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%O HMWEERG 4) BRIk EREEZ R
EEMVEMI%, BEOS) WITHEM%, D520
MisiZE xR &7 L5 3. NTIMENiIZE PM-DM D
$30-50 BIZAFL, LIZLISEMo YHEES
T30 85, MERICZ LV % (CADM,
clinically amyopathic dermatomyositis) 12 & & %
5 BB VEM 213, SO 1T M T % AR Sz )
BB TRt E 5B 2 5 3 2. 5
T3, PM-DMIZA 6 h BN DB RE
THIZDOWT, HRFIA A TS 3.

SRMBR. RRBHR

1. ZHEE

KT, (1) BHIKT, (2) A%6, (3) MmiF
FRRMERERRIM (LT F v FF—¥, TLES
—¥), (5) MEXEL, (6) BFi%kE i3, (7)
ZHMERRE, (8) HiJo-14itk, (9) MitRots
BT W S B0 4 B A b ud L RMEMde &5
WL, X612, (10) $M XMk (AU b
o—7%, Iy ba ok, NI iofiso
WFhh) RhhiL, KMk EBINT 5 (HR
MLty 2—). PM-DMIZALhBMEDEK
SERRHEIZ B F R I & hU. PM T3 CD8 Btk
ARabEE T AR & 5 mdidE D IBsE D, —77,
DM T3 aitADE L E RITTIZ L DEMETHTD
MAOMBERESEBOAEL EA RTINS, Z
Mo DRRIEEEAR, T/ EROIPURT I R g
KEUE Mk U =i s A P L T B S -7
2HsY.

2. BRERICZLOEMBR

EAIEHEIC K o> TR S M B MR & 135
12, ARRIEIRICZ L DR 20 —§f CADM 23
TFE$ 5. CADM I3, W23, &< MREIR Y
To < FRR) 2 i SEIR A3 6 o ) I RL LRk T B S
fh2¢ (ADM, amyopathic dermatomyositis) &,
ERAEIRAS 6 & A Aol 3 473 F — BERERh %
(PRMDM, Premyopathic dermatomyositis) % &
bt L THMEhi iEid, ADME
PRMDM # &b+ T, BEMALHRIZYEEU & B

BAARLNBBNIEIRMZL BV, B0 TL
XM % CADM &I Z & 41 %149, CADM
U, NPTV % 2 A DR A HUE AL, ABET
BN 3 i T Tt CH A Z L
£ 2)5)_

SRMUBR. RMBRICEE L IMBRMEMR

1. BEMR

PM -DM TiZ, #940 % DAEFIZ INE MM % %
5. hOITik, MEENIZ%E PM-DMIZfES
REEWAAIHET, FPREEAT S FHERT
HBERBENTETE VOD 0E, HIERIT
WRIAl o, SEYEOZMKTRAE U, SR R _ERiR AR
fine crackles #BEEL L, BFIZQURIZHEITHEIL T S
ZEE D, B CT TR EWIRERERE 4
FIRFIZATH 2 & T, INEAMEMAE RN RE T3
TEMfEL B O, FRAEANIEIER RGME
M:Mlige (NSIP, nonspecific interstitial pneumonia)
Mt £ <, HELMi% (OP, organizing pneu -
monia), MHAERINEMMigE (UIP, usual intersti -
tial pneumonia), % 7= U % A Mtk # (DAD.
diffuse alveolar damage) & 4 5#Hh 3 67910 DAD
BRI TENEMEM RIC A6 h, LiITLiE
PO LR A2 & 1T

2. BRMBR, EMBRICESEOBHEM
ROEM

PM-DM & & Z S BITUE M % 0 G HED B i
BEINE, UF R K RIS B HERR DK T DRI
MA T, MRIZHT ZEHROLBENIC K > TRE
xha, KL v by Y BRAR HRCT THIB M
RABBKONTE, MAKTH - 7= DITIRBHEERE
DEBEAPEMTH > D LEBAIE, HBITER
FThTNBERE T 58INEL 5 5.
1) #raairsFa{F

i ENRERTEAMANTZRTH h,
PM-DM (2 & & % 5 B AEM R DR D —E
WL, HIEBALEYOROHRETH 5. A
#, T kg 70 Img. RAEHR 60mg DL
F=vua . (PSL, predonisolone) % #lifi#%5 &
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ELTHWS, ZEMEMMAOHBENYLAT
Hh, PSLOYIHIEG RIZEE T 5480,
PSL iZ 4 BNz b7 - T G- R A ki L 220
5, ARAEIR, TR A G, WEIRBSHERR M b,
Mm% 7 S DS & FERE U =%, 2 4INIZ 10 %
DHATHMT 5. YIHGEERIZW L TRIGA D
BA, H BV BEETEREMEM R OIS,
2704 F/)SL AL (AFLTLFF=yoy
mPSL 1 [T 1g fif#iE, 3 HildEED) £1r5. 4%
EIRISEONFIN S B84 5. PSLANRKGEIZ&L D
MIEMM A, SEE, RETHE, FHE25 1FN
EMNTTWL, —H 10mg OfMEFFi & 3 5. 1
iz & - Tid 10mg LTIz, &5 0 IdNIk%E
RTT2H08 550, HHROGRAES. 70
IILFIAL FERIEDITHEDIE, bbtrh
PM-DM Iz & & % 5 BEMMBIEG OB & A
LhTna.

2) SeEEIHIAE

MMM 2 28T & B VDI TFHEO AR, &
LIINFIL FORARTIEEBIGT B0
RIZPNEIEE % O3 5. BB ~rp %
JETHHT, YL ILF A FHEMENT |-
THHELdEdHd. LHrL, FAaalLFafF
DEFDREFG - FIRENREENMAZIZ LD
1012 X 52 CADM TIIMim 4 AT L
TN, AR EETH > TE Bl
BT 5.

B B RIEIlE e LTk, 7HEFA T Y,
oukAI7y IR, YO0ARY Yy, Aral s
R, 337 x/—-AEEEFPREINRTVHS 9, K
RKTRE7HFFATY Y, 37/ - LEgEHIER
Ehan, MHEDEFKIWHS»TEa0, AHT
X, PM-DM® CADMIiZk d &5 s Laan+
T4 FEHIMEORVEMMZIZR LT 20 2R
VHHENThH LB EhTHE B, s
TINF A FIZ LR RIEIEIEEE N A T8k
T BMPEMM R OBAITIE, RIGHIEEEE S
—RIMAZZLEH5. BikMIZiE, sraan
FAAN, YO0 RARY Y, E6IZV KR 7
7 I FEFEEENBHEh T3,

3. 2REMBHL, ERMBRICEHESBEMR
ROFHEF

PM-DM iz & 55 MEAMMAETPHRARE
EAWMIRIZEILUTOESZLD0HRHS 1 PM &
»it DM, CADM, SEGETHEDOE, wivits
5 O EE ORI TR E, Mifadt ik b if hER
DL, L5 ae CT TR YL, WPFMIC
UIP A ETH 3 N0 FHAMEHL L AT,
PM-DM A5 N 3 NSIP/S & — VXN T
BAROWI EAEKT 550, CADM 2> TF
ZAE, MRk K OWBLAT B AR h & NSIP
IRB—=VTH->TH, UIEUITEEHETHEA DM
BEEx3 D,

BRERICZLVERMBRICE S L S EEMHRE

LFHIB W T CADMIZ & & &) BBk L
WL, LRI GEIIREEEA B L2 1HlE,
BWHTH -7 12 HRT 5.

1. J033nFaqsrE QxR L4H
PEHU ER

FEFNZ, 31O NYE. KRR, AR L & R
HIFEA L. JEMMEH. 20xx & 10 A FaI~ o, %
BEemFROZIDOIEIDERAMBLA. 1 H 190,
ARSI EZS L, IERERT 2L
el A, B SNEDbI . L v Y
G THIMEER D 7 7 AEnAEh i
®, 20 1H, MEBARHIABEL 72, RAEDREE,
MM & PF 5 KM gk Ll S ho e, AfRtk
LREANEBBEMMEDETRAL N8,
2A24 0 & 25704 Frsn 2% 3 HINkE
TEns. 31 1H, MREFEFE LBV, Y
BHZGERE U AL PR rE B kAT LT HL, REL
(38.1°C), WiFHICHEMALH, = b o v MR
H 0, Wi FMiYIZ fine crackles & BEEL L 22 4%, %
THEFIED L h - 7=,
ATEAIZRDORERETIE, CKOLRIZ AL
(136 IU/L) WVEM:MikD~—H —TH 5 KL-6
DEE (1500 U/ml) %328 7=. MK H R 58T
R AL, TSR E CREOMLBEIT
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®1 ZiaarFa{ Py
(A) nuik)klm.ll'r (B) HFPARLH 27 #3H, (C) BEE6 » A, HLU, (D) BFE5EEOMSLY v 7 v EiiE
A F72, (B D milEABER, (F, 1) SFLREEEE, (G K) BEE6 » A, XU, (H L) BFE9 F %O CT

HrLaon . o F&8F, sl P EEORRE FERE O3 D 4 T 2,

(% DLco 64.2 %) %= =ik,
LHRIE QR E A A S h 7z, RO BT
#ITIE, CRP (2.35 mg/dl), CK (551 IU/L),
KL-6 (2623 U/ml) O 5 & (IKEEIMAED & 5
i, My v b7 yEIL CTH T8 il T4
HMOS D 47 2L RO RED S5 h
y ]

B R, CK RS, AR b & CADM {2
&S TN 28 &l L 7=, Wik CO X 7o
A F 7L A & REh Rl U, (KRR MiED
WHHAL NG W0, %HiEkE LT PSL 60mg
OWIREREAITH Y L& 812, Y2 2K) YOW
MRAMEG L 7. AEMTE, Y270 2E) 20 b
5 7 H Bt & 300ng/ml & %E L, x4 2L

G2 A 25 (2013) 2 H

o 2GR v FRI AR L 2]

R, SO LA A S h D,

. vrua 2K O CRP & CKIiZT 4
RPIZICT L A28, (KEESMAEAGEEE L 22728,
AFa4 FroL A ak 3 mkEfr L. Z2he
D & b BTN 125 4 =036 L BLER
HgiB CT ThEncH IR AL DA L T 5
7= (A 1).

2. JiaalFa4qr, oK), ¥y
ORZAT7 7 I FRBEEFEGRAIEST
# - 1-5EH|

FEFNE, 56 Otk KEHET, CIZHRA,

BECZ RS & WafligeH b 5. BEFEIRE 2 139t 4o

7 L. 20xx 9F 10 A b, mma$rwmr§ﬁ

B 10 25 0, EEAZEL, WS CT
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2 LTI NFAALE, YAy, PrukA T 3 FARREREEDR AN T & - 2 0E
(A) #EEEIFE, (B) @ 5#9H, (C) H 19810 (GECH) ol@ifv > o » 5k, (D, E) 4 5% HolgH HRCT
XAy, By v b7y T, o E5UCE, mil TR o0 7 258, & KU 19 55 H TR
L PRS2 605, K98 HRCT i, I SUE LA ORI &, B B0 77 7 24, s, 38k
MAELENS.

THRIEMEMEASEDR . 11 H 11, EEIC AR
L7z&Z A, CKEfii (562 1U/L) & HeR§iigziz
B 2 Beas b 1= %, WK TLRim 22 0T R
Zabhkr o7z 11 H 8 H, WMkl EE L,
9 HIZIE Pa0, DK T (FHAWLA T 71.6Torr)
Mg CT LRMEEW O k%00,
mPSL0.5g/ H O il & il 7=, 10 H, PaO,
MESIZIT (59.5Torr) U778, MFHIfEEE
U 7=, $EBEE L i e, TR Ty bo v
B e BRI~ S b u— 795 A R, il RIS
fine crackles % JEHL L BRI O DIC F A4S
N7, ERROBAREI TR, CK (1991U/L) &
KL-6 (1027 U/ml) @ L%, (CAEE 0 (B
2L/ 53R A F T Pa0, 59.7Torr) % 32 7=, Wik

¥ b YEICTEW P EGOT D 5T AL
HEROMKT, £/ CT TR A U5 & Ji I & g
R T % i s i AV A B 7,

R W, CK s, TET-MJ17 2 + O b A
5, CADM (2 & & 7 5 PTG 22 & Ga b7 L 7=, il
OB G & HiE, 11 H 10 HIZ mPSL 0.5g %,
11 ~ 13 H{Zid mPSL 1g % = H Bl de L C i
L=, £ 1002622 azEY) 2 100mg DN
MEFGE LA, 612, M HiZidy2vaka7y
2 F 750mg @D R4 (IVCY, intravenous
cyclophosphamide) &B/IL 7z. Z®% mPSL 1g

At 10 HIBME S U 7= 2AF0RTE, i {g fr R &
Lo <, AHER U S & 0F LIRPE 58 1995 H
ISR AR THEC L2 (B2).
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3. ZRMDHRK, EMHRICEHRIBEEMM
ROKHEE L

FaED &S, yraanFaq FEEEDG
FEPIRIZE A M U T S 0PI REIT - B IEM A8
b5, ZThoDiEfFiz LT, iCD20E / 21—
FTAPETHB VY F =T, ®iErar) o
KEH#A (IVIG, intravenous immune globulin),
HEOIMBHPEDTH VIR H B
AW=20 T SOHBED TS DV TR
E LT, i, CADM IZ& & & 5 2Tt
MIEMHRRICLT, RY IF> VBl 7 4
IN—1Z&kBT Y F bFT N SHEE (PMX - DHP,
polymyxin - B immobilized column direct hemop -
erfusion) PHINTH - 7 HHHE X 72D,
Polymyxin B {2, WMUAEDFE 2 #GR ML 2 e X
NB3TYF b F2 /(07 LEMRDOIMEDR ST)
EEBAEED. T F MY v OEN >
3y 7 DIREIZH Y4 5 7%, PMX-DHP ##:
XD PHRENET S 2D, 20%, AHKIE, K
DR IE A (% 7 R 4 T8 MM HERE D SPGB L2
BT, BENEFEETI IS B LHEEH
7= 22 KREkiZ, CADMIZ & & &9 BUsiEfT
MR MERVE MM 22 (25 L TO L DO HEBERINL
LB S 5.

BREEACHE

PM - DM D 5 & % 30 % D4 (5T 1 A 2 B 1
ChifR2A R &R, FhENrEm LR E %
RTZ eSO, BHRMUIOHKIARESLT
DIV END, Thabb, H7I/ TN
tRNA & B%# (ARS, aminoacyl - tRNA syn -
thetase) H¥ifk, 4ii SRP (signal recognition
particle, > 2" F LESFEESY ) BAHE, B &
CHiMi-2 BT 5. LarL, TZTIEM
BYEMEADOREL MEDOHN, T I/ TN
tRNA AR OOk L, WETEHEhTW3
1 CADM140 HiLfkiZ 20T X 5.

1. M7 3I/72IL (RNA SRBRECH G
P ARS EOHUA, INVE M 98 FEGE & D By

;25 FK2HE (2013) 2H

PEGEATHE D, 2055, BRLEBEORL
PiJo-14ifkix, E 2F Y Y &35 (RNA IZH5A
XHBRICEMMST 2 L ZF D tRNA SHREREE
EXICHIE E 5. $iJo-14itkix DM SEHIDF
30 %lcAHh, WHYEM% %S ERTIZX 61
FHUSICRINE N B 20, Z0IENIZE 6RO
TI/)TYNLIRNAAKMR (ZALA=n, 75
S, SYUN, TRINSHEZL, fva4 0,
7 2= LT T =)L (RNA AIREER) 12T 5
itk (4 PL-7, $iPL-12, $LEJ, i KS, $i O],
Y Zo Hitk) AAWE E R, HiJo-1HilkE it
THUARS Hith& ¥ & h 5. Bl ARS Hifk % #>
BB ARSHE (R BE L W1, RIE MR Z %
HEEICAT 5 —%, M ARSHik## /- xu0n
TG TR VBN AEFNE T % 0 B, S W
EhTn39,

2. ¥ CADMI140 Hitk

$T ARS I'lU 1A, i SRP A CHiIR, i Mi-2
Btk e 3Mic, CADMICHRINICRBIL T
VAHOHIA?R &, ZOH KA 140kDa D
HORRKLTWB Z &H 55 CADM - 140 Hifk
Lmtdhi2), £/, §ii CADM - 140 Hitkpsidt
SEfNE, ST EIMEM R E A LT WS
LG R &R, B CADM - 140 Hifkfll & WK
IEHORE, BERNDTSH 5.

SREMBR, BMBRICEDESHAMEHEY
fi R DB E

PM-DM IZ& & 7% 5 SsE T MBI M 2512,
RIS, WRORITHEND, TV 44
Lt 2 v, F0 428, BIEYRITIE
HMEDOHRBIE B K UTBRBIOREE,» 5, DR 7
T4 F290 298 (mPSL 1g % 3 H RIS,
BIZHOTPSLIATIS 720 Img EHNIR), @
saZR) Y GERITIAA-FTALEAR, b7 7
200ng/mL LAF, 2 WERi i 800 - 1000ng/mL % H
ElIoHE), @ s uk 7 7 3 FAREESRE
(Y FHH4+%500mg # 27L&, 50T
500mg/m? % 4 8 Z & (2 piighkE), CADM & 5
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VIR BISHIM ORI 20k 2 77 3 FD
RKbOlzia7r /- LEBETFL (L ETS
bR & —H 1500mg WIK), @HiEENINLE (K59 T
A8y, R 5IHBENN kg 79 77 IR %
24 WFFRREARE) . ©JELLEBMYPIE A (NPPV,
noninvasive positive ventilation), WA 20 k1T
ARSEBLBAIZ, ®xT Y F b %2 VI
(PMX - DHP, FRNFHZRET, 2 1IN L T,
NILNGEEDETTERF TR NS 2174
2TV 3. THPSHC, B, R, U
. ST A, 1gG ®A, Alb #if, €27+ 27+
2= FRIAL P, bRk 5 2 2 — Ehll#H
BEhEERRIZBUTHRIL TV 5.

- B

LIRS, FRERRRIZIE, $ 40 %OIEFIZM
BRI A0E 5. FHIAREIRIZZ U,
RTIL, Y50 % DA SR ME TFVEIN P PEIM 2
BFedhn, BFEME LB Z ENL V. EE, T
HERIZZ DDA Z TR Mz W o M B Nt
k. Hi CADM - 140 HiL iR A 5Ll & h, L1351 o
M~ —H—-&LTWRF&h T3, §ii CADM -
140 PUARS D iR &2 & & 2 5 NPT 2842
HLT, P2uxEYrR3ia7x ) —LgEE
DRIGHHIER, TV F FF o VG20 G
WHRA LN TV B,
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