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L7=.

HRCTHRE 71 b a—n

&8 A T A A (thin-section)CT B4 X~ /L F A T A
A CT A % % 7 — (Aquilion 64; Toshiba Medical
Systems, Tochigi, Japan) Z AW THRE L7z, Tmm/E
DEFEME & 2mm[E O HRCT 4 % FIERL L5t
L.

HRCT DFF

R ITIERATNICME HRCT 2 52 L TH Y,
HRCTHE& L34 DER (TK, THH X UKT, Bk
FRILENENLS, 12, 108)DERRIER L Tt
ElLl. mEIMORMOMBEIIARICI VMERL
7-.

HRCTHE{gIZ AV AT 2%, =i¥EE, /NENMEIR
5, NEFIRREIRE, FERREEMERIR - BOIRE, /KL
RE, weBLM, SNEMZL, FIIHREIILESL X
UNERERD OFELTM L7z, HEBRY >/ HifE
i, MaAKoOFRES L OREE RO A - Mk
FEfi L 7=. HRCTPRT A3 the Nomenclature Committee
of the Fleischner Society ® M FEIZHE » TFEM L 7=
[11]. ZERREEVERRIR - ARIRFITEEHERR O CT IR EE
EETOBIRED S B, NEEMBEESCRE M E R
IR LZLOLEERL, WETARERE
(subpleural curvilinear lines)CfME FTHARE 258 b
D& LT [12].

HRCT2EE ZH & T 5B T, HxldEERO
ERR) RS Z CTER & 2 ORI & 8w
4341 (craniocaudal and axial distributions) {2 33>
ZHRCTEI®AT R & L TEHETX A Z LIZ&EMWN
7z. CTERIIAY AT RE, BilEE, @RECH
EARIRE, /NIERRREIRE, FERRBEMRRR - BOR
YD1 OEBY, O EFTAOEE M
DT BB, TR, OFEAMEDSH, T
E LIS DA LT, EAT RS TR
L0b LOMEFICENTHDE DR EMBEMOL
fii, THFERE D & FTOMBFIZEMATHLLDET
EM DML ERL, EMFIZIEN > TOHIEY
EAMEOI, SATHAERRITIET ¥ A7
SARE Lz, sl mosfiit, £ RARE em
BAIZi > TR RS M R M, i o s
I3IEAL T HIITREE, 2MBFIZEN > Thh

HOVEAME, BHHERERZRTIET & Bl Ai & oy
L7, ZhbicHEo&, HIEFIOHRCT BT
Z RIS DEREMED R Y H T A5 DL HI
T8 F mds L O A 00434 & CT TR Ozl
TRIE L=,

Mt FRILEE

HEEHARATIZ IMP ® version 6 (SAS Institute Inc. Cary,
NC, USA)Z W T T~ 7. E&NRT — & OLE)
AR EE AV TERLL, P < 0.05&5a#vE
HE L7z, BEMERIET v vy —DIERRE, B
A2ERELLLF~Y KA vy h=—DUKRESL
HONTITY, BREAEGREIN T -~ Tk
0 7g 7 RREERWTHEE L. e 7
LT IXIMP (ver.6, B AFEAR. SAS Institute Inc.) %
B, P<005SEHMHFHEREL L.

® R

IF IR

HLCADM-140 LIk G IERE & RO BB & &
BRERATRIIFR IR LB TH B, HiCADM-
140 FUIRBBIERE TIX 282, (38.0CLLE) E RERIES
IO EBEEICRES . 2R THEERE X OHAE
WIEBFERENTRL, C-ADMOMEIZ LA E R
X720 77 (50.0% vs. 30.8%, P = 0.43). AftkRIR
B R ISR D 25%, FRMERED 0% TRM &
NIZIF P =0.10), B E WA AT D LB
TEEED 41.7% , FEVERED 7.7% 248 Y L 7= (P = 0.07).
MR & AR A DM EIIR 2R L. R
BT B MERE, M/kEE, 7v7sF=r - %) —
¥, TN K7 —FIIH CADM-140 FLIKREIERETH
BIZIRETH 7. HEAIO7 =) F o LR
7 x Y FrOEEEET CADM-140 HLik G HERE T
BEIZED T, HFICADM-140H KRR T 10
1 (76.9%) PLARS TR TH YV, FOWRITM
EJHUAR3 B, HUPL-7HUAR3 M, Filo-1Hifk24, #71
OJFUE 1 fl, HIPL-2HUE1BITH -7, R2ITRL
7= & 9 I CADM-140 LR IG B & B2 B TEINR
MR AT A4 L OERMERREICEE R ZEIT R
ofe. WO T ORI AR 2 T Sz
FEGIIZ 72 Ao T,
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F1. BEGRCYIBIFOBRKETR

Anti—CADM~140 (+) Anti-CADM-140 () B
(h=12) (n=13)

Sex, male/female 4 / 8 4 /9 >0.89
Smoking 0 (0.0%) 6 (46.2%) 0.01
Age (years) 535 =+ 94 527 * 77 >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 1.3 £ 07 16 = 10 045
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 LD 5 (41.7%) 1 (7.7%) 0.07

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

*>6 BT 6 kg LE

SHERRELIMBP2HERTORREICELS

HERHBELLREBEEAS 1 AMURITFRT 2% RIE

HERHBIRELUARMENS 1-3 ABRDSEICHFRTEERE

Abbreviations: anti-CADM-140, anti-CADM-140 antibody; MRC, Medical Research Council dyspnea
scale; C-ADM, clinically amyopathic dermatomyositis; ILD, interstitial lung disease

R2. DHROMRRES L OMREREREDKR

Anti-CADM-140 (+) (n = 12) Anti-CADM-140 (=) (n = 13) P
Laboratory tests
WBG (/mm®) 5140 -+ 1390 (n=12) 8860 = 2940 (n=13) <0.01
Plt (X 10*/mm®) 198 =+ 709 (h=12) 299 £ 938 (n=13) <0.01
ESR (mm/hr) 418 =+ 195 (h=12) 407 = 311 (n=13) 0.64
CRP (mg/dL) 103 = 084 n=12) 152 = 176 (n=13) 0.81
LDH (IU/L) 4232 = 1994 (n=12) 4292 = 1617 h=13) 0.96
CK (u/L) 2613 £ 3146 (n=12) 13488 = 17070 (n=13) <0.01
Aldolase (IU/L) 9.0 = 4.4 (n=12) 251 + 26.5 (n=13) 0.03
Ferritin (ng/mL) 12676 = 20773 (n=10) 1967 * 2520 (n=10) 0.01
Maximal ferritin™ {ng/mL) 30357 + 52532 h=10) 15752 * 41175 (n=10) 0.04
KL-6 (U/mL) 5118 £ 1623 (n=12) 9072 = 7504 n=12) 0.32
SP-D (ng/mb) 440 =+ 200 (n=8) 1541 £ 1194 (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 (n=11) 825 =+ 164 (n=10) 0.89
PaCQ, (Torr) 408 = 143 (h=11) 386 = 57 (n=10) 0.70
Pulmonary function tests
%FVC (%) 86.8 = 14.8 (n=9) 873 + 194 (h=12) 0.86
%FEV, (%) 827 = 114 (h=9) 827 =+ 161 (n=12) 0.89
FEV,/FVC (%) 824 + 83 n=9) 802 = 98 (n=12) 0.78
%DLcO (%) 533 = 127 (n=5) 56.1 =+ 140 (h=11) 0.69
FplEPRlE + EEREGEHRLLALERNBO— LTI TRE.

2EBTORSE

Abbreviations: WBC, white blood cell; PIt, 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; PaCO,, 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 velume in one second to forced vital capacity; %DLCO, the

percentage of the predicted diffusion capacity for carbon monoxide
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3. PICADM-140FUIRBRMERE & [EPEEED HRCT TR

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

Ground glass attenuation 10 (83.3%) 13 (100.0%) 022
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 (84.8%) <0.01
Interlobular septal thickening 8 (66.7%) 6 (46.2%) 043
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—RLERRG A~ TAD),

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

HRCT O FF{H

HRCT AT R 3IZR LT, HLCADM-140 FLikpp
HHICBE LT RIZRA VT T 2E (83.3%), kR
BEMERUIR - BN (83.3%), /INZERIWBEEIRIE (66.7%)
TH Y, HFLICADM-140FLEKRRMRETIZIR Y H T R
8 .(100.0%), /NERNTEIRE (84.6%), FEMEEEMERRIL -
TR FE(53.8%) 8 L UM BER AR (53.8%) ThH - 7=
HRCTHR® > 5, NENEREII2HBTHER
BV RSN (HLCADM-140 FLRBEMEEE 0% vs. 2
PERE 84.6%, P <0.01).

WAZF % X BIEF O HRCT B A B % CT E 7 R
& ZDEERFFE LU H EODMICE ST
L7z, BEFRIZES B4 HF T Y —|245%Ea]
REThHo7. TROLTHAROKMMED L idE
S[EXMERERBE L LIZAY T R (TH
BALDREE - RV T T AR —1), FHEAL
DFRAEMEDS U IETFRE ME R (T i
FLORREE RF—2), T T LRREERY T 5

AEL LIIREE(ZF VX 2R Y HF AN
=), FOMTHo. THEMOEBEY - X
VAT AENT =0, BIETS LIRRE X mE
FICI > CTHHT IS DREES LI1ER Y
HTAEERME U (K1 - 2). FTREMORERE
IRE — AR — T A A R L, MR T T
e LARENZ L, ThbblEE T % spared
DIEGILEENTZ(K3). TUoFLRRAYHT A
WRE = TINRD BT AENE SRICHAm L,
REZIRON -7 (K4, TOMIZEENT-
KEF OB &R RIX, HLCADM-140 i1 M EE T
ERMBALOOE AR Y H T A1, SR FIA,
B E E BIZOVFE AN D A H T XEA 14,
AR CIX TIEMLOOE AR Y 5T B4,
FEHRFTANIOFE AMEIC RN BRI R U 55 28
1B TH o7

HRCT @& AT 71335 CADM- 140 HLIRBRVERE & Fatk
HTHEBICRR-/-P<001). Thbb, i
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E1. HCADM-140 HURRGED 44 7% B D HRCT #ifg : F AT
DR - AU N T AT —,
A + B: ZWIFHCIZRMMER X OBERE S R REY 2R
(RENEA). /NIER REEARE & FERRBEMERRIN - BOREE B 7L & 7= (RED).
C - D: 6 EBDREIC» D LY, EERMRA224EL, AL
MEREHEZE L. [REXBRBEHEI CEAMDOR Y HF RE
L IREEREMBICTIEN o7, T ORF R TORE CRYYE Z2 /R
T AT o7, BEX LABZ ISR L.

'

E3. THELOMIRE 4 —1.

A: HTCADM-140 HUIKENME (BT PL-7HURBSE ) D 47 i dottk. RASHE
TED3ANEIE T % spare 3§~ 5 /NENRBIRIE B3 7= TR Th - 7= (KHI
BH). AU N T A, /NIEMREEILE, FERRBEMEMR - iR, &
BIMERE KIER(GED b R bz, BE IR R6ER AR LT,
B: $1CADM-140 FiRFatk (FiTo-1 FUiRBME) D 525 &otk.  RAsHE
TEDHIREE T % spare 3 2/ NENERE R E TR TH -T2 (&
FlER). /NIERIRREEIEIE & FERREEMEARIR R bBE TH o T2 (K
FN). BEITZHIE6ERAEFL TV

CADM-140 FUAFGHERE Tl FREALORER « XV
HTAENE—2(500%)BILORT o Z LAV H
FRAENE—(333%) ThHY, BEHEETITITRHE
PEDRIREE X Z — 2 (69.2%) TdH - 7-. HLCADM-
140 FLIRPEHERE O PL ARS HLIERBGEF 10BID 5 B, 6

H1 CADM-140 HLIA 5P B2 ¥ 75 2% B R BT ME Al R OO B AR, BT 3R

v -
. %) & & iy
k e =W

X2. A -B: #LCADM-140 HUEEED 51 AL HHEDO HRCT Hiff: T
N ORI « AU HT AR E—,

A: BWIRFICIZIE T OIERIBER Y H T AEE2RDT-.

B: Kt & OMFRE Sl s AEZ M (REEH), /NJERIREEEIE

JE & JERRBEMERRIR - BOREE (RED b R o7,

C * D: i CADM-140 HLIRBSMED 60 5% B D HRCT B : T Mt

DR - AV H T AERE - [REX BB EHD BT O

FERK IR 2R 7= (RENEE). M T OEREMER Y HF 2

EH R b (K.

B (53]

4. HTICADM-140 FiikBE D 56 5 LMD HRCT i : 5 > & A
RAYH T RENE— . REAMED/NAY HZ ZAERER
HRIZHALTEY, REZRREON -7, BETZ
Witk 44ERIAEF L Tz,

11 (60.0%) 73 T FEAL DHEIREE S & — 2, 261 (20.0%)
N THEN DR « 2RV T RAENRZ—Tho
7. PLCADM-140Fifk & FLARSHLIEN & b IC etk
D 3FNE T AL ORI N — &R LT,

=309
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F4. IHE LR

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 = 525.2 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%) 0.43
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 0/ 13

BRICET AT RLEFBRCI—tT10), BBHREME PR EGEE TR,

AFNTLR=V ALY 1gx 3 BME
SUSRFEICEDREFH X DBEMLORBHEEIM

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

TRIE L iR

e LERITRAICE L O BEFITaLF o
AT A RIRENRINTED, GEMHFHNTH
CADM-140 HLIRBIERED 83.3%, 2R 69.2% T
AT (P = 042). WFEICBW T 72 A
AU ACA) PR EHEETHWLRATEY, &
rua 7 A7 73 FCYC) & AT & IRER
BOEDITHBERTLYIZ R LTV
BT b ORI B EHIM O L EI3 588 H (41-
1617 H) TdH-7=. HLCADM-140 HLIEGHED 12 H] D
b, THRIMNET LSHINAER L TR, #i
CADM-140 HFL{RFEME D 13611, HLARSHUKE D
10615 & D TEFIAEF L Tz, HLCADM-140 5
MO THIORTHO S H, SENIPIHIERICHE
PERL, EITHEOMEEMERTEL L., o
2003 AMAESE N EMFICay fe—Lrahiz#
W BT L7, VX Preumocystis jiroveci i 38 L OF
BUMAE TIEC L THY, b9 1 PIIRGEL b7
WCEEMERRBORMEBETHT L, BT LT

FleflcanFarsuf Ry 7o AR AR
Anbh Tk, 6fITEY 7074277 Kb
Hubh T,

HTT v AT —iEERWTAEES T,
CADM- 140 HUIRIEIERE & BRPERE CAEMTRICHER
BEWEBDTZA(P<0.01, X5A), C-ADMIER] & I
C-ADMER CIEfMm TR ICHEBEREIT RN >T2(P
=0.31, [X5B).

HLCADM-140 FLR % 0 5811 7 611> HRCT Eif%
AT, 4B TIHEMLORBE - A Y H T AN
=2 QBN T U E LI R HTAENE—
(Pneumocystis jiroveci iz 33 L OBUMAE THT L7z 1
BlEE&Te), 1HINFERAF B IO SR & I,
FAMIZIEN DAY HTAE(NF— 3 ETITE
D) Th o7z, FBIEFIR25HNZIBVNT, Tl
MORMEE - AVHTAENNY = EET o F A
RAYH T AR NE— 0, THEMOMERE S
= BILOFOMERERLT, THRARREFGEI
FABI L 7= (P=0.04, X5C).
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Anti-CADM-140 (-)

B
100 ;- -~ =-=mmmmmm e m = 1004,
E Non-C-ADM
80 | 80 1 E

. 60 e s
%19 Anti-CADM-140 (+) S ADM
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20 20
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0
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C . »

100 :Lower reticulation

80 -

60

a0 Lower consolidation/GGA

| orrandom GGA

20

%9 300 800 1200 1600
Survival (days)

®S5. HTT v v A ik T EES T

A: FICADM-140 LB HERE TR MEREICLE N THBIC T RATR
T o7 (P<0.01).

B: & B 72 5 R & B 72\ BB T 4 (clinically amyopathic
dermatomyositis, C-ADM) 0727 FHE 238 /= 3-#% (C-ADM group) &
7z & 72U B (non-C-ADM  group) TTRZICHE RIEWII R -7
(P=031).

C: THBEMLOBRE - RYHFAEAZ -0 b LET ¥ ok
AYHTGAENRE— & BT DENE, TREMOMBRE ¥ —
VR ECEDMDSE — 2 BT BEAIC ST, TEISTHN
RETH>T(P=0.04).

Z =

P& VLR RE R B E B E MR RICB VT, BT
CADM- 140 HLE GG D iR T 7, & A T2 25tk
BIEIHEBICERD Z L 2R L. FxXFERIC
HRCT D i /3 5 — L 73 B 71y 2% B8 il B il A
DEMTHREAEIHEETLZEERLE

CTERTR & Z D45 &\ 9 Tit#k L7 HRCT
B —20%, FLCADM-140 LIRS MERE & (B fE T
BEICR o7, B CIE TREMN O EE - 2
YHZANE = BLOT U FLBRAN T A
RE—RKEEEDEOICKH LT, BHETIET
SRR ORI F — o N LAEFEE TR LN
7o TR ORBRE S5 — TR R IR S
E P25 (idiopathic nonspecific interstitial pneumonia,
NSIP)[13-15], 3 L UYRBEEFRIITNSIP /S F — 05
E T BT 9% | 2% 4% B E B M it % AR oD
BT R —5%T 5 [16]. BEMIZITHERE, AV Y
T AR, MBERTERY, THEN, MM HTHh

H1 CADM-140 HLIRESE R BT & BV MR B O BROR,  mifg TR

HLIERONZRY, Lol ThHD. AHFED
T CADM-140 FT (A B2 M BE O 2 5Ll | (69.2%, T
ARSHUABGHEBI6 Bl & EEe) 3 Z DR F — 2 HLY,
FEEZBITIINSIP N Z — 2 ThHDH Z ENRBER
A, G, THEMORMEE - 2RV T AE T —
VIR X 0 EE L. FEEML O - AU A
T AR — T ERE LM% (organized pneumonia,
OP)[14, 17], & L <IXIRJM L 72O k AP Aa R E
(diffuse alveolar damage, DAD)Z/RIET % & & %
S5 [14, 17-19]. Z D28 % — 2 OREFIOEIER T
50.0% (4/8 B FEL ) & @<, DAD DB A EVZ
EDRIBE DAY, AW TR R & W BT R
@ R4 (radiopathological correlation) & &AL TV MR,
B, Kang O 13 RE A 2 B VB MR B IZ B U
T, R¥OEFHITHRCTHT R OP /Y — & 2§
LI b b, REPERIZIEDAD /N —
ARG M 2% (usual interstitial pneumonia, UIP) /¥
X = BIXONSIP AN — U BN R ENT-Z & 2]
HLTWAH[20]. T ZLRAYHT AT —
T, FEACORENMUINEE TR EHEE T
L ERREETCH- .

B2 A HRCT /8% — TRIBFIC R 5 T4 & A
B LCu 2. HRCT/NF — 2 K BEMTHOEND
IEIRB N — DBV DIED, BRE O KRR
DA, FIZHICADM-140H11K & HLARSHLA DA
AL TWDONE L. §LACDM-140
PUARRMEREIZ VT, HRCT 23¥ — > LA PikiT
PLARS HUKG RG] L B2k fl TED Y o7z, T
b T ORI 7 — BB TH Y (T
ARS HLIR G D 60.0% 335 L OVR2 61 0 40.0%),
EHNEFEL TV, ZhbORERICEINE, 7t
ARSHLIE LV & HLCADM-140 51K D 1F 5 75 F2 & 15
2% BIE RV MR BB OO HRCT 2347 — o & AEf T4 1
LVRERFBELSFZZ00E LR,

HETFHTORER, C-ADMOEKZE L b L
A 11 CADM-140 U1K O A7 48 53 5z & 775 9% e 38 fis] ' 1k
MEBOFERTHRERETHLZ ENHLNT RS
7. Gono &%, HLCADM-140 FLIEES M D K &% &
B 38 ) B B R FR S BT ARS FUIR BB M 112 BE T,
EGTHPEEICRRTHLILEREL TS
[7]. ABFZ213H CADM-140 HiK 3 L OHL ARS Hiik
EHICEEDIFIEEATEY, EEFIXTTH
CADM-140 HLRRG 1 Tdh > 7. AAFRITIS T 5 HEIR
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-
Anti-CADM.-140 { ) 12 | ) 13 |

Anti-ARS

C-ADM
Acute ILD
Subacute ILD -

Non-survivors

Lower . R F
consolidation/GGA | 1 ] 12

Lower reticulation

N e T

6. PLCADM-140H1{K, H{ aminoacyl-tRNA synthetase (ARS)FL/A,
156 K Y 72 /5 % & £ 4o 22 W 2R ) 2% (clinically amyopathic
dermatomyositis, C-ADM), EfARHT L L OVHRCT #i&7T R
DEE.

i & HRCT /8% — ORI 6 IR LT & B0
Thd FELGLEDORBILLDDLT, L
CADM- 140 FL AR D - 4013 C-ADM D 35 b J v
il S ol =0 X5 RH CADM-140 ik
& C-ADM D IR 72 Wr O e 1X Gono HIZ L - T 1
RSN TWD (7], EHFERBRN &, MiER
BEERO EARBETHL L, E7 =Y F
B E LT CADM-140 FURRGHE G O R Tl 5 23,
BEDOHRIIH > Th L. A TERoEND &%
f)7¢ HRCT /8 F — A5 &, C-ADM D EFR 2
Wrk v bie L AHLCADM-140FLIE O AH ME(Z L 5 #
BIGBROB B LV HEIS L.
PLCADM-140 U IRBE M RE D m W EE R, 2L
FaxTuLf FEREMEAI(BbIZT 2 2 2R Y
VABLIOV IR T 7 I R EFHT BER
DI E A DB TR IO LB 2 R LT
5. 75, HLCADM-140 HUARBS MG DO KI5 (41.7%)
NEBATOWERBETERFEL T\, RIEOMFETIE, i
CADM-140 LA BB 0D B2 8 i ¢ B ] B M A AR L
BWC, ME7 Y FAEOTHTRIEFELTO
BRI/BREEINTWAD, EFEDERAIR O
W TdH 727, W~ T, CADM-1404LI D
B2 R # 2% B B ME IR MU 38 1 B T IR I,
HRCTEBFT A b EH T, L0 KX EBEHETHDL
INTTBMENRD D, NZT, KRR
g 2=k T, HLCADM-140 5k L HRCT /34 —
Y OEMTHSDEEL T HLERD 5.
AFZENNTN LS ODDRARH . F—ICE—fE
R TCONREME TH S, I HRCT G OREF
R BRI S T\, 2 URTRIRB A%
HRCTHEWMEFICL >~ TEBE BRI ENT

WA, IBEIZ L B HRCTEGATROELEZD
THRERTE LTOERIL, Ain &% CRET 54
Hndhd FZICEHGHTREWERTLORE
(radiopathological correlation) 2372 ZAL T, L
2L, REMRBEMEMEMERD U EBEHE
E R E MR RIS BT 2R B2 WA B B AT AR R D
BRIZBEOLMCENTWARV2I, 22]. &5, &
ZAZ AR AR R RS M I RMESE <0 fth o> [ - M A
FERIZBWTAMMELERTLILNNH D [23-
25).
INHDRFITH D DD, FHix TP CADM-140
PUARBEE O KRG 5 2% BB RV MR B TR AR R C
HY, FTHEMOEMEY « AV TTAEE— b
G LR DI R H T ALY — A DR R
MThHHZLERLE. IO =03, JE
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W BB PATRERER AE X

ANCA ($i4F P ERMIIEE H/A ; Anti-Neutrophil Cytoplasmic Antibodies) (3, 4 HFERAH I Ol 4
DT 2HEHERTH D, WE, FREREMERRIZE T 5 ANCA BRI >V TOH
ERBARINTWEINRZOHIT L, BREBELWELEHLNTEZR.

AEFR 4 1k, FFRMEMEMERRERICE T 5 ANCABRMAIOBKSBEZHA O 5700, 4
BiE% 2 T 2000405 20090 DI, ABRHIRTAER, F7IXERKR2W CTRBERE MM X & 32
Wr L725EH D 5 B, MPO-ANCA % I 7E L 72 102JEFNIZ W TRET 21T - 72, & O R MPO-
ANCA BHEEIE 7151 (6.9%) TEER & AR - 7=, BRFEZ Wi RF S MR ISR MERE 25 33 511+ 1 11 (3.3%),
SRR AR K 2 FRas MEIARAEAE 23 48 Bl 5 1] (10.4%) &, BERPFHIRABEITBDZRVHED
DIFHI G AR FETTF ORI IS B W THERSWER A R oz, ZoZ &bt
B AERSHEIT D & 0 Z2ER, 7 BB AT RN IE AL ) 7225 5] T3 MPO-ANCA O
PERMNMEN T EOVRIB S LTz,

MPO-ANCA positivity in idiopathic interstitial pneumonias

Kingo Chida, Yusuke Kaida, Masato Kono, Noriyuki Enomoto,

Naoki Inui, Yutaro Nakamura, Takafumi Suda

Second division, department of internal medicine, Hamamatsu university school of medicine

Anti-neutrophil cytoplasmic antibody (ANCA) is an autoantibody to various elements of neutrophil
cytosol. In recent years, there have been a few reports to study idiopathic interstitial pneumonia (IIP) with
positive ANCA (IIP- ANCA) in a minority of cases, thus clinical characteristics of [IP-ANCA are not fully
determined. We studied 102 patients of 1IP with MPO-ANCA examination at our institution between 2000
and 2009. Seven cases (6.9%) had positive MPO-ANCA level, which was similar to the frequency previously
reported. In surgical lung biopsy-proven idiopathic pulmonary fibrosis (IPF), MPO-ANCA positivity rate
tend to be higher than in clinically diagnosed IPF (10.4% vs. 3.3%, respectively), but the difference was
not statistically significant. These data suggest that patients with biopsy-proven IPF, who were performed
surgical lung biopsy because of atypical radiologic findings for IPF, had higher MPO-ANCA positivity rate
than those with clinically diagnosed, typical IPF.
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F1 FERMERIE MM JER] O MPO-ANCA Bt & fatk

MPO-ANCA [&PE (1=95)  MPO-ANCA B (n=7)  BPER(%)
clinical IPF 32 1 33
IPF/UIP 43 5 10.4
IIP/NSIP 16 1 59
1IP/DIP 4 0 0

IPF; idiopathic pulmonary fibrosis, UIP; usual intersitital pneumonia, IIP; idiopathic interstitial

pneumonia, NSIP; non-specific interstitial pneumonia, DIP; desquamative interstitial pneumonia

L&

ANCA (#t 4F H EK 4 B2 & H1 4K ; Anti-Neutrophil
Cytoplasmic Antibodies)i%, Z DX BT LBV I
HFEGE O~ O ICxET 5 BEHRT, 28
FEMR 2 & b 72 o 72 8B D BLAREEIE MR BRI 1258
HoNTIgGRO B AL LT, 1982412 Davies
bickoTiFLHTHmEINILD. FD%, 1985
412 Woude 52 X > T Wegener A ZFIEIEIC B 1T 52
Wr & PHRTFHICANCADRER Th 5 Lt Sh2),
ANCA L MEROBEENER INS LIk o7z.

ANCA B & 78 & L CTid, Wegener A 2 JEJiE,
BB Z 3R IME R, Churg-Strauss JEMEREEN S
TW%. Wegener AZEERE CIX 2T O 9E], R
JRRDKI6EITANCABMEL 72, 2D 5 H8~9
FIZPR3-ANCA 23 51 CHE B R EEN BV, B
BRI R ME R TIIH 7EIDIER] T ANCA 3BT
720, ZDIEE A ENMPO-ANCA TH 5. Churg-
Strauss JE R TIIKISEI TANCAGME L 72 5

ANCA BE M E R CTIXBIRELSMNI ™A % & 7=
LRTWVWHEPMOIL TS, Wegener BEEEIE LS
HT DREEERZMRE, TOHTAERELE
g 4 AT L% 7" 4. Churg-Strauss JEERE TR
i/ NEEIECT O H T RAE, BiEE, [ XEER
JEE22ET5HZENB. BEMBENZRIMNE 2 Tl
AL A EE CTERAHETHD. IV o7k
DIFNNZ, EETIIHEERREIFOREPB R S

ERERREE _NF
t R AR BET D RERTJEEE AFRE S HE

B LI T. FT, ANCABGIEDORFMERIE
PR OBRE LR ENTWAR, FOIT &
WP, BRERG LA L TIERY. SEFH L L, K
F M R A 28 SE B2 35 1 D MPO-ANCA BR8]
BRBEZHOMCT 5 HMNT, BRitaiTo7.

MREFE

A [ B K 22 R S IR i 58 12 T 2000 4R 2 &
2009 DRI BLBIMT A KR, F T2 IXER K2 IC T
FeRe R E MM & B S NTEF O 5 B, MPO-
ANCA ZHIE L7 102 Fl2-DN T, retrospective (2
ANEfTo72. b DOJER]%Z MPO-ANCA D &4
EGEBN 3T T, BRRBIZ OV TR 217 -
7-.

B X

102 B DR FEMERTEMEMI R D3 EEIT, ERIRZETIC
£ B REEEMENTRRHESE (clinical IPF) 233341, #FHAY
Fifi A=A THERR S AV e B ARMESE (IPF/UIP) 7348
B, FERFEMEMEMERZE (IIP/NSIP) 231741, HIHE
PERVEMEN 28 (IIP/DIP) 234725 7-. MPO-ANCA
BEBIL 781 C, Z @ 9 Hclinical IPF A3 141, IPF/
UIP 235, TIP/NSIP2 16725 7= (K 1). R MR
Bt 2% 21K D MPO-ANCA B 131 6.9% 72 - 7-.
RERE M RRAEIE ([T BT DG MERIXTA% T, hE
TORE L RIFRET 7228, clinical IPF233.3%(Z
*fL, IPF/UIP Ti210.4% &, MitFMLRAEES
OGO D, IPF/UIP TMPO-ANCA D[R H3
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2 MPO-ANCA DRk « Bt T iz KB M I RRHEE O B FR 1 0D Hhi

MPO-ANCA &tk MPO-ANCA [
(0=75) . (n=6)

PRI (B /) 69 / 6 it it N.S.
i (%) 656 £ 91 602 + 83 N.S.
BEHM (A) 514 + 415 8T 508 N.S.
MRS (pack-year) 487 + 419 48 & 240 N.S.
FiF Xp BF/AERZD) 33 i 4R TASRY ) N.S.
FfiSMESR (%) 4.0 0.0 N.S.
YU DRERE (%) 34.7 66.7 N.S.
LDH 2403 + 7238 2123 + 303 N.S.
KL-6 07158 S 7211 13848 = 585.0 N.S.
SP-D 2508 + 2062 2230 + 62.0 N.S.
%FVC 83.0 =+ 224 870 =+ 220 N.S.
IR M i A

,QH 7421 = 0.025 7421 + 0.028 N.S.

PaCO2 400 = 36 412 + 29 N.S.

Pa02 s = 1S 817 =+ 114 N.S.
BALF

TCC (x10°/mL-BALF) 104 =+ 263 46 + 14 N.S.

Lym (%) 14 + 87 68 + 6.6 N.S.

Neut (%) 30 + 107 03 = 05 N.S.

Eos (%) 0 e 04 <+ 0.7 N.S.

CD4/CD8 k. 30 a0 43 + 07 N.S.

BmWERAA LN, £, Z0T76l0 5 H26IR
FRAE P B BER 2 R M R & FIE LT,

MPO-ANCA B& 41 25 IIP/NSIP T 14, IIP/DIP T
0B TH-7=DT, BEHERF & BRIEF O R FHT
s 6 M FIf A SE O 81811 (2 D 5 B M1 6 451 ) % %f
BLLTUToT. ZORKBOLBRERER2ITR
9. BE# TIZIMPO-ANCABGMBID B LZITH B
TR T, AREIORF CTIEBEED 6453~ T
DEMWTE o7, Fin, BIEHIN, WL, F57F,
FAMER OB BN O EEZRD o, VU
DRBEEIZ SN TIX, MPO-ANCA [&ME 523 34.7%

W2t U TR EBI% 66.7% &, BEHRE@ Y 6] CHEEE
BEWVEBIIAONZA, HARNREEEICTE
bighotc. MK, PR, BIRMET A, K&
FIGRRYEER OB RIZB W TIE, MR EL23R
H IR T,

W R RAE AR MEIE (S 301 B AETF IR %, MPO-
ANCA 1R & BRI 221 TRIIZRT. MPO-
ANCA BRI TIX, T M BERESBFnT
N, WMEICAEBEZIRD LN,

REZICIN D OBRE %, IPF/UIP DJEF]TT
1%, FEFEVEMHRHELE (clinical IPF + IPF/UIP) & [FEk

e
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FTNCBAF RS TH o720, WEECH B AL
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Z =

e PRV E MM 2 2 b5 & L 72 MPO-ANCA D
PRI BE T D ZHUW & it L 7ol 137
VL BB IZRBIERIES OF ORI E MM 696D 5 B,
BEEAB L FIOF S B (7.2%) TMPO-ANCA A3
Bt G, 09 B 2EI CHREEA LR M & A BIE
LR LT 53). AEOFR L2 ORFHE6.9%
L EEHR & T, MPO-ANCA [t oD ifn & 4% 380
TP 26 & [R% TH 7=,

Frog MM SR AEFE IR B T 5 &, 8166 A3
MPO-ANCA BtE7S o 72738, Z o 9 Hclinical IPF I
33415 11 T3.3% Tho7zoizxt L, IPF/UIP Tl
48 il H 55T 10.4% & 4 E THE S @V ER A4 5
Ntz BEEE S X MPO-ANCA BEAE B 0 185 - 1
Jifi % 42BN DN TEDHBESFZBFT L, UIPAY
A — 33641 (85.7%) & Z¥a L T EERE
LTWbH4)., ZoOHRTHEITROMSMEHLT, KiE
PERRHEAL DTEFERPUIP /8 & — > & NSIP /84 — L 73
BAET 572 ERMILIRENRER THDHZ &, Y
TR OB, MRE R, MEREDSH S
W R ENG, REIEMERARHERE & B 7 0 BRI it
OREIEL L ThD SR LT AD. 2ol &
5 MPO-ANCA BT, FERs AR HEE (2 gl
7R R AT R Z K- LI W2 EnBE B, AH

1.0 F =

MPO-ANCA 54451
0.8} :

2 06}

04F
ﬁ MPO-ANCA [ 14451

02F

O -
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EFEAR(A)

B2 MPO-ANCA O EF/ FRE ) C 4 i) 72 IPF/UIP DA 7 dh A

DFx DRRFHFERIIBEHRIZ T E L& Bbhr:.
MPO-ANCA & 22 IC BT 2 2 BB o@E & L
T, BF 51246 510> MPO-ANCA IGIEREH] 2 2 L
TWD, &R - BEW RO RERN 324, &
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BYS), WOl kEZ42RRholo. 20K,
émiﬁ%%mgﬁ%KF ST ST HREDR, B
H i bIR%ICmE RIER 25 & 2 U CERMED
SARME I &7 mbmkﬁntfﬁﬁim LiELix
REFLTUND 6-20). BEHR 2001 & Fe 2 25 FRER L 72
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FrR MEIRRHEIE OREBNZ 81T D 2 U 1 0 ik BBl
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MPO-ANCA-associated vasculitis; JIMAAY) TiL,
7u 74 A7 7 X FREHEREL © T ERICS
TN L B oL, FEFPEMRAHEE & O R & 20
ThdEENZ., ZOZ b, FREMMIEMEM%
DEEON D BF TIZIMPO-ANCA OBIE 24T\, M
BV DGR % 300D 1= B A-RCR e M 0D JR S 1.
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R L RIS TR MESE (clinical IPF + IPF/UIP) 4
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Hep R g ERE AR Mzt ZER W
A s bk BB iIEA Er fakd At

FRUERE (2 B U 7 RVEEMEG 2613, JEE OB MRV 28 & 1308 O BRI A R 2 LD
NTWA. 20—k, ERCRERENBERZ2RET 2 b O OB ELR/2 S 720 IR B
2S7F4E L, Unclassifiable Connective Tissue Disease (UCTD) & ME{ENLS. BifED & Z A, UCTDIZ
RS U 7= [V ME A28 O FEMIERA & M 22 o T, ARFZE T, UCTD B EV B M 28 D B IR
JRERPHIRE 21T o T2

AR AER S 7- 84510 UCTD O FEHE A Ji 7= 3 EMEM R DWW GRERR AR F 1220 T
EBMIRET 21T 72,

UIP /3% — 2 36 (75%) L e b %<, 28 (25%) INSIP XZ — 2 Th o7, UIPZRLIZ6
o 5 B SEIINSIPEED T A ARE LT, BEIEE L 2 CHlE S, BAMEBERIME R
X6 6T, BRFLERESTZ Y o BREIL 5ESI], Peribronchiolar metaplasia 15 S FE ), HHE HAE
BITAER, MEABEOREIX2EF THRD b,

UCTD R 2 TIXUIP 78 % — I NSIPEROE Sy & 0L 5 b O FR A2 Hd7-. 72l
TR & L CIT R, BRI, LA S Y v, Peribronchiolar
metaplasia 732 < (CBIEE S L7,

Histological features of Interstitial Pneumonia associated with

Unclassifiable Connective Tissue Disease.

Tomonori Tanaka', Yukio Kashima', Hiroyuki Taniguchi®, Yasuhiro Kondoh?,

Kensuke Kataoka?, Ryuji Hayashi®, Ryoko Egashira‘, Junya Fukuoka'.

'Department of Surgical Pathology, Toyama University Hospital, Toyama, Japan
2Department of Respiratory Medicine and Allergy, Tosei General Hospital, Seto, Japan
3First Department of Internal Medicine, Faculty of Medicine, University of Toyama
‘Department of Radiology, Faculty of Medicine, Saga University, Saga, Japan

Background: Patients with interstitial pneumonia associated with connective tissue disease (CTD) have a
different clinical course for patients with idiopathic interstitial pneumonias (IIPs). However, patients with
signs and symptoms suggestive of a CTD but not fulfilling the classification criteria for defined diseases are
common in clinical practice. These patients are considered to have unclassifiable connective tissue disease
(UCTD). To date, the clinical course of UCID-IP remains unknown. The purpose of this study was to review
cases of UCTD-IP, to determine whether UCTD-IP would have common histological features, and to validate
whether UCTD-IP would be a pathologically distinct entity.

Methods: Eight cases of surgically resected interstitial lung diseases that fulfilled the criteria of UCTD were
reviewed and semi-quantitatively graded histological features.

Results: Usual interstitial pneumonia (UIP) pattern (75%) was the most common histological patterns
following nonspecific interstitial pneumonia (NSIP) pattern (25%). 5 of 6 cases classified as UIP pattern
were considered probable UIP cases because of prominent NSIP-like areas and obscure features indicating a
UIP. All cases (100%) showed pleural thickening, 6 cases (75%) had honeycomb change, 5 cases (63%) had
lymphoid follicle with germinal center, 5 cases (63%) had peribronchiolar metaplasia, 4 cases (50%) had
fibroblastic foci and 4 cases (50%) had intimal thickening of pulmonary artery.

Conclusions: Usual interstitial pneumonia pattern was the most predominant pattern in patients with UCTD-
IP, although most of them were considered probable UIP cases because of prominent NSIP-like areas and
obscure features indicating a UIP. The common pathological features associated with UCTD-IP are pleural
thickening.
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BIRA I BEE U7 FRVE MR 1L, 8% ORI LR
BHERR LITE D BERBE T I ENms T
5. DK, ERCHRERRNBIFR 2 RET S
b DOLRERER - S WVRBHNGFEETS. £
B, BEURROIERCRERREEZRTEED YD,
25% 3BT Y U~ FRLSLE, £HMEELER DR
IR OBEEREL /- X720, T b 0EBREEA T
£, Unclassifiable Connective Tissue Disease (UCTD)
EVIOIBERTLE LR ZERIRBINTHE. Zh
OOREBHIZIFEU FEE L THRBIFEROBRL1E
i 0. R, Kinder 1%, HE38 MR E
R (IPs) DHF T, UCTD DHEE %, EIZ37% b
DIPs A UCTDIZ—HTHZ &2 RHLAU). L
7o M o T, 1IPs @ #iZ, UCTD B [ & 4 it 4
(UCTD-IP) MRFE L TW A ATREMEAVRIB & -, &£
7z, ZAME 51X UCTDIC—39 5 NSIPEE & UCTD
—E LR WWNSIPHEA L RET L, UCTDIZ B L
TENSIPTHEIZCTHENRRNZ E2HMEL, IIPs &
DEWVWEHE L7ZQ). ¥z, UCTD-IP % IIPs
MOBTHZEITEEESELLND.

ABFFE TiL, UCTD-IP % ATS/ERS D #fh /< &% —

57¥ L, UCTD-IP DA EHIE L O R O 45
amEt L.

Table 1 Laboratory data of UCTD-IP at initial presentation

D - 2

2006 £E 7> 5 2010 412 2 Fa 5% (AL R AE TR, &L
REEME BB ) THRHAORG AR S 72 138 61 & Wt
L7k Z %, 8fhKinder & D UCTD O H#E 4 i 7~
L7z, Zhbo8Hlod 5 HHRCTAFIAFEETH -
72 THNZ-5W T, ATS/ERS O R #E(Z H S THRCT

TORE—H5EERB I o7, 8BIOAFHI ML
H RO BRI S CRY — U B E 1T - 72,
FIHAMERUET R A, BAELORE, SEMIIRE,
TRPRSRAOME BN, ERE(L, MRMESEARANE, Wt
fEo 72U VB R, MR HE E, Peribronchiolar
metaplasia, SUGHE2R B, mMBENBERE, 717
U UHTHY, NSIPEROE DT FRIZOWT, ¥
EEMIZFMEE 1T - 7.

w R

851> UCTD-IP @ 2 7 5 % Table 1.1Z/R L 7-.

F7o, BEHREED MG~ — b —, FER% Table 2.1
7 L7z, HRCT L Case 1LASMIZEEAH /]R8 T, 21

NSIP /& — > %R L.

MARFHIIE, BREF P, 65EHIT, BMEOER
Jifi & BRHE(LAS Patchy 72 0 i 2 /R L TR Y, BHELIX
NIRRT L OV, £, Bk & ERIFD
BRI TR D B, UIP/ ¥ —

Duration

Case Age after onset Smoking KL-6 FEV 1% FVC% DLco,

No. (years) Sex _ (month) statas _ (Unit/mL)  predicted (%) predicted (%) predicted (%)
1 63 M 39m o] 1360 96.4 102 62.7
2 74 F 6m N 1157 74.4 80.0 80.8
3 56 M 12m Ex 521 96.5 95.9 59.0
4 67 F 24m N 1070 90.6 71.6 395
5 73 F 108m N 1870 114 820 61.0
6 50 M 13m Ex 2599 91.0 63.0 87.0
7 63 M 15m Ex 1816 876 76.7 70.8
8 64 M 22m N 2804 62.9 83.1 68.7

M = Male; F = Female; C = Current smoker; Ex = Ex—smoker; N = Never smoker; FEV = Forced expiratory
volume; FVC = Forced vital capacity; DLco = Diffusion capacity for carbon monooxide.

C R AMEIR BRI BT S IREMEIE R OE
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L EZ LN (Figure 1). L2 LARNRS, UIP/RH—
Y ER LT GEFIRSER T, &R EERES
RO BNA—J7T, HEK Diffuse 72 /047 D FRAEL
% R P NSIPARE 5 DIRTE % 3R 7= (Figure 2). 8JE
Bild, 2FEBIINSIP /¥ — 2 Z5R Uic. RERRAT RIC
AL CTiE, MEO— 2 IBEGNERER TR b
7o, F7, BEMESENMEREMITeNIZ, MPLEMH S
72U v EREIX SBIZ, Peribronchiolar mateplasia i3
SHEHNC, BROSHE2M ERIT4FI, FREMiRIL4
Fliz, mEANRIEEZ260Z, 707U id24lic

FNENED O, MERPHTFERIERD TH2
by,
£ =

4 [E D UCTD-IP DRSS TIL, UIP/S¥ — U h
%< IRVVTNSIP AN — 3 E ot~ BaTs:

3T, BHEREETH-. Kinder b O T
UCTD-IP TIEINSIP 23 i b % <, FlomMEizLne
ENTEY, SRIOFEREFTERRDL). £/, fi
DOBFEIRIZEB N TS, NSIPBEWZ ERHEXh
TWA@3). TO—FKT, EEY v~-FIcEEL~
MIEMMZ TIZUIPRZWE VWIS HELH Y, £0
WE T, BEORIENE ol SEIOBRETIX
BHENRELL, UIPRE—RNELBGENEILED
BhE G E X b, SHOILRAREDFLZND.
7=, 6O UIP DO H T % 51 probable UIP /3% —
VCHY, NSIPEEOE MY b7z, Katzenstein
VIR LG O UIP CRRE L 723 XD ¢, 20410
UIPD H b, SHEIZNSIPERDOES AR bz & #
HELTEY, NSIPEOHO R H D LW EL <
BB TNDEM@). £/, REDWMLTIE, B
TR B R E M 25 Tl BB BN 72T, AR
FHREN BN W ERBERTH DL LB

Table 2 Clinical characteristics of UCTD-IP at initial presentation

Case
No. Autoantibodies (titer)

Symptoms associated with
connective tissue disease

1 ANA(640), RF(640), SS-A, ESR

ANA(40), RF(40), ESR
ANA(80)

ANA(640)

ANA(320), SS-A(>500)

~N o g1 AL N

Jo-1
8 RF(18), ESR

RF(103), PL-7, antiphospholipid antibody

RP, Sicca

RP, Skin Change
Sicca

RP

RP, Sicca, Arthralgia
RP, OU, Skin Change
Morning stiffness

RP, GERD, Skin Change

RF = Rheumatoid factor; ESR = Erythrocyte sedimentation rate; RP = Raynaud's
phenomenon; Sicca = Dry mouth or dry eyes; GERD = Gastroesophageal reflux

disease.

Table 3. Histological patten and histological findings.

Case Histological NSIP-like
No. pattern FIP CIP HC FF OP LY PT PBMTYIL PA AF NL area

1 probable UIP + 4+ o+ + + + + - + - + +

2 probable UIP + O+ o+ - =+ o+ o+ - -

3 definite UIP ++ + 4+ o+ - 4+ o+ -+ -+

4 NSIP R T -+

5 probable UIP + + - - - + + 4+ - - - + +

6 probable UIP N + R T T = T +

7 NSIP ++ o+ o+ N - + + - - - - ++

8 probable UIP ++ + + 4+ - = + - - 4+ - - +

FIP = Fibrotic interstitial pneumoia; CIP = Cellular interstitial pneunomia; HC = Honeycomb
change; FF = Fibroblastic foci; OP = Organizing pneumonia; LY = Lymphoid follicule with germinal
center; PT = Pleural thichening; PBM = Peribronchiolar metaplasia; TYIl = Reactive type 2 cells;
PA = Medial thickening pulmonary artery; AF = Air space fibrin; NL = Area of normal lung.
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Figure 1. Case of definite usual interstitial pneumonia (UIP) pattern.

Low magnification view of case No. 2 showed patchy fibrosis with peripheral accentuation, although there are no
clear honeycomb change.(A) High magnification view of the same case showed fibroblastic focus that is small and
inconspicuous.(B) )

=

Figure 2. Case of probable usual interstitial pneumonia (UIP) pattern.
Low magnification view of case No. 5 showed mixture of nonspecific interstitial pneumonia like area with relatively
sparing of subpleural area (A) and area showing UIP pattern (B).
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PRI, BRI EHE LR RE G D3I EHE AR RR D %0 %
H® D KDL Ro. AIERFITE HRCT & i Al de
THoTEMETIZBWT, EE ENSIP/ X —
DI, REB L DOEBENBDOONTZ. ZDOX
O IRAERR R T & BT RO AR —E b UCTD-1P O ff
BEEZD0L LRV,

182 OIRERFF RIZBI L Cix, 28I REIRE 38

Doz, MERREE, BRFBORMTH D LW
MEBAILDH, IPF D 64%, NSIP D 84% | i fE/E
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HLONEI M, SHRIORDIRIENDMLELEZ D
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%72, 5#1iZ Peribronchiolar metaplasia 2338 51,
ROBIREDIFENRE S iz, KR A I35 B
HEEMEMRICR OGN TH D LWEINTE
D (7), PBM% E£72, UCTD-IP DRHEMIFTRE S %
51 H LiLZzu.
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