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Lung-Dominant Connective Tissue Disease
Clinical, Radiologic, and Histologic Features
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36 [ ME i 2% (Idiopathic interstitial pneumonias: IPs)O 2 2B\ T, HEHL
K EOMEFZH~—H—DA 7V —=V TRENEBS NS, BFEROLHE P
WGMETH D b O DORBIFIR IR 72 S IRFT AR D IR WIERI S LIX LIZFFET D,
B ORER] & BIFIR O i A S 1T £ HE 2. Lung-dominant connective tissue disease
(LD-CTD) & W O HEEBENIEBE IN TSN, LD-CTD 28 lIPs & L TOFR#AE & >
DO, BIRFIC L D EE M % (Connective tissue disease related interstitial
pneumonia: CTD-IP) & L COHME L DO NEEKICB W CEERMETH S, L
MLZRAE, Z?LD-CTD OREMEEMAE L - ME T4 ETITIT LA ER Y,

ARl 213, LD-CTD OREBMEZMIET 5 Z &2 B9 L LT, SRR AR & Hid

1T &3 72 IPs 35 O 1 TG F#H9IZ LD-CTD D 32 W H i % Jii 7= L 72 SE BN B C L il
F“ - BORRR - RERER I R A AT LT
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2007 4= 1 A5 2011 4E 12 H ORICASEFERBEZ 8W) CTHOMRH Bt ZE B 23 i 1T &
AT OVE AMENG R FBE B 206 ﬁJ%?&jiffﬁE!’J AL, Z095hH 144 fﬂﬁ\ lIPs &2
U?ézh 190 1B BT-Aih e (2 BRSO I 3 S 1) 7 R S A B E?”%bwﬁ' ESI NI, TORR K

BAEHIIZ 44 5175 LD-CTD L #2Wr =7, LD-CTD ®#Z Wi, Fischer & O W & ¥

%Ob\f 2 L 7= (Fischer A, et al. Chest. 2010), 31 5t MfiFaE M A 5. PaO,,

RE MBI, G~ — 0 —, IHENE, THREHE L,

w5y fiEBE CT (HRCT) At AL Idiopathic pulmonary fibrosis(IPF) % 1 K Z - > (Raghu
G, et al. Am J Respir Crit Care Med. 2011)(Z %5 -5 % Usual interstitial pneumonia (UIP)
& L C OIS FE (inconsistent UIP pattern, possible UIP pattern, UIP pattern)% #Fffi L
7o JWBELER X, IPs DA RZ A > (Travis WD, et al. Am J Respir Crit Care Med.
2013 C S E MW 21T o7, £7- LD-CTD O Wi R S TV SRR 7
o ELRI T A DWW TR L 72, BRIREE - HUR BB - FBREE IC X Y multidisciplinary
discussion(MDD)Z 17\, &2 21T > 72,
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XREE 44 Bl EE R EMALT L, UIP pattern (h-UIP) 25 4], Non-specific
interstitial pneumonia (NSIP) pattern (h-NSIP) 13 5], Z D fli 6 §41] T& - 7= (Table 1),
FERAOZFHBEFTRICEBW TR HZE D LN PTRIX Prominent plasmacytic
infiltration(n=32, 73%)C. LD-CTD OJR# (=2 B H DL B) & 72 L 72 SE51]1E 30 {3
(68%) T ¥ - 7= (Table 2),

fhff%n"ﬂ”rﬁiiﬁ”/na”@ B RIZB W T h-UIP # & h-NSIP B TiX, A - PERl - BRI .
PaO, - ifitérelZ B W THEZRZITR D b v/ h - 7= (Table 3), %i%@ﬁa#%
RF - ANA - Nucleolar-ANA [5PEEFE R S L < BLE I, EREN 12 FlHIZEED %ﬂ
7= (Table 3),



HRCT (23T 2 i SR 10 22 R %03 h-UIP #£ 5 5 UIP pattern 28 5 {5, possible
UIP pattern 73 5 5], inconsistent UIP pattern 73 15 5] T8 & #17- (Table 4), h-NSIP
BETIL. possible UIP pattern 2% 2 #i, inconsistent UIP pattern 7% 11 #i T & %ﬁ“Lf:o
HRCT ff 723 inconsistent UIP pattern T & - 72 JEBIL 2R D 31 F(70%)IZ7E D B i,
Z D5 H 15 6125 h-UIP JEHI Th - 7=,

MDD (2 & D & &2 W Tix. h-UIP SE#] 25 1 d 9 & unclassifiable 1IP 73 18 5], IPF
DT HITHoT, £72 h-NSIP JEF] 13 il 5 5| idiopathic NSIP(iINSIP)2Y 12 4],
unclassifiable IIP 23 1 ] T& - 7=,

BENAEIL, h-UP # TIiX A7 71 K(Corticosteroid: CS)&E %A 7 m ARV
(Cyclosporin: CyA)SZ 241 13 il & 11 I TEHEA S LTz (Table 5), h-NSIP # T
IZ. CS L CYARZENEN 9B L 8HlICEB W TEA I TV, SELCHIE h-UIP & &
h-NSIP Bt TZNnZn 1041 & 1 FI TR D B, BlIEHMPRMEIZ 36 FMTHoT,

JiligRE D#%IEIEL. h-NSIP B TIZ 1 FHZRD%FVC NAREICWE L TV 2DIZH L,
h-UIP B TIZA B RGENRD S/ h - - (Figure 1), T#%ICE L T, h-UP B
h-NSIP Bt L ¥ & 4 EIC T#% R Th - 7= (p=0.03) (Figure 2A). HRCT /8% —> b F
BICH BB E IZER D 5 7 2 o 72 (inconsistent UIP pattern vs possible UIP
pattern/UIP pattern; p=0.79), MDD (23 T, iNSIP L W S L7 ERIX IPF L v %
F# B 4 (p=0.014)C. unclassifiable IIP L Z2Wr S 72 EH] & b3 25 & PH% N R4
15112 & - 72 (p=0.078) (Figure 2B),
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AT FE N LI ) 7 2 W FEE 2 Y 72 U 72 LD-CTD JE B O R S W TR L 72418
TOMETH L, —HIIZIL. CTD-IP IZB WX V 7~ F & B X EL 11T NSIP
pattern 23 EfR L b TN TV D, ABFZE TIXmiE a0 LD-CTD JEFIZ I\ THEL
FHIIZ UIP pattern 8 5x b %< 5O 6N Tz, L7 L7225, LD-CTD @ h-UIP #£ T
I%. Prominent plasmacytic infiltration 72 & O JFBEREI AT A DO 7= DI2Z D% < B KEEIC
I% unclassifiable IIPs & Z W Xt T 7z, LD-CTD JEFIZ B W CTix, EE R E 2y
DR TIER < BIPT RO A O O BEME S R S i,

4 OmFITIX, LD-CTD @ h-UIP 128\ TH %2 HRCT T inconsistent UIP
pattern %z L 7=, A BB A1 & - T IPF & 2 W S U 72IER O 4 2 fit L 7= i
DHEITB T, £ 1/3 DIERFIZ IV T inconsistent UIP pattern %z /5 L 7= & ébﬂ’(
W5, —4 T, CTD-UIP & IPF/UIP DT i o 728 % 2 st L 72 #ids Tix, CTD-UIP
XXV EBEEZ inconsistent UIP pattern 27k B SN TEY . Fox OWE & REE
Thol, ELHOAHTELEED IPF IZBWTiX, Aot nEEo IPF Lo b,
germinal center <> plasma cell 72 & O B FREIFT R A% < B i, Bifgar Lics v
T % inconsistent UIP pattern 3 & W& ST\ d, 2 b ORERIE, Mg
LD-CTD (23T inconsistent UIP pattern 3% < A 515 &9 T x OAF3ERE R 2 X
FTosb0ThH D,



JRELEAREIFT R A A5 h-UP EHZ, IPFUIP L0 TERBEFTHDLINE 50
ICOWTIEERE Eo K& 2B TH 5, LD-CTD DO GERREICE L TiX, h-NSIP 125
WT—4 B D%FVC ORBN R TH-o7-, S HIZFHICBE L TH h-NSIP 28 h-UIP
FV BRI TH T, Hx OWFZERERIT. 7B T LD-CTD R #2168 12 e B &
Hz56Z & RLTWVD,

AFFEOFIREEE L TUTOERET LD, (1) Hiask 0% FHRARE T, 5
GUEFI DA EL IR ARBNICIR 5N TR Y . BIRASAL T ZAOAEEMEZ SE TE RV,
(2) BEMETHY | IWRNENRE)—722 8, EFEOEKIGER T, IPF/UIP 128
WTHIBMELIEDR —EOMR A RT—H T, AT A FOGEMHANC X 21B%IE T
BEEAASEDL ERESH TS, LD-CTD @ h-UIP JEBIZHB VT, AT oA R0
EMHIFL NS OPFRABIENARNE I NI L TIX, SB%ORFERETH D,
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ARFHZB W TG F2 W LU &2 72 L 7= LD-CTD SEF| O FG IR . Fkt R, Bl
R R ORFT 21T - 70, F 72 2B X UIP pattern T\ T NSIP pattern ¢
HoT-, h-UIP TiX IPF & L CIXIEMA R e B AT R 4 2 < IZR O, S HICRF R
FELRIFT R S 2 <R v, HEREEIZE LTk, h-NSIP X h-UP LY & FHRE
I Td 72, LD-CTD @ h-UIP #3, CTD-UIP % L < T IPF/UIP W3 41 D ¥ BT A1 4>
HEINDDIEIAWRENZ N, T D OREF OIS C T %12 L Tix, CTD-UIP
LNPF/UIP &bl LIRETT 5 2 E RSB OMFHERETH 5,





