H IS

2 (6). 2013 761

¥ CADM-140 Bkt o

I Rkt btk lITEmE
i JhkEr =m0 RS AR HRRC

ST B2 R 5 98\ 2 B pF L7z
S EATVE R E M e 1 61

BE EGIE 60, Bt WE, 2HEER RBEXHFICEREELY I —HREAFMARLE L L.
Gottron Bf& %58, CPKEETH A P SHBENBRBH R EZHL 2. WA CT TREMICTIH S
AR ERD, [SRICHERLREE Lo SIFETHREMMR EZ/L, X704 F/NILREE,

IR H/NIVREE MBREREITIHRTL . i CADM-140 HilF A TH > 7. FEH (S HE
NEBHRTH-7ICEPHHST, BRFIHETH > x, BEERMOSRETEREMM X 2 &0

LERICBWTEELRENEEZ SN

F—TJ—N: BEHR, L CADM-140 Hifk, 2EETHRE MM A
Dermatomyositis, Anti-CADM-140 antibody, Rapidly progressive interstitial lung disease

*

W IARTT R L3 5 JE A B R 0 57 E O SAERICZ
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BHHUE O S AEAT VR R ER 25 % DF 58 9 5 2 & AYE
e s, W4, Pt CADM-140 itk 25 CADM & 12
R 2 RS~ — A — & LTfF s T 5. il
MRz s (LU, S8 DM) JERNI BT H MEME:
RDOEPZRDLIENDY, FHEHRENRTEEZS
NTW5AH, —Ho MR DM JiE 6 T 2l =177 -
W RZEHFTHZ EdF|EINTVD. KA L, SR
B DM JEBI T, $T CADM-140 JuR 2B T d O B HEHE
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PERVEME %2 G 2 2 DY, HHELER & E 2
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WEUTIE © BERE 720 U, R GNAREE.

WSERE © AT e 3E.

BUWEE © 201X 4F 4 AP A2 5 37CH O FEL & TR
BB L7z HROKEEEZ NIRRT 2 buEET, 20
%, Wb - ISR LD A L ) ko7, EERE
BEzipl, A704 FIRELNIRE GHIARE 24
FENTH, BIIEAL LU DB S L H 1%k o 72,
F 72, WA A EE R IRIR TD H o7 A
FMFEH M 4 A TICERER >~ & — gz NFE
Zliroiz.

ABERFBUE © B & 1665 cm, K& 69.7 kg, IUE 121/81
mmHg, Wk# 103/min - #%. K% 37.8C, [k 3= Aol B
100% (ZNE). MEEERS 11k 5 hiRe e < RS
L 2o 7z, JEEBIEHF I TARIE 2 580 5 b IIF
PR L 22 o 72, JEERTHCIE, BB & OB52
WICKBEE, FFEICAMMERE (Gottron #ifE) &
JNPHATHE 2 52072, ANV F b a—TBERBo %o 7.
AR B CIRRE R E IS, TR 5 2246
B 12 manual muscle testing (MMT) 4— & i JJKT
D7z

ABEREAT AT R, (£ 1) @ MG MET R <, CPK &
1584 1U/L, 7V FZ—+¥1%1021U0/L, LDH i 5061U/
L &R EEREED EA L Tw/. KL-6 12 361 IU/ml,
SP-D 1% 304 ng/ml & IEHE N TH - 7225, SP-A 1L
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F1 ABERBRA
Hematology v-GTP 178 IU/L KL-6 361 IU/ml
WBC 2,900/ul LDH 506 IU/L SP-A 106 ng/ml
Neu 70.9% HbAlc (NGSP) 6.6% SP-D 304 ng/ml
Lym 18.7% Glu 114 mg/dl Tumor marker
Mon 8.8% Serology CEA 44 ng/ml
Eos 1.6% CRP 6.8 mg/dl SCC 1.7 ng/ml
RBC 484 < 10"/ul 1gG 1,251 mg/dl CA199 101U/ml
Hb 154% IgE 20210/dl Urine
Ht 45.1% IgM 190 mg/dl S. pneumoniae Ag negative
Plt 12.1 x10"/ul C3 143 mg/dl Legionella Ag negative
Biochemistry C4 47 mg/dl Sputum examination and culture
TP 6.6 g/dl CH50 57.1 mg/dl Smear
BUN 21.8 mg/dl ANA <40 Gaffky negative
Cr 0.65 mg/dl Anti-Jo-1 Ab (=) Culture
CPK 15841U/L Anti-CADM-140 Ab (+) Normal flora
Aldorase 10.2 U/ml MPO-ANCA <10EU Acid fast bacillus negative
Na 136 mEq/L PR3-ANCA <10EU PCR
K 3.6 mEq/L Anti-ARS Ab (=) Tuberculosis negative
Cl 101 mEq/L Lupus anticoagulant (*) MAC negative
TBil 0.7 mg/dl Anti-cardiolipin Ab <1.2U/ml Blood gas analysis (room air)
AST 138 1U/L Mycoplasma IgM (=) PH 743
ALT 7210/L B-D-Glucan 44 pg/ml PCO. 45.1 mmHg
ALP 4221U/L CMYV antigen (pp65) (=) PO, 69.0 mmHg
HCO;~ 22.1 mmol/L

106 ng/ml & E5- L CTw7-.
CADM-140 JLAR A5k & HIBH L 722,
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E— iR 2
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72 &S SO R P o T i, IR 1L 66 %,
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4/26  4/27 5/1 5/3

57 59 5/11 5/13

Sivelestat 300 mg

Cyclophosphamide 750 mg
CKum PMX

LDH (1U/)
3000 2%

37.7
1000 /
vV

0

Sp02 90 93 94 89
(%) RA 2L 2L 10L

===CK ==LDH

Body
temperature

384 ()
380
37.0

90 80

98 95

FiO2:80% 100%  100% 100% 100%

Bronchoscope

IPPV

X2

O, FEBFEEREMEM Sy — e LTHE LW
TH o7z W LB X ORI 70 B2 ) BT R 2 & B2
ST L 7 S BT R R 2t L B R, EO6WH &
DATOA F2SVARBEZRG L. LrL, 20k
ST L L, SR AEDET L2720, B8R
HiZiZ A a4 4 (meropenem : MEPM) 3g/H & 7
vAau<xA ¥ (azithromycin : AZM) 500 mg/H (ZHt
WHAEEL, 270K A7 7 3 F(cyclophosphamide:
CPA)750 mg® 73V AFiFE L XL X% v b (sivelestat)
300 mg/ H @ Fifw s, S OHICMmERHEHELEB LV
PMX =¥ F b & ¥ VIEHE B AT o 72 A4
LT, FFREHATIFERZIT - 7255, S 5Pk
ANENEALL 72720, 8H 11K AICKRENTEE - AT
WERL 2 o7z, TOBLIFRALIIYEEST, B
M NG RHE R 2 508 L, 18 H IS L72(2).
e, HIEOKH &5 CHMEIT - 72

PR BT UL, S ARMICIIARIEER L Twi.
hematoxylin-eosin (HE) Hefi TIZM N AR ML ER A3y
ML TBY N, Mils ERaEdel, mTm
DAL, FVEIZIIEE R AR OREE 2 FRDTH Y,
I FARR S X BRI 0 OV AR s s & 33T L
7z (3).

£z =
AAEGIE, BB 7 B2 1 A5 9 A2 S AE ATk ) LR 2%

AL, BHEHRIIKPIEO PRORRBERNTH -
7z,

%58 9% (polymyositis : PM) /B2 /575 (dermato-
myositis : DM) 3 E¥H % E4E LEKNAHO 4
PEISE BT, FRICI A PHE & L CRIEMEMI % (inter-
stitial lung disease : ILD) (XL ERIZEIET 5 Ew
biTBY), WEUEMEOETTFHETE L THES
NTwa"” ILD&#H DML, ILDE&HEPM L0 b F
B LY, DM ABFILD @ —ET, AR ALH
AT T 2 FHAR 7 28EATERVE N 2% (rapidly
progressive interstitial lung disease : RP-ILD) % & ff
FTHZEPHONTEY, REZBHE X OHEFLEE
ZZbNTWw5, it4E, Sontheimer 5435, i RIAERD
0% 72 hyopomyopathic DM & %\ 3/ KIEIR 2 78 72
V» amyopathic DM #* & 7 % clinicaly amyopathic DM
(CADM) ZH#WBLTEYY, ZoWmE Tk, CADM JE
BIZ RP-ILD % &3 2 ERAL VW E @ S Tn 5.

B2 g @ik & LT, Bohan 512X %W
RIS T WS, ARENE, HEKBRAEX
1o TS, QAR CIBEEN R O/ KT %
BELTWAZE, QORI THMMEELZEZ LT
o2&, O CKAED ES, @R 72 fz 1 Ik
(Gottron M5, Mk - WL - BHIEN O FZ95) @ 4 THH % i
7oL, SR DM OER &% 2 57z, Mukae H DIE
Bl Ci, AR DM AL 72 RP-ILD &, wWih
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E3 Jilis X OHMEOH BRI, (a) WoRRMATRE GERED. (b) HE Jefa. 0" ATEIC
T 72, MilEMI I G B LR BB 2 7R 7.
B %o T

il A T BT B, % B2 e 7.
van-Gieson (EVG) Heft. B 5 2 2 fifEfbix
ERD7z.

bATFaA N, RIS TRIRL, FHREIFTH-
e ENTw5b2%, WA DM T RPIP % &fF L7 4
B, 2 B2 7 EELIPNICIET Lz & v ) PHRA R R
JiZm L7z Gono bOHLEDH DY, FHRICHL TIE—
EDRAPE LN TV, REFICBWTIE, FEME
filige « WRWLAS 42 % 3800 72 LB L 1 0 © SR 2 I ih i &
To72I2b Db 6§, HHRIRIETH ) PHRARZRE
WE o7,

JE4E, CADM HEIZBWT, (S 134 B2 140
kDa A Z BT A H -2 HEIAERZ R WAL, T
CADM-140 btk & fis 44 L 72", Ht CADM-140 ik i3,
TANWAERRFIC IR vy —T s a r EFETLI L
T, HRIBIZBIT S AV A EGeBhfc w5 s %
HoTWARIG 7 7 3 Y —IZE ¥ A& MDAS % 3t
MR & T AP THBY. O MDASIZE I VF 7 A
VARG BT o, CavFr oA VAR THL Ay
v F—7 AV AOFuKAM O L F7A/NE DM IE B CH
HEINTBY, TOITALNVAEGLE ORI EZ SNT
WA AKIER S EATT B KEERYEH Y, MOS0
AW REGDSH o 120 FetkAsd 5. [Pkl CADM T
13 40~70% & LSRR RIICRD S b —T, R
DM Tt 0~10% L I E L & b Tw 510979,
72, RPILD & OBRIZOWTIE, H CADM-140 Hifk

— = rk - .

(¢) Elastica
(d) AERMBRPUBEA. AT

Rtk B Clx RP-ILD O BE5E AN R PUARBEYER] & AT
EHETHL VDR TWA., REFMICBWTIE, MWl
B DM Th o722 b 2 hb 51, #I2H CADM-140 i
KEEE FI L2 ENRER & £ 2 5.

HHICE LT, RPILD % APk L 72 B2 M %2 T,
HOUH & 7 A REME DS W2, AT 1A RSV AR
REEIHIF ORI 2 BB G AL LW e EZ BN
TWBHY, Zh5iE CADMEF TOHREIFLEAL
ThHb. A7T0A F7OVAEFIIINZ, SeEiEH 2
BTHDHEDOEER, CPAD/NIVAFRENHNTH >
TR, MAENDPAMTH L EOHEDLHHY. K
SEBITIX, Y27 a 2R » A (cyclosporin A : CsA)
DAEREI DV THE S 7285 TR CsA 28
HL7BEGAMTH B0, HHBIOS AXIFRA L)
HEAT LR TOREGTHL T NS, L D)) iE
PRI 2 WA L, CPA OV AMEARINL 72,
I DM OREBITd o 7275, WA 4 0 2k 72 AL A
ANz, Hi CADM-140 Huik Bk s B 5 i 12
RHENEHR ARG L, MRS L PMX = F
MY VBB DT 72D UHE L o 7.

Gono 5 D5 Tix, HT CADM-140 HitkBs k@ DM
FEBIIZ 317 % RP-ILD A B O EAF 313 54% TH D,
WA DM IZBVWTHRRICFPEARTH L EE XD
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N4, 72, Fiorentino 51x, CADM JEFNIZER 53 DM
KT RP-ILD PR ZMET L THB Y, $l CADM-140
PURBE BTl 222%, BEBITIE 45% & DFER>S
Ht CADM-140 $ufk Bz & RP-ILD #:3¢ & O BfR %R L
TWwaY, R DMEFICE L TH, $L CADM-140
PURIIBESE % RP-ILD & B 2 P4 HEFCTH 5 1
AR EING, T2, ThE TOREITDH MBI RS
WMREEZONDLTHEANROSHEST M E %%
o 723513 H 5 25, PL CADM-140 HifR 23l 2 S 5
VHICTH Y, AIEFEFEIC IS oREIZHIT CADM-
140 PR EETH o 72 FetEd D 5.

Tanizawa 5 (&, PM/DM-ILD {2 &% L C & J& & CT
(HRCT) WAt CADM-140 Hifk & kRIS F# %2 il
TEREHELTWVEY. TEORMEHLWVIETH T
J AR (ground-glass attenuation : GGA) 7% % —
USEREALM e OV F APEMI B E (diffuse alveolar
damage : DAD) % JXHB:L T, 90 H UL DL LR L BY
FRLTWAZEZEZRLTWA. REFICBNTYH, M2
B HRCT TIXBEEOFBIZILEWREIZ L Twizd
DODOW FHEDRMFEECCANN Y — v 2R LTHBY, T2,
FIRIC BN % B L OO F AN E % 526 T
Wil ExEZLE, MZRHOHRCT TP TPEHEAR
ERBLCWOTRZWHEEZLNS,

AHIEBI D X 9 (ZHICADM-14080ik DBk T b 5 613,
FHEPARTH L Z LDURE SN, FEPUERBEE IR
BARNT-CTHILN 4 RP-ILD & B L T % W aEME2S
AN 2-F WA

W BB TEORIG Y £ L7z E R BEARE SRR
W v —RBRER O N B LA, FIRENEL O H R
ok, FEEtORD  BE4, BUARS $UKB X UL CADM-
140 PUADMEEZ LT W7272 5 $ L 72 SRR IR s bt Bz
FHEBIR OBEAR  SoH, RO IE BRI K# - L
9.
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A case of rapidly progressive interstitial pneumonia with classic dermatomyositis
with anti-CADM-140 antibody positive

Asao Sakai?, Toshiyuki Kita? Yukari Ichikawa?® Yoshitaka Oribe?,
Miho Miyake” and Kazuo Kasahara®
?Department of Respiratory Medicine, National Hospital Organization Kanazawa Medical Center
> Department of Dermatology, National Hospital Organization Kanazawa Medical Center
“Department of Respiratory Medicine, Kanazawa University Hospital

A 60-year-old man was admitted to our hospital for fever, loss of appetite, malaise, and skin eruptions on his

face and extremities. Chest computed tomography revealed interstitial pneumonia. A diagnosis of anti-

CADM-140 antibody-positive classic dermatomyositis (DM) was made based on characteristic skin lesions, mus-

cle symptoms, and elevated CPK levels. This patient was also diagnosed with rapidly progressive interstitial

lung disease (RP-ILD). The chest HRCT scan showed a nonspecific interstitial pneumonia pattern on his admis-
sion. We initiated steroid pulse therapy, cyclophosphamide pulse therapy, meropenem, and sivelestat at 300 mg/
day and direct hemoperfusion with polymyxin B-immobilized fiber (PMX). However, the patient required me-
chanical ventilation and died of respiratory failure 18 days after admission. On autopsy, lung tissues revealed or-

ganizing phases of diffuse alveolar damage. It is known that rapidly progressive interstitial pneumonia with poor
prognoses can occur in patients with clinically amyopathic dermatomyositis (CADM). Even classic DM patients
have RPIP. Thus we believe that a patient with anti-CADM-140 antibody positive is quite likely to have a poor
prognosis, and anti-CADM-140 antibody positive is a poor prognostic factor for classic DM.



