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Current Practice in Long Term Oxygen Therapy and Pulmonary
Rehabilitation of Idiopathic Pulmonary Fibrosis: A Questionnaire

Survey in Japanese Academic Physicians

Hiroyuki Taniguchi', Michiaki Mishima®, Masashi Bando®,
Yoshikazu Inoue’, Takashi Ogura®, and Yukihiko Sugiyama’

'Department of Respiratory Medicine and Allergy, Tosei General Hospital
*Department of Respiratory Medicine, Kyoto University Hospital
*Division of Pulmonary Medicine, Department of Medicine, Jichi Medical University
'National Hospital Organization: Kinki-Chyuo Chest Medical Center
*Department of Respiratory Medicine, Kanagawa Cardiovascular and Respiratory Center

Little is known about the practice of long term oxygen therapy (LTOT) in patients with idiopathic
pulmonary fibrosis (IPF). Pulmonary rehabilitation has recently been studied in patients with interstitial
lung disease. Recently some controlled trials of pulmonary rehabilitation in IPF have demonstrated an
improvement in walk distance and symptoms or quality of life. To investigate current practice in long
term oxygen therapy and pulmonary rehabilitation of IPF in Japan, 794 patients with IPF in centers having
expertise in IPF clinics were studied by using a questionnaire survey.

LTOT was recognized as effective therapy and was used in all centers. Pa0, of less than 60 mmHg was
used for the criteria of LTOT in 12 of 15 centers. Oxygen therapy for desaturation during exercise was used
frequently. Six minutes walk test was used in all centers with various protocols. Pulmonary rehabilitation
programs of other than interstitial lung disease, such as COPD was used for IPF in all centers. Pulmonary
rehabilitation was used more frequently in inpatients than in outpatients. Although doppler echocardiogram
was an inaccurate tool for the evaluation of pulmonary artery pressure (PAP), it was used frequently; right
heart catheterization was used only in one center. Uniform standards of various evaluation methods for IPF

are needed for the future multicenter studies in Japan.
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$T CADM-140 PR 7 & Fif 2% BEHE R P die - oD
BRIR, AT R,

EOGED OB b EL AP MR EAE
=uE B> chig @0 MEF HEEC =& R
AR M R B fikr KR ST

4542 HLCADM-140 511413, Himelanoma differentiation-associated gene 5 (MDAS)Hif& & & IEiTh
L0, BEIREDIZ R K & (£ 72 W B2 JE 5 4 (clinically amyopathic dermatomyositis, C-ADM) 7 0
MIEP CRESHAEBRFEROPARTH Y, KEHREEMEEMERICST 2 TRARLE
B 5. 4 i35 CADM-140 FLIREEME O B 5 2% BAEE M B M AR B D B IR B & & 73 B E CT(high-
resolution computed tomography, HRCT)EfE DR A O L LD & L7,

T 2005-2009 4F (2 FUHD K 1S S M B IR IR THI/Z I BB R RBE M E R R L TS iz
25 & 1% HARMICRE L7z, L& T O CADM-140 LRI £ B E THIRBIHCRIE L7, 155l
O HRCT B AT UL EFTR & Z OISV T, SURBIER &R ICS VTR
% & EgET A e L7z,

FER RS e B BV MERG TR B 25 61D 5 6, 126172351 CADM-140 FUiRBEME, 13 FI3REETH -
7=. HRCT BitZFT RITPURIBIERE & AR CHEBICR R 570 (P < 0.01). HUKEMERE TIXTnE
RLORIER « AU H T AE Y = (50.0%) B LT v F LI AV T AR 2 —(33.3%) 43
Kbk Ho7oAs, PLIRRMRETIE PR OMIRE Y — 2P E R HN72(69.2%). EFHHT
T, PERBHEROFTENEEIIARR TH -7 (P <0.01), C-ADMEBE L HEC-ADMEETHE
IR 1Z(P=031). THEMLOREE - RY VI RAERI— v BROT X LRAV AT
A RE— NI TRHAEORRE R Z - BXOZEOMD A — 2 LT, BREICTERAN
B TH-7-(P=0.04).

it A

THEAORMEE « AV H T AR AY —VBEOT v F L2 AN H T A58 — 3L CADM-
140 LR FBME D F B 15 2% B R B R BRI T h v, MR BEREMIRRICB VT,
FLCADM-140F1K L & HICTFHRAR LBEET D,

U ORHERR S E A R PR SRR, U e
F—i g VER

2 R S B I 95 B R i N

OB R FE S ERET E - BERANE

4 R R R R R S B 2 T

S RUER R SRR R R P e B B B o 1 27
¢ UM PR ST R R/ BRR AT R v —
COONE AR BRI A AN MR ) E
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Clinical and radiological features of interstitial lung disease in
dermatomyositis with anti-CADM-140 antibody

Tomohiro Handa, MD, PhD"?, Kiminobu Tanizawa, MD*, Ran Nakashima, MD, PhD?,
Takeshi Kubo, MD, PhD', Yuji Hosono, MD?, Kizuku Watanabe, MD',
Kensaku Aihara, MD', Toru Oga, MD, PhD®, Kazuo Chin, MD, PhD",
Sonoko Nagai, MD, PhD®, Tsuneyo Mimori, MD, PhD® and Michiaki Mishima, MD, PhD!

‘Department of Respiratory Medicine, Graduate School of Medicine, Kyoto University, Kyvoto, Japan
“Department of Rehabilitation Medicine, Kyvoto University Hospital, Kyoto, Japan
‘Department of Rheumatology and Clinical Immunology, Graduate School of Medicine, Kyoto University, Kyoto, Jupan
'Department of Diagnostic Imaging and Nuclear Medicine Graduate School of Medicine, Kyoto University, Kyoto, Japan
*Department of Respiratory Care and Sleep Control Medicine, Graduate School of Medicine, Kyoto University, Kyoto, Japan
“Kyoto Central Clinic/Clinical Research Center, Kyoto, Japan

Background: Anti-CADM-140 antibody (anti-CADM-140), also referred to as anti-melanoma
differentiation-associated gene 5 (MDAS3) antibody, is a myositis-specific antibody identified in the sera
of patients with clinically amyopathic dermatomyositis (C-ADM) and is associated with a worse prognosis
in dermatomyositis-associated interstitial lung disease (DM-ILD). We sought to determine high-resolution
computed tomography (HRCT) features of DM-ILD with anti-CADM-140.

Methods: Twenty-five patients newly diagnosed with DM-ILD at Kyoto University Hospital between 2005
and 2009 were retrospectively reviewed. Serum anti-CADM-140 was measured in all patients at their first
visit. Chest HRCT images taken prior to treatment were classified based on the dominant findings and
their distribution. Clinical and radiological features were compared between patients with and without the
antibody.

Results: Of 25 DM-ILD patients, 12 were positive and 13 were negative for anti-CADM-140. HRCT
patterns differed significantly between anti-CADM-140-positive and -negative patients (P < 0.01). Lower
consolidation or ground-glass attenuation (GGA) pattern (50.0%) and random GGA pattern (33.3%) were
the predominant patterns in anti-CADM-140-positive cases, while lower reticulation pattern (69.2%) was
frequently seen in anti-CADM-140-negative cases. Survival analysis revealed a significantly worse prognosis
in anti-CADM-140-positive patients (P < 0.01), but no significant difference between C-ADM and non-C-
ADM patients (P =0.31). Lower consolidation or GGA and random GGA patterns were also associated with
a worse prognosis, compared to lower reticulation pattern and others (P = 0.04).

Conclusions: Lower consolidation or GGA pattern and random GGA pattern were characteristic of anti-
CADM-140-positive DM-ILD and were associated with a worse prognosis in DM-ILD, as well as anti-
CADM-140.
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TR M i 7R R (interstitial lung disease, ILD) (26347
2% (polymyositis, PM) 35 S OV & #12% (dermatomyositis,
DM) D 5-65% I B U[L, 2], AR THETFTH
D). ST KB RE i 9% B 1 P B R il R FR (PMY/
DM-ILD) i 8 PER L8 R R T& % (3] &
T 0> 2 F 55 9% 1 B2 I 7 2% B ) B ME R B LI L
AR L ORI CH » BFEM iR 10
5 3]

SHEMRB L OREHRILTE T, HRFROTE
(myositis-specific antibodies, MSAs) & FFiEiL 5, £%
T | RS R B 72 E R OB O B O LR
2 & - THLRMS1T 5 b [4]. HLCADM-140Hifk
132005 FEICHEE S 12 L - TR R FHR & b7
U B & % 4% (clinically amyopathic dermatomyositis,
C-ADM) D B E M2 3B\ TRIE S Ui iR R R
¥k T& 5 [5]. HLCADM-140Hi{K interferon (IFN)
induced with helicase C domain protein |/melanoma
differentiation-associated gene 5 (IFIH1/MDAS) % 787
L[6], £} HMDASHIRE LIEEN S ([7]. iU
CADM- 140 FLIAIL B2 7 2\ FF R TR D B
AR B E MR B EBET A6, 7. ZhbD
ERALTHEND XL DIC, HFLCADM-140 T4
1 aminoacyl-tRNA synthetase (ARS) Hiff & be#z L T,
B FE 5 P B R AR R E (B W T THRARE
BIE 425 Z EAHEINTWA([T]. i, SR
LABVERI D R 5 45 B R MR BT R B E R
FFIRZZETHZENRINTWA[3]. £ TH~
R EMAEEREEMEERE IS THR
CADM-140 FL A BT BB AT FLds L OVEm T4 &
REd 5, & O{RERE T,

AR 00 H 4 1250 CADM- 140 HUA B 52 JE 7 4%
RELEE ) R T A 7 FE D B PR B d6 L U= 40 % 6E CT(high-
resolfution computed tomography, HRCT) {5 o Fe i
FHOLMNNITHZ ETHDH. Ba IR FER R EE
B MR BT 3B W THLCADM-140 HLR B ME 1 &
PG OERREGE L O HRCT B O 8% LB L, FT
CADM-140#ifA & HRCT /3% — B L O THO
ESPU T By
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5t CADM- 140 IR Bt Bz G 5 4% B A ) ETPE R A B D BRIR, 4037 S

B &

BE

%t 8213 2005-2009 9 |2 5UER K5 [ 5 BB B I8 9 e
TREBELEBMIENTE-2BETHD. EEHE
i3 Bohan & Peter D2 Wi VEA IV TRl L 72 [8].
BRI R A ED IR O E % (C-ADM) I, BE
WITHE - T, BENEEHRIERN L E
LAaNomEREAFI R, bLFEELL, 2
SOMiE 7 7 F =1 - ¥} —+ (creatinine kinase,
CKYEARREZ#E L CT300 IULEKFHTHDH & (T
W L7215, 6]. IEEWED H D EBEHHAEY MO
A RN (connective tissue disease, CTD) =& L
TV BEFRLEBE~DBI A 2ZATFIAT O A
R D4 B e 50 s M A TR S LT T IE S
EBRA L7z, 2O O5 M- LT RIEH % 32
Bl 5 E, HRCTIZHU T 2561 (78.1%) CTHIE
PER R B ERR S 7z, SR s JoOvd At
FEREBLD L IBWBERG - ZREN ] U
NELIWNI3ABO S BITIPRAEEZEC L0 &
L.

B D MR RIS - CERIC L o4
VIR ariy N EER RFEITIEEA
ZEZHMBREECHBEZESE CTORRBLE
7-.

R AR O AT

ERRTEMITBRER N LB HICREL . 28
FIXBFANC Y e E b 240 ) U FEIZL ST
FHMEESNTEY, M2RciEREL STV,
KO BF T IRFEANIEE L S L B K DR
HiERE L S TRV [9], BRI T A58 H17
b Tz, WPREERTEOFIEEBERO A ARA
EAZE T A FHIE B RO - [10].

A 4% e BBUAR O E

MIEAR AR S E IR e SE B IR IR BRI L
I, BRFFRTURD A IIIBERO L5V, HUARSHIE
(2 B8 L CTIZ RNA %52 0L B (RNA-immunoprecipitation,
RNA-IPP), #1CADM-140 HL{RIZR L CILE A %%
L& 1% (protein-immunoprecipitation, P-IPP) % >
THIE L7-[6]. &3 2 HLCADM-140HTik D A &
(2 X0, HLCADM-140 Frik G RE & 2 M RFIZ 7730
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L7-.

HRCTHE 7 v h=a—v

8 X T A A (thin-section)CT BT~V F 2T A
A CT A % + 7 — (Aquilion 64; Toshiba Medical
Systems, Tochigi, Japan) % A\ TR L7z, Tmm/E
D ERTE # & 2mm JE O HRCT g & FHE R L 38
L7z.

HRCT OFFfh

EEFITIERATIC S HRCT2HRE L TH Y,
HRCTE{§IL34 OEAR (TK, THE X UKT, &5
FETENEILLS, 12, 104F)DSERERIER 2 LT
# LT, st MORMOMETAEIZ L AR L
7-.

HRCTEI&IIA Y H T 25, R#EE, /NFENER
%, MNERIRBENEIE, FEMEEEMEMUN  BOREZ, Nk
WE, WeBU, SUEMEZLYE, R|EIMRE LIRREB X
OIS B O & BA M L. fths ) o <EhijE
I, MaskooF Ml KON o il - MRk s
P LU 7. HRCTFT A4 the Nomenclature Committee
of the Fleischner Society @ i #& (26t - CHEAH L 7=
[11]. FERREEMERUR « BUR R (XEE M O CT IR I
EHTOMRE DB, NERRESLRE KIS R

EERZLIbOEERL, MEFSRERRE
(subpleural curvilinear lines)<PHilE FEOIRE & Tr
»ELT12].

HRCT &84 % i T 21T, e lIBEFO
BB 2R A CT R AL & Z OFER 71 & 51
D454 (craniocaudal and axial distributions) {253\
7-HRCTHEIRHT L & L TEHECEX 5 2 LK
fo. CTEFRIBAY H T 25, BIEE, ML N
%Wﬁ%#ﬁﬁ’, ANIERIRREELIE, FERRBEMERRIR « AR

CYDIRININD 1O E R, EOEFRLOEAR HF

'\7Fﬁ X ERGEAL, FHHEAL, ONFAMOSAE, T
YE DRI AT LT, LTRSS TiE IR
F0 b EOMEFIENTHD L DE BB DS
M, THFEIRE Y b FTOMFIEMNTHILEDET
HENZO MM EER L, RMEFIZEN > T o
EAMEDIAN, SANTHAIMER R FUE T & o
3 & Lz, #hF 1RO, FETRNRE 00
B> TS RE & -k, % o s
13BN CHIVERMME, BIMZFZEN > T

FONEAME, BRPESZRTIET & Dlp iy di b by
Lz, ZTholziEox, KEHOHRCT BT
Z [ TAMEM A SKRIED AV HZ A8 Lo
MR T mlds KU 5 Mo 34[ & CT EATHA) DR
TEE L.

At FR LR

HEEHIEAT X IMP ® version 6 (SAS Institute Inc. Cary,
NC, USA)Z AW TiTo 7. EEMNLT — % OEH)
IR 2 VTR L, P < 0.05 2 #3HFHH
e L BEMLEILY 4 v vy —DOIERRE, B
A2FBREL LLFE~r RSy h=—DUKRES
HnTityy, BREEGREIN ST - AT —ikE
a7 VREERAWTHE L. HEHEr Y 7 b
T TILIMP (ver6, H ARFERR. SAS Institute Inc.) %
ATz, P<005EMEFEARERE Lz,

Bw R

VIR DO ERR G

FLCADM-140FLIR G MERE L BEMERE D BB E R &
FRRFTRIIRIIC TR L= 80 THB. HlCADM-
140 FLIREGERE TIE 2N 38.0°CLLE) L B E R IRA
&V S ICRR DTS, 2R CRUEIE N B & O E
WICHEZREWT <, C-ADMOFIEIZ L HER
ZEL 25 72 (50.0% vs. 30.8%, P = 0.43). 2R
BRI RO 25%, BEIERED 0% TRk &
MIAE (P = 0.10), 2MER L AR A2 082 LB
PERED 41.7% , BRPERED 7.7% 12882 L 7= (P = 0.07).
MR & PR ER A O RIIR 2R L. 1B
BERIO HIMERE, M/ W, Z7Lv7F=r - FF—
B, T/ RKT7—FIZHCADM-140 5T IR RETAH
CCARE Th 7. JRERTO Y = U F o L RET D
7 x U F U O EEILP CADM-140 HiiE R YERE T
BEIZE >, HFLCADM-140 HLIKREMEEE TIZ 10
B (76.9%) BHLARSHUAMETH Y, EORNFRILHL
EJGUA3 I, HLPL-7HUA 3, Hilo-1HLiR241, i
OJHUA 1, HFIPL-2FUB 1Bl Th o7z, R2ITTL
7= £ 9 I HLCADM-140 HL IR 5 M RE & R vERE CEIR
M3 H 25547 86 K ONEIR B AR & LT AT B 72 221 e
Drole. WO T HARMARE TS iz
JEGIE 2o 7.
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HL CADM-140 HUARBHE B2 IS i R B RV B PR B OBRIK, BifgAEr R

K1 BEHRLOBIGEOEKATR

Anti-CADM-140 (+) Anti-CADM-140 (-) P
(h=12) (h=13)

Sex, male/female 4 / 8 4 / 9 >0.99
Smoking 0 (0.0%) 6 (46.2%) 0.01
Age (years) 835 *= 94 527 = 71 >0.99
Fever 238.0° C 10 (83.3%) 3 (23.1%) <0.01
Appetite loss 5 (41.7%) 0 (0.0% 0.01
MRC 13 = 07 16 = 10 0.45
Myalgia 5 (41.7%) 4 (30.8%) 0.69
Muscle weakness ® 9 (75.0%) 7 (53.8%) 0.41
Gottron' s sign 10 (83.3%) 7 (53.8%) 0.20
Heliotrope rash 3 (25.0%) 3 (23.1%) >0.99
C-ADM at diagnosis 6 (50.0%) 4 (30.8%) 0.43
Acute ILD' 3 (25.0%) 0 (0.0%) 0.10
Acute or subacute ILD* 5 (41.7%) 1 (7.7%) 0.07

All values are number (percentage) or mean = standard deviation.

*>6 A Co kg BLE

SEEERELIMBERZHBRTORRICLS

MEK B IRE LT AEFENS 1 ABLRNICERTEEHE

HEKHRLLLAERRELNS (-3 BEOSLIIFRTREERE

Abbreviations: anti-CADM-140, anti-CADM-140 antibody; MRC, Medical Research Council dyspnea

scale; C-ADM, clinically amyopathic dermatomyositis; ILD, interstitial lung disease

w2, WO MERE R L OMPRARERA O R

Anti-CADM-140 (+) (n = 12) Anti-CADM-140 (=) (n =13} P
Laboratory tests
WBC (/mm®) 5140 + 1390 (n=12) 8860 + 2940 (n=13) <0.01
Pit (x 10*/mm?) 198 == 709 (n=12) 299 =+ 938 (n=13) £0.01
ESR (mm/hr) 41.8 + 19.5 (h=12) 40.7 + 31.1 (h=13) 0.64
CRP (mg/dL} 103 =+ 084 (h=12) 152 * 176 h=13) 0.81
LDH (lu/L) 4232 = 1994 (n=12) 4292 = 1617 (n=13) 0.96
CK (1u/L) 2613 = 31486 (n=12) 13488 =+ 17070 (h=13) <0.01
Aldolase (IU/L) 90 == 44 (h=12) 251 + 265 (n=13) 0.03
Ferritin (ng/mL} 12676 = 20773 (n=10) 1967 = 2520 (h=10) 0.01
Maximal ferritin® (ng/mL) 3035.7 + 5253.2 (n=10) 1575.2 + 41175 (n=10) 0.04
KL-6 (U/mL) 511.8 + 1623 (n=12) 907.2 + 750.4 (h=12) 032
SP-D (ng/mL) 440 + 200 (n=8) 154.1 = 119.4 (n=8) <0.01
Anti ARS antibodies 0 0.0% 10 (76.9%) <0.01
Arterial gas analysis while breathing ambient air
Pa0, (Torr) 789 * 132 (h=11) 825 =+ 164 (n=10) 0.89
PaCo, (Torr) 408 £ 143 h=11) 386 =+ 57 (n=10) 0.70
Pulmonary function tests
%FVC (%) 868 = 148 (n=9) 873 =+ 194 (h=12) 0.86
%FEV, (%) 827 = 114 (h=9) 827 =+ 1641 (h=12) 0.89
FEV,/FVC (%) 824 =+ 83 h=9) 802 + 96 (n=12) 0.78
%DLco (%) 533 =+ 127 (h=5) 56.1 + 140 (h=11) 0.69
T—REHRRIE + FREEVEALLLISESNR A —tELTIO)TRE,
"B TORSE

Abbreviations: WBC, white blood cell; Plt, platelet; ESR, erythrocyte sedimentation rate; CRP, C-reactive protein; LDH, lactate dehydrogenase; CK, creatine
kinase; SP-D, surfactant protein-D; ARS, aminoacyl-tRNA synthetase; Pa0,, arterial partial pressure of oxygen; PaCQ,, arterial partial pressure of carbon
dioxide; %VC, the percentage of the predicted vital capacity; %FVC, the percentage of the predicted forced vital capacity; %FEV,, the percentage of the
predicted forced expiratory volume in one second; FEV,/FVC, the ratio of forced expiratory volume in one second to forced vital capacity; $DLco, the

percentage of the predicted diffusion capacity for carbon monoxide
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2008 ~ 2010 B UV F AR BIC B 2 AENS:

3. PLCADM-140 HUIREERE & BEVEAEO HRCT R AL

Anti—-CADM-140 (+)-(n = 12) Anti-CADM-140 (=) (n = 13) P

Ground glass attenuation 10 (83.3%) 13 (100.0%) 0.22
Consolidation 7 (58.3%) 6 (46.2%) 0.70
Substantial micronodules 1 (8.3%) 1 (7.7%) >0.99
Intralobular reticular opacities 0 (0.0%) 11 (84.6%) <0.01
Interlobular septal thickening 8 (66.7%) 6 (46.2%) 0.43
Nonseptal linear or plate—like opacities 10 (83.3%) 7 (53.8%) 0.20
Emphysema/cysts 0 (0.0%) 2 (15.4%) 0.48
Honeycombing 0 (0.0%) 0 (0.0%) N.A.
Peribronchial thickening 0 (0.0%) 0 (0.0%) N.A.
Traction bronchiectasis 0 (0.0% 3 (23.1%) 0.22
Lobular volume loss 5 (41.7%) 7 (53.8%) 0.70
Mediastinal lymphadenopathy 1 (8.3%) 4 (30.8%) 0.32
Pleural effusion 0 (0.0%) 3 (23.1%) 0.22
Unilateral abnormalities 2 (16.7%) 1 (7.7%) 0.59
Major HRCT pattern

Lower consolidation/GGA 6 (50.0%) 2 (15.4%)

Lower reticulation 0 (0.0%) 9 (69.2%) <0.01

Random GGA 4 (33.3%) 0 (0.0%)

Others 2 (16.7%) 2 (15.4%)

T—RLEH RS- TAD),

Abbreviations: N.A,, not available; GGA, ground—glass attenuation

HRCT ®FFAf

HRCTHTRLIZE 3123 L. HLCADM-140 HLiE R
PEBEIZHEB L 72T IR U 4 5 2B (83.3%), FEIG
BEMERRCR - BOIREY (83.3%), /NERFREEIEIE (66.7%)
THY, FLCADM-140FLEFZMERETIE A Y H T A
2 (100.0%), /NEERHAIRE (84.6%), FEFRBEFEHRIK -
BRAREE(53.8%) 3 L O SEAFRIR (53.8%) T o 7.
HRCTATR.® 5 b, /ERNMEKRE T 2HM T ER
BV R ST (HLCADM- 140 FLIRBRMERE 0% vs. 2
THEE84.6%, P<0.01).

WA F 2 12 EER O HRCT W AT B2 CT LT A
EFOEREF N L OGN OISO TRE
L7z, BEEETAIXE D240 07 2 — 25580
ﬁ@&ot TRhROLTHAEBEORMMES L 18

FXMEREREEL LUIRA VAT AE (T
{%uc’)‘{iﬁ'ﬂm} AN H T AE R — ), TR
DOARFEE S U < (ZFRE M RMERIR RS (Tt
NLDORIRE N H —2), T F LR RKEEAY H T

2L LSIIRBEE(Z Vv HFLRAV AT AER
L=, ZTOMTH o, THEMORME - X
Y 717255/557 S, FIET S L <R i
HITIR > T T HIERKEHEOREEZ S LUTAY
W7X SRR E L7 (B1 - 2). TIGEAL O
PG — TR Ay A R L, BAIEIE R IR
feLARENZ LY, TROLINBE T % spare 3
BHIEF L EENIZ(K3I). T F LAY HTTRE
INE— TN AYHZ AN EE LRI OMm L,
FEEIIR OGN o7 (K4). ToficEEns
WEF OB T RLIL, PLCADM-140HLIR B M8 T
EREN L OOE AR Y H T ZEN 14, AR T,
%ﬁﬁk%ﬂ@i&% CIRB DAY T AENH,
EMERECIL FAMBALOOEAMEA Y H 7 AEH 1,
»,Hﬁ'ﬁﬁﬁ IESOVFE AL D KA MR Y T AFR
11 TH 7=,

HRCT B {77 iLIZHT CADM- 140 FUIRBETERE & [
BTHEBEILRZ>7-@P <00 +4bb, #l
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Ba

E1. #iCADM-140Hi iR 44 5% B YLD HRCT #ig T AlifEAL
DEEE - ANV T T AR =,

A - B: 2RI I3 MR L OV RE SO E MR 2 i 7o
(5RENEH). /NERFRBEILE & JERRBEMERRIR - B © R Sz (RED).
C - D: 6 EBOBFIZ b BT, EERLMFERL2Z40, AL
MR ERAE T L. [EXERGEE) CEAEDR Y H T A
LR NI ICIKS o 72, T O S TORE CRUYYE 2 -2
THFTRIER -T2, BE T LER®RISERR2IE L 7.

R®3. FHEM oMK N Z—.

A: HTCADM-140HU{KIEM: (FLPL-7 HUIRBSME ) 0 47 5% Lotk SRR
FEHMINEE R % spare 3 A/ NENRIRE N E7- 2T R Ch o 7 (KA
). AU HTAE, NERREERE, JFERBEERR - BORE, #
SIS HLE(REN S B o7z, BEIIRBMIMEERAER L Tz,
B: HTCADM-140HLIRREN: (P Jo-1 HURIG M ) O 525k Lok, RiEM:
EMIREE T % spare 3 5/ ENMRE N ELHFTR TH - 72 (K
FIEE). /NERIRREEIDE & JERREEMERRIR AR LBEE Th o 72 (K
F). BE T2 6 FMAEF LT,

CADM-140 FUABGHERE T AL ORIEE « 2V
HT ARG — 2 (50.0%)BELRT H LAY T
T AEINE — 2 (333%) THY, FEVERECIE T it
NEDRIRE N Z — 2 (69.2%) TdH - 7=. HiCADM-
140 PR FEPERE O BT ARS HUERG MBI 101D 5 B, 6
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B CADM-140 HLIA I B 75 2% B VBT MERT R R O BRI, i L

E2. A -+ B: HICADM-140 HU{AREHE 51 B O HRCTHig: T
Sl DR - AV T T RAERF—.

A: BRI IORE T OIEKIRIER U 4T AR ER D=,

B: AAS IS & OB &S Sl sRPE R R (RFNER), /) HER FREE IR

JE & FERRBEPERRIR « HOREE (RED) b R 6.

C - D: $iCADM-140 HLIRBEAE D 60 7% 40> HRCT [Wif4 : T HlifERL

DR« 2V H T AEARY — . TEXFEM &S E T o

K IR T 5 2 3R 7= (RENEA ). Ml F oI R Y 45 2

b o (KA.

: ‘ ’ B e
[4. HCADM-140 Hii&BED 56 7% 2ot O HRCT W% : 7 > & A
RAN T A NG = WREONAY T AN ET
LRI LT Y, BEZIALARN-Z. BEIED

Wit 4 ERAAF L T,

1 (60.0%) 73 T BB DORGIRFE 32— 2, 241 (20.0%)
DTN OREE « AU AT AERE—Th-o
72. PLCADM-140FLik & FLARS HLiR A & b Iz etk
D3 BNX T BN O N F — R LT,
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2008 ~ 2010 FHE T F /UPEMiz B2 B+ 5 Ay

4. TR L

Anti-CADM-140 (+) (n = 12) Anti-CADM-140 (=) (n = 13) P
Treatment
Corticosteroid 12 (100.0%) 13 (100.0%) >0.99
Initial dose (mg/day at PSL) 343.8 + 546.7 1450 = 332.2 0.53
Maximal dose (mg/day at PSL) 645.0 + 632.0 3288 = 5252 0.74
mPSL pulse therapy® 6 (50.0%) 3 (23.1%) 0.23
Immunosuppressive agents 10 (83.3%) 9 (69.2%) 0.66
Cyclosporin A 9 (75.0%) 6 (46.2%) 043
Cyclophosphamide 7 (58.3%) 1 (7.7%) 0.01
Tacrolimus 2 (16.7%) 0 (0.0%) 0.22
Plasma exchange 2 (16.7%) 0 (0.0%) 0.22
IVIG 3 (25.0%) 0 (0.0%) 0.10
Mechanical Ventilation 5 (41.7%) 0 (0.0%) 0.01
Outcome
Duration of follow—up ® (days) 109.5 (41-1237) 791 (196-1617)
Dead/Alive 7 / 5 0o / 13

AEICET ST —RTEHRNA—ETAD), BBRRUMIL P REGEGE) TR,

AFIILTLRZVOY 1gx 3 B
SUDTFEICKDEEHRADZEHENSDZBEEETEAR

Abbreviations: PSL, prednisolone; mPSL, methylprednisolone; IVIG, intravenous immunoglobulin

%%&%ﬁ
BREL IR ITR4ICE LT T T o
27@4%ﬁ%m@éMTbn S HR A
CADM-140 FLIKEFERED 83.3%, BEPERED 69.2% ¢
AVBR TV (P = 042). BT 7 oA
AU 2 ACsA) Ml b S CHWL L TR Y, +
IR ATy I R(CYC) & N T A LR A
BOOIZ BT L0 2 < b,
T2 & O F% 0 4 25 W] 00 Hh R B 1L 588 H (41-
1617 H) Th 7=, HLCADM-140 HLiAE0 12 0
26, THIAFE T LSHI A Ar L Tu iz Ay, m
CADM-140 HLIRIETED 13 6311E, UL ARS PUApLE
mM%awfﬁW¢ﬁbfwt.MCMwuw%
PERED THI O CH O H B, SENT PG UL
PEA L, ML PEORVEPEMIRE T Lz, fhod
2HNEE sy ISR RAFIC 2 o b — L SNtk
WAL U7z, VX Preumocystis jiroveci fffide ¥ L TR
IETAHT L TEY, &9 1FNTEYYEE 7
VIRV MERIR B o ST L, BT L7

HefcarFarTaf Ry 7 a AR AN
W TIEY 7742757 IR,

MobhTY,
BT,
DTG

C-ADMJEH]C
=0.31, [X5B).

PLCADM-140 HTIRES M 0 4641 7 1) 0> HRCT {4
PR, 45175 AT O R
A2 2BIM T Lt A T AR

[¥]5A), C-ADM
H BT T (P

A Y=k A DT AR BT,
CADM- 140 HLIRBHIERE & FATERET AR #1047 7
FE AR - 2(P <0.01,
CH T

TEA &I

AN H T RN

INH

(Preumocystis jiroveci 4% ks JLOMUIIE THELE L7= 1

8l & &),
Jt\ /ZVH“ }l\/))‘
D) T 7z,

LOIRPE - AV H T AR
IRANH T ARG IRE — 1,
Y= B RO OME LR LT,
FIBI L 7= (P=0.04, X 50).
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Bs5 47T wA Y —ikE MO AEE
A: HLCADM-140 HUKIGVERF (LI MERFIZ LR THBIZ PHEARR
TH-7-(P<0.01).
B: B KW 70 i K & fE 4> 72 ) BB 5 4 (clinically amyopathic
dermatomyositis, C-ADM) 72 H7FHE 2457 378 (C-ADM  group) &
W72 X 72V B (non-C-ADM group) TP IZAT R ARE W Ae -7z
(P=031).
C: MR ORI « AU H T AEARY =2 LET wH LA
AN KT AR RE — o E T DRI, TS oMK 57—
YBIUZOMD Y — 0 RT DREBNIL AT, FTRICTHMN
AR TH 1 (P=0.04).

%z =

A TS RSB E MR RIZBNT, il
CADM-140 FUA GBI O BHRFT R, & A P& 25t
BlE3BEICRERD LR R L. Fa i3RI
HRCT DB/ % — 1 3 5 i 4% BE 8 [ 20t Al 2 2R
DEMTEEABEICHEET L bRl

CTEFREZFDOHNT LWV DB TEHE L7 HRCT
2RE = 1E, FLCADM-140 HLIRBSPERE & a3 T
BEIZEI 72, BUHEEE T THMEN OREE - 2
UHZARNRE = BLORT ELRA)HT AR
B = PREEEDHT-OITX LT, BEEEETIET
BN DOHIRE N F — B LARBEE TR LR
To. FHEALORERE & — IR IR R OO R
' MEfifiZ¢ (idiopathic nonspecific interstitial pneumonia,
NSIP)[13-15], 3 L OVREEFAYICNSIP /N — 735
RS T B ERhAR 2538 5 A BRE R B M AR O T
BRI —BT 5 (16]. BERBIICITERE, U0
T A%, MERRBBEL, THEN, SERNTHT )
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HUCADM-140 HLIRBFE LT 55 75 4 B R B MM B B O BPR,  IERIT R

HLIERALNRY, EWnalfmThd, ABED
HLCADM-140 LR B2 MEBE D 40 L0 L (69.2%, T
ARS LIk EFl6 Bl & &) N Z D/RF— 2 % E D,
TREZEAZIINSIP R Y — 2 Th D 2 EARB S h
Do T, FREMOREE « 2T AE 7 —
VIR L D EEL . TIMERLOREE - AU A
T RGN — 13 EE ALiZ% (organized pneumonia,
OP)[14, 17], & L <IIMRF L 7= OVFE A MM fakEE

* (diffuse alveolar damage, DAD) % /~WE3 % & $ & %

HID[14, 17-19]. Z O/ — 2 OIEFOBSEFIL
50.0% (/8 HBIMFET ) L m<, DAD DEEENEmW\T
EDRMES DA, AR TILERET R & BT R
O FR-4: (radiopathological correlation) [ X AL T 7200,
KR, Kang & (352 5 2 B R E MR R C B
T, KEDIEFTHRCTETRNOP /S — % 2§
LIZH b 6T, JHEYAIZIEIDAD N F — 2, 1#
AU R P4 A28 (usual interstitial pneumonia, UIP)/
Z— L BLUNSIP Y — U PNEREINRT-Z & 28
HLTWB[20]. T FLRANHT AR —
T, 1T & A EORRENRUINGE THBGZHEET
HZEBREEECTH T

B2 D HRCT /N ¥ — 3R B2 D5 F% & b4
B LTz, HRCT/NE — LB EMTHOEN
IR Z — L DEVDIED, BEDR KRR
DA RE, KIZH CADM-140 811K & HLARS FL{ED A
BANBRL TS0 LAY, JTACDM-140
PURPEMEREIZ BT, HRCT N — o L Am TR
PLARSTLIRBGER & 2B CE DL D oz, T
b FREMOMIRE F — BB TH Y (FT
ARSHLIE G MEH] D 60.0% 5 L OREEMER] D 40.0%),
EHINMEFL T, 2 b ORREICEIIVE, #
ARSHUAR L © L HLCADM-140 HLIE DI 5 D32 & 5
2% BEE MR B O HRCT N7 — o L A M T
L OREREEBEEZ DO E LR,
AETESHORER, C-ADMODFEEREZW L v bie L
AHLCADM-140 HL R o> #E7)3 B 75 2% I3 38 F) i
MiREBDOAZE R THEAFTHD Z ERHL M-
7=. Gono 51X, HLCADM-140 5L B S 7R B
F3E) 3E D /R S 9% BB 203 B0 ARS PLAR BB ) L2 bE < T,
EMTEPEBEICARTHL I EEHRE LTV
[7]. AHFFEITH CADM-140 51185 L UL ARS Hifk
EHIZEEOIBEEATEY, SEEHIXTTH
CADM-140HUABIE T o 1=, ABFFEICE T B EREK
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