LIATER
ESHERARRIRET3 IS
FREFLRBAFLE

1 #® ®

BEMEHHALR (mixed connective tissue disease,
MCTD)&—Fi il 7 7 5 1% B I BE AR LA BT R (ANAD A
Hi ul RNP(nRNP)FUIK, WK HE HiEH S XFEMK £XF
B RN 4 B aEAL WL . BB ST RERRRE S Bk
SRR REE B 1E . FR5Y BB A B AR B0 B n] 0 5o b
BEMFIBHLEHHLR, QR E R (SSe)  REEHE4T
BURAE (SLE) .2 RAENL AR /B LA (PM/DM ) L 26 X3k % 95 %
(RA),

BRRE R ARIUR A, BRTAK B ARMER
REPE S B BB w1 RNP HLAK KA u1-70 000 Hiik, 50
14T u1~70 000 Rtk T HRMTEFE R T HMASTEIL, ul-
70 000 FURB AT MM M EHHEN A S REURS
AEBA4IHEHE (HLA)-DRB1 * 04/ * 15 S ¥HENE
25 MCTD k. &l MCTD X% 2 AW, BHELR,

2 KRR ’

BE TR AR AR RS S 4 4A% (SLE \SSe
PM/DM = RA)BIIRIRAEAR . 4R 1 MCTD HA 19 BRIG KA
FARFET B, AL AT LARIZE B, R EIR R & R IR
ARAF . 2% 700 550 u Il RNP FUH B 5 W KA
REXUFMM KR HHUER RN RS,

2.1 BHER. RERBEAGHEST IS LW BAFRER
%, HREHAFR T &EE B ANA B, BT
AL, ROMLEEHFHLE (UCTD) BEA NI EHEER
ulRNP HLATUR LG STRESE B 0 MCTD; A tE&EMAY MCTD
BOR, KB PM. SRR MR 4 IREEIR
H S BN = S,

22 B ABEIN & AT ER MCTD £ B A9 PR ZBLA
BHEER.

23 XV XTABMERILTRIA B KEHERS
—o 60%BERLKR BRI XY R, B4 5 RA MUK
BHY , i dst KRS SURMAIIERTE . B ERALE ™
HHERMMERT, B LR ERT X THREHAXT
WIR . 50%-~70%H & K2 MM F(RF) B,

24 FBEREE. KEBBEFRE TR REERTE.
HHR R MCTD B ¥ AR R R Z—, B8 FH
B2 Fhbak, BgE R NRRRERE, RILR B
BAEROTBE. IR EQBARNESS R4
MRS HRM AR K N R EL,
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2.5 WLAARAD: DA R MCTD # WAAER, (B XS5 B E%
FHUHRAILE S DR R H s B A SUE . MCTD HISER95
AR TENR KA L1207 T8 5 5 R R PRI (M) AL, 3
AR R IER DM FHHA S8 PM AT SR, KEHEE
IR AETEESERENNTRTEERE, XEREN
BTN R R AIRIT RN B . TR RIS E
WRAEE R, W B R IR TR M , — 18 % MCTD
MR ERIENR I B o] BB,

26 L OIESEHNEZ R 2098 BECBEB(ECG)AE
%, BERLMAERALERR, H0BT KALEESS
o DEREDHZREHE LARKEBR, LT 109%-30%H
BEBACHEELR, CVNZRHEZHER, —%EE
RO B A TSGR, Wilhshhke e BB
W TCAER o KT AETE 57 BAEURIR NG 28, v B0 2 il sh Bk
B £ BT A I A7 2 WA H RS0 1) 0 K A FFO M 30 Bk
BE, BELHTEELEOFE AR EREEF
Sk E>25 mm Hg (1 mm Hg=0.133 kPa)s

2.7 W 75% 0 BB A A1 B 2 R, BSE H BA AER . 309%~
50%84 8 5 7T & A 8] Btk i , B R AT T 0% | PR PR o
FORE R YL TIE . BG4 34 CTOHRCT )220 8] 5 14 il s 2k A
R E TS, PTem-—2 8% X Z B (DTPA) B A B T
A BT HRCT MIEH WA MIIE R /M- bR R
FATT R E AR BB . ARSI 0 ) Tt A
FOEH 2,4 SR 2598 B E T & B H P i ] i
ek, BATR sk H B MCTD B E MR
AR FREE 3, 46 MCTD A 3 bk 5 PR3 8 2 4k & T il i
S 44k, B T I/ kA B A e BREAE KRS,

28 BRE:25%BEAFHBE. RHENH ol RNP Hiiks
WY/ N R RERIHRIPER . HBHE RS
RRL Tl PR B4 8 NS/ R 4, B
WS RFMGESE A SRR EREER FERELR
BB R R, SR Eg kil

29 HFEL:BHEZRYRT 60%-80%8%. RN E
HHZERE , 87 LA T RBEANE AR, %
23 HENEES RS R A R . T A R AR
EHM B R B R R EREKR
Wl SR YRR YRR AL L B B eI R RN B 4
B I T e B Tk 2hiiE RIRR AR MAT 4 .
S ETL SRR R ST

210 HAZRE: YHMZRALREHRRFRBENIRE
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L. 5 SSc —HERH MR = X 25K, LA EH ER,
ZHOTHER MBI, FLemEmibRs s AEER
PR LIR RS, X 2 B85 A 46 1 B i A R S A
MR TR A S8 7R RPN 22 . TR VE AR R A rT BE R —
Xtk 6 2 HU 2 25 (S H R AR I8 35 BB I, —Ff
FEBEIEE FE NS5 oI RNP IR LR R GR B E
ML, HAthiss RG5% REBRERAERIE SFREEHE
BIE B R B MR it AR %,

211 ME . FBERRILTFEFE B HH— RIS
FhUIN 8 P RE R B 48 A b 2 AR B MCTD 4% AE 4% 84 i &
AR, LR AR A S K K R B I FE AR A PR ek
F, MEEY SR MCTD BEFEPMERENEER
, BREHCRA P EEMME BIRGER A MY KM
BKHIRAS SSe BERIRAMF. 13%EETR “EANM
" (bushy pattern )AITEZS . 45% B AT K AMB AR, 5
HWHHAR B E 5 &R A Z ¥ .5 ulRNP il
TSN R ARBRERARE T, £ mERE P ESRIE
Ho

212 MBERL:15%MBEFRM. 60%K B E Coombs ik
B, B IR AR 0. 75%0 8 5 7B LI B 40
REANEHMRARELS, X SEREHE R, MM | Mk
P /Rt 58 ST R B A SR I, R FMA
HET] T4, 500835 RF Ptk oL B4 Hi-
AURA33 WA TEE B S EN X T RMX, JLBEN
PR ACL) BRI HEE I i iE

2.13 Hit: BETHTRESE(SS) BIERE MR
B A BRI 2 AR A TN, 13 BEF AR .2
BREEERP A SRR,

3 ZHER

3.1 MR IEFERAR X THLETR PR F
BAkag A, R E LB AT ANA FIRTEESL ul RNP
HURRYE, WAL Sm FLIKBHYES , B MCTD MEBE, S
BEHL ul RNP SUARZ 20 MCTD AT DHI %A, I0RHT Sm
HAMME, NG E SLE. BRI MCTD #93%E E XK
%4 (ACR) LWiiRHE, {BxT BB B/R : Alarcon-Segovia
(1986 &)1 Kahn( 1991 £ )1 9 2 M2 MR HE HURHE FIHF
SUBRFH(DHIH 62.5%-81.3%F 86.2%), NE 1, WHEE
FRAREHE R MCTD 24, i — & & Bl K R E A& SLE

| RA; ERYEEZHIE 50%L LR BERS MCTD #9112
bR

3.2 % 512% :MCTD & %/ 5 SLE.SSc.PM.DM.RA.SS 6
FR@HAmALRHRET], R ACR SALH S LbRHE, 3T 41
BIMTRIBHSRALUR I AR, MCTD REGESH
FEBE AR ANA FIHT I RNP BUK, H A BB B ERE
% FMK, 7T SR B NS SALRE R BIKE A SLE.
SSc .PM/DM FHEBMER, LERE  MIEEREFTRHER
S ANA REEEHT ol RNP HLIRE, HXCREESH AR —
B B RO GE AR AR S BB A MRS i R A D LY . RELB T
NRENGEHALHFPIER, AE—EWHEREL. i
#h ,MCTD T BEfE R —mHHALL SLE BEER M EERH, EH—
B LA SSe 3K PM/DM .RA BEEER H EE R, UBAHE R
RS Hs0%. B, BME C 2R MCTD RI&
#EETNEREERE.

MCTD &b 5 HAE R/ A LR, I UCTD MR E
BEAE. MREBEAM, FHALRKREYNBENERAY
1.2 AT ER RN K SE IR K ARIE , I R R LA SR
AR R 2 XA ANA FHE 8% A R LS K —R
By sR B YL A 4R A MCTD, ERXFER F, BFA
UCTD B hiE Y., MRERESE AT SSc(AIRAERE
B 5 R k2 R B H BURBRA SSe) SHMEHALSIRNE
BRI SSc X H YA, MREBLEEMHMELATFAR
HAURMELS | HEEMMELTR FEAR ML,
WERXTEL FHMA SSc BEFRAE BF FEs/Mg
ZEHHSERFIS TSR A Sk (REREREE
FE AR C B B ),

4 BITFFRS5EM

4.1 J8IF: AFRHGIAITLL SLE .PM/DM .RA F1 SSc BT IR
WAERE. OFF FXTTHIAES, T HESERRS .
HUEZS /M RIREAR (<10 mgd). QUIETRAFERH
H.BE N AESERRY, EREE MATEZ S &8s
BIRIRFERF(INF)HIN .. @QFEFIUR  ERRE, 8%
FHRIMAEH 2R A%, NS5
8 B R , a0 2K HF (nifedipine ), B B 30 mg;a-Z kB
R, AR ( prazosin ) @2 HERNTE . B4
AR (52 RIGREERA 2 R HRE) Hig 3R
FRERE R AY) i R R v EH N E B ZREA,

£ 1 MCTD B¥itriE

WiH Alarcon-Segovia bR Kahn 79
MF¥RHE B ulRNP= 1:16000 MLEEE ) FrAE BT L ulRNP BUK, M BEA Y ANA T5/E = 1:1200
1373723 1. Fhik 1. FHEhHK
2. WER 2. MR
3, LR P s B2 E) 3. MR
4, FiEHS 4. FiHAR
5. Fismbddk

MFFARERED 3 RURKERE , 25T L 45 AR 2 L 5%

M FARAE R 2 3 SR RAR M , AL 55 PR % s AL
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W # (bosentan). @QUAMLR A FERAE . L FREN
1~1.5 mg-kg'-d™, METAE I B GRS R AR I R R
F(IVIG) BT . @M shIkE HiE MCTD BEBEMEER
B, BiZ R BRI R AR . AR AR 3 Bk E - i
H B SR FOERBR LR /1) B Bl ] D PR Il B B ok B B i
BRI (ACED IR FEEF] 12.5~25 mg, B H 2~3 WK W1E
RN R ZARFEHR, OB, A AR A 3 Bk 5
- BBk STRTS5I3AE N A ACELJLEE B AR TR,
O AR 2 380 s B (6 P B s AR AR . D AR ZE 4  JREAE B /N
HRER BRUREELE, HREEARERA ACE 8/h
77 B el A DU ARIR A T A B2 5 P2 & MO IR JE AR 15~60
mgd, IFBEERE M RITE ™A 1 XS0 AT (chlorambucil)
BHAD, BREAE - LMNAE LREREEEE R
A /ANl o ) DT ARIBE & N A S T B i 48 T B3 A4
ACEl BAERAE . KB EH 15~60 mg/d, MIFBEBLIE #p
HETFENA | REEVTEHAL, LER T ER.
@REIhEERElE , FWHEME . 58 THRIT R I & i
JRTF- T 0, A (o PR L (R S R AR T s RHAYT
T¥E  AIRBFERAIT . B R A E R, I
FESALRE. NN ST IR R BLAEE,
BRI AR R FHE ARAYSLFE R B T R B e

[og=4
BEREE
1 & &

BRICHER 6 FiriB 44 H 2% (diffuse connective
tissue diseases, DCTDs), f¥E R A HELLHEIRA (SLE) . Rt
BN (SSe) K PEMLAR(PM) BLALAR (DM) B RUB K5 R
(RA) THREEEIE(SS) o AR R MR IELF ST, W Z 2
WiriEbrdE, UM DCTD B% W HEEREHNER, ¥
FE— SRR R, MRERR XTH IS ]RE
HRER BT IR (ANA) PR S 38 8 FR A SR AL a8 44
#4 5% (undifferentiated connective tissue disease, UCTD), 3L 4P
R 35%i5 R Sy M DCTD. FLEtg LT, —# DCTD 7RI %
A 55— DCTD. WiHH [ ALK DCTD sl Fpsett AR
BERAMIRF SR LA A FPRM F HHALHENR
AW(MHC)EYIM KR, Bk, B4 20 Hr s BRAFAE 1 M 752
HHE KA B TR — K B R R SE AL RATHER EISHT |
RITAKTG . ERGAMEEE UCTD., BEREELGE
{E WLk EALGAIEM MCTD, KX & 7, I HHRE
BRI, P, NE S BT IS R i T SR
2 RPUEHALR

SRR B B TERRI AR B, WTRB(L&R A 1.2
NEREMERATRFHE, EEARUHRL. mirERE
HEHIE, HFARAEARIERNSXTEM ANA

HEE ; 37 A H, ZAAMHBTZ R RME 5 B IR AR E
PR AT JURAT R Z5 4 Q0oL 58 < SR PR R S 3 A BRI
JHe LR P B3 o ARSE 05 SR - B ) B

A AR B A i R BB, BT B ShEE, B
YA
42 FURFEIE BEEINR MCTD TR AT B i B 5 R
RiyT R BRTEWIH, A RHEEI ol RNP HiiAE R
RAECE BRI KA R A A RERE TR,
MCTD H SLE filf B &, (i RevEAsh ik FEALOME & AE
£ MCTD BELT M EEFNE, LUK B MmN & IE
MR RBFET-, Sharp’s BFFRABEI 47 B MCTD B# 29
£, 62%8 BE TG RITF, 3800 B E BRI, KM
11 B1(23% ) BA&H 9 Bl 55 30 Bk & A8 6,2 £l 55 MCTD &
%o B8R, KEH MCTD BEHGEHM B, SEHSH B
Wi %, BEREEREWNE, '

ENBEE 50 %1 MCTD B& ,5 FAETFEN 80%. HH 13
B1(26.0% ) % J& H HALE A5 H LUK , 1045 7 Bl SLE, 6 B SSeo
23 BIFF & Sharp PRHEM MCTD BEH 1 B (43%) KBH
S$Sc,23 BIFF & Kasukawa IR R EF 7 §1(304%) B R H
R HLUR, 27 B A Alarcon-Segovia bifE Y B &
12 $1l(44.4%) K & AE A4 H LR

o EXFERT, 2Hh UCTD BNiE Y, 1 T1%t 665
UCTD BEK 5 FRERRE, RE 34 FIBRERENHL
# CTD, M RA 13.1%,SS 6.8%,SLE 4.2%,MCTD 4.0%, &
KR 2.8%, RAMEME R 3.39%FH PM/DM 0.5%; TERR 5T
2HENKRBABSH CID WBLES. ERTELEREE
12.3%s

2T UCTD M B SeHEBR B R TR (OA) BB R BERIR |
MBEEMARYEE ST HAFEEXNRE, B
RA L TR (SpA ) JXUBH SLE/MCTD %4 5); B —it
XA RE,F SR R TR R R K
PSR Fo AT WML MBS P 5 & T 40 915 s e L
W 0E % A AR SRR R H H9% .SSe MCTD .SLE ,
CREST %%,

UCTD HBLR AL 5T & $74E % BUR B A B A DCTD &
BB, WL XN R ul RNP HLA TR MCTD, FHAE
RINHL SSA/SSB HLAATR S8, Fi#BlEMBA A ANA BiAR
WA, 0T R i R URE F (RF) B RA, KA
KEERINEFRS ANA =B AU DNA(dsDNA)HLAE I #75 5]
B R ASIE.

3 BRFEREAT
SSc MlE IR XAF BAMRFNE, NHEERERNREN
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BRARER G RIFHRBYE R, B E 5HAL
HALREAEREA. FEHRAP ILEBEEERE
ERAH B KRZ RO B ERHREFERR, I CREST(C:
EETLE ;R EHEREE: R HE RS #iRe; T £
il EY K )R A ELCREST LA E. K#190%H) SSc 8
HANA MYk, SSc HXPUAEIESITHINEHEE 1(Sel-70) .
#F# 5 .hnRNP-1.RA33.p23.p25 .RNA B4 H8-1(RNAP-1),
RNAP-II .ulRNP.PM-Scl A HEH AEH Ku. WK
YAHLA Th/To %89 B B,

FRUEMGLMESRRNERE ., REEHX, HE4
FHR(ACA) . HE U3 snRNP HURFIHL ThiTo TLIRFHHER 2
&5 B IRRERE B .. Wi Sel-70 il .ACA 3 RNAP Hilk
PSR T BMARGR R X HHH PM-Sc
AR BRETANR-BERRAEEN G BREFEENK. XS
609%FE [ 9% B A U B AR ,35% RF Ftk. SRR
XN RESH RA33 FLIEHIR ; SSc ME R K FFIE R AR
B e mE R FE R,

JRBRYE SSe H SR AR M@ 4L (primary biliary
cirthosis, PBC)E & , 7§ Reynold Z5& 1, MRk PUIK BB
PAAHUKR(AMA) . RZ,10%-~29% PBC B# ACA P, H+
NF—EBREHE CREST AR RR,

50%~80% I B E I HBRENHZR, BETH PM-Sc
HUABEYE PM/DM RIUAIUFHEFHEX R, BABRERNR
AR, ZBOTH R IR, SSc/SLE EBLZAMHMR,
{H SSc H B ANA PHIERIBEREE ACA FIHA Scl-70 TUAE & .
— MBI, 25%SLE B & H BB Scl-70 HiikBEtE.

4 MKBRSEE

PM.DM futE4l Bk Bl (IBM ) 222 L 5955 5t RAEAL
5 (1IM), [ (7R 2K 0 I 75 % 45 4F 9K 7Tt BL#E SLE.SSe.
MCTD 1SS B #H . IR EBLESMERFIRS SSec WESHH
BE PM EHE R, MXNEREE SHIEARER PM-Scl #i
& BT Ku FLAR ST ulRNP Sk B Jo-1 Hilk FifE SIRBIE
H (SRP) FIHT 4 Bt B 55 % B RNA & B8 (ARS Hiik. 5 PM

HXRBRAT BT AR 3 1 K B ALY (R Rm st At 8] 3¢
) AR R R, MR ERSATEHIE
ARS HUAMRM B E RER EZBAME, B KRERUER
LR RAB0%) EERBEAERFE(T0HETF),
50%~90% ¥ B EH X A575 , 509%~80% 1 58 4 B B A
B B E R AT BE R ARS LR AR & MIFIEE R R T, 3F
AT LER TR ALAT 5 H BRIl 54T u Il RNP FUlk XBGE B
WF MCTD, B2, —sBERM IR, REFERS,
HAH B ul RNP FUKBEE B FRMERRR . XV RAMZE RGE
R Wi SRPHAMHEBE R E =R AEHBHNLES
BEWYAEITE, iR AR BHAHE

MR EBBLEEENLE, NAFSRENRINED 17K
EMT SIS R B Sk, RRFIEERE %
TR BHEIG SBWEL TEE XL T A SSe B
ERNE. RETHNGESD BT . i—E R E
(DLCOMETFIE# T HEA 70% M358 X K X CT BnRFH:
iR ACRIRAE BT dsDNA HUA I AN I AE | 35 B KUB 7%
%2 (ACR)RY SLE 2WTHRAE 11 £7h 4 3K 4 &L E4S1E .
MBARGAE, MR SR OEH & BB (Jo-1.PL-7.
PL-12.0J .EJ .[KS)¥ifk , B8 Al % A S Ptk (M g m s Rtk
B BHiik: ACA i Scl-70 .RNA R4 88 | 51 .Th Fiik ;B
REEMAXAGHAE: H ulRNP.u2RNP.u3RNP .uSRNP,
PM-Scl.Ku #1 SRP. BfLEMAFEK), XHIEEH PM A1 DM
SERGSEEAMERTEMAT FEEEE N, ARN
PM % 21EMRR, 5098 R R R IGIT Tk, Uiy
DM JL¥(92% ) E 12 E (2 870 BEXTHER HHME
WITAN . MREBSGAEGER M ERTFE ) JLR#xT
B B R AT N (2 90% ). ERLESMERTRYE A SHilks
W . P& M. SRP FPITLE AR R HATT K
BAINLA, TWHE ul RNP.PM-Scl B Ku R &30 5 B2 R &
AR,

(e B $9:2010-12-16)
(AR K E)

RiBZGEE QBRI KRG RS

-THE -

RTA 2010 5F 7 ATEMIRBFREE B PMAMFRORTATECE, e B B TURIFR . KRR B2 &k
FEEFARCHRE A —RRRACEE N E LR FREL. BRARKBKRE, GFPRUHE . FLECRIA,
EXEESIR RHRE R (ERET BN MTIESE, 0 LENSE UMK,

bretiks e

FHRE
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