BAFZBR A EEME (FHAMRETLRITZEHEE)
SRR s E

BEWEREEGHEBREOTFHICET 5%

mrwmhE BR B— B UTERRE - EH#FEN #E

MRS EE A BE BEREEERT -V Uv<F - BREPERR HEBER
MR EE f4 ERE BISERKRFE - VUFAR HHEER

BrgeoyiedE BE EH CERFETR - BERRREART DRI
MFesRE BT R JEREXRT - BER) TR B

BrsEoyRE B Bk RECRE - ) U~ FIRERIEE R
BrEoEE )In #EE RERETFERKE - BREB) v FRERE ¥ — BRRER
mFEsEE )IE A RERZE - TUVAX—VU U< TFR KRR
EEEE B KT  WATEEERKY - FHEEH R

LREFEE H W FLIRER R - ARBEEF R

FEEEE EE RBR  KRWMERF - AREESF R

BrEfEE HH ORE BEREREERE -V UTF - BRREAF BdR

MEEE

MCTD (Mixed Connective Tissue Disease, LATF MCTD &B&d) IXEEARHDO B CHRERET, LA/ —H&
22 L HLULRNP HUREEME 2 8 & 35 23, HT UIRNP HLiRBRMEIL MCTD 721) Tl 7z <, SLE ROBERIE, ZHRMEH
&K BER, BEY U~F R EE0OBER -V UeFHERABICLED O, T b OERSCRERRIX
MCTD (28 EA 2 D TiX 2\, A TS HARIR (Connective Tissue Disease) BIEN Y X7 S L~
BFFEIL & % 58 MCTD B D FIE U R 712 5WTIE K < o TV 722 S & I BRAYIZ , 2023 [E TIEPHT ULRNP
HURBBME L WD 721 TERBIZMCID OZWR R ENTWAEEELH D, MCTD DFRIEV X7 2T 57700
SEGI FRAFFEII BT R E A 1T -> & VD LD, LBORBEMZES & U TEFIMRIFELZITOMLERDH D,
VU FEME LEZEENER T, EFBIFZE ATV, MCTD ORE Y R 7 A4 5 Z L IXMCTD 2 T8
FTHEDIKREEREREN L Th5, AEEETILLE 30 5L EOBFTIINCID, SLE, BREUE, SRMR
KROWTHORIEY A7 % ERER®REN, AKR—Y GHI4AELE) IHEBERBEGERI ok, BRENRE
Tik=a—t— (1 B 2-3#LE), AERXOREERN (RUEZE4-6BLE, 2»>, 2—b—%1H 2-3
PRLLEE I3 % 1 B 2-3 #RELE) X MCTD, SLE, MEHE., ZRMEHROVTNOREY X7 % EH X4,
F DA v AL MCTD, SLE, MEE. ERMEHRAOVTHRLIZEBWTba—t —DF vy AtV b R&E A4y
A& R L, BEFEDORKIESMCID FIED Y X7 Th B HREMIRIE STz, BEERE CIXFN MCTD &
SLE DRIV A7 % LR X0, BEESCEHRUEGR - KEBROBEY A7 LIXBEROH5BHRERT
TEETERP o, FHICHEIBRBERRA P LVANRMCID BIEN Y X7 THAHARENRER SN, SEO
BRI CIIARANEENTRY ., 4%, FHEBEMNZFLE LEFREITOINERD S,

A.HFEEER

BEMHEESHEZEW (Mixed Connective Tissue
Disease, DA TF MCTD &W&9) % 1972 #£{Z Sharp 5V
Lo TREEINZEART, 28 T~ b—FT X

(Systemic Lupus Erythematosus, ELF SLE & H&T).
SREIE., ZRMEHR - HEHRITH LN DERNBETE
L. MBI H UIRNP Fiikie 2 4 e 3 5,

MCTD XRRARE D B CLa BB AR T, 1982 FIZEA
BOBERBICIEESh TS 3 Y Bibhiil:
13~16 THMHEIZE L, HRERIL 0~40ERTH D
2 MCTD 12580 b B B EM R ER L REFTR & LT
XV A 2 —HBLH UIRNP HiABHETH 22 3, 1

U1RNP iR 1% MCTD 7213 Tid72 <, SLE RCHBLIE.
ZRMTA - KEGHR, B ) v~eF R LIEn0oBR
WU U FHRBIZHRO BN HIED, HT UIRNP #T
KREMETH o T SLE RCRBEIE, ZRMEGHK - KB
KROBEFREZRDAHZERH Y., T b OERSRE
BHETRIZMCID ICBREM R b O TIERNWE 3 Y, Z o
7o, ¥EIMZIZ MCTD & WO RBEA 2B ET 5 EM
HL VD 2. 3)0

A TlLIRE S4B 8% % (Connective Tissue Disease)
RIEDY X7 R LIRS © 135528, BEl
RRFIITIX SLE TR AE, SRMEMHK - KEHK. B
U o<=F, overlap JEMGEE/R S OBER - VU~

38



FHRENREENTEY V) MCTD BHOREY R 71T
SVTIEE L - TWARY, BEHD 1ZHES & 13
FIIZ, DHETIXH UIRNP FLEBME & W 5 7217 T&5
IZ MCTD ORI B2 ENTWE X HTHD BRI TW
%, BAEFEE OMCID BHERE (F1) ¥ IBER
X OFRIZERBRNEWHIEHBAT, H5—2DRBRER
DOBMEELHET HEFACEROBER OB HIE
EEFBEHL THETEMARNE TN TS,

TOED. MCID ORIEY R 7 RT3 7DD
Bl R TN R ELZ SO BWEEL T - X
D LED, LBOKRBEAM ZMER & LU CREFIX BAFLR
PATOMERDY ., YV U~FOEME L EFENLER
T, EFIRIFE 21TV, MCTD DO3EEY R 7 % fifH
THI LT, MCID Z FHTHeDICRERRRENZ
L ThHB,

MCTD B ORI Y R 7 2 BT FE TIX v 23,
Hennekens & P IXAFEDA 7T ¥ N EES BN O
RIEDY R 2@ b L8E L7-28, Janowsky 5
@ meta-analysis IXZFDEABRETEL TS,

2 LT Tl BE 2 ER. JEBIFEREE & xR
& U7 SEBxt FRBFFE & T FUZ Je BRI THT 7221 MCTD &
SLEDRIED Y R 7 ZHB L 19, $ROEEHT
1T o T FEFI et FBAFZS @ TR D BEE 13 MCTD. SLE
MAFDORIEDY 227, 1 H 3045 EDOHBITrL MCTD 3
JEDY R BHEIXSLERED Y 27 Thol, —F.
MCTD BEEREETH| & DU THT o 7= FEF >t BRAF 78 Tk
JEIXMCTD & SLE O G DRIED Y 27 BRTHH T
EMERSTER I, BEOKKL ORVEDHEERFEW
L ERROBEBEEMENZ &) A MCID RED Y
27 Th D AR RE S iz 19,

AE, Fx ik, BEOBE® 0 2 S HICHESH,
SLE DEFIXRTRAFZEIT BN LT, BREAE, SRMERF K -
B2 & 5 2% O FEBI T BBBFFE 2 MCTD D EH it FRIFZE & 7]
BEIZATVY, MCTD OREERZBHA LML, DT
WRIITAI L 2T5Z 8% HOIZESX BT L
To7,

B. L5

MCTD EEPREEDHEE Dffask % H.0: 1 MCTD /& 28 4 (5
PE 24, ZoME 26 4, THIAEH 33.3 5%, #iFH 14—69
). SLEBRZE T4 (B34, kMbi4,. FHE
#30.9 5%, #FH 15-625%). MEERE 424 (B
44, k384, 44,2 5%. & 13-T1R). &
RVEFR - REHREBETA (Bhes, i3l
%, 431 5%, HE0R 14— T0RR) BEFIE L. RE
AN144 %4 (BHPE364, Lok 108 4, FHy4FHn 23.8
B%. BOPH 18-64 #%) & XIFRIZ AV T REGI% FRAFF9E 21T
o7, RIEDBEEZERIZIHLADT 7 — M AR TH
EHL%,

WERHAEATIZIL SAS 26 L, ATEEIE, REH, &%
FERRZB LTI E L EIMAMIE Lo Ay X & 95%

EHEXHE % ARERIZE U CIIBAT X 5 & oI BRE
L., FEWEMHIELLA Y XL 5% EERE, F#
LIFIER I RIE L7c 2 v Xt & 95% BRI % 3k
D, FERE R Z R FRICER L L,

(T EE ~DEE)

XRE~OEBIIAE T, Ei4 0 BRARE
E~ORAROEHEZR > TRIERNMEOhZ L L,
ABFFRITE < ) T EBRERER L OSSR O fmE
ZRESOEARBERTITo 7,

C. FREkER

=25 IZBTRERERT,
AFEEIETIZ 1 B 30 4B ED#4TiX MCTD, SLE,
ERE, ZRMUHRK - REHROVWTNORIEY 7

PR IR, AR—Y (B34 ELL) 3HEER

BMREREI 2oz,

BAETIIa—E— (1 B 2-3 #2LE), BEERD
BHEER VBB 6EDLE, o, a—b—%
1 H 23R EEHITAAE%E 1 B 2-3ARLL_E) I MCTD,
SLE, #EZAE, ZREHRONVTHOREY X7 % £
HX%, #0OA4 v XTI MCID, SLE, MERIE. £%MH
Bk - REBHRONVTRIIBN T a—Et—DF vy X
vy R&ERAy XLERLE, X8 1H1E
PIE) IXSIEREDPY 27 % LR SH, BEEDY X
Ik PRI AEMERLE,

BEFERE CIIFAF2S MCTD & SLE ORIEY X7 % L&
SHTH, MEIESCEREDHR - REHROREY R
T EREBEROLABEBRERTIERXTERN S, T
LV — ORI MCTD FAE Y R 7 2K T X & 2 fH A
AR U3, SLE, MEIE. SRMEMmE - REHRIC
BWTHEZDO XS RBRIEIRD NPT,

DA, PzEd, DEE, BRRFZR EOEEEER
IX MCTD, SLE, B&FZHE. ZRMEHK - KEHEOWT
NOBIEY R7 LLBRODHBERERD 2o T,

AFRRIZB W T, RIF BIBRBRR VW &) 1T
MCTD, SLE, B&EHE. ZRMEHE - REHROWTH
DREV A7 BET I, HE Q ALLE) LiRE
X SLE, MEEDORIEY 27 & R X774, MCID.
BRMTR - RBHRICTBWTIZED X 5 R EMRITsE
B BRI 88 O BEHE IR O W) £E 71X MCTD, SLE,
EAE, ZRMEGR - KEHROWTHOREY X
ELERODZBEBRERD Mo,

FITITR LTV AW, HECTRE TSR & B
BRHDEEZONDTD, EREBHRREZHEL
T-HEE (2 ALLE) LIREED SLE L REEEDFIE Y R
JERDE, HE 2 AL), MEOWTI LK
PRICABERYV AV DO ERE2RT LI TE b
77 SLE (2 ALL_HIEE : OR=0. 45, 95%CI: 0.07-2. 93,
PRPE : OR=0.73, 95%CI: 0.73- 8.04). MERE (2 A
DL HYEE : OR=1. 12, 95%CI: 0. 15-8. 10, Ji € : OR=3. 18,
95%CI: 0.33- 30.85),
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D. £

BEF TII— ADBRE T oL LOKRBIZHEEM
RERERSFARICEE L CHETIZL08H 5, &
2, SLE, MEAE., ZRMEHR - REHRIIBEWIC
LT IO DERBOBKEELZFRICH S
VWIERERAGICEE T D ER L H Y | overlap FEMREE &
FEIZH S W, MCTD B2 RHIc 7 +u—735 L SLE
DBRMETL - REGROERITHRE L. MEERE
WOLNBESZ LD MID ZEBIED—FRR L L,
MCTD ZFEEICE S —RHORELE X, Kokt
BB DA EERTHIRETHILLVIEBRD
oA DO—EIZIiZH D D, Lo, BEE & &2 R
IV ERBEFIZELZEI TR LEROERNSEHE
FEZRDLNHREBENH Y | fEMEDSHFRN
MOBEHR LY bEWY, 20, ITETIERENT
H MCTD 13 L RB S THh I EEX DD LD
2o T35,

DRETIZEASBHE ODWTERE (K1) ¥ A3 MCTD
DBEIZHANSLNTNWE R, MOBFYR (SLE, 38K
fiE. SRMEHR - REHRIE) OBWERELZRITH
BLTHERATSE X DT> TWRWD T, MCTD
DLW R L TWT ., SLE, MEE, %ML -
BEHRLEOMOBEROLHEELHET 25

BlEoverlap EBEHE L ZZBITIVRERVWESLH D P,

AL CILE It RIFZE O FEFIREICEE L T OB W
B (BAEELZEST) 2O NCEMIER OFMIZo
Wik MCTD BBERBEN TERZEZ D 5 1. thoBFRF O
LWTELHE RS 7= LTV W MCTD SERFNCFRE L THFZE
{7 o7,

A E|ORFFE TIdATE B 18 TIXH4R1T 28 MCTD, SLE, &
RRE, SRR - REHRONVTHORIEY X7 b
EREERED, AR—VIIEERBERERI R 5T,
T DOFERITHIR O FE TIT o I ESI X R O
BL—FHLTW3?, SLEIZBWTIZENMERIE
BREFLENTEY D BTOBORNXR ORI T

DBEERORBLRENEFO—REEZDOND, 5.

AR=INZONTH, BN E BN E ST CERT 52
LERIBRHBMBELEZONE,

BEl D MCTD BEERBEDRFZE ¥ Tik B AZE D3 MCTD 1%
KIEDFHRTF. S BBEREF TH 5 EEMEIR
BE, Fok{b LIz BATEDS MCTD X REICEHR L T
WA RIEEMEN R IR, SEORETHa2—E—,
TR OB LT MCTD, SLE, FREZAE, LRMERK -
BREHBRDONTNORIEY A7 % FRX®, 204y
AECiX MCTD, SLE, BREZAE, ZFRMEMK - REHRD
WTRIZBWThba—t —DF v Xtk D b R&E R
F v A ®ER LT,

KRETIETOTHRT AV I ANDOEBEIEDRERIT
FALY BEWICHEDL LT bREOREIERSE O
BAERIFCKL K 1, REER (REFEL2ELAE

EEEOBK) BREOREICERLTNE LEXL
NBDOT, MCTD FRIEDMERE-F DR, FRHiEOHK
MDD ESHERDIMERLETH D,

LR DY TAT - T IEFI FRAFZE ) T I B X
SLERIED U R 7 EFTH B DIZxt L, MCID RIEDE
BV RIEF I, —F. BiE MCTD EaRk
PETIT o T EFI FRBFZE 19 CrIBE % MCTD, SLE ©
WTRIZBWTHAERV RO EREZR L, 5H
DOBFZETIXMCTD, SLE OWTHIZBWTHHEERY A
TERTZENTERDOT, RBEEN DIV &,
SEERERLRDZ L, 10 L ERB LIEANEEN
B7e ERBIRAL T ARERNA T ADFEERZE D
—REBZOND, 5%, EFEEELL, BEPD
10 LI 5 FELINOEFNIRET 5 72 HFROH
BErEDi0NERDLD,

BEFERE CIXFNTAS MCTD & SLE DRIE Y A7 % E&H
SR, A RV ARSI SLE ORIEY A7 & ER &
FBRERMNTEY 2, MCTD 128V T b R DT
WWBWCURZDEERBO LN EEZ BN,

ATERRICEI L Cit, BT Z o0 * 19 T3k
HLTWhhokEBTHD, 5H, RIE (FBEER
WIRNZ L) A MCTD, SLE, B&FZIE., ZERMEHK - K
EBHADONTNOREY 27 2ETEE, HE QA
PLE) CWRPEVXSLE, BREEEDOREY A7 % LA S®
723, MCTD, ZRMEFBR - REHRICBWTIXED X
5RBRIIED N o, LA, HEELFHEIX
IERRIRAE & BR S RV 2., IR B CIB MO IES
TFollZ A, HE, MEOWTHILERD S 5 BIR
ERE R o, AFERBRIZOWTHER 2L, %
FEN B 10 ELANRR 5 ELIN OFEFNIZIRE L 7= f#T %
ITOMERDD EEZ LT,

E. i in

BiEl D MCTD ERERBEDHFZE 19 Tlidok b L - R4S
2% MCTD ZEICEIRE L TW A FREEN R ENT=2, B
72 BIEH] & 5 PR & o 7 4 B 0 E B 5t FRAF R IZ B W
THEAETEDORKILH MCTD FEEIZEMR L TV A Al
PERRR E N,

1T - 7= B8 D& B CLARIAT - 72 MCTD JE 5l <t FRAF
729 TiIAHIT (1 B 3038 E) 1 MCTD BEED Y R 7
EREXEAN, BENIY R 7 EIXBBERVWE VIR
ERELI. BXREBRSMCID BELERZLTWDED
TRV L EZ BNER, SEOHETH KO
BERBoh., ZoOFFERN B HIEFEREN MCTD
FEWCEMRL TV D &\ D ATREMEN L B 2 b,
BEAEE CIXF70% MCTD FJE & BEFR L TV 2 FIEEHE
DR ST, BEERE TIX SLE 2B W T b FIF IR AE
VA7 % ERSETEY, A PV AOBEPERRIE Y R
IR ERERELEEZDN.
ATERRCIIRIEN Y A7 2IET &%, 2 ALLEDOH
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1. BEMEJSHEMBROZNEERE (EA% MCTD FHEMITIL, 1996 k5]

RAMRAHBROMS : @) T~ b—F A, MEE, ZREHRR EICR LN BERCHTRABE L.
MIFEFIZH UIRNP LB R OGN BERTH 5,
1. H£BETA
1. vA/—H%
2. BRWLEEDER
II. SZEFRETR
HT UIRNP HLiAk st
M. RAFTA
A EFEMET) T~ b—F AEFTR
1. ZHMEREESR
2. UUEEE
3. BAmALEE
4. DR E TR
5. BmBRED (4000/ w L EAF) =it M4 (100, 000/ uL LATF)
B. BREZIERRET R
1. FHRIZREbLZEEE
2. FHARHMERE, FRMHBEREE (WC = 80%LAT) FE7-IXMLEEE/E T (%DLco = 70%LATF)
3. REWEEHMET 23k
C. BRMUBHRIEATR
1. BAET
2. IRHEEE (CK) E&
3. BHEBERIIBITAHEEREFTR

1. 1O 1R ESBH

2. N OFTENBEM

3. MMDABCHEDY L, 2 HBUEIZ2E, ZHFN 1 TR EASEME
ko 3EE 756 ZIRA RGN & 2k 5,

£t
1. HLUIRNP AR HEIZ “EREILRIED 5 W ITEERGERIER: (ELISA) OWTFhTH vy,
722 L, ZEGEIEIESEBMETELISA DR L —HK L2 WEAILIE, —EREIBEZELTS,
2. DT ORBERBRFUASBEDBRAITITRA MR AR OZIITEEIZIT S,
1) ¥t SmHiik
2) B S OH ZAEE DNA Hilk
3) FLhRA I AS—F 1Hifk (L Scl-70 FHifk)
4) Bt Jo-1 Hifk
3. M MLESE % £ 5 51 UIRNP HFUEBEAIE, BRRFTRABRSICEA DR TH, BEMEEEHEBRRICHOES
A AREMENRE WV,

?lll_lll
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2. £EER, RTE. BEE, £BELESHRSERRREOYRY

EFTER.ATRE. MEE, £EE MCTD(n=28) xtB(n=144)  th-EHBEAVAL - FHBE o-fE
A AE%) (95HEER )
&EBE
L1 (BILAE - 22 1) 7(25.0) 26(18.1) 1.75(0.59-5.19) 0.32
BB GE1-3ELLE) 4(143) 27(18.8) 0.99(0.30-3.25) 099
HT(1B302LLL) 21(75.0) 67(46.5) 4.19(1.55-11.33) % <0.01
A=Y (B3-4E L k) 517.9) 23(16.0) 1.19(0.34-4.15) 0.79
BERE (1H7-8 BsRALLE) 25(89.3) 121(84.0) 1.38(0.37-5.14) 0.84
BEHE
BAZ (184-6 L) 3(10.7) 31(21.5) 0.56(0.15-2.04) 0.38
% (1H2-3 HLLL) 3(10.7) 8(5.6) 3.01(0.70-13.01) 0.14
a—-E— (1H2-3 BELL) 13(46.4) 19(13.2) 7.85(2.71-22.74) % <001
8 (1H2-3 @LLE) 11(39.3) 66(45.8) 0.86(0.36-2.08) 0.74
Ry (1A1ERL) 9(32.1) 41(285) 0.79(0.30-2.06) 063
EEROBEHEA# 14(50.0) 20(13.9) 8.39(2.98-23.59) % <0.01
BEE
HA 0(0) 0(0) ND ND
RizEh 0(0) 0(0) ND ND
DEEE 0(0) 0(0) ND ND
BRR 0(0) 0(0) ND ND
7 0(0) 16(11.1) 999+(0.00-999+) 0.96
FLLF— 1(36) 19(13.2) 0.12(0.01-1.32) 008
TrE—tE R 8 % 27.1) 13(9.0) 0.87(0.18-4.25) 0.86
B 1(36) 0(0) 999+(0.00-999+) 0.99
Fi 10(35.7) 22(15.3) 3.80(1.25-11.54) % 0.02
BOEHESFR 3(10.7) 5(3.5) 157(0.28-8.34) 0.61
ETEE (KHEOH) MCTD(n=26)  X{HB(n=108)
KiE 7(26.9) 102(94.4) 0.05(0.00-0.04) % <0.01
HELALLE 7(26.9) 437 4,04(0.81-20.06) 009
mE 21.7) 1(09) 5.84(0.51-68.22) 0.16
BORITE 21.7) 7(6.5) 1.10(0.20-5.99) 091
MER LA 3(11.5) 33(30.6) 0.41(0.11-1.49) 017
6% LB 1(39) 3(28) 0.61(0.03-12.01) 0.75

* p<0.05, # T EXDBERKTL \VREEIZ4-6ELLL, AD1BICa—E—2-3FE (T E2-3F UL
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3. £EEE, RBE. MR, LRELLHMTTIN-TARENY RS

EEEELRER SLE(=57) ®B0=144)  H-EBRBEAVAL t-ERBE p-E
AB®) AH®) (95%{EFEX )
£iEEE
LA (BLE - S21E) 15(26.3) 26(18.1) 1.80(0.80-4.07) 0.15
BE GEI-3ELL) 11(19.3) 27(188) 1.16(0.50-2.68) 0.73
HF(1R302 L) 36(63.2) 67(46.5) 2.24(1.15-437) % 002
ZR—Y (E3-4E L) 9(15.8) 23(16.0) 1.81(0.70-4.67) 0.22
B (187-8 BRELL) 48(84.2) 121(84.0) 1.08(0.45-2.60) 087
RER
AAZ (184-6 #FLLE) 14(24.6) 31(215) 1.13(0.53-2.42) 0.75
fI% (182-3 HFLLL) 7(12.3) 8(5.6) 2.31(0.75-7.16) 0.15
a—t— (1H2-3 #LLL) 18(31.6) 19(13.2) 369(1.53-8.91) % <0.01
R (182-3 EELL) 24(42.1) 66(45.8) 0.86(0.45-1.66) 0.66
Ry (1B1ELE) 27(47.4) 41(285) 2.10(1.08-4.08) % 0.03
A OBERA# 21(36.8) 20(13.9) 4.34(1.88-10.04) * <0.01
BEERE
BA 0(0) 0(0) ND ND
fi e 1(1.8) 0(0) 999+(0.00-999+) 099
DFEE 0(0) 0(0) ND ND
FERR 0(0) 0(0) ND ND
BE 3(5.3) 16(11.1) 0.48(0.13-1.79) 028
FLILF— 9(15.8) 19(13.2) 0.85(0.33-2.20) 0.73
TrE—HRER 3(3.5) 13(9.0) 0.35(0.07-1.65) 0.19
BR#= 23.5) 0(0) 999+(0.00-999+) 099
Fi 21(36.8) 22(15.3) 3.75(1.62-8.67) * <0.01
BMEEIF 4(7.0) 5(3.5) 0.94(0.20-4.37) 093
HRERE (XD SLE(h=54)  x{HB(n=108)
RiE 14(25.9) 102(94.4) 0.01(0.00-0.04) * <0.01
HE2ALLL 19(35.2) 43.7) © 10.11(3.09-33.00) % £0.01
RE 7(13.0) 1(09) 14.58(1.65-128.92) * 0.02
BOREE 4(74) 7(6.5) 0.91(0.24-351) 089
E 18 AR 11(204) 33(30.6) 0.72(0.32-1.62) 043
ME168% LU 414) 3(238) 2.30(0.46-11.40) 0.31

¥ p<0.05, #TBERDBERR /U EBZEIC4-6ELUE, MO1RICI-E—2-3F TR 2-34FLL L
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4. LEER, BBE, BEE, £SEBESREREDURY)

EFTERLRER WRIEN=42) WBE=144) H-ERBEAVAN  %-FREE o
AE®) AE®) (95HFERERXE)
EEFER
U (G- 21E) 41.7) 26(18.1) 0.74(0.22-2.44) 062
#iE GR1-3ELIL) 6(14.3) 27(18.8) 1.27(0.41-3.94) 0.68
SRS L) 29(69.1) 67(46.5) 261(1.02-6.67) 0.045
AR—Y (GB3-4ELLE) 7(16.7) 23(16.0) 261(0.75-9.12) 0.13
&R (187-8 BRLLL) 41(97.6) 121(84.0) 3.86(0.48-31.31) 021
BEE
BAZ (184-6 #FLLE) 11(262) 31(215) 0.98(0.34-2.81) 097
1% (1H2-3 #FLLL) 3(1.1) 8(5.6) 149(0.25-8.75) 0.66
a—t— (162-3 #FLLL) 20(47.6) 19(13.2) 426(150-12.08) <0.01
R (182-3 @) 21(50.0) 66(45.8) 1.14(047-2.76) 078
N (1B1EML) 23(54.8) 41(28.5) 2.39(0.97-5.85) 0.06
BEEXOREHA# 22(52.4) 20(13.9) 5.03(1.84-13.76) * <0.01
BRHEEE
A 4(9.5) 0(0) 999+(0.00-999+) 0.99
fuzer 0(0) 0(0) ND ND
DEEE 1(24) 0(0) 999+(0.00-999+) 0.99
BRR 0(0) 0(0) ND ND
e 2(4.8) 16(1.1) 0.79(0.15-4.17) 0.78
FLlLE— 4(9.5) 19(13.2) 0.29(0.05-1.77) 0.18
TrE—HRE % 3(1.1) 13(9.0) 1.37(0.30-6.24) 0.68
BR& 3(1.1) 0(0) 999+(0,00-999+) 0.99
Fir 16(38.1) 22(15.3) 158(0.53-4.76) 041
BmEHEIFR 7(16.7) 5(35) 1.07(0.19-6.24) 0.94
SRR (ZHEDHA) BRAE(=38)  *HB(n=108)
RIE 3(79) 102(94.4) 0.003(0.00-0.03) * <0.01
HEIAME 22(57.9) 43.7) 483(1.05-22.17) % 0.04
mE 13(34.2) 1(0.9) 15.25(154-151.61) % 0.02
BOREE 8(21.1) 7(6.5) 1.68(0.40-7.04) 048
IE AR 7(18.4) 33(30.6) 1.37(044-4.26) 059
A6 LI 4(105) 3(28) 3.40(0.37-31.13) 0.28

*: p<0.05, #BEFADRERN U BERI4-6E L L, MTHICI—E—2-3FF AR 2-3FUL
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x5 £EEE.BTHE BEE ERELSRNH X REBHRREDYRY

EFEBELEER PM/DM(n=37) *tf(n=144) t-ERBEAVILE M- ERBE p-E
AE®) N () (95%ERERXE)
£FEE
LA (BRIBLME - 22 4E) 14(37.8) 26(18.1) 1.46(0.51-4.18) 048
#E GB1-3mELLL) 10(27.0) 27(18.8) 1.75(0.64-4.73) 0.27
HT1 R0 UL) 29(78.4) 67(46.5) 4.63(1.62-13.21) * 0.04
AR—Y (E3-4EELL) 6(16.2) 23(16.0) 1.32(0.36-4.87) 0.68
BEIR (1H7-8 BRRILLLE) 28(75.7) 121(84.0) 0.66(0.23-1.88) 0.43
REE
BAZ (1H4-6 #FLLL) 3(8.1) 31(21.5) 0.39(0.09-1.70) 0.21
1% (182-3 #LLE) 2(5.4) 8(5.6) 2.32(0.42-12.76) 033
a—kt— (1H2-3 #ELL) 20(54.1) 19(13.2) 6.78(2.41-19.08) * <0.01
JfR (1A2-3 ERLL) 17(46.0) 66(45.8) 1.28(0.53-3.12) 058
Ay (1B1ELE) 19(51.4) 41(28.5) 1.50(0.60-3.73) 0.38
AR OBEHS 21(56.8) 20(13.9) 7.68(2.77-21.30) * <0.01
R
A 12.7) 0(0) 999+(0.00-999+) 0.99
fgiZE e 0(0) 00) ND ND
DEEE 0(0) 0(0) ND ND
HRA 0(0) 0(0) ND ND
TmE 12.7) 16(11.1) 0.52(0.06-4.28) 0.54
FLLE— 5(13.5) 19(13.2) 0.76(0.20-2.81) 0.68
TRE—tE R & % 3(8.1) 13(9.0) 1.64(0.38-7.07) 050
BR& 0(0) 0(0) ND ND
FHi 10(27.0) 22(15.3) 0.53(0.14-2.03) 0.35
M % S F i 2(5.4) 5(3.5) 0.14(0.01-1.40) 0.09
HRERE (REDH) PM/DM(n=31) 5} (n=108)
KiE 7(22.6) 102(94.4) 0.03(0.01-0.16) * <0.01
WE2ALE 11(35.5) 43.) 4.42(0.99-19.71) 0.05
E 5(16.1) 1(0.9) 3.89(0.35-43.35) 027
RO 5(16.1) 7(6.5) 1.29(0.25-6.62) 0.76
Ik IREAYE) 6(19.4) 33(30.6) 1.40(0.45-4.34) 0.56
168 LR 2(6.5) 3(2.8) 0.51(0.01-20.30) 0.72

* p<0.05, #BHERDBEHKRN U EFHEIZ4-6EL L, MO1HICI—E—2-30FF (T F2-3F L L
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BAGBRFEEME  (ERERETRIIZEESE)
SRS &

it v 1. FE SE 4T BB R D BR R B AHIC BE - 5 BF 58

WEsoEE PEEX  ENMERBRFEEC Y — BRFELESRERFFET BE
MEEwAE R W ENERSWRMIE T F— DRI E WA PR R A E&

MREE
R REFEUERTED AR A ESE (IPAH) & 2B SN TEFNIZ BT, BB I BIER DER
DHIR LBER & 2 SN AEFINFET 24, s ELITE CID L WO M L& e L
TIHEBZ LN TV, imMEESITREBRERB L WO LWEES S LTRFT 2 2 & TRkH
RBIRIR DOFRAE, MBEREE~OT o —F BEH» L OREMFION AR LS ETERRD
W, VRRIFE L2 VB STz, IPAH, CTD &R o728 L LTIRET 5,
i - ENEREBIRMI v ¥ —1Z 2000 F£~2011 £ % TAR L 7= 48650/ B s M B IR & i
JESE 103 4 D YIZRFBIFR OAPHIBRSN S IPAH & B SN BEF IRV TRBAEFICBIR
JREBRT SN BE DR X Vi LRSS, BRROBELE TR 2R, T#%
Bt L7,
FER: 103 AF6 AN (5.8%, £B&MH) 2 IPAH LW &N, TORBEHBEAELL TV,
*® 6 AlX Sjogren syndrome 2 A. CREST syndrome 1 A, BAfiY v~F 2 A, SLE 1 AT
Bole, fimiEEDBE 2 O BIER L BB S5 £ TOHMIZTFH S 402 A Th o7, kiR
ETIX6 At 5 ABMEMEEIC X 2 FEABERE, FUEHRENEHE (4 OfFHE) Tholz, 6
A MATENRE EIX gl RE 57mmilg, OMEE 1.9 L/min/m2 & BEMGSMERE Th - 72,
BEBROBEIE(LE T NRA > b & UTHT - T R BAETIC CTER#R, BNP, DLCO, RIERIS (ESR,
CRP) . UV u=FHF. LERITE CIIAEZEIL/2 L., Total pulmonary resistance & ANA Bt
(4 OfFMAL) WABZEEZRD L, ZEERBITTIIARREFIIRBD 2o,
FERR R R EIARMENT S UERE & BRI NT2K 6 %D BEFIBW TERMICBIRREZRIET 5
EF 2RO, FROBFEFRBELOTFRERETF, FRIZBEBLTCEILRIBIAPBETH D,

A. BEBE® & TSR 2 BB ORIE, MgEEE~D
R F M BIIRIE B & LB AE (IPAH) 2 B S h 77 u—F, BEEI» b OREMmE 0N Ak
TEFIZBWT, RBBETIZBEREFOER CAHETLRLEIZH. BERF#HLERVED
NDHBLUBRR & 2W SN ENRFET D 7z, IPAH, CTD L XEZ-o7iA&e L TR
2, MEMELITE CID LW OIMS LztE BT 24ERD D, 4% Chim MERTHE
LLTIEBR O TV, MELEESLT  FRICET2RFNIE, M Lafae L
BABEREWVIFHF LVEERE LTRET S Z TEZBN TR, TPAH & L TREHE
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BHICBRBEZHIENZRELZHME L, B
REROTFRIRF, TREZHRFL, ML
TTREBHEE LTRETS2Z L2 EELT S,
B. WFRFE

E S EREBRHFZEE & —IZ 2000 £~2011
£ FE TABE U 7o R 3/ 85 M Bl B R o 5
JEJE 103 4 DFIRZRFBRR D& 0HIERA Sh
IPAH & 2l S - BEFICB W TRBBERIC
BRI L W S iz B A RRRak X Y fhi
LERRHE. BIRROBEE TRIT 2K
F. FHRERRT S,

(fHEmE~DEE)

AEFFIE TRERAFZEIC BT 5 B fast) o&
SE, ENBERBRHEE VY —HEREE
BT L TiTo T,

C. WrEfER

103 AF6A (5.8%, &E&MH) 25 IPAH
LR Eh, ZORBERBBEELL TV,
Z ®D 6 AL Sjogren syndrome 2 A, CREST
1A BV y~F 2ASLE 1
ANThotz, FidfEREDZE S BRI L
PHEh D ETOHMIIFEH 5 400AThHo
7z, BUERRRE TIX 6 A 5 AN M EREIC
KD HIEARERE, SRR (4 0fFLL
) Thot, 6 ADmITEIRE LIXEHE)
ARE 57mmHg, OMRZK 1.9 L/min/m2 & EIEM
EMERE TH o7z, BEBOBEELLEZ TN
RA v b & UTIT - 72 MR BT IC TEE,
BNP. DLCO, RJE M (ESR, CRP) . VU~
Hf. LDERITFE CIIAEEEE R, Total
pulmonary resistance & ANA BBt (4 O LA
b)) BEEEERD, ZEEMTTIIEE
RERFIERO RN o7,

syndrome

D. B%

48

4B 0D R a ~C /R 38 M it 0 AR 4 i v I FE 9 & 24
2l sh, FO%RBRASBEELLTS S
FEB %4 6 %IZ5BdTz, FHE, MEMEMAE
DR EERE % 5ATT 2 BREICE L TR
ESATRIBIRFRE & 2 3 LWBESR S RIB S
NTETEY ., UCTDWUnclassified CID),
LD-CTD (Lung dominant CTD), AIF -ILD
(autoimmune featured —interstitial lung
disease) & L FEIXILTWA N4 F Tl fu)E
iE % S64T L7 BIRR OB ITE, 2 v
RIMLEFRE & Y BFERFEEE TS 4024 T
HY . LRETTIIBERPBEELT 2T <
RBREBINE o T F RN H D, ETEME
P A e ML FESEE TR R L 0 i L RS OO
BIIFREBANZH TR Y . 4% 5 E MERE
1774 CTD & 22U S 2 SEHIASHEIN S 5 "I REME
B D, £l Z D6 H[IFRETIEOB IR
m < BERMHT T b IR0 BIRKOBEEL
EFRLESFRREND D, UATOBME T
e ZE M A B AR Pt 8 . AR TR 30-40%
DHEHEBEERH D & TR, £
DERERIIFAATHL2 LI TBY, Hikx
TR L OBEED S LRIMAPBETH D,
SETHREELBH SN TELAFZFICRBNT
FERBIL Y — X7 <. heterogenous TH V.
TR OBERFBES TR TEIXER~DE
RAOFRELH D EEZX DN,

E. /&

R BN AR il LR JE & W S e
6 % DEEFIZBVCERHICBIRFBEZRET
DIEGI 2RO Tz, FFR D BIFEHRBEIEL O T
K+, PRIZELTCIORIBHFEPLETH
%o

F. fERERIFH

2L

G. BrIERER



2. FRER

1. Antinuclear Antibody is Associated with
the Future Connective Tissue Disease
Development and Poor Outcome

in Idiopathic Pulmonary Arterial
Hypertension

Hiroko Yotsukura, Takeshi Ogo, Norifumi
Nakanishi et al. American Thoracic
Society annual meeting 2013

2. Antinuclear Antibody is Associated with
the Future Connective Tissue Disease
Development and Poor Outcome

in Idiopathic Pulmonary Arterial
Hypertension

Hiroko Yotsukura, Takeshi Ogo, Norifumi

Nakanishi et al. BALERFES 2013

H. AR EEFED HFE - BRI
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Bz L
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Bz L
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Bz L
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BAGBRE RS MR EST AR 7EEE)
SRR s E

ol BrREL R P e i BB R e P e L R W 8T A B IRPAE MR E 0 &R BT DA

APtIE e v 7 —  BPSERTH S LR SR E R AT ER

B EE FREX  ESER
TRERIVRII e v 7 — DRI E RS PR SRR E&

et hE RE Bl Esk

HREE

it HEL A P 12 AT BBl R 4 A v 1ML FERE (CTD-PH) VXA R M A Bh IR ME i v L FESRE (IPAH) & BEBE LT R
BTHHT EBRMBNTNDN, ZDOEKRBITRALREBE, TEO i M ERE % 5 PAH
specific therapyDERIZ b 1P LLTTFENARTHDIREED—>& LT, CID-PAHIEFIZE
VT PAH RREAVIRHRICH U T 2 R ERREAFAE U, fis M ERE 12380 Tl B SRR SRR
FETH O 2 FEIRBA RN B FEET D LIRE L, B AR EICHMRBI MRS Lz, ZOBF5E
oS oFBENZ BT 5 8 g IR Z MRS L (pulmonary occulusive venopathy: POV) D&
MIZER L, B BRI ZIT O M, BR T A —F — L OBFEERE L, FIREE SRR
BHEEICEEEZGEZ TV I NERET 5, HEEOHR 2900 5 CTD-PAH10 #]  (SSc:1, SSc+
MCTD:1, MCTD:3, SLE:2, Sjogren:2, RA:1, F¥J48 F, £fildktE, FEIFEIRE 49mnHg) O3
Bl VT, IEhARIR R DOFEAM & . &0F3 2 IeEANZE O F I B U CREBEBEAR A 21T
o7z, POVEMFHMAEER & L IMBERARIEEIC L 2HERUVHEDOH S L D% POV(H) & L,
BRAL (preseptal/septal) . FFERIBHR., FARKDEFEEL Lz, POV EEFMICE L CEBRET ¥
ML LER VAL AR DR A2 E % E B b LIRZEHRE b L— R Lz, POV ERIIPAZE =Z50%
OMmMEH/ AT FiEH L LPOVEE BE L, SLICERBLUBINRE L EKR AT A —#
— & DB EITo 7, MBEFRICERRE - IWRRELZE T 28 EOMBIRRE LR LDk
10 B 5 BT, BV ITNIE - HIEIEEIC L S AEMERE Th -7, POV EMERHETIX SLE @ 1
Bl % B < 22451 (90%) 12 FREE R ERAR/NEE PR RR AR O BRMEME N IRIEIE % 3 & 3 2 BAZEMEIR B % 38

D ED DB 6 FUTHRARSK & MAR O FBHEBRH 2 6Tz, POVRIZREDIEE T 74% T - 7=, POVY%
LERR/XNT A — & — L ORISR TiX4E#R, %DLCO, Pa02, BNP, R UNMFTEHER (PVR, Cardiac

index) & DIHEABRZ R DIz, CID-PAH OFEMBALIMEIRRE., M#ARAZEIZ L Y PVOD type,
IPAH type, Mixed type IZZFHFRETH V., TN LN POVHIL 75.3+15 (%), 66.3+113 (%), —6%
Thot, FHIZE L TILPVOD pattern (I CTFHAR TH o7z, CID-PAH TII B s
Fa#Eme UTLBERSLHNEMIRES - 5 AL Kt L CIRFRIRAE o3 < 2 0FIRA
o e EERERE & BE T 5 2 L B3Rm® I,
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A. HFEEH

i 5 KEL 9 M Pl 80 R 2 i 5 1L £ i (CTD-PAH)
WFFEFICTFRARTH Y, 2021% PAH 5 R
PRI PIEZ R L, AR E SR A
(PVOD) #R¥RRE DA P & B S IEBI D FIET B,
g ARFAZERE 1 LR 560 PAH & R L CFHR
BRThHAHZ LBMBLIA TS, CTD-PAH #3F
BARARTHEZ—2DERE L THFEIREED
EOHC L D PAH RERATEIRIE~ DO IRFTIERE A
BHETHERELE, ZOHFEXINLOH
RECBTDHECHBRAEERE
(pulmonary occulusive venopathy: POV)DH
ICER L, & - EEFMEEIT O M. R
RNRT A= —LOBEEZRT L. HFIRE
PDEREEEICEELSEX TV A0ERTFT
5o

B. WFgEHE
UBtDEKR 2900 FIH CTD-PAH10 #1(SSc:1,
SSc + MCTD:1, MCTD:3, SLE:2, Sjségren:2,
RA:1, ¥y 48 ¥, &k, FHMEIRE
49mmHg) DF KT % FAVN T FHBARIEZE O FEAfh
L. BT AMEBIRRE DR EICE L URE
R 21To 72, POV EMFMBEE &
U T ARNEIEE S X 5328k OB E D
b 5 b © & PV(+H) & L . B L
(preseptal/septal) . FFBRE®R. BARKROF
L L7z, POV EEFHMEICE L CEHGEZT ¥
Z AL LBV A HBHEIRRE DREE 2 E &
b LIesERY FL—RX L7=, POV &Ik
R2B0%DMER/A T MILES L L POV
LEELRE, SHICEELEBRIRAE LR
FRART A= — L DB EFT -T2,

(R mE~DEE)
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ARFFIL TERRAFFRICBE T 2 fmfast) &
DE., ENERFRFEE VX —HEBEREE
E'E-T- Lfﬁo 7‘-:0

C. HERER
FHICERRE - RFEE R T 2 EEDH
BRISEZR L2DIX 10 Bl 5 61T, &0 I
WK - FIEEEIZ L 2BEERE TH o T,
POV ZEHEZEA TIZ SLE @ 1451 % B < 441 (90%)
\Z BREBE PN R AR/ 1N BE P 8 AR 0D R A 1 PN RS
EZELTIHAEERELRD, TOO5H 6
BlLzEIRA & i D FEBES A LN,
POVHIZERDEHE T T4%Th -7z, POVhE R
RNT A —& — & OFEEIEIMR TriaE#s, %DLCO,
Pa02, BNP,Kk UNFTEIRE (PVR, Cardiac index
L OFRBEBER %R D 7z, CTD-PAH DFHMEEIL
FRENARIRZS . FlFRIRASZEIZ K 0 PVOD type,
IPAH type, Mixed type {ZH¥EFRETH D .
FNEPOVHIL 75.3115 (%), 66. 313 (%),
6% Th oz, FHIZE L TIX PVOD pattern
IO TTFRERARTHo T,

D. &

A EF % OFFFRIZEB T CTD-PAH 128 W T
SLE ®—fi 2\ T POV #38H7- (9/10 #i:
90%), ZFuiX 2007 4EIZ Dorfmuller 572% 6/8
Bl (75%) 12 POV 2RO HE LT —F I
HENWLDOTHolz, LMALEBEEFRLLT
Dorfmuller & DT — & [XLLEH SSc F.L DT
—Z ThoTeh, BAIZENTNOEEBNIZ
FEE—IZRFE LTV, ZHIXBRIZIBITS
CID-PAH OEMRBPH KL ERLZZHLEE
z bz, SEF4 ORI CTEERFMmITM
2T POV DEEZITWIATENE % & Lo RRR



FA—F— L OBEEERBDT, CID-PAH I
> PAH LB L FPHBARARETHY, ZTOH
B & LT CTD-PAH (B THliEdRE o &%
EoOBERMELEEDOREBICEELH X5
ZEBFEL OB TTARRINT, S HIZAEHE
DOHFFEIC K Fi L& fRZEA> 5 CTD-PAH 1% 3 >
DEATITHEE, PVOD type 1D TF
BARRTHY ., M#RAEZ DN DERIT
L THEREZTREEELDND,

E. 75

CTD-PAH TiXECAERFZER L LTMLE
RN MRRREE - 5tk a Rk L Cit#
RBMBFENT L. £ OFNRFEE D ilis £
EHEELBEET LI ENTRINT,

F. RBfRin® |

L

G. BFRFEE

1. BXHEEK

1. G P P B0 R ek i v 1 P S oD
BN I T 2R LIRS — %I
HIRFAEMRESHOFECELT— K
BT, REFAI, FEEX S Therapeutic
research vol. 33 no. 10 2012

2. FRER

L. AR P M A B IR T4 A = 1 £ D U BR
FIC R 2 BB A IR — R FRIR
FEEREAFOFECELT— KEET.
KRR, FEEXS 1 3 EfELERE
s

2. BETE ERE IR B AR M A &
FEEDERRICEELE 25007  KERAI, F
BEEXDH

H. ZnRORFEERED HIRE - B &I

1. s

Rz L
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