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PT melanoma differentiation-associated gene 5
(MDAS) #itfkix, £% %% (polymyositis) Bz i
i %% (dermatomyositis : DM) 2 %F 9" 5 i 4% 4 52
BHCHEDO—2TH Y, 2016 4 10 A IZfRERAK
REN, HEERKRICHWONLL L) 12> Tw
%. PL MDAS ifki%, —#MIZHERA Z L v
bk A 119 48 7575 A 14 B2 1§ 55 9% (clinically amyopathic
dermatomyositis : CADM) Tl 40~70% & [L#LHY
EERIZB TR % 5 & SN, Sl AEAT I ] P
4% (rapidly progressive interstitial lung disease : RP-
ILD) Z@EICHEL, PHRARE SNDY.

BRI N2 LI2X ), BRIZBWT
CADM ORI W 2> F 12 A~ B % RP-ILD % Tifl]
THOICHEHAE SN TS5, i MDAS Hufkbs
PED RP-ILD 123 L CLE T ¥ A0 5 G
M I TWwv, —RICIEEHEDOA T 4
K2z <, 271 AR ¥ (cyclosporin A :
CsA), Y27 Uk A7 7 3IF (cyclophosphamide :
CY) & o 72y PIfIH = 6F H L CiHHR 2179
CEDPEIO LN T2, BRGNS <,

SO LIEREDPEEIN TS,

SR A, MZRENOEEOIFRAELTEL
7235 MDAS Pk 4 @ RP-ILD 2% L C, fEk
5 DOZHIBE R SRIERE TN 2 T, MR
APFH L7 1 B2 L -0 CTHE T 5.

fiE Bl

BET6, Wik

FFR ¢ TTAERENT R

BURIE © 3 A TR DBk, St a2, fExE
D ERERICH LT ) RuY A Y
v, HEEEE FHEEOMNIRTRBEE L ko 7
B, ZORITVEREIFIR R KA 4 U772, 4 H
HAIZIEE 2 2 L7z, ENAT Spo. 77%, My
HRHLAE X MG C I B L AP L R B 5 & RRD,
[l H BB LR ~HEA & 72 o 7z

PEAERE © @I dE, ANIRE, WkiEs

WIREE : 7V IH Ly~ 40mg, 7LEVEYS
mg, FUTVITAL0125mg, MY UNAFT

Y F 1mg.
WEUTRE - BLME R 2~3 A/H (20 % ~50 %), £k
R L.
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Laboratory findings on admission.

Table 1
Hematology

WBC 9500/uL

Neut 83.0%

Eos 2.0%

Baso 5.0%

Mono 8.0%

Lymph 5.0%
RBC 381X 10%uL
Hb 10.3 g/dL
Hect 31.9%
Plt 39.6 X 10*/uL

Biochemistry

TP 7.3 g/dL
Alb 2.7 g/dL
T-bil 0.6 mg/dL
ALP 594 U/L
vy-GTP 104 U/L
AST 98 U/L
ALT 66 U/L
LDH 445 U/L
CPK 174 U/L
Amy 91 UL
Glu 122 mg/dL
BUN 24.8 mg/dL
Cr 1.61 mg/dL
CRP 13.32 mg/dL

Na 135 mmol/L
K 5.0 mmol/L
Cl 101 mmol/L
Ca 8.1 mmol/L
PT (INR) 1.12
APTT 30.7%
D-dimer 1.1 pg/mL
PCT 0.08 mg/dL
HbAlc 7.0%
KL-6 1447 IU/mL
SP-D 93.3 ng/mL
EIVAIIREN <40 1%
$T ds-DNA Hifk <10 IU/mL
T RNP #ifk <2.0 IU/mL
P SS-A Uik <1.0 IU/mL
$T SS-B itk <1.0 IU/mL
T Scl-70 Lk <1.0 IU/mL
PR3-ANCA <1.0 IU/mL
MPO-ANCA <1.0 IU/mL
BT ARS Bk <5.0
Pt CCP Hitfk <0.6 IU/mL
RF <3 IU/mL
T MDAS5 $ifk 3235 index
T-SPOT [S4ES
~A 375 X< (PA ) 40 Al

RIEHE © FFRL 9 R &EFIHL L

TLIVEF— L.

ABEEEBUE © HE 162.0cm, AE 71.0kg (22 6
s BB THRERAIE 2 L), KiE37.3C, Mt
124/46 mmHg, Mk 411 104/min, SpO, 92% (7 L/
min, ¥ A7), WEREERS CHiEIfiEF 12 fine crack-
les ZWEHCL 72, B AT RLCUE, IR AR IS
R B X5 e o 7258, FIRBETHHE I Gottron
e, f810ER 12 mechanic’s hand % ER9 72, § 77
KTFIE% <, HoBEREHPLIEREIZRD %0 o
7z.

ABERF AT HL (Table 1) : I 09FT LTI,
CRP 13.32 mg/dL & 4&4iE SUL D 5., AST 98 mg/
dL, ALT 66 mg/dL & JFHEREEZ D LA %2720,
LDH 445 U/L & @& fH, KL-6 1447 U/mL & [ &M
fligo~—7— 3@l Th o7z FRPMRERE
J&, LI R IhRITWT N B, ER AR
ETREEEROATH Y, MEHEED 2y &

HTHh o7z,

Bt LA X 5 E (Figure 1) © WEIAG & & 12Hf
B OFERR A &R0, IRHEEIZD) U E AL
TVH T A, BEEEEDT-.

Ja#k HRCT e (Figure 2) © Wl Fifi J2s &G BH 12
720, MBEET, [EZMERBEICTH T A
5%, consolidation 23HE72% ), —EHBTZDONEIZA
EXRZ RO 7. MR ERIIRED T, £
72 subpleural curvilinear shadow, Tl %D 7 FE
%) consolidation % 72, A fibrosing
organizing pneumonia (fibrosing OP) DFTH &%
zbhiz.

AFBE##E (Figure 3) @ ABEREO & FE IR AT 5,
SRR FRINE, R L 2> & IB5 5 B 2 i
PR 7% (collagen vascular disease-associated inter-
stitial lung disease) &%z, #H1WHHI Y A7 1
A4 7%V Z 3§ (methylprednisolone [mPSL] 1
il 500 mg, 1 H2) %#B%G (BFEEETTL F=
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V'O 2 [prednisolone : PSL] 1mgkg), F7zJgg:
FEDOTREES B L7 Y A0~ A ¥~ (azithro-
mycin), 7 bV 7 ¥ ¥ (ceftriaxone) %P L
fo. L LATHEA ROV ARMAHE, BRFALITE
fbL, MM X MEE T MAEO$) 77
A%, BEHEOWHEIZZ L ro72720, H6HHH
75 CsA MR (trough: 100~150 ng/ml) % Bf-F,
HE8WHD 2MHEDOAT T A N3V A% B
L7z W H ABERISHR L T 7240 MDAS 4L
8773255 index &HIB, RZfEHTHR, HL MDAS #i
KBt 2> 5 CADM 12 & ffF L 72 RP-ILD & % 2,
M H % & intravenous cyclophosphamide (IVCY)
ik (500mg, 1H 1) ZEML7 Lal,
Z DR RFILTEALEN & o7z, WREDP S
(SFEBR A 2GR LD D D, BB E RN AKE
Figure 1 Chest X-ray on admission showed bilateral L., 145 HE D5 3 H B o MmAE s ig 5 2 5800

ground-glass opacities and consolidation

with predominantly peripheral distribution. L7z MBESEBIEEIZ LY 721 F 2% KL-6 D
—RE R T 2O 72h, BRFEES HIEAL

Figure 2 Chest computed tomography demonstrated bilateral non-segmental consolidation and ground-glass
opacities with a peribronchovascular distribution which were typical of interstitial lung disease associ-
ated with clinically amyopathic dermatomyositis.
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500mg Plasma Exchange 500mg
IVCY l' '
CsA 250mg/day
100mg/day 200mg/day
1g/day 1g/day 1g/day
mPSL 60mg/day 60mg/day
PSL 60mg/day
KL-6 LDH Ferritin CRP
U/mL) (U/L) (ng/mL) (mg/dL)
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Figure 3 Clinical course of the current case. Abbreviations : CsA, cyclosporin A ; HFNC, high-flow nasal
cannula ; IPPV, intermittent positive-pressure ventilation ; IVCY, intravenous cyclophosphamide ;
mPSL, methylprednisolone ; NPPV, noninvasive positive-pressure ventilation ; PSL, prednisolone

L, % 149 H 2 5 IR BN G IR, % 16
WH2ORERE, ANTIREGEEE L. AT
W 28 0 B2 1, fEE & (pressure control
ventilation : pressure support 14 cmH,O, MW [a%k
16/min, PEEP 12 cmH,O, FiO, 0.6) & L, filith:#
PR (MRS E: 6mlkg LT, AR ENE
<30cmH.0) 7o 72. NLIFHEREEERD 1
[ 3243 & 1% 250-350 ml, PaO,/FiO,(P/F)ratio | 156
THo7z. 20 H 25 1 AR 1E 400-500
ml (2R EHL, —EOMaYyTIA4T VAD
YEE A RO TS, 8 21 9 H S N LI B il 2%
4 BF L, PF ratio 1£81 &EAL, X550
VTIAT UV ADWE TR LR L. F 249
HICHBREMER, 200 ICAESEAEEE
BEL, FIPRIE THNFMESE L 7228, i3, %
29 95 HKHIR S 7z,

% =

YL MDAS PL 1K 1Z, 2005 4F |2 Sato & 12 & 1
DM O 9 & HLII) 70 57 J8 fEdR 2 526 5 D3RR A9 12
FHHEIR 2 2.6 72 \» CADM I2%9 5 B8 H bt

k& LCTHL CADM-140 HiLiE D A & L THRIOD T
g S 72?2010 4E 12 Nakasima H 12k 0, ™
AW AEG DB, 7 4 )V X RNA D%kl 5

LIBA VY — 720y %EESES 2 ETHRK
RIEILE L L CHEEREEXH > T2 MDAS
PR E T LPERTH A LS S, $iL MDAS
itk W BME ol ZOHRETIE, B
MDAS HUKDFELE, RO FIEIZ T A )V R JEG
G EOBRE G- L T\ 5 1T Re DS TR
ENTWAES, BERTTIIAER A 1 =X aikb
o TV,

RREGNE, FZEAEM, WAt L v o 22
BAERITZ TR wd, MEKRKICZL L, B
MDAS $ufkbg 14, FF5 B Ei 412 Gottron 7,
EMIERLZ mechanic’s hand &\ 72 DM (24
HBEERERD T2 EHh 5, CADM IZ&
Pf L 7291 MDAS JufkbE @ RP-ILD & & 2 b
7z. P MDAS $TL/K B P @ RP-ILD 12 xF L T I,
AT 1A FIZ CsA, IVCY &\ o 7z il %
BEH L THEZIT) S EDEO 5N TV 5B HY,
HREPLED S <, RP-ILD D 50% Ll LA 384
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PH 12 PHOREETHICE o2& FFEINT
W5,

AIEFL, ABERE 2> 5 DM B %0 25 %
A&, WL HRCT B 5 & CADM IZ&6F L 72
RP-ILD DU ek % 57 E B L 7275, CsA, IVCY
DB GAZHEARY) B Z LN TET, FERAICIER
O MDAS HLEDOFERE o TL TV, B
RN Z LT D . BT MDAS JUiR R 1% o
RP-ILD |24} L ClE, JWIRDHETT L T LI 1A
I OIEIIHIF] 2 B LT < step up LR &
D, EEZWRELD Z704 FIZIMA T, CsA,
IVCY % BEH L7 #E CHBICAEFEREIE W &l
ENTW2Y, L MDAS kDGR EZFE->TL F
S72JEE & LTk, DM B 2 BB 12nh 5
BERSZ L, BB LTHEBE2R oz
ZEiZhHbH. A% LB CADM (249 RP-ILD
5o 7o T, BREAEMEICEE 2 IKET R
ECTholcbE2 L. DM I REETH S
EHEEXFCTwIE, ARIER 2 S CsA,
IVCY DO#%512h0 2 TIAE A4 7 % polymyxin
B-immobilized fiber column (PMX)-direct hemoper-
fusion (DHP) 7¢ & O M b ik 0 FE it b #aT
TELD, RELZTNER6RWETH S,

Fiorentino ® O 5 Tlx, HL MDAS Pk D
DM Lo DM #ETIX, ") F hu—7%
X° Gottron BEIIHE B EEI LD o 7208, [
PURBEYED DM BEO 5 S IR P55 K2 8 145,
30 Gottron #f%, mechanic’s hand 2B Z LW &
LTW5Y, AIERFITIX, Gottron FrfEIZHNz T,
mechanic’s hand % 528 T\ 7z,

DM DFIFIERDEZ OB, RBER 22 1c
L) DM ORBMGZEEZREING Z L3,
FNEEHE LW ETEZ2V2s LAz w, Ly
L 727235 5T MDAS UKD 61%, ARAEHF O
&£ 9 |2 RP-ILD DIRGE THRZENEINRIZ S5
Bahd ), MRHFNFETH-> T, Eilo X
9 725t MDAS HUR b5 1 B2 B0 72 K2 95 % &
LTHELLEDPD Y, SROZEHRESRITENL
AR

T MDAS5 Uk 1 RP-ILD O F %A B KT
E LT, M7 o) F E, HLMDAS HURE,
g HRCT A A S Tw 277, R
7 = F UMED 1600 ng/ml LL_ETHEIZIETE
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MHEWE SN, B2 0ZFPEHIC L 5501 7%
EIHR L O EBEEIHRE SN TWEY, RIE
BICIX, FZHFoOMmE7 =) F EIGHETE T
W2 o 725, B9 H O IVCY % O ML
7 x ) F VMBI 1749.7 ng/ml, W5 O P MDA
PUARME X 3255 index & RETH D, FRHRAR L
ZZHNi.

%A RAZE L Cid, Tanizawa S 28T MDAS
VLR E O ILD Tk, T % % #4012 consolida-
tion X ground-glass opacity (GGO) 7237 ¥ ¥ AlZ
LT 288 — 0 53% {, #IREIERRD 7\ L3R
HLTBY, E5I2FED consolidation X GGO
% &8y — U TIE, SRR OV F ARG
faf5sE (diffuse alveolar damage: DAD) % (Mt
L, 90 HUHNOITUENFEIZES 25 & LT
W5 KIEFITIE, W RICIES HRCT T
TEERM, A& LI W P 2 consolidation X
T AT REERRD, NI E IR E - 72
fibrosing OP # £ L TH Y, €D DAD /3% —
VICBAT L7288 T, BERE AL Tz,

FAEGN, IfE 7 =) F fH, $iL MDAS $itfk
fili, M%EB HRCT frRoOWEFRIZBWTL, T
ANETHDEFEHSTE. $T MDAS JriR Bk
O DM X, BEO DM LX) biniES vy —uA
¥ (IL)-6, IL-10, IL-18, ¥ 7 1077 —> a1
= — %A (M-CSF) 2%, AREICEMHETH S &
HE SN TNEY. HEEBIC BV CHEICM
HIL-18 2ME T4 5 & OWMELH VY, JL MDAS
PUABETED DM OJRREIC~Y 7 07 7 — YV O RE
EHEDEE LT DI REMEDRIZ E T 57,
F 700 7 =) F CfH, $UMDAS iR EIX, T
BARRKRT & LTI TRL, HEOMEHENRN
TFELTCHOAEHTHL SN, ME 7= F >
fiti, $iL MDAS PUiREZ T &85 2 L 2SR IS
BEETHDLEEZONL. TEMRD L DLHIT
PEIHIERE IS C, M¥ELSIA ML vl
DR E R PR & BT 5 SRR %
My Fb*y r a2 BRWICBRERETS 2
&C, MUME DRIV 5 1L 5 PMX-DHP A%
Pt MDAS $UiR B 4 RP-ILD (2xf L Tl & 1,
BB R E D LV REN STV B

SRk AL, B TENSKSTEE CTOLE
FOWE % e T& B & SN D MR E T %
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WU 7z, MAERSHFEG L) —FEIZ g 7 = V)
F fH, PLMDAS HLAEMHEIZIKTLTBY, —&
DOMMFNED > 72O b L, Lo LINEERH:
BERTHRICIZIME 7 ) F VIdEEA L TH

Y, ZHRIGIEIHIEREOER IO Z LWIGER
$TIZ DAD HM#EAT L TR & 7% o 722121
PRI A W58, R LI
CWweEz bz, RREGNE, ABEREIZERE O
e A4, LDH, KL-6 &1l H# HRCT THlj 2
x Er oD i i S AU SRR 2 #F 9 consolidation
% 78, fibrosing OP & DAD DIRFE % il T\
72, FRARNT-LEINLME T =) F E, T
MDAS PUREREHEBE L Y 22 D EETH - 72
s, ABERED 5 S H P R IflEE,
BRI & v o TR R T o Tz e L
THHRAIE OO THETH o7z EZ SN
L2rL, Aoy, MAS DS CHi{g ko
Jifi B 5 S FL R A 7 W E B TR RGO B R
AARTHEDH ), RERESEDNLEIER T
PL MDAS PUE DR % 1772 9 IS EFI0H &
HLT W EEZ S,

Pt MDAS Uik P RP-ILD (25t 3 5 I i
i (M%EscH#F g, PMX-DHP) &, H5&h7%
W72 Tl % SREBIO X 5 IR TH - 723k
HEL DL, RENHF E L THWSNS CsA R
IVCY &, ®EEHFE T, 2 BHEE» 25 & &
Y, MRS LR L O B REII R0 4T M5k, A%
SEGI 72 & OMGHILETH 528, BIFEL T,
A MNHA VR EDKHRFIZEY, GIERHIH 0GR
R RO H E TITA MR % DAD AT L 72
WEIHNITHWE LEZEZEZHP O Lk
VO RERITTY, NI A RIS 1 R
WP AL, Miar 7947V AHhUFELLD
(X, CsA X IVCY DS IilH o &) 3R % — &K
WL CTWzD T BWhEEZDH, RMIZR
PEIHIHF ORI % 726D % AT 2 K72 DAD (24T
LTLE Vv, MO A TR LR A o 72
EEZD.

FEEOE Y M L ORI RIE—FE 72 b D
EEZ NS0, CADM 2P 9 RP-ILD O F
BRUGEIZIE, MEEEREOPFH 72T % <, 1A
B 7268 & L COZHIRENHE L O M2, 44
BRI 2DTRE RV EEZLNL. HFE) Y F

DT EHLTCHE L2 E WD) HEY D B S
A X912, Pl MDAS PLiE G 1% @ RP-ILD
WA AEERICEH L CL ISR HEIE TN
5.

# &

4ol Fk 4 13, i MDA-5 $TUHKF 1 @ RP-ILD O
— % RRBR L 7o, RIS 2 e TR,
#HRCT Bl & R 2 2 L A EET
HY, ME7 ) F A MEREDPLTFHRARLE Z
SND A, WA 4 O FE B Y8 B TR HRCT
Tl EO#HF DS I D B ThILEL, £
FIOFF Se BB N 2 C AR s i 7 &
MEELFREOHZ G L T v EE 2 5.
SHOIEBI R E£RE L, FHZW &R EomE I
BHTWEZW,

RESLOET I, 55 94 0] H AR 255
KTHEL.
BI7R R & FESA B 7o,

eSO
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A case of anti-MDAS antibody-positive rapidly progressive interstitial lung

disease treated with multidisciplinary therapy including plasma exchange
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Abstract

"76-year-old woman consulted a general practitioner complaining of cough and dyspnea on ex-
ertion. During the follow-up period, her condition worsened, presenting with hypoxemia, and she
was referred to our hospital. Gottronfs sign and mechanicfs hand were observed without muscu-
lar weakness. Anti-melanoma differentiation-associated gene 5 (MDASY) antibody was detected,
and chest high-resolution computed tomography (HRCT) showed bilateral non-segmental con-
solidation and ground-glass opacities with a peribronchovascular distribution, findings that were
typical of interstitial lung disease associated with clinically amyopathic dermatomyositis
(CADM). We clinically diagnosed the patient with rapidly progressive interstitial lung disease
(RP-ILD) associated with CADM and treated her with pulse corticosteroid therapy, cyclosporin
A (CsA), and intravenous cyclophosphamide (IVCY). In addition, plasma exchange was added
on day 14 for three successive days because her respiratory condition did not improve. However,
her respiratory condition worsened despite these multidisciplinary therapies, and she ultimately
died on day 29. It was considered difficult to save this patient because all three poor prognostic
factors of RP-ILD associated with CADM were present at the first admission to our hospital :
high levels of serum ferritin and anti-MDAS antibody as well as an extent of consolidation on
HRCT reflecting diffuse alveolar damage. However, intensive multidisciplinary therapy including
pulse corticosteroid therapy, CsA, IVCY, and plasma exchange may be effective in some cases
with CADM-associated RP-ILD in the earlier phase before the condition progresses to severe
respiratory failure.

Key words: anti-melanoma differentiation-associated gene 5 (MDAS) antibody, clinically
amyopathic dermatomyositis (CADM), plasma exchange, poor prognostic factor,
rapidly progressive interstitial lung disease (RP-ILD)
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