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FHESBEGR & FEAT L7z,

ADMA X 1992 4E Vallance H 12 X W NR
NO & F(eNOS INOS nNOS)FLEWE & L TH#H
HE, NO OAEMZEEENMET L-FRE
TEABRROND, X5IZIEMEERE 2 BEIC
FEEL, NEEEZETI®IZ LBabLN
TW5, —JF. LRI1 IZLDL L' ¥ /¥ —R—
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NR—=T77 IV —IZBTHABRESEMRE LT,
1996 2/ u—=v J i, Ko7 ¥ —
i, MRE RO Y o — PR EK L EEE
PR L. Mlash~ NV v 7 2D, Hika
B OBEREZIEE L. VIgiHMiaolzERE
ERT EINTWS, WiH & bMENKDHE
FESPENARAE (L DFERE L 2B Z bR TE
D, FOWFEND PHONRS F~—h— &L77
DD DAREMER R E NS,

PH B8O TEFNZ I TIEZ OIRFER].,
FIILIREBLED G RIRERIR Y BH DM IE,
X BT MR FIRE T H - T2 IE
BT LT, 2@ TE2HERNSR L Lz,
2B, BRI PH 2¥-9REE LT, M
AR i 7 IS (PAH) D E D DREEIZE S
IRUVERI R SEAFET D2, ARAFFEITB N
TIZPH & L T/RLT,

(fwEmEm ~DEE)
TRCOEFITE B L TRIESCRE R
EL BADKEEII R FIRe 2R IE TEHE L 7=,
C. BFoeks &

FITFERL 23 FEER LU 24 £ E I MCTD %
L& Lz PH Z 0% LT BRI EE O
LA RERR AT AT RO CT X% v VATR., M
& ADMA fE. Iy LR11 fE & UCG 2 Xk 5#E
EARERE & OB YW THRH E{To 7, Xt
L UT-IERIEIE MCTD 78 23 (42.6%). 2=
FMx )T < h—F Z(SLE)2 14 5(25.9%).
FREZIE(SSC)DS 7 H(13.0%). ME RIEBRED 4
Bl(14%). ¥ =— 27 L EBEESS)AS 3
(5.6%). ZFRMEFHRIFEETHRPM/DM)S 2
(37%). BEEIY U ~FRAD 1 Fl(1.9%)TH
ST, BLUESFERR EIIFR 1IN LML
ThbD,

UCG IZ X 5HEEAZEFEIT MCTD T
402mmHg THY ., Z D5 HLITEH THDEY
1% 85.0mmHg & AEICEMETH 7=, FEEIC
MCTD DA DRBEIRIZBWTIZ, FhAFh
51.0mmHg. 80.0mmHg T& - 7=(X 1),

Wiz, TS DFEF DI % AV T ADMA.
LR11, NT-pro BNP, JRERME % HIE L 7=,
ADMA X MCTD. SSc. SLE. PM/DM. RA.
MmER, SjS IZBWTENZEI 0.58uMol/l,

0.59uMol/l, 0.58uMol/l, 0.77uMol/1, 0.71puMol/1,
0.95uMol/l, 0.61uMol/l TH Y | IfLE R DIFEH
TEBILEMECCH-~, —F. LRIl [ZFEER
{Z 20.3ng/ml. 12.8ng/ml, 17.0ng/ml. 18.8ng/ml,
10.2ng/ml, 11.7ng/ml, 9.5ng/ml %7~ L7=(&
2), PH O&H® R 5172 BRI IE fF
(MCTD:40 5], SLE:10 %, SjS:9 . RA:8 f51)
THREL7zE Z A, ADMA i 0.52uMolll T
LR11 % 10.6ng/ml TH o7z,

PH DfERFIN % < R 57 MCTD, SSc, SLE
TR BERR A RS 0> 5 %VC/%DLCO 8 &
U%FVC/%DLCO % &% L7-, MCTD. SSc.
SLE THIFIXZNZE4 163, 1.86, 1.87 TH
V. %BEIL 155, 184, 179 Thotz, W&
X UCG To#tERZERE & OMEBEIXR bR
Motz PH &0 - EEHBIEIRER TR
15 L. MEERERIP)OFEIIIDL
THEHEEZYb> TRETH-Z(X 2).

K, BT8R CT A% v BT TERIT
EREIAREE (m-PA) R X O i EIARER (r-PA) &
BIE L, BT KEARRA0) E DL EFE LT,
X 3 1Z-x L7 Z & < MCTD. SSc. SLE Tl
r-PA/A0 1% 0.75, 0.78, 0.77 ThH-oT=, T b
H IP ORI LT—ELEZETHY
BRI & BERBIZE 4% PH EFITHEEI
EfETH o,

Rk 25 FEEE 1 PH 0 B E%E LB L OB S
2L LT, Xl2imiE ADMA EXEZTH D
EDEIRET LT, MERAERI DE AR Bk,
UCG I LB A7 ) —=r FEEOHEEREE.
SRR X O PH 26 B IBHRRILO NER
IR IITRLEZIL Th D, 2B, RBFIEIC
BWTIXPH O R 5372y MCTD25 4
Lt it & LT,

I OEFIDITE ADMA fE%X 4 (2R
7, .7 ADMA fEIZ PH 238 b 7= fEF Tl
0.55+0.15umol/. T& Y . PH & O 4 O
0.47+0.07pumol/L. {Zxf L CHFHFEMICEEIZ
BfETH-oTm, LHLESITRLEL ST,
INLDEEHEAERICHEIRA LT

(p=0.12). IfLi& ADMA f&I% PH &0FDFfatEIC
20O BN, WHEABEEFRBTART L L
TIHBEI2WNWZ L Eni, EREARICE

50



BEJRE2HF &2\ PAH EFICBWT, M
ADMA [IFEIARIE & AR 5 & OHWmE B
Ranzn, BEREZEBREBIZET S
PH(CTD-PH) TiZ. I.j& ADMA fE7> 5 FfEmR
EZTHTAHZ LIIRETH D Z LRI
77

KIZ, f7E ADMA fESNEMED NO & 5B
HEERTHDHZ LD, BEMIZ NO DL
HEFLET S PDES FHERI O E N MTE
ADMA fEICEE 2B LIS THENERIL
77o XEEH]% ERA R¥ERER L Y PDE-5 FH
EANEERED 2 BIIHT. FRENORIIE
T AHEERSEE L M{E ADMA EDBRIZD
WTEE LT,

X 6 1255 L7- & 912 ERA # 5.8, PDE-5 A=
FI#ERE L b IiE ADMA B L #HEREEIZ
FEBHIZ R b e i - 72 (p=0.99 I L U p=0.25),
D.E £

PH O3 E LTHRIE, BROLE TR OHE
ASNTWBEORETFHRA L NOSBETH B,
AOBEIZBWTPAH X 1 BICME L TERY.,
FRIFUR % B BRI AT % PAH LIAHEIZH
EINTWD, Ll 5, MCTD 21t U
DL LEBERBEEIL IP RLO0HEEDHE,
MIREEESRERE R EOEHLLEL A b1
BB EN D 5 PAH b O DILREE (2
) CMEMMER G 8 2fEoTWAT
BREXRH Y, EHROER TRENSERINT
WAHZ ENRTFRIEND,

T4 ERA R° PDE-5 [HER| 240 & Lz
Kk 2 7T IR DS CTD-PH ERFNZ b BRI &
XN TEY, BFD ADL R4AEMTRICH
WEBR LN TS, LixL PH DRHIRER,
5B PH 20 L 2 208 0n%
FHITHZ LIIRETH Y, HIERRERE /2
EOBRIERSHE L 2EE TIlT T TIieRE
ITHEITLTWA Z ENEW, PH EF DA M
FTHREEBOTOIZITRICZE L, 5%
WD 2 EBNETH D, RHC IIHEIRED
A72 B F ML OB IRELAE % IEREIC
HAHZEMNTE, PH OFFELZEEMICIRES
5T ERFRETH D, MCTD R° SSc BEIZE
WTC PH ORI R AZ T 5121, FIRE7RRY

RHC %EiT9 & Th D0, EEEMR CTHF
FIATZ DB ETIT R BEE HO0E D,
L7223 > T PH OAPERFHI XN 5 ER %K
FEICERLTITHO ZEREZT LWVWEEZ BN
%,
A2 CIIIEE NI PH O L2 TR, £
TIXRRIBBIERT 5 HiE L U CIERSEERE
¥R CT 2 % v | f{& ADMA i, i LR-11
BRI oW THRF Lz, R, —%%X PH
EBHORT V== TR0 H BT LIRS
U7z, CTD-PH IZEMRBIZAT A REIR
I INEIF, B YLIRAIZR £ A% PH 3UE LART
NHREINTWBEFNELL . S bIZHIR
L7z X9 ICHEMIZ 1 BEDAO PH TlX7ewnz
ELTHISNERRIE LN o ER E
Bbih b, 46, BaFLZERFIE UCG TOH
EEEEXEEIILTWS, UCGHRD B
HEEIHBIARIE & RHC (2 & A EBAMEIZIT—E
OMEIIROGNED, T LH—EKL2WNT
CIXEAMDOEETH D, 5%IT. MEIEFIEK
R4 L L b IZ RHC ##fT L 72ERI T, 7
ROBSZITV., SHIComMBERED Y R
777 BT EDEELEE LT T
IVERD B,

EfE i

MaE CT A ¥ v U ROMFRERERE. ME
ADMA % CTD-PH &0fOfERE LTHEHAT
H5, LNLBHBHICELTWS LW
2N A% b PAH ORBIFRE RIEIZ OV TRES
EITo T MERD B,

FAFRRER
LA XCHRR
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BERe, WTHER, ¥R, LEEE, €Bfnz,
EBEEE, LPREKRES, &L, SIS RIEE
FEAHEERIRICISIT B UL RNP70-Kd EH & UL RNAIZ X B
SLRHEE 2 RISTUR & 3550 UL RNPHUERDERIRAIE S
OFEF (Clinical Significance of Anti—Ul RNP
Antibodies Recognizing The Conformation Structure
on Ul RNA/70-kd Protein Complex in Patients with
Mixed Connective Tissue Disease) JJERBEES 5T %5
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HEBRE  ABO® B&AN) E6H EEEEE SARE
ERA PDE5 PGI
MCTD 16(51.6%) 2:14 55.1(*+19.0) 54.1{x16.9) 9 1 1201
SLE 7(2268% 2.5 50.1(x19.2) 59.3(%17.9) 3 2 A
SSc 2 (6.5%) 0:2 67.5(%+3.5) 60.0(x7.0) | 0 2
PM/DM 2 (6.5%) 0:2 48.0(+2.8) 60.0(x=0.0) 0 2 1
O 4(13.0% 2:2 62.5(+21.9) 73.8(*26.9) 2 2 3
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1
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A BRI E S (AR BTLARZEE )
LR 23 AR FE~YERE 25 SR E AT R =

B A S8R O TR T 585

L ) 7B - BHEN B
ERRREERY - ) U~T - BISENR i
BISRAAE - ) U TR KB
TLERFEL - BRSBRARY DRI
RHRFE + ) U FREBHEY K

JERBERT - BERY v~F# B
FREFEMKE - BEKRY veFREALY & —
FRRKRE - TUAX—Y U~FF RE#EN
WA TEEERAY - FH#EN #E
FLIRERI RS - ARBAEE Bi%

RIRFAISLRE: « DREEE  BR
FEEREEAERY - )V U~F - BRIYERF #iR

M hE WR B—
MRsEE e EfE
rEoRE f4 EE
WoesyEE Bt EH
MoesEE BT R
WA Bt R
mroesEE JIln gE]
moesEE )M A
kRFEE BE BT
EFERTEE H* T

HERMZEE EH RRK
mEREkE HH ORE

HRPR %

MAEEE

MCTD XA READ B R BEHRB T, LA/ —E&R L UIRNP HUiREME 2 R & 35 25, T ULRNP BB
JXMCTD 724} Tid/e< . SLE RCHEIE. ZHMMHKA - KEX, BH) v~F 2 13MhoRBER - Vu~FH
REIZHED DL, 2D OERCHMAEFT I MCID IZ8 R b 0 TIIR VW, Tk & /fks
(Connective Tissue Disease)FIED U R 7 Z ST UT-AFZEIXH B0, MCTD EIHDRRE Y R 7122\ Tk &
IR TR, A LTI BEIZ, D MAETIZHL UIRNP HiiREME & v 5 720 TE 512 MCTD OB M 72 &
NTWBEELHH, MCTD DREYD A7 #RETT 57D DEFIXBIFRITZEEELZ TV LED, I
WOEBEA ZMER & U CTEFMBIIEZ1T O BERH Y., V Uu~FEHEME LEZENILFR T, EFX B
F2%ATUN, MCTD ORGEY R 7 2T 3 Z LIIMCID # P+ 5 - DI KEBRENL L Th b, LEOHE
TILMCTD & SLE OFRJEY X 7 DB AT/, S8 (A XM 3,47, 95%EMEX T 1. 36—8.87) X MCTD
DU AY, BT (A vy Xt 2. 74, 95%EFEXME 1.23—6.10) L BEHROBEERE (4 v Xk 4. 45, 95%EHEX
f11.04—19.16) JXSLERIED Y X7 Thotz, 4B, EHIZ, SLEWCMZ, BEIE. ZRUEBRORIEY
A7 & HBRET 21TV, MCTD BIED J R 7 BT 2R L, AEEETIX 1 B 30 4L ED#ITIE MCTD,
SLE, BRRZAE., ZRMEHROWVTNOREY X7 % LR IWN, AXR—Y (A3-4ELE) 3EERBR
ERERhol, BREETIEa—t— (1 B 2-3#2L), BEROEESERX VAT E4-6EE, 2
D, a—t—% 10 2-3MUEEITMLEE 1 B 2-3AR2LE) X MCTD, SLE. 3&EE. SRMEBRXOVTH
DRIEV A7 & FESE, FOF v XHIZMCTD, SLE, BEE. £REHRAOVTRICENTHLa—E—0D
Fo XXV b RERLT Y XEERL, BREFEOBKIEDS MCID BIED ) A7 Th B AN RBE I T,
BEERETIZEHMTASMCTD & SLE DFIEY R 7 & LR S0, BEERCLSRMEGLA - KEHADORIEY) 27
ERBRODAHBEBRERTIEIXTE 2o lz, P BEOCRX VAR MCID HEED U X7 Th D]
BEMENTR ENT-, SEORSTIRERANPEENTRY., 5%, FHEBEAZFLE LEMREZITI LE
N5,

ABFZREW
BEMEREASMEBA (Mixed Connective Tissue
Disease, LA MCTD &W&3) I 1972 4E|Z Sharp & ¥
WWEhoTREBINZEEAT. 25 ) Fw h—T X
(Systemic Lupus Erythematosus, LLF SLE & B&T).
MREEE, ZRMEBHRICAONDERPIBEL., MEF
BIWZHL ULRNP LRI % 5 L 3 5,

MCTD IXJRRIREA D B AR R T, 1982 FIZEA
BORBERBIZIEESNTWS2 29 Borhid 1
13~16 THMEIZE L, FHFmIL 30~40 %R TH B
2) MCTD (238 b B M R ER ERBATR L LT
XL A 2 —H5 L5 UIRNP UM TH B Y 23, BT
ULRNP HiiRBEMEIL MCTD 721F Ti 722 < . SLE CHBZEE,
SRR - RER, BEHY v~Fh CIEhoBE
e VU FHRRBICHLED BB IED, HLUIRNP #
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KM TH o TH SLE RHEEIE, EREHROEREFT
REBDBZLBHY, 26 DERCHRERRIX
MCTD 2B R b D TIIRWS 3 2 ZDkd, ¥
SMZIE MCTD & WO RBEESE B ETHEMH VS >
3)

WAL T FE SRR (Connective Tissue Disease)
BIED Y A7 ZRE LIRS © 350, #ak
RRITITIL SLE ROSREZRE, S RMEFK - KEK, BEY
< F . overlap JEEEHER CIENDORBER « U 7~F
MERBNEENTEY P MCID EMOREY X 712D
WTIE L <o TWiavy, BEF S 135 & IR
12, HRETIH UIRNP BB & W 5 BT TR I
MCTD DREiNZ2 SN TWBE LS THD LR RTW3,
BB D MCTD ZRrEE (1) ¥ I3BEER IV
FRICENRLRWEVWSIHEHB T, b5 —20BEKFEOZ
WrEELHE T 2ENSCEROBRBEOZHEESL
BEELUHEETEARESENTVEY,

ZD7H, MCTD DFRIEY A7 ZRREHT 57D DfE
Bl BB CIRABRA R UEE SO W EEL I - &
D EED, LBORBEA ZRERF & L CEHIXT B
PITOLERDY, VT OFEME LEZENLR
T, FEFIX BB EZ TV, MCID DOFIE Y X 7 %R
TBHZLIXMCD 2 T3 27O KREBRIEV &
TH5b,

FEL2IXTTICTREEBREZEY., EBEREEZ
SRR & U 7= SEBI%E BRAFZ24T 72\ MCTD & SLE DIEFED
YRZBEBE LY, FEERMEDORKAEY X 71X MCTD
TITBRLE (F v XL 2. 20, 95%{E#E X 1. 08—4. 48) .
Ry (v XLk 1,93, 95%fE XK E 1. 00—3.72) (&
2) 23, SLE TREE (4 v Xkt 2.13, 95%EHEXHE
1.08—4.19) . 8B (F v XLtk 2. 03, 95%EREXE 1. 02
—4.02). 1T (v Xtk 2.15, 95%EEXE 1. 09—
4.24) (R3). BEHOBEERE (F v Xt 4.77, 95%
fE#EX M 1.23—18.60) (R5) Thot, E6IIm
LI, FRICINZ, BE RETHELTH, N
VR (v Xt 3.47, 95%EREXE 1.36—8.87) X
MCTD U R 7. H1T (A v Xth 2. 74, 95%EHEIX
1.23—6.10) EBRROBEER (F v Xtk 4. 45, 95%
EHEIXE 1.04—19. 16)IXSLERED U A7 THhH-o Tz,
NRUBBMCID DY R7THHZ LRXEERDOELR
ERLTWAEEZOND, £z, BTHSLED Y &
I THBZ LT, BHBBOBENSEN I LETEL
TWaEEX LN,

A[EliX SLE\ZIBM LT, BBEAE, ZRMEHRDOIES
SRR Z BRI 25 2 LT, MCTD TEHERR S
NV OBREB CTEHENRONAEE bRET
HZ LT, MCTD OREEREZHALNMITHILENRT
EBHLEEZLN, BEOKRBOEFIX B EIT- 72,

B. F R 5
MCTD BRERFEMDIEE OHEa% % H.00Z MCTD B3, SLE

BE, MEERE, ERUEGRBEEREMNE L, R
FURSRE . —id B e AW EGIR B 24T,
MCTD BIED Y R 7 LHMOBFERFIED U R 7 % L
T 5, RECEEZERIIERLRXOT v 7 — K TH
45, HEROFAEEICL2/EL L, AREED
HH, AIEEE, REE., R, EEEOE», &
E. BEBIZOWTHBEROBELZIEKET S, HEEE
X0, Fi, Bk, KE, OARBEECEE (¥1#
OFH, ERES. HERZK, CALOFERARE). @
AEEE (FJE, BRE, E5), EIEMSRE. BROSRA]
ELE RV RZRE), @RATE (B, AE. A,
G, TR, Rvl). OBFER (FNE. mifE
REEED), OFRFERE (MH. £ x570VoRBER
7 EDOBER) ThHB,

(fREEm~DEE)

R RE~OEFIABETITV, B4 O BREXHE
BEADOTEABROELHZH > CTRENELDNT- T3,
ARRIZE <Y 7 ERRFIED, FBNERO/RES
BE0EAREZETIT-o T,

C. FZEfE &

#7110 [ZENFERERT,

AEEETIZ 1 B 30 2L EDAITIX MCTD, SLE,
TERIE., ZREHRE - RKEHGROWTHOREY R 7
LR ESEREN, ARy (BE3-4EULE) XEER
BRERERdhoTz,

BAFETIIa—— (1 B 2-3 FRLULE), BEERD
BEEX (RUETZHE46EHULE, o, a—b—%
1 B 2-3#RLL B3/ A % 1 A 2-3%LLE) i MCTD,
SLE, MEIE., ZEMEFRAONVTHOREY X7 %+
HBE®, F0A4y XHIIMCID, SLE, WBEE., L3¢k
K REBHRONTHIZBW T a—b—DF vy X
b Rk&Etdy XthERLE, & (LH1E
PLE) IXSIEREDY R 7 & LR ESE, BBFEDNY X
s LR SEBHERERLE,

BEERECIZEMAS MCTD & SLE ORIEY 27 2 L&
SRR, BEESCERBEDR - KEHRORED A
TEIRBROSDEGERTIEIITERNoTE, T
LV —OBEFEIL MCTD RBIE U R 7 2K T ¥ 517
LTS, SLE, WA, SRMEHL - KEHRIC
BWTIEZ0 X 5 2BERIIRDO R o7,

DA, BEES, LEHFEZE, BRFE R EOATEEER
/X MCTD, SLE, MZHE. ZHMEMBE - KEHRONT
NOREY R EHEROSZERERD o7,

AFEREIZBWTIX, RIE (BBEBRBRAZ2NZ L) 1T
MCTD, SLE, BERZHE. SRMEFX - RKEHROWTH
DEIEY R 7 KT S8, HE 2 ABLE) LFE
1X SLE, REEDOREY A7 % EF X7, MCID,
SRR - REHRIZBONTIEZEDO X 9 2 BRIER
B BIIR Do T, B O REE SR04 ) 4F #6513 MCTD, SLE,
EIE, Z2REHR - REHROVWTHLORIEY X7
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ELEBEWROD HBERERD R 2T,

FITIIR L TW WA HEERCTEE 1L HIR I & B
BRdHBEEZBND D, FEfh L BRI EFIEL
7-HE (2 ALLE) LIREED SLE L MEIEDFIEY R
7RO, HE (2 AL, REOWTIbHE
ZHCEBERV RO ERZRTIEIITE Do
72 SLE (2 ALL_HIPE : OR=0. 45, 95%CI: 0. 07-2. 93,
VREE : OR=0.73, 95%CI: 0.73- 8.04). WK (2 A
L HE  OR=1. 12, 95%CI: 0. 15-8. 10, ¥ 7E : OR=3. 18,
95%CI: 0.33- 30.85),

D. £%

DHRETIIEESBE OBEELE (R 1) ¥ A MCTD
DZWHZHWLNTWB R, MOBRFE (SLE, H#E
fE. LRMEFHR) OBWEELZLIIHE L THERA
T3 E5ITE o TWRWD T, MCTD OB W27~
LTWTHIEPOBEROZKERLHET 56
X overlap EEREF E 2 BT ONBVESLH Y Y,
FE il FREF R D RERLREICES L C OB WA (B E
¥EETte) 72O ONCERTERB OFMIZ OV TIX MCTD
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