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A SR EFARADE GERIEBERFAER)
TR 1T EE~TR 19 FERATFASES

REARBESHRROREBRALAREDREIICETIHNA

FEMAEE : =F &t  EBREREREFFEHERGEE - #i%)

MREES

BAMRESHEHER (MCTD) XbAEICEWERAETHY, IhFE TOFEMREIC L B
EEPRFT R L 5t UIRNP Hifk & ICEBELBEENRH D Z L, HAREL Y SLE, SS¢, PM OWTiL L b
BRAMEORGEEBRBEEETHI L, ERERE L COMBARMEMELEE (PAH) AE
ECHAZEMNALNIENTE. LiL, MCTD DIFEFREEAFICIZRBTRARENRES,
EHTHDOEN PAH IZOWTHREDA A=A LZIFHATH Y, ZTORBECOWTHEEME
PAH L DERAZEDTHREEL ORIEENPEIN TV D, MCTD OREFEFAFEA & 6L
S D7, 1P UIRNP HifkE L G0 iE R F OFRER, 2)MCTD IZE&6 32 PAH DER
FEES L UYRBEDRRRR L IBRIEDRESL, 3)T EF L RS MCTD DiEEN A K74 LV DERE,
REAHEREEL LBEROMFEITRER L L TEREINZBEORR B L.

MCTD DREF AT BRBERENE V. #IZ MCTD OMEFEN~—I—ThHLHM
UIRNP FiiEBSWIZ L TEE SR, BEIZED L IITHIPDLIDIZOVTEBRBTRATHS. K
B3 CHL UIRNP i 2 EA T A E- R8I ET LML S =2 & (M), HulENEHIaE
EOSHSHEMEIESNEZE (BHF), EFA~Y R LY E /7 a—F /)L UIRNP ik % 558
L2 L (BEH) 1 ZMCTD OREEFICKERFRHNV ZELX DO LHHREIND.

EGTFTHOEN PAH IZOWTORIE A I = X LDHZEIZEV T, NOS BEETFEE) PAH FIiE
OFRRTFE20 552 ¢ (B), MEFEH - LAHAMROMEZ E PAHIZBIT 0BV ETY
7T HEXIMI S E L TWwWA Z & (BY), EEBRFEHRBIC L MEBIRNEERICERORRE
{bERTEMETF L LT BMP ZREBRESH, RFFURENEBEREIC L 5 MEIRN A
Bz 3317 5 BMPZ BEDRBUR T 2 3MH| L PAH RIEFRF-CIEBISAOFREMN TR IR 2 & (R
£) IREICMTS. &5, MCTD DJREEIC Ang-1 & PDGF 23532 e dH 22 & ([
M), NaFlR~L7F 23 MCTD-PAH 02l ¢ BEEEICERATHD Z & BRH) brEhi.

PAH DIEEIEICHOWTILEE v 2244 7 U VRIFCT V K Y USSR EEBERESRETYH
Whs &2 o725, MCTD #&LRBRAME PAH (23 L CHERM PAH & RRICEWVWBIREZTRTZ
ENFEAEINT- (EA). %AREIHEICEL Y MCTD TiX SLE & i3t BREICHENHD R T o A
RERANE DR DOEREMZ D ATREENTRB Iz (ZF&RHAR). MCTD @ PAH IZXT 5 AT 1
A FOPRIZHOWTII SR ILFRFFEIC L B Al & REDBREETH TH 5. MCTD @ PAH TR
%M PAH L B> TAT B4 RROREMBIRICKIST 2 REERH Y, FEME PAH &I3R2-
7o DOIEERES AT OLEERKE V.

MCTD DERICET A BEXBRD VAT~V T 4 v 7L Ea—IC XY T ETF VAL~V 558
L, T2 TICERBRSTRLEEEOEHENEEZ LN S MCTD OIBRELXEHL T, =7~
ZZFSUNE MCTD DIEETA KT 4 2B L=, MCTD iZE#IEZEZ N TWIIZEFED
FVERTIIRW-O, BEOEMTFHR L QOLKEIBE THY, A1 FIAVREICL Y 2E
TO—EVIVOZENBFREERAD.
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A. TFEEN

BAMRHESHEBA (Mixed Connective Tissue
Diseas: MCTD) % 1972 {Z Gordon C. Sharp &
WX > TIREIN-HEBELET, 5t UIRNP Hi
& Hmtt & et 7~ b—7F R (SLE),
EZGE (SSc), ik (PM) HERZ S DERF
DIREEE R L 5. KETIE MCTD DR EHE
DMK L TERDH D, PHRETIE
1992 FELIRBERBIZHEE SN, 24 & LT
I EET B L EHIT, ZNE TCORAEHFEIC
XV OBRETIEHERXE D LEEOEVVERTH
LT L, FHEREERFTRLHL UIRNP Hils L
WCEELREERH D Z &, BAREL Y SLE, SSc,
PM OWTF & bR HME OFER & BARE
¥ETHZE, ERERE L TOMEBARMER R
MESE (PAH) REETHDL I EBHLNICE
NTE7=. ZIE T 1982 €12 MCTD FAEZE
HMREELUR, HEIOEEZFEFEREIZL D MCTD
WX FHARBZ PAH R E<4T LT
DEWRBTIIRWI EBBELMIENE. &
512, MCTD 22t F5| & (fa)118E 1987), PAH
ZWroOF5| & (BESRIE 1990), MCTD 5% E&t
(BE{EHE 1995), PAH OIEEIA KT74 2 (GF
FEE 2004) PMERREINTZZ T KERBETH
v, EICE TS MCTD OEEERZEDM _EIZK
S<HEBRLTE .

LAL, MCTD OJREEF AR ICIE R &

NEU. B2 MCTD OIMEFR~—I—TH D
i UIRNP HLER VN L TEE SR, HEI
EDX I THhIrLINDIZOWTIERBRHATH
5. M TFEOEVDPAHIZDOWTHIEIED A H
= XLEAATHY, TOHEBEIC OV TR
M PAH EDRRIZEHTRBEZ ORBER
BEENTWAD., Be2lIr»d5E8EHL,
MCTD ® & 6725 THRWMED - DI AT
b B AFRIIEROPF I CRARR
ELTRINFEOMBEELBEL, 15
BEAEAMEREEL 352 LT, MCTD DR
REMEIAZBIE L, REEORL EEMTHRUE
EETZEEBERNE L.

B. BN

1. $i UIRNP HUEBAERB IR BE OB RtE
M EEICN T IRIFRERT oA FgRE
ORRE (SHER LR
HEMETRT 2 L hask LR O/Im & FFEIC K
Y 5T UIRNP HLiRESH: PAH BE X4 5 R T 1
A4 FOFERAMEFARDZ L2k D, MCTD &5
L &F 25 UIRNP HilkBEHERBIRBICEHF L7
PAH {BFIEICEAT A ET VA% L VR
THZEEBMELT, ZORBRT o ha—
PR L, SMiEsRICE T 2HEBEESDOER
20T, ER= N —ZRE LT

2. Pt UIRNP FifEE L Mo RERF0RKE
HER

L UIRNP fifk B HoH - R E N
Pk EFOBRMERFORFEEEBRTH72HIC
RN M ENE MR &% Bz in vitro AF3E
WX ORISR ER Li- (B, #H, &M,
B . EHICEETANBIER LIZAAA T Y
KN—=ZB\CE /7 m—F /L5 UIRNP Hifk
FELESEIE N7 L (BH). £
P UIRNP JUEEMF % X — F~ 7 X2 T fifa
EBATEH R THRE L ().

3. MCTD (24 8t7 % PAH @ B RER X YR
HROREHA & 15

MCTD (Z&6f3 5 PAH (MCTD-PAH) D&
BB L UOBERBELZEERE TR LE (§
M, %&i%). MCTD-PAH DJREF SR % Mm%



EEEICEET AIREET, BEERFPLER
L7- (B, F, @\, #HH). KEERZEICL
Y FEEFRENRIME N RIRIC B ORELLE
R BIEFHEAREL, TNOHEGFOTNH
PAH OJREEICE ST 5 R FORE L RA T (F
4). MCTD-PAH (28T B AT aA FEERL X
CREMFEOZR - HFRAMEEZZAMEHZEIC
Lo TR L7z (Z&FHAK). F£7= MCTD-PAH
x4 5 M EILEFREO®ER, ARAELRIh &
MEIZL > TRE L (ER).

4. i UIRNP HifkBRiE B E OBBFRE

AR 14-16 S EIZHRPE T1T 4L /25T UIRNP
FUABHBIEIREE 150 FlOBBFAED 2R —
MZoWT, XLITEBHZITY, BIKEE, B
Kl BCHAB L HLA OB#EZEBR LT
MCTD ® BABOBAELER-~7- (£8).

5. TEFLARIZESL MCTD DOBREVA R
SAVDEE

AR TCHEOLNIZRREBEOLEDO AT
T 4w LEa2—IZLD TEF LA LLD
EUVEEEZEEL, T URCESWER
CEHA RIAL U EERLE (RF). 2008 £F |
RAicv—rvavy7xHEL, REOa B
H R & brush-up Zi1Id>>7z.

(REE~DERR)

1) OMFRIIHEEBDVFTRE T HBIMMERIPRE
THGEREELOAREZITCHRIE L. BA
BHRORBIZEAL TX, BEBRITIEMRICT
ek L, #h, MR, RERS, REFRR
Y OMiE 2 mHREFFERICEMN, BEALENh
mBET—F LMRIEER 2 —T 4 R —F—
NEELTNAD.

R ECBOTHRE~OBRNALIT
ROBEBIVBENLORELFERTINLE
NHHEER, YHERORBLEESHELE
FTEZLERDE. BMERICIBVLTIT Y
v hUSHIICED OB EST L, YUEE
BREMIR BV TCED b - EREEEH
BIZESNWT, SHEROERTMEERICLD
EENMTONLETOERRLINDZHDEL
7. ¥z DNA ERIZOWTIICHBZFEE D

FEEFHBRZEDEOERZEORBIC LS4

MO SEEORERICBE T S a8 ITTEVy, L
kD> DNA EBREZLEZEBROEKRBEZF/TITD
NP O

C. MERRBIVER
1. #i UIRNP HikBREBRR B E OBkt
FimMEEICS T IRIBERERT oA FRE
ORRE (SHERIERPFE)
ARICBWTRBERICAHT D PAH 135
UIRNP Hi{EBEtEBREIZZV. MCTD 28115
PAH 1T A KT A (2004)TiX, HLEEEEE
L BRFIRIER 1T o 7= L CRBEROEEMEFTE %
TV, BEMERH-72BE, HDWVITTEEMER
72< TH PAH BERHIITIRAT oA FRORE
HELEZETHLENTVS. LMALAT R
A RO PAH IZx§2FMMEDO =BT L RIdE
FAR+5ThD. £2C, HENKBT D5
RILF OFIA EPFFEIZ L Yt UIRNP HiiEGHE
PAH BEIRTHAT oA ROFRAKEOT Y
F A% LV AREICT B 0IZ, 2005 FEICH
B o b a—/L&ERR LTz, 2006 &2 SLRIAF
REMRICBVWTREZESICHFL, &R
NIz HiEk D> bR RER 2 BRsE L 7. 2007 4E 11
AE IS5 BIOEFNT Y Y —E 4, f#TP
THOPEDFILHRINLTND. FED 30
WO ) —IZRELEREETIEEZD
n, WEEUBRLMESE LV, RO ERIX
BERICHED PAH IBBRICEAT 2T 2%
HETIHZLTHY, RFETLEESHESN
T-FEFIN % < R S v, PAH I3 D HK
RERRE - EIMEIEEOE I RIS NS 72
B, RODAT v 7L LTARAT A F&REMH

L DB ATV,
2. Hi UIRNP #ifss L Motk E F 0w HE
HEBEBIUVEDOELRF

2-1. i UIRNP HilkOBFIEICE T 58%% (B
#): MCTD B#&IZE(T 291 UIRNP HLEDIH
FHEAALNETEZ L 2RKBRBRELT,
MRL/lpr < 7 X féfllaA> b5 UIRNP Hifk % E
A5 2 EOBHANAT Y F—< 278
7-. H64 iX IgM T U1-70K &H & K&, H104



X IgG2b T UI-C EB & ORIGHHERR S 7.
L2 L, RZEILRER K UVELISA & Tl UGt
NREAR->TEY, UIRNP &5F0FHKEE )
UIRNP ¢ RERET H5EA & ORISR
ENni. SHINGD BN, T Y R—<h
LMW N5 1gG 1 in vitro B X W in vivo 128
WOREMEZFARIOICEREEZONS.
2-2. MCTD (231} 5 PAH [ZB&ET 2N
RPUEAECANCEET 28F% (BH) : MCTD
B TO PAH RIEICED ML & L THIK
INERNERABEENSTRINTEY, Mg/ m
BN L S ROICEET A NERTF L LT
AR EO SR OER 21T o 72, £
EitR/ N ENEHREI VAR L-EAEE
KT EXIKEN TR L, PAH RE MCTD A&
mMEEZANW-ZVZRAZ o Tay MZED ARy
NEBIRL, XRTFF KR T 40 H—=TFY T
4 TEICEDRARy NOEBE R L2
R, M20BOEHEEBE*/LI LN TE .
ozt PAH EFLVEMWHERICHWSE
7o &Y TEMIND PDIA3 RH#EEE PAH
L OB ENRESN TWANPMI NS TN T
7. FUBRERE B E D—>NPMI iZxt L T, PAH
&0F MCTD BEOMFEIES KIETHZ &M
BENT-. PAH OREIZEETAHEHMAET
HHFEEELRH Y, EERVBHFINS.
2-3. MCTD (ZBiT 2 ¥ B CHR NA14 (ZxF
THhkL FOBKNEREORN (BR) : >
> — 7V UEBEBESS)BEMEANT I a—
=7 &7 coiled-coil HEZ AT HHHRBED
P NA14 (Nuclear Autoantigen of 14kDa) (2%}
45 MCTD BEMFEORGHEERIT L& T
A, 8S D 255%IZxt L, MCTD Ti 15.0%75
NAl4 ERIGL, tOBEBTIXIZEA EREE
Nz &b MCTD OF-RECHED |
DEEZLN-. LML, MCTD BT 5H
NAl4 FUEOFELEBRK - RER L OMICE
BEEIRED Lo T-.
2-4. FHRGIEHREEE~ Y R ETVOREL (I
M) :  CD4'CD25T #if(Teonv)d X — K= 7 X
BT 2 &5 3BEM TEAIMOTUETUREE
NEBEIND. LL, CD4ACD25 M T #

Ra(Treg) DB AR, Teonv & & HIZ Treg DIERF
BAZ L0 BHICE @ OTZTUEEAD EE
I, INHOFETIEPT UIRNP-A Hilk, $T
U1RNP-70K $ifE$s L UL UIRNP-C HLi& 2338 8
bz, 2FHE CRE 08 CiEEABF I
BHRBENBCRE LR DI ENREIN,
MCTD 28T B H#1 RNP FiAEAF O FEIC
BLEBMET AN INZEEZOND.
3. MCTD (24673 PAH O HRER L UYH
FBOMRE L TR

3-1. MCTD 2551 5 PAH O B AR BIZET 5
WE (FH) : OMCTD IZ&fF L7~ PAH D%
FERR, QIREIZL D PAH OIBDEY, QPA
JEDRREIZL S PAH OFRIBOEWEH LM
T 578, HDEFEMmEE 2005 4 12 AHb
2006 ££ 3 A £ T%Z2 L7~ MCTD B& 26 %%t
gL, BERR, BEANE, WROPELIT
7=, 118 f5ld> MCTD BERABENE LN 30
B (25.4%) & PAH DA fGF238872. MCTD @
BEIERMIC PAH BRI TV BER S FE
L, HhEREEHART T PAH 2347 5 "TREME A3 &
Z BTz, PAH ZHEED PA [EIZhnb 5978
FEMOBREHBTIZ PA FEIRZ L A L OERT
AEHLDVIIHEE R L. 2, BFEICHL,
N5 PA EE T4 TROVWBENZEHF
FELTW. S%OZEBI ORI EZREOLE
PEDSRIE X 7.

3-2. PAH 28T 2 0MERDOVETY Y
DOIRHEARIA L IRRERRICET 58 (A9) .
MEFIRH OB B > THRET HBEBEF
D—ok LTRRR SN~ HEXIMI i P-TEFb %
M L CEEMERICERICHIET S, EFA
M FE/FHL0 T HEXIMI BB LTS
Z EnD, MEIER - LA MEOETHES L EX
7Y PAH BT ALHBIET Y 7T
HEXIM1 "5 L TWAEEMENH 5.
HEXIM1 OEBIIEE L~V THEI SN TEY,
Tox—4 —@IFTOBR, BERBEEID
120bp LA HMEFERIC LI REFEEEE
ThHIENREINTE. EELHRHEEMNIC
HEXIM1 Z@FIRETH N7 AV =y 7=
U ZADVERRIZETH L7-. HEXIM1 OJRRIIE &



A L BEFRERE ASICHIE S 5 A~
DERIZ L Y, BER PAH OFRIGEERRFEIC
IEHTERZ LIRS,
3-3. MCTD @ PAH RJETFHIEF NOS2 #{5
FERIOFMERHF (R) : OEHERREFT
HH—BLEZNONERB L, TOAEKEET
H % NO A RiEEFZEINOS)-2 DEEFER L PAH
DORIEHELEZRITLI-L T A, NOS2 BIEZFD
ERE ARSI FEET D CCTTT 4 Y iR LELS!
0)#{73)/1\7:&»\& CEEEEMENZ 2L
L. 22T 13l MCTD % %8k LAl &
WBBR L= 25, 95 3 Bl PAH BEEL,
i 5 PAH 3J4E 3 Blid, CCTTT 49 & LES
DL IRVER| THo7-. NOS2 #Ef=TFEH!
73 MCTD @ PAH #JE L BE L, RIETRIRF
DI BT EMREN, NO OIER%EET
% PDES [HEEO P& EOFIENTE SN
5.
3-4. MCTD @ PAH IZ33\T % fLiF Angiopoietin/
PDGF Dtkat (MH) :  Angiopoietin-1 (Ang-1)
IX Tie2 TEREZ N L CMEFIGHOMEM LT
4T AHRFTHY, Ang-1 5 RA OMEHFER
Jitiv ML ERE COMRRETERRIC B S35 & & DS HER
ENTW5A. E£7- PDGF iZMiE /BeTickit %
FIMOEMA A 5, PAH (2 PDGF ZFED
R OBEM, PDGF DOEA DA MENARD
remodeling (ZEE L, MiEmMEEDREIZEHE
LTWBZ ENRHRIEN TS, MCTD (245
N3 PAH TN bDMERTOEELBRFTL
7-& =%, MCTD @ PAH TiX Ang-1 MMEE%
<L, Ang-1 DETIZL Y MEANKMBRORE
METFLTWAZ ENEX LN, —F . PDGF
X2 OREE LT PAH THEML TWHZ A
PR T X 7=, MCTD {28\ T{a[¥% Ang-1 DFEA

PET LTV EIEEREFTTNERETHY,

PEAREEN PAH OREICEET 21245 %HA
FEIZTDHERHD.

3-5. FHBIRIE R I ERE RS EORNT (B4)
DNA 7 LA fEHFIC L W IKBER BT|IC L 0 Fi g
AR R R EA ORBEE(LE =T 27 BEHE
EFBHH SN, SHICEERRM - EER PCR
TRVIAH, BREMIC BMP SEETH D

BMPR-IA ¥ & (XBMPR-II ® 2 D 3RIE & vz,
EKEEERBEICL Y TN OB TFRBEIIMENR
MENEMBTCOMETL, EEHRRLELLHE
BThol-. BMP ZEEORBET L L BICTF
iy 7 NVEIRTF ID3 OREBRLIET L. BMP
T E N Rl OBE = HT 51EREZ R T 5
ZEMS, TOZEEORBETIIMENEE
WA EL, BREL L CPAHRESZFET H
HEMEREZ LN, £, YUNRREFUHRM
I X VIRBERERTIC L DMBIRNEHRRIZ 35T
% BMP SEBORERBRETrAIHEI S, XFF
VREHIN PAH ORBIETEHOIEEICAZ /LT
BRI
3-6. BEURME PAH (28115 Na RIR_SF K
77 Y —ORKMNERICET S0 BRA) -
BIEURME PAH OZMrE L OYRERBICE AR
FEEZBRT A2, BEKREE 108 il xt5
&L, Ex O Na FIRENTF R, cGMP,
BNP AiBE{E N Kt (NT-proBNP) % #lIE L
7-. PAH #Ci33E PAH f5]iZ kb L T, ANP, BNP,
NT-proBNP, cGMP A& {4~ L7-4%, PAH 2
WristE i NT-proBNP b &EWVEELRLT
(RRPE 83%, #RE 72%). ANP & BNP [3EE
EArxRMmT 5 PAH ZHOBEELRLHZ L,
NT-pro BNP {Z BNP (ZH L THRET, BELHE
REEEORHEBICENEEELZ LKRBRTDZ
&5, PAH ORI Eik L ORRERIEICH A
RATEMENINE TREBINTWED,
NT-proBNP 3 BNP X ¥ B 7- PAH DZHiis &
WHREIERE~—b— LB &, cGMP 23§
e —R—,RABIENRALNE RS,
3-7. MCTD DEROBEE(LIZBT 585 (=
ZREAK) : MCTID OBERT oA NiEEFE
ZHAOICT A0, 3MERR 104 FlOEBIC
DNVTUL bR AR T A TIZT—FRX—A%A{E
B U CHERHEBIT L7z, Z0RER, PAHB LUV
MRREZ IR < MCTD DO ERE (Fhdk, MEMEM
% SLE JAfE, BEER) o TRAETEL o0
T, 1) MCTD 2D AT oA FEEIZED
B ORERAE L IMHE LIHDRIMEHAETHE
bhb, 2) HEFAT oA FOLEMZ 10 FELL
#IZIIZ L EmA OB RELNCLEME



NEOBEOEIENZRY, T ERREINT.
LI, PAH D724y MCTD DigiEfaEr o B
GRERBLDEEZ L.

3-8. BRI PAH 233 2 NRRIIGERO R
BT AHE ZA) . EEDPAH 2606FL
rBERRELSBLEL, TarRFYA4 7Y
Bgsrkin®E 4 B, = FE ) U ZFEEHE
HEREL 22 (5 ) 25 L, BEDIRE
fEMr Ui, 7Tu XY A7) CEETIRMTENE

BHDHE, 12 » BRICIIHEAREX 18%ET L,

DAHET 68%EML, MimEEITL 52%Bi
L7z, L UATEREES DO R BIC L D4R
DELZRITLICE 25, RMEEESHED
3 EEFERD 842% ThoT-DIZH LT, Ak
HEEAHHETII2S% EZE LSRR Tho7. &
T UBETIX 12 ¥ ARICIEHBIREIX 2.7
3.5mmHg & T L, -DFEHEIX 0.4203V558mM

L, MimEEHuL 2221 BB Lz, 7o
ZAY A7) U BLUORESFZ AIRBERBIC
5 PAH IZBWTHREFEME PAH (I 5 L [F
BICES Th-oT-. Lo UMERMEESERF & IR
BHETERERI & 1 PAH % X =9 REBICHENR H
B ERbON. REFEREICHED GHHEDRK
BRESCBEAANDOEHEEEETDHE, AEUF
CTCRIFRHIENELNTEMIZB VTRt
SRBFEETHDIEZEZILND.

3. #i UIRNP HifkRGiEBE OBHFAE (£8)

1999-2004 £EIZ/T T2 Y= 7 Mk
RIAFZE L LT, $T UIRNP HURIZfE S BERE &
BIFEHEREEAT 572912, HL UIRNP #T
(KEEMERE 150 il B&k L, BRRATR L BaH
Wﬁ;@%%Dma%ﬁﬁ?—&ﬂy&%Wﬁ

, BSRELIT-o TS, ZDIKR—FOD
L@F?ﬁﬁ% X HITHERE L7z,
4. TEF U RIZES3L MCTD a)i“ﬁﬁ/r K
AL UDRE (£28)

MCTD DOIEHIZBE 3 218% 20 FER D XERD
VATFT Ay IR Ea—IZLYZET VR
LUV (L~UL I~V 21TV, Zhbd

BESTRELEBREEOEWEEILND
MﬂD@ﬁ%&%%ﬁLf,:f?yxngd
V= MCTD DEEN A K74 2B LT-. €

NENDORBEIZIITET VA LR END
BEL-HLREE (A~D) #8RELK. MCTD
DIEENA FTA4 L LTHBRBEATRREDD
DMERREINTEELZLND. ZOHARNFA
VIZHIRI L C2EOXELRBRFZHEMETD
EERmE~NEATDE LD, Y=TY AT
AT HFETHS.

D. ZEBBXUHER
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DEVRBTHDZ &, BHERIREERETR &5t
UIRNP fifk & ([ EHELRBEERS D Z &, BRE
&V SLE, SSc, PM DWW & L BAZIME D
gl BARBRBEATHZ L, ERFERELT
@D PAH DEETHAI EHLNIINTE
7=, TNETOREHDOE HIZE > T, MCTD
DS LT RBEATHDZ LIIREL LT E
ZTEu.

L72>L, MCTD DJREEF AR IZ 1372 B
72 EMRL. B MCTD DiEFEH~—h—T
% HH. UIRNP FLiEB WM LTEEEN, &K
BBIZED L I IZhb B0 2V TR BARHA
TdD. AHIFTH UIRNP Bl & AT 55
TmREET VRN SN2 &, FUERNKE
Mo EREAREINTZ &1X
MCTD DOREMFICKE2FHE1LVEEZD
Lo LHEIFIND.

AR T%OFE N PAH ICOWTOREA I =
X LDIFEIZEBVT, NOS BInFEEMN PAH
BEOFHRTF L2 552 L, MEFEF -
DR OIEFE/ & PAH (BT 30/ Y €5
U 72 HEXIMI & L TWB Z &, KEER
FRTEIC LY AEARN IR ICER ORBEELE
RTEEFE LT BMP SREBRRIE SN Z
L, RAYFURENEERZRZIC L DHENARA
FBHIBRIZ BT 5 BMP ZREDOREBRIET M

L PAH RETEHOEEICADOFREMES TS
el EIIHEILMT 5.
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ThHEIRE o727, MCTD % &TeRBEFRME
PAH Zxf L THEFEME PAH & FRRICE VIR
BRI ZENEHEINE., AT A FOHRIC
SWTIEZ R ILFBFFEIC X i & R B,
EEITH THSD. MCTD @ PAH (I[EFH%E PAH
ERZHS>TRAT A FREEMHIFEIIRIET D
FREMEN H 0, R PAH L IZB R -T2 MB D
JERIES 2T DM EHERKREV. HIFTD
RENELINIE, EHICRATaAf FEREMm
B (7ukRr7y I R2VREE) OGH
BIEICOWTHRIMEXRICL O mETLcv.

ITHOLORREIE, T EFUREERLE
MCTD DZEH A KT A4 DIERIZAED E
~bDEEZOND. MCTD IZHIIEZ LN T

WIEETFRDOLVREB TRV, BED
ELTHE QOL WETAKTHY, HA KT
S VEEICL WV RETO—E LN DOBENRE
BEL2B.

E. EEfRE
L
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M. HEREOFIITICET 2 —ERI R
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BEEFBRFMEEME (BEREERMEER)
Tk 17 FE~FR 19 FESEMARERES

$i UIRNP itk BB it BRFA B E OBkt R M EEICH T 588 RERAT O/ FRIEDERE

-Z R RHR-
FEMAE . ZF &t GEREREREENERRRREY - 2iR)
HEBNIE - B R GUEBRFEREREFMERERR LT - FhM)

MREES

HEEDFTE T DERER 9 MEak O ILFERFFEIZ X V| HL UIRNP SuiAB MR RME A & mEE (PAH) &
FZITHTHRIBREARAT A FOFRAEZHLNMNITHZ EEBME L, iR XL TIIERE
EC5FRBREGEIN, AT a4 FIEERNICHL, 1BE 1 » AR CREBESARIIET LA, B
EREMR (Borg Dyspnea Index). 6 4yfI1THERE. M+ BNP. BXCUBBIEREICIVAIES
NI EIRECLAHEBICIIZEZRD 2h ol 1| fITRT v FERREIC X 5FHEEE BT
2RO, BEEE T Y —EFAENR D IEEHB L EW -, FREOHIBIIR#ETH S,
¥ 12 [RIBFICAT - 72 BIEFAE RIS T 8 fiidk»> 5 17 B (SLE 9 I, MCTD 8 #5if) DIEFINERM S,
5% 11 5l (65%) THEZhL Hlr&nT-, BEEREOFEEMEICK L TRAT oA RPEE I NIZERD
%< (82%). NYHA #5%. A O0A2ME, MEIRIEREIITFEERT o1 FRBREICLLLAE
WWHELTWE, ER0EIERAZERAET AT o/ FEEOATHELZHAG 76 (41%) &
BT k5, 5T UIRNP iR SLE/MCTD A EEMEIZH 5 PAH T EEE 2 {EH 3 581

(CHER EDRT u A FRIEOEPIEEHR T 5 MESH B,

A. BF5EER)

i R A ERE CTh D, RrRMEM
BILEE (IPH) OA7% 69, REMREEHER
f (MCTD) RC3&FZAE7ZR & ORBIFIRIZHE S PH
H LIS UIERER ERARE & 72 v . IPH & [RIRRA A
FHITEY, RETIX, BERICEHHT 5E
ARt B MESE  (Pulmonary Arterial
Hypertension:PAH) X MCTD #iZU®» & L=t
UIRNP HUKBHEBEF RO LN E T EDE,
N—T ABRIZEBITHHLDNAFUED L S 1T,
BEFROEL OREBICIIECRERE (TER
THRIE) BEETBHIEBELHMLNLTND
23, PAH ICE#EET 5 BCREEFIIHL
Tk, UL, siiENEARGTEeh
ULRNP $i{E72 & PAH O EIC B CHE MBS
LTWAHAEREEEIRESEZELOND, £/
ARG T 4 TIBRICIE, MCTD 2 st Y
F h—F A (SLE) OAMEHICRIBREERT
A RE (LLFCS)., &2WidaEmilzg

ABHDWIEET A Z L2k Y PAH MdkET
HHIHESIITND, MCTD (Zf# 5 PAH @
1BETA N4 (REMEHEHEBRICETD
FFEEERIT, RAEMRESHBBEORET A K7
A v pp.33. ¥R 17 E) Tix IMCTD IZiEEME
272 Th, PH OREHFICRERTE L AE
LT, BEIBICIERAT oS FERETLIZERN
b, TV F=yurE+hEall E, 30-60 mg/
ACRETHD, TOAMEICET VAREZ
LD T, BhEBZROEHETIEREE., Pk
T3] LRFEEINTEY, PAH ORH] (NYHA
1D F 72 i3E TN IIBIRR OTEENME B & 2>
THRLETH T2mEFUVREFZ LB, XA7aA
FEE2—EFER L TAHMEIZH D] LTI
T3,

Z Z CABFZECIiX, HT UIRNP fufEi5tE PAH
BHEICBITS CSOAEMEE., BREAZHEMN &
T AHERERILFE T AT T 4 TITRIET B
ZEEBEME LTz, BLUIRNP UK ORBR



RICAE S PAH BE IV T, CSIT kv BfE
AR (B8N 6 o IATHEERE) CRERTR (O
BEEERE) OXENBOLNDIDONE LR
TTOARRI T 4 TIBET D, BREHLEY
IIBEURICH D PAHIGEICETA BT X
PERTHIILETHY., AR TLENKES
N ERIN S < ER I i, PAH IZxEL THE
RIEFIE - REMBIEIEOF N TRIND
e, IROAT v 7E LTCS LAy
DB ATV W EEZ TS,

B. BFRF &

1. BEESI%

AR LR E < . PAH I3BBEE OREET
722, 12 fEER TH MR 2-3 il % RiA A&,
EEEMRATEGIZE LT 30 ] (&MzREE) &L
7o

2. BFFCHRR

BEER : =& (RERKEREREED
FER R B R R PR 5o R )
FEFFFEMER (RS ER) -
HERFERFEBRE FEF AR AR E B EER S
B (BEHER)
JEEREEEEHEE ¥ — (@@ #)
HRKEEFHHBRRE 71X —Y U~
FHRE (I A)
HlEKFEEFT NRER GRS B -~
JERERFEET BEAANE (FEEHRKR)
HREFERKEMRBBER) v~ FREEAE
vE— (FRESF)
EsEREEE ¥ —BERFER (ZFHAR) *
BREFRBREERFZFESER V) U~ TFRERMEN
B (F|#kw)

BISRBRXFEAR (RLIER)
AT —X TS —T L LT

3. mREEE

BIFRLYE

MCTD & %\ 35T UIRNP FUiKBEIEDO £ 5 MY
veFHERBERE (BEFR. BEY Uv-FiEb
bAA, BEFEBEFRLED) T, PAH (E
A48 MCTD FAERFFCEIREME, 77X LFRIE LT
IHEHA DEVEIARE 25 40mmHg LA EDES]) % F

L. 22UTOOHEWiEQD N o FH:
#ETHHEICRG, BEOHR, Fi. BR
R,

OFDEBFEEMEDO LANGHLICAT A K
DEA D DVIIHEENSLE L 7 DAEH,
@PAH 23 BH#IINYHA [—1I EET. PAH ICB8Y %
BR & D72 BRERAE R 23 HEBL 4 5 LARI T dH 5 HtE
THETHIHEE, ZOHRE. FROKBEEMHE
OFE I DIV,

BRoLFEHE

a) 1@MEMENARIM A2 ZEARIE |25 PH, A4 PH,
FRARHETEIC REIKTFETHEEZ6N5 PH B
b) 3 » ALIRIZ, AT aA K, BEMEIZE,
v AR TORT )= RTT TR,
UINFFT 4, AT AEREREFRICE
A (F721EE) ShTWaBE, ¥7-3 4 A
DIPIZ Mg LRIENR B Z s bh - BE,

c) T, EIEEMN, AT AR EAHDH I
BIZIVEERERNRETIEENRENEE X
BE (FEXTRMBEEBDIRIBENEEZLN
HREERY),

d) IBRELZEEINTWAEE,

4. TRIRETHE

1) AFuAf FizonT

1) -1 A7 uA F&5E
FREDOHEIZGIERAMN, FAIE LT LR
=Y HET30mg/B (HDVWi0.5mg/ke)
ULETEAN (bAWIIHEER) ¢T5,

1) -2 A7 uaA F&EFIE
HEHDVIIFHICEALZAT o Af FiXRE
T2EMU LM D, TOHROBESBEIL
EREOHBICWZNAA, JKAIE LTI1 @AM
16 2 HEBXIC 0% RBEOHESE LT, £h
R BELRNVWI L ETD (EEREIK
IR LNTHBEEDEL),

2) IEEHIME L OBFREIC >N T
IEHREIX6 » AL T2, TORITEIRED
HEFic LY AT oA FEEZFAGT D, 1AEHH
FIREMHEZE (Y v-FEE), vt #
v, ZRIORTF )=, NRTTFFTA K,
FFT 4N, AU LEGE, MK EEE
DF-RBARLHEBRIIL2WHD LT 5,



3) hiEHE

TEROBMEER., REEBZREHICHTZD

Z CEEFRANCE(L L, MEIERDOMERZ Eh

DEHN~OGIVBRIBFE LWV EEZ NS

&, RAIZAT oA FEBEZIFPIETRE

BEEZPEN-SHE. BEVRELRELL

BE. TOMBYEMNATER THD LHETL

EHEAIE, RBEFIEL, ZRETOT—F

BN 5,

5. Bl& - mAHRE

1) R Y — (BERE) a0

o MERE (BERENLINLDIE->T1 4

AU EN TWIIEERAE)

> H UIRNP HifE, #V VAEEHE.
MPO-ANCA #%#&tr B 2 Hilk - Hiskin
& (BERERITETTO)

> Mi& KL-6

DEBEERE (BERE»L IMDE-

T1 7 AURNICEN TV IR RAE)

> INHERIFENRES 40mmHg LA ETH
HILEHER

M CT (BEREEND I MDD > THEE

PPN ERN TV NIETERAE)

fiffEs v F 77 b5 (BEREND DO

E-oT 1 FELURIZER TV RIIE, BRT

=)

i IMEEZH THHMTHHIE, FOREAT

Bt LESE OZ WA 2 X Tl i, fis m

JESEZ Wik ICER4 DL,

1) = KRFEAL b

UTFIORTIHMEER 2 AV, MBRERT2S

DI MATENRE DS EIZI % NYHA DO E,

6 HEBITOREL T KRS b ET 5,

2) A7uaA NEE& (EA) fl, EA1, A, 3
AL 67 A% (HDWIRBRPIER) 28
i AEHmEE

® HEJEW (Borg dyspnea index)
® H{AETR
> LK. IE
> NYHA %58
> MmmEECERET 2B R (WEE

IS, 5 [ EARE D TTE)
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> HOTREmE
mERAE
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REEAE. BLOEROKRBEEME
EL 2 5EEB (& 21X SLE D
4. MmiEH DNA Fiikffize &)
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DIBBEERE A7 AL3»A%EDEDL
bMh—FTH, =7ZL 6 » A%[HD X
HER P BT HEITS D)
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FEHIE
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(FEIAR S W FE A3 3R BT fEF D #)

> FHENVRESE (ERO®HF ZEE L 2
T-EFI D F.)
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(FREhAR D B VI KENIRF SR D FiisE & 1L
ERMLEH, BIEL > 2HROH)
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NEETEZHEEDOH)
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>
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1. BRI SEEAE 1A A B IUEERZE+10
LT 5,
2. B ARIEAREHAE (X s R A AR BN AR A EILEHA
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4.0 B B — A O i f & Wi L4
2 G B
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o EFMAHE
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WKLo TETDHIERHDD
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¥ - ETEHREFERRCE. B
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BLELTHhLHBRITIEDZ L,
RBBREPIENEE L WG
BITIERAE MR LTI,
BFER L NOBE (HBH) &M
DEOLLRWEIIZEETDZ
o
FRTEEMEOFE (7= & 21X SLE DFE.
-SLEDAI/BILAG DI 7E)

°
BF
L.AT7aA FEE (GBEA) RIOBREICEL T,
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NDIE->T 1 » AUNIZITThbh T iEZ o7
— 2 &%FHT 5,
HRBHIMKTH® (A7 a1 NEE-EA6 »
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PIERE) ICRET HEE

>  MmMERR B REMARTE, 1
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ml LA L)

> BRI R 554

>  fEL > ~4 . ECG

> ffiggremE (%VC. DLCO)
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LAT7T A NEE EA) siOBREICEL T,
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2.RBRHMKRTHR (RT e/ FEE-EA6 »
%) OBREIX, AT/ FEE (EA) % 6
» AL E9 » AURIZI TR TWIUERT &5,
6. FEER

) FEFROER
REBEYETPICBE, Do FELL{ VD
HVEER LAaVWEE, ERELITEREZESE
BHRLTS,

11

NHEHEZROTM L BE
BEERBLONTZHEIXFOER., BB
M- BE, RF. HRERBLURTaS FED
REEGR, BLOCUEE DLVTICEHRHEHT S,
NTFHINIFEES

274 FICXBBIRGE LT, RBE, 58
RIE, ERMEEE. PikEL. BIBRLE. H
{LEREE. FBERR. BHES, QAR BRE,
BiME. SIEME. K4 Y v LamiE. BFEED
EE (hOMERRTS, A BRERSR) . R, KB
%&. BMEKBLEL ENRD D,

4) HEEZR~DORIE

BEESVBLE L-EEITITERLHITNELIT I,
7. REEAEE

1) BE~DOHHA
RBREMBORNC, HY EMAXRBERANICE
RBFABLZHVTHRBRONEEZHATS, FE
BV EBIFLBELERTATHILET, BB~
HHEERIIIBEOBMORELES, REE
CHAESIRRFICRTL. AELBONBE
WZIEREEDaY —LRAERET,

2) ARFEIZLVMEZHAE
AIFFEICBMTHLI LD AR OER &
BEEIER DML <, RBRFIZ O M EDOKEM
(10ml) DA TH 5B,

3) BAFRORE
BEBRIISERICTRES(LL., Fi#6. 3, 18
ERB(BEER, BAFRZE L) . REFR
BLUOMEL ZHREFERBICEMNT 5, €DE
AL (RREBEMLIZ)RETHRE T — 4 LMk
EYBa—T 3 —F—, WIEZ I 5758
DET B, FT-EANFROFREDD, YD B
EHIWNDEESEL, OB OREETTI.

k. BERAEWE CIX. HENFTET SRR
MLV WEETICPAH 28 LAT oA K
THHE L7ZREFI 2 % AR X IR L THH U,
LREOBK - REFMRZE LI,

C. R
1) 7rA7T7 47 (BimE) HE
RERE, EYERERE S — RERFEL



DEFSHINT MY —&his, BEL1H. &
4Bl TIHh-o7- (F1), 3HIN SLE TH Y NYHA
SEIXOTRY class [ Th - 72, 3 B GEF 1.
3. 4) CEBFEEMEIC LT, 2461 (EF 2. 5)
TPAHIZX L C CSARREH B WITEESINT
Wiz, eBIhon=y b —EFIXVTD
1 UIRNP HiiKBBHETH B 03, B SS-A FLiEHt
Sm AL EEEIRD LN Y ViEEUE
B 1 BlORTH-T= (R2),

Borg dyspnea index. 6 43[BT #REE (6MWD) |
M BNPEIZHFEEL LD CSERZ S ZDFE
PHEICE B R ELE 2o 723, 6MWD i 4
F3fTHEL TV (K1), FmERET
REEIIFEICET L, RILE. 86 BE LK
THERZ3EDE (K2), S 612, LiFBETER
B TIHIEERI% CHEEZEIRD R 2T2b D0
DRfHES 2HTEmMLTWe (X3),

BERREREFME LT, 564 2 fITH
2h. 2 Bl CITHIERE (1 FIIBESR ETE
5. 1 FlizEROEEMENREL V7 uaRkA 77
T FOBEMFREZELRZ) Thotz, 1 HlITE
IR ZUoBMERENTVE, —
FAT A FERBOME 26, BFHREIC
X AEBEH QAH) L Vo BRI ERD T,
2) BEREMRE
HEENFTB T BRI LE 1THIDOFHRESE
ZENN L, BEtLz, B 1 6. & 16 T
CS BRIGRETZHIERIL 37.2 k. EERORNRI
MCTDS8 5|, SLE9 Bl CTh o7z, B 3H T =
— 7V SEBRE. 1 BT VIREUSEGR
AL Tz, NIREOHE & L THiARMEE
(B7%), V—TRAER (29%). M/IMREADE
(29%) \JARER (18%) 72 E B EBE THh > 72,
CS Bt VI ER A CTHAITWEIE

IIRTZ 7 A M RU T A 29%, FIFREE 12%.,

FEEBTREE 2%, R 20 6%, V—T77
Uy 6%RETHoTm, TEIMEREOHFIC
SV TIL, $T DNA HilEH 53% & /xR b £<. 2
VVTHT SS-A HULlE (29%) . HT Sm Hilk (24%)
NEHEETH T, BV VIEEHEIZ 30%
IR LT,

FEHEBOFREMEICR LT (RSB ED) CS

12

ER ST IEFID 82%. FHAETTED PAH
Wxt U CER SHLTERIN 1%, £ OmE K
L CHEAEINTERD 6% ThHoT-, BRI HEH
XN CS &iX 49.7 mg/ B ThH 5,
FEEL EO CS A%, NYHA 2EITEH
ICEL (M4), i classlll & IV OE|IED
WL, FEBFRRIIBVTHLALTE™
BEExHTHEEHENARIETLE (X 5),
LIBRBEERE CIIMBIRNGEEED 66.2—
46.1 mmHg ¢ FEIIET L7, EEOERHH
LLIEHINZLBOONTENEEZITI R ST,
F-MERE T, REEE. RILfE. HL DNA #T
K23 CSTRIEZIZIET LT,
FHEEICRH I N EREICK M TIX
116l (65%) THZhE Shi=ns, 4] (23%)
TENTHoTz, —F7uafrAT7 7 I KHMHE
BRIZ & B W TR ISEMBER S ERFIA 2 4
(12%) & b . Zh bITFHEREEE &2 bhiz,
RBMENRE (Fuxy 770 FHE,
T REY LT —HERE, AU L
HE) 2 2<EFHAET. CSOATHETEDL
I S TIEBIDS 7 ] (41%) B o T, RFEIT,
BHELRAHEIIMLBED 1 flZ0Z W TRD
RhoTz,

D. %

1) 7aRrRXrF 4 THHE

BEE T, BEFREMSnEEICH LT CS R
SEMEIEEER L, e A0 7 1 TR
L7=#EERy, ARz HsZo7Tay =
FFZEL LIzE#EE LT, Ok CRETTE
HZl, @z MY —RBLUFHBEEELHK L
TP aRRI T 4 THETHDHZ L, QR
JER OEFMEER T PAH (2 & DEREERD TS
LIETiD B PAH EFIO= FY—RNTE5HZ
L. RERBITONE, L LERICEBET
FY—2fTo CRIBERLIEBO LN, E 1T CS
DHREZHDEHDD, R F 728D
@ﬂﬁﬁﬁﬁ HDHNEIBRBICBITAEER
PERE I Ui LIS E & 72 DR s 3R o
{#ﬂiz’»ﬁéntzb\ ZHIZOWTIEI PAH NEE
72 (W OBOERIR) RETHLZ L EEBR L,



MELLFIZ CS BMTIEEL2{ThRnWE S 7o
ha—/UZEEHEINTWE, FFE2IL, =
kU —SEH O KISy TRECH AR, ZBEETE
REDEFEREALTEY, PAHIZRBITAK
U IBEThH 5 6 HREIBITIHT 220, FHl
DEEERRHDZ L THD, Thbb, &
HEN I ZBEAEE O - OBITIEENEL (b5
VML REET) ., CS HERICEEERO%E
BR.ONT-, PAH OIFEBME L 1IXBER AR < E
ITEEBEN OB FIREER H B, ZDRIZHOWNT
1. 6 o HEIATHERERZAIE S 5 &L &I, MolE
BEELHILTIIEE L, FEIICAE
Dxv b —ENERBEMAETRWZD, O
BB EHROBEHEBE B —MELR > T, 5%
BELEITOLERD D,

P ENG, EFED D VIEHDITHRITTE S
F—Z DEFPIBNTVHH, AR ET
RAERTATDHEDIZ, %P L THEL DIE
Bz P —TEBLHIHMBIZEBENTSHTF
ETHD, BEET, IuR7F 4 Tkt
BE<BENRRLS, ARG T 2 MEIEXFE
oD, RBMBMEEDIEIZEOVE STH
HREEENMETLTWE=Z EIFEBIET 5,

B, SEBIER L L CEELBEHEITR
HTWRWA, FEEM ED CS oRHFERIC
SNTIHEL ORIERABTFERIND,CSOHFH
M2 BAREIZ T B - DI O ZA| & D L EGRER
NDULETHDE L HIZ PAH (IxH 5 L v @&
2 CSEET D ha— 2 BETILERDS
Jo
2) BEFREWNR
Sanchez » (Chest 130:182-189, 2006) IX PAH
IR BRI, REMERIEN T &
DI WBEFRME PAH28 1 (SLE 13, MCTD 8,
SEAE 6, BEiY v=F 16, 82%NELHET
SEHIEEHS 40 7%) (IR U CHUEEEER, FIRER, B8R
FEIEICMZY 7R R 77 3 R 600 mg/m?
TR L, LEZGLUTCS 2L, 0
iE R 28 5T 8 5l (29%) MA B Z LR INT
F T4 NVEERTHZERI NYHA I B 1
UbERHGL, BohEELbNlc, AL Iniz
BEDONRIL SLE 62%, MCTD 38%ThHH . =

13

NoOBREFETIE 6 DESTHEE 294m 5
449m ICHER L, MEBARE HIET L T, 72
IO OFEMFITIXEDFI L LEFERLEE
CKE LTz, Lo LORSEKGEETZ0% TR
TaRT )= NEEANINEGANH Y, 2
& LT HMERBMERRRE ¢ EORIERA &
HETH-oTz, ZTOHREF IR AT77 IR
DAEIEZ RS U T2 SRS LT B r 0 Bk
B, EbIRE, BUZAV—7056 SLE B8 &
TNMCTD B 23 fillcxf LT/ Bk A7 7 3
Rk EFFEREE (600mg/m® % A 1[E], 6 =)
L CS(FV RF=Yua.0.5-1mg/kg/ B % 4 18R
DR ABE L I-HWEINTRENT, NYHA class
FUDRHERFINT-BELZFENERE L L Z A,
MENEEEAFEH L2 TYH 50%23F2 & H
Wr S TV iz, FE 7 IEHRBRRARFIC NYHA 23 I-11
Tdh 5D, cardiac index (CI) # 3.1 L/min/m?
ThoTBEN L Y REMERIEICRISEN
WELTWD, RBREEEIIRPSTHB, R
7 TIIPt dsDNA Hifk/Hl Sm HUE M FI=°
SLEDAI THEIN-IEEERE VRS Z
Bz -7z, — FED & SN TEF TS,
MERER (FuxF 7o 0DV FEE v
FeEY L7y —HERE, RARSZRTT
—¥ VILEZE) BEYDTH-o7z, BEDLIX, =
DORERZSFEZTCLA 3.1 L/min/m? L EE 7=
IZ NYHA class 1 DSBS I3 R EMHIEIEDOHA TE
THEREL THDIEEHERL TS, LLE
HTIEZ7aRRAT7 7 I RBMRBREIZ/R-> TV
22 & SLERMCTD BEIIEETHIEE
NEL GRBBETR 2R ERRBIEIZ R Z b,
CSIZLHL LEMMOER LICK W, E-MEET
IIREMHBEEOENGIR 2703, S ED
NohWBEHEPLINELEERH T T
MCTD & DV MESLE TH D, CS, 7 BKRR T
7 I R EORBEMHRFIEIREEICHD
PAH (2%t U CIZEBAY 22 @IS 72 B 72 VW ATRE
HEAEV Y,

H® & (J Rheumatol 29:282-289, 2002) % 12
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#1. = M)—EFOTaT 7L

SHHE (EELGHD)

EF [RES NYHA% 58 CSERAE (mg/B)

1 SLE Il W—TXB %, PAH 15— 35

2 SLE I PAH, BRiKIRESEEIE THE 17— 50

3 SLE I W—TRAB %, M/MMREVE 20— 42

PAH
4 x—4Ly I IE 2. PAH 0— 45
fiE {5 B
5 3 AE Il PAH 0— 40
CS, BIZEBEXTAAF PAH, MBIk M fE
#£2. = bY—EROBCHIUE L TEE
EF  HUIRNPHIAE ook HUriEyg BtRENh-A
(index) itk (CSLAADETELED)

1 111 HSmii{k - —27Yo ., ASTaRk
$1SS-A/Rotfiik

2 245 HiSminik - R57aXk
$1SS-A/Rodfifk

3 60 HSmifiik + S HRRMY  FIRE
$1SS-A/Rodnifk

4 126 $#1SS-A/Ro¥itk -
$1SS-B/Latiik

5 38 i Scl-70Hu4k -

CS, BIBRRERTAAF
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1. %% 1 -BRENREL BNP-

Borg Dyspnea Index 65117858k (m) M#BNP (pg/mL.)
20
1000
400
10 [~
2001 1001~
°/°
Al 1A% B 1xA#% g1 1wB#&

N.S.
BIEHIT CS EAFEROT —Z 27y b Lz, 6 5FAITIEREL 3 FICH LIS EN, 1 HIT
B, I HE I N THARW 1 FlIXNP-SLE DEHIC L O REXPAAETH -7,
NS= not significant

2. fER2 -MiEkKRE-

Uric Acid (mg/dL) ESR(mm/h) IgG (mg/dL)
10~ 4000 |-
100
5 I 50 2000
Bl 1wB#& g 1wA% B 1sR#&
P<0.05 N.S. N.S.

REEEIT2HITIET L, FRLE (ESR) TTERL IgG mEFI TV b CS ERRICHE L,
NS= not significant
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