER R PIRI I 2, 1% le
¥ 36 LR BEZ 1:1 BN, 76 24 NS 4 F#ERZ — TRk R
PLBCZBEFNRTT o 45 R R TFREREPUI 52V R4, (BT RILT
RGN AL TR B A, A 11 AR TR RIS
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FEMENREE S (B 3 Abl 3-8 E-3- R R WA A 1B 5
B AP SRR BE R, 63% M SR B T 3 A e PR B
%o HSIMNEFML, MEEKELIME IL-6 MUK IL-6 mRNA 7K
PR, CD56 FRMENLAF RN E o b b . 55— TR W, FEBk
R N = AR IR 1 ASS B A RIFT R e
1 IL-6 A B SR B, FEBR AT E N — R RoT i, HT
VEIT XS SR S ST V0 R A R BR T i3E F A1 [ J5 A g 2632

6. AN HBREIRTEREF

H T #05] TNF 238400 12 IFN 1724, Rk B TNF B 57 AT BE 2
g1 R BN E 2RE VR B E B R . R — SRRk 5 B8Pt TNF
KL (G DA T B R IR A BRI ) B — 87 /%L, (B [B] 4w

T HHE SR BT TNF 23800 ASS 1 1IM AHE TLD B AL 1) XU .

7. Lenabasum FIREZAN %

Lenabasum J& — M ARG 210 . ARG A PE R BR R 2 B2 A4 I 1))
s B HE FHT BEWLAR BIEFH o KIRR R 2 AL 52 4R B0 O iE B mT
LA/ 5 B2 6 FH S R LR B 2 B4 AR 4B M PR 1~ ARSI AR — T
FERL 2R RG22 44 BB BENL 0 BC#% % lenabasum B %

BFNVEIT . 458 7N, Lenabasum 7577 Al & 03 CDASI i&sh H AR
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SR AR SN o

8. EVERHRIRNNELMTEAN X A8 K i8] B 1% il s P By
v

R 1 b T W R R R W g2 W W I BT IR 25 % ( biological
diseasemodifying antirheumatic drug, bDMARD) 7EMEVE 14 28 5E P LR
o SE R A AT R S35 52 SR PR L 98 25 A E R A P X 6 2 ) 1 2
WAER I WA AR ILD BRI WfE. G002 A
FER Z PN R MAEAEAR KSR, (AU ALK . MDAS FI ASS %
JUR L R AR 5T o

PAkiE, BRIk Ig 72—k I ILD A LR B 1A 2 519 51
FEHER AR £ MDAS Zia ik BA w1, S kE S Ig
WEBAE1EM .

A XA 2 EBHH T 2 KM B DM (45 ASS) BEfEME ILD ¥
I B RPN IEFEAN AR 2 . 4, RECITAL 3 RH, FZH
PR T LR AHKRTE ILD MRCRUT 5B AH R, BA R R
B FERT MDAS iR MR SR, 7EH S G )
TR, A2 & BPinl i ILD.

sEAh, ENLR AR ILD 3 RR B R0, # 26 L2 itiig el
ST EE S 35 852 4th e 5L F] (Tacrolimus ) Y697 1 B #3147 1 HHEL
R RAL 6 DM 1 FA TR EZ R Th e 5w 4. i —TUT
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FPRZEMT 78 LU T HEVA B 8 JAKT Fil MDAS Hiii B3 sl 112
VIbrETT %, SR B, FEEE A EE T 6 N AFESE (18 L EH
P ZE Y 100%) B Tl 50 55 m] 41 78% A7k 2 (32 LB E A
25 247D (P=0.04). I HABEE EIEIE | — 2R IR EEE /)
M HER BN E A R

TR, P42y (— BRI R Ak 1) B R Bl 2T 44k )y T 2
RO T IIZ5H)), 40 JE 35 Jé A (Nintedanib ) At IE JE B ( Pirfenidone)
W FI697 B B ) ILD, W4EULRM IS ILD. #EX) 1IM-
ILD & AT 1 BB RR 0, I BRI 00 ) 7 J 128 Je A BT o £
kL ILD WK EEARIPIER, JESNLRMSE ILD f77E R 1
FHH K. Wang 55 NBEAT ) — TURTHEPE X B BA S B 78t B o 1 2RABM
A R, HAmtdE R B s 7 IM-ILD &35 Ft Dhgellak. #2452
oA 4 RANGET %

RAEPERIR 23 A NE R A 5 DL BB o 8 R = KT PAA B AL
B, HLERL R TLAEN], TR L2 A iEBURALAI A T, i et
MIZAEY Tk (I IVIg AR5 pt) B3k TIRZ it . TAKI
HOAE I BTS20 B . ARV 2 B w] LUFE T 1242 0R )T, &
A TE B TENL R S A B SR B D AR 2 AR B iR T, AR
TEOL N IEAAE TRy AR b o N T U LR, RIS
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B LR GRIA T 5 BRE L Z0M B R 2R A R R BRI A 1 22 4
A BAREAT I
HAR X UEEAEIRYT IM J7 H IS 1 tRE, (BU5a W2 RAZAL, [
VR 555 AR I AR I 48 'H 52 RAIG DL Aoy B SR LR
FERAHIIETT o

FRXIEE:

Ingrid E. Lundberg. (2023) Idiopathic inflammatory myopathies. Nat Rev
Dis Primers, 7 (1): 87. doi:10.1038/s41572-021-00325-7.

Abd El Haleem Natour and Shaye Kivity. (2023) Biological therapies in
inflammatory myopathies. Rambam Maimonides Medical Journal, 14(2):
1-8.

gkvE . Kiri/4mi%

63



iy

F=mfitss

o S LB AAV FETEETENA 10 GC/mL
o EAMEZ: NZERTEMNORERIESHEEMIE / AR * EYELEHIE: WARTETELE

+ BRERME: HTEARTIGR, SSosiisaEiii * GEAZ: SREAUERNERERZ, FREeKUF
o DL ZFMER. SFAIREEERTHIERE * [BHRRE: EFIFRNEE 10 N LIEERRIA AT
e xmEmER |
b e T B i ¥ i BEY =13 s
AAV-1 V % J \
AAV-2 v v v v v v
AAV-3 v v v v
AAV-4 J v J J
AAV-5 N y y
AAV-6 v v v v
AAV-7 J y | J v
AAV-8 J v V v
AAV-9 v v v v v v v
AAV-10 Nl «l ¢ J J
AAV-DJ I SRS MRS
AAV-DJ/8 TTZERERSEY , RS R RA AR
MyoAAV APIALR | M PRBRRS IR
AAV-MG ANEREREARE , XS AR/ N TR A R
PHP.eB PIRE RS , BN PKRE RS
- AAV-1, AAV-2, AAV-3. AAV-4, AAV-5. AAV-6, AAV-7. AAV-8, AAV-9. AAV-10. AAV-DJ,
AAV-DJ/8. MyoAAV. AAV-MG, PHPeB

e TRE3G, CMV, EFS. EFla, CAG. CBH. SV40, hPGK, UBC, CaMKlla, hSyn. GFAP, aMHC,
= MHCK7, ALB, TBG. cTnT. MBP, MCk &

POt ST i GFP. IRES-GFP, LacZ, CRE, mCherry, FLuc. GlLuc

* EEEFREEEEN

Hotik: MRS AR 3 5 F X 8 # (510663) HiE: 4006-020-200 020-32068595 Hi%E: sales@igenebio.com Ptk : www.igenebio.com




s (G

AAV MiEBfFEHAIE
¢ BE7T 97ha 12 FIHIRIE FRIA GFP B9 AAV i
+ BTUEARMEERN TARMIEYE, HENIEREEaRARRRFIELSER AAV MEE E%E'Fﬁi%

AAV1-eGFP AAV2-eGFP AAV3-eGFP  AAV6-eGFP AAV7-eGFP AAV8-eGFP AAV9-eGFP  AAV-DJ-eGFP  AAV-DJ/8-eGFP

GFP
Bright
Field
EI1. f AAV IEELSERFIZRRA HT1080 4888 (MOI=20,000)
FEmain &S FEmitE BR{f
AAVPrime ™ AAV Serotype Testing Kit AA320 9 x 25 pl ¥ 3800
AAVPrime ™ AAV Serotype Testing Kit Plus AA321 12x 25 pl ¥ 6800

AAVPrime ™ [RIEXFESEERR

293Ta IEXFEEEHERE
o FBF ANV FEEESHTEMN, BRNES, SRS EaEKTNEA T
BEXHESAE NS RS
o R TaqMan 555, ATAFRNSH RS
o AL RE. ERRMIERSENY, HEERSaRERMm
FRSRMRRE
o SRF PCR SEFML A0 RIS A SRR

FERETR &Hs FEmRAE Bffh
AA301 20;kRDNasefz i +50;RqPCRZ i ¥ 3080
AA302 40)xDNasezfi+100RqPCRIZEL ¥ 4530

AAVPrime™ AAV gPCR EEE&IRFIE

293Ta AAV TR EARAIER AA316 1.5 x 106 cells ¥ 1500
MycoGuard™ Mycoplasma Bioluminescent Detection Kit MP002 10 rxns ¥1700
EMUFROR) SRR =R MP003 50 rxns ¥5000
MycoGuard™ Mycoplasma PCR Detection Kit 2.0

(PCRYE) AR IR MP004 50 rxns ¥1250

Hotik: MRS AR 3 5 F X 8 # (510663) HiE: 4006-020-200 020-32068595 Hi%E: sales@igenebio.com Pa3E: www.igenebio.com



WO RBIBIER F

ATERRBEESRFERHFN. S (EHRH) HHRE, N
HARNEESRZFRNXZRBREMNBHOBFAR . FERBHLORE
(FRED

HALER S -

MR (EapBiL) FERKRY: MEREF. EHEF.
ISR FFMEREMFFFRI L RIAREYIESF SUdE XA
MEEE A . THARMEERAR. EWEREARF) BN
EITENE MR NRIR -

IR A AT ITRERE. EERYFURNERDL . LEXR
BERGMRABMASKFIFERSITIEL, EERNAEHRAM
el BRI g, SFRERAEMERE.

2K
LEREFEAY. EAEY. £YERE. SAREYFZFETRNEENER,
2. BERFNEGRFRIAMIE;

3. AF RSNSOI ENIE . HiFKFE;

4 BEBORAEBIRK] . FRHEE. ARED, URETURHESREN;
SEASRIRM: HEME (EEZUD ZIUEHNESFA.

el

1

BEEZBEBNMAGHRLXZEE editor@lifeomics.com
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