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Pt MDA 5 BUIRBE 0> B2 1§ 15 75 0 — 1 % Fe s
L7zDOTHE L7

JEBIIE 35 %, B kBl » ARk b &
SERERH D, TR ISEE %MD AW
TEFEABE, MRS (Gottron BfE), ~
Vot hu—7E xRz, CK LARHIK
THERDEDZ VI & ERBEMARBREL ST
Z°C, M4 4% 12 clinically amyopathic
dermatomyositis (CADM) & 3 Wi L7z, A
#HlTlx, CADM ICEHEIZEPET 5T & THI
SNAHMEMEM %D CT i EZRL Tz &
PRAIT FL & M i SR 2 © Bl S 471 R T 1 ol 2%
(RP-IP : Rapidly progressive interstitial
pneumonia) DFHY AL EZ, FTLF=Y
oY (PSL), Y7 uaAxKY v (CyA), Y7 u
7+ A7 7 3 FHEIRKE#EE IVCY) @ 3%
BEHI T L 72, $t MDAS UK IZiBE BG4

RO R 21572, RIS RIZSE L,
CTHrRTOMEMEEbSE L.

I. #

B2 I8 3 S\ SR 7 B2 IR & R R A e
ZETLHLOOHRT, 6 7 HULEICH 0 {iE
R %2 @ o % v amyopathic dermatomyositis
(ADM) & i IR IXFR 22\ 25 I A 5 &
MR, MRI, I & CMEEREE D %%
% 7’9 % hypomiopathic dermatomyositis %

Jill]

P& T clinically amyopathic dermatomyositis
(CADM) &5, CADM X F#HA K 72 Sl
FEAT IR R PENG 4 (RP-IP:Rapidly progressive
interstitial pneumonia) %) BIAL V2 LAt
mohTwa Y, i MDA 5 Hifkid CADM @
0~T70% XM E 2D, Pk EH TIE
RP-IP #PE3 95 2 L% L, PHRARTH 5.
ZD7=D, B Tl E 2 BRI S EE T
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»Ha".

ARFEFCTI1 LRL OB 2 & BN HEMAG L
72, F O MDAS Huik B TH o 7275,
AHMEAT YRRV K OBEZ P S L AT E
TlEZONL—BITH 7.

o. & i

iE B 350%, B

P BRIk

BEAERE © HFECHEZ L.

RIERE - FFECFEHZ L.

AL AR B2 15 ~ 35 E T 10K / H.

HUWEE P 27 4F 4 A D o & H B RIEN D -
7o, [4E10 H 26l o FEALBE AT B L,
EEOWE L LD ICMBREOERE R, £
OB MR P S 56B I L7z S71ERRIC
BRI N A H R L 72720, BERRSEW T
PG 28 4F 3 H 9 H 24 B MRk ~KE AN H i1
s

ABEREEUE © B 5 165cm, 1A 51.3kg. 1k
i 36.8C. Nkt 105/ 47, #&. 1M 115/82 mm
Hg. Sp0, 99% (room air).
IR T T, OEISTFRAE TS 2 R 72
Hofz WHREICAY & Mo —T79%, Tk
WIS &) AT (KD, WP
WAL RS (Gottron Bf5) (X12) & JRPHAL
B2 fED 7z, A OIE R L - HEERE
LCRBEMDKT 2L (MMT-5). #ifEsE
FERE I 2o 72,

1 P12 Gottoron #fE % 52D 4. (2016.1.28)

B2 WFR RS 20 5. (2016.1.28)

FB % M AT T B BR i WBC 4800/ul, Hb
15.1g/dl, Ht 47.4%, Plt 14 J3 /ul, CRP 0.3mg/
dl, TP 6.2g/dl, Alb 3.6g/dl, BUN 1llmg/dl,
Cre 0.5bmg/dl, AST 421U/1, ALT 421U/],
LDH 3681U/1, y»-GTP 48IU/1, LDH 638IU/L,
T-bil 0.6mg/dl, AMY 711U/L, CK 1391U/1,
Na 138mEq/l, K 39mEq/1, Cl 104mEq/1, 7 =
)72 1698.1ng/ml. KL-6 962U/ml, 7V K J —
+ 70/ml, PT-INR 101, APTT 345 #, Fbg
408mg/dl, AT-1I 95%, D dimmer 29ug/ml,
PURPURBETE, $T Jo-1 BufkBEE, MPO-ANCA
Fatk:, PR3-ANCA &tk

LRI TH - 7.

B X MG S BEp I ko7
(B43). W&k CT B3 Wi B 2 #g IR, A

3 il X B (2016.39)
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4 ok CT 52 (2016.39)

VAT AR ERDT (K4).
B AR R (f s 18 9B) © B R M
ST, EPZICEE ORI & A A
A 2 ATz TR % &, BRI
BWREBAMEOBREDY o EkiEEZ D72 (X5,
6). BARZIIHHIRKIE T TV R o7,
ABEEfEE . 7L 7F = v FF—E¥ EAZE
DY, HFRMFELE ST EEITREY
AL L OERNICCADM &2l L 7.
ABEHE7 = U F Bl (1668ng/ml) %o
ThEY, MEMMEROEMHIEZEZ LN, FHEA
BEjE#Zz 57, PSL, CyA, IVCY ® 3#|
A CcwHEFEEZMIG L. 3H1I0~12H, A7
o4 ROV 2L LT, mPSL 1000mg/day

51 RO ELMIE . SR R O MY IR O WA
(2016.29), HE ¥t x4 x 10

Ria A VAN '
X6 : ﬁ/ﬁéETﬁ@r}Eﬁ’ﬁﬁk M O % T%‘ s LA
oY (201629), HE Jefa. 5t x 10
T ERNE L7z, 3 13 Ha S %9 1: T PSL
50mg/day (Img/kg/day) WHR % BH & L 7-.
EHIC, MEEREROGHEIEZEZ N
3 H 14 HIZIVCY 750mg/day (15kg/kg/day)
PG L72. SHIGHEY CyA #IndieE <
T L2 o#%E5 L 208 3H26 HH»
5 PSL 45mg/day 7 —/8Y) ¥ F &R 4T o7z, 4
H8H®ORIMTT =V F ~ 4682ng/ml, LDH
251IU/L & MMM et 3H & A7z, 4 410 HIZ
A B (2 Mo 2 AR HE L T v 7298 MDAS Pifkas
P CTh 5 EMEEZIT 72720, 4 H12H, 5
A 10 HIZ IVCY 750mg/day % @5 L 7-.
4 H 21 H XY PSL 40mg/day -, LAtk 2 M
TriZimgTOoTF— %) Y SR 4 A
26 ~ 30 H 12 IVIG 20g/day ». i & L 7-.

7 MR CT 431 (2016.5.13)



34 MEAEEY,

IVIG Jif7#, M0 RITEIEE HDd 72, 5
H 13 HIZHfT L7z WE8 CT ik, VRl 2%
IE—EBFRAE L T 7228, ARl & ek Lo
G LIS ELZ (KT7). AN e -
795, 2R ES:, Gottron M%7 & % E T R,
DOYEEFFD, RILTH 7 =) F >, LDH,
KL-6 IZFERF A L7, ABE 80 H HIZHEIR
gL, BEELZ (X8).

8 1 RS

m £ =

WEAERRIEIR O 22 v DM ICHR B 722 B CPuike
LTHi CADM-140 Ptk i s, Zoxfisdi
JFEASMDAS Tdh b I ENAMbNTNS Y9,
MDAS IZHIlEN T IV F A VAL ED
RNA ##@Zik L, I1BIf vy —TuaviEh%
FULCTHARRBECEE 2 RE 2 123"
72, PM/DM OFIEIZE TN F 4 VATH
HaA7HyFx— A4 ) AKG L OB D I &
nTws ¥ 5 MDA5 Hifkiz CADM @ 40
~70% & IERSF RIS b, R
B RP-IP O BRI SR & JE BT
BETHLE VDTS Y. MDA HikR
DM TRPIP % & Bk L 2 B & o A 51k
54%° L PHARTH Y, —HBERGHIL
TR ARIRE L 7 % & & DD THAEIME
W7z R ICHEBT B T EDLETH D,

FPURBEEGI T, &7 =) F CIE, FFIH
EREHR LA EOREAH Y, MEYA
4 »TIEIL-6, IL-18, M-CSF, IL-10 ASEifi%
RL7ZEOHEDH 2. DM o B %

FIEDEHIEH & LT, CADM, #iJol itk
Retk, MDAS $UikBstE, il 7 =) F > wfi (>
1600ng/ml) 7 % &E%IF S5 b, CKED
EALZWDM BZFPHRAREVIHE DD 5.
TR0 D PRICEHT 2 EELRRFH
b, TOEEARE LT, Ht MDAS Hufkbs
BT RER FEAR L RO 5 2 L 0%
VY BRI R IS % DT B AEBI TR A T
O A P Z R T EBEVnEFEDHLNRT
N

RN % % A 0F9 5 DM OEHRIZA 71
A F, SEIHH O TH S, CADM
DOEPEDDH ZIEFTIIUD LD AT 24 FRKE
Wi o2 u Y AR (Tac) % 7213 CyA,
IVCY OBRHREE4TH *. B2 3 5 H BRI
4T L 72 RP-IP A0 DM EFI T AT A F
WimzZ <o & v IVCY B LU CyA 2H:H 3
BNHHBAT AR + ] 1 # oA
L RPYELZE VI BRELH LY.
VR 2 DTG EYE ORI 13 KL-6, LDH % fi
H¥ 5. MDAS fiitk&ER 7 =) F ¥ DM @
BRI R ILD OIREFFMICAHRTH S & »
IWEDLDH DY, BRI, AT OA RGP
OFFEBIH L Tidy 707 v Ka#E
(IVIG : high-dose intravenous immunoglobulin
therapy) 2SRRI R DD 5 LiEH ST
210

AIEFNIANY A b T — TR Gotrron BlE 7%
EDM KR 2B E R L. HREEIRL
HrH1x 11 »r ARBLTBY, &H4B8KD
RSB TH - 7= fettidd 528,
HWEH IR T 2RO Lozl h b
CADM &\ ) BRIREZH & 22572, S HITHM
2RO, PiJol PulkREME, 720 F >
1600ng/ml, CK ® LA %#Eb o722 &0
LPHARFIEHENM SN ERKTTH 20
MDAS ik DA 2 AR L 7225, M CT T
MERBZOHMAZREDTEY), RPIP THAHT
FEMEDTIR C Z 2 b7z, WAk RoOmE %
FE723 L TPSL, CyA, IVCY @ 3&IB:H D4



FEF5 © HT Melanoma differentitation-associated gene5 (Ht MDADS Hudk) Btk Bz i i 9 0 — 35

SR E B L7z, #22H0 MDAS Bk Pk
DFERDIRE, fablT %% {FOIERITH -
T2l e Ghot=Z e, BRI EAT) LT
Ve B 220 W E TS - 72 LDH,
KL-6 DMEAMET L, Mk CT T b #RE DL
HERROTEY, BEMEMZOTERLA SN,
B2 8 B MR Y 72 5 727280 TVIG % HidT L,
ZFOHBAY A Ma - T, BEEY, Gottron
WER EOREIT ROWE Y Rz M7
)F oL ERDLZ EH S L CADM HAE
bt mm e Bbhsz. 4 MDAS fifki 1
FE LR 7 0o 7208, BEERCHAE Z 3710
AR LA LTz TR ZVWrE RIS
B AFEBIE, PERES, BRIAE, WECT

HEOFHARNT AL, BEIHENAD L
BERIERITH 5 LHER S, FINCEER
BB L. 202 EEEMEM % CADM
DYDMoz b,

V. #& &

BINZWHHET 5 2 L AT & 7240 MDA 5 diufk
Wit o> CADM @ 1 ] % &85k L 72, $iL MDAS
PR TED CADM Z FRARTH L, 20
£ AR RAPUAORAR RITH T 25 LTI
Wil 2 257, Sk B R & DM i by 7 BRIMLAG
RRWRMASEL D LIC) A7 5HETY, iE
WA D LI % RINHW g 5 2 L AVKRD 5
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