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TAHEPAHEZET A4 v XLeR 58, 2B UL LT 254,

3SIEBETEAFTDHE 520 & ERH L (P<0.0001),
JAREE CiE. MEERIM D o mE N TR (EPC).
CD14+HiER D PAH 128317 2% E % #Ft L, MCTD T
% SSc & [FIFRIC EPC O A A Hiv, PAH ZH T 5
B CIIFFIZ EPC BABEHE CThH o 72, ZOFRERNL D,
EPC i L 2 MEEE. IRERKOREDHEIIRRE
TR & AR ATREME S HER X iz,

3-6. MCTD IZ&0F% %5 PAH WO F3| X 3T (F
H. WG) MCTD (2 &F3 % M ) ERE (PH)
ZWOFEIL 1992 FIT/ER STV DA, BIE - &
EFEBEIZHL TITEhAR S ) —= v FRELS
BHIZBW- PAHZBOFE EBHMELEL 20D
WET & 1To7-, RETL7-2WroF3|xix, 1. PH
EREOBKTR., AR, I. Lza—RETO
2, M. AL T—TURETOZHE. V. RS
ZWIEH2 5729, PAH & PAH O8O 2 OB
W& L7z, LD a—REOCL COBK LA CTdD
AR, ALAT—TRELZH#SRE L, £/, PAH
T OB & 72 D ePAP fEHIX 3 — 2 v NUIBIR TR
DPHZW-1ER T A KT A THE S /= 36mmHg
& LT, ZHUSARFIEHENTO PH OB E X2
ePAP DR, HLWIXEHRBITCOELIT—F v
WA T O MHEIIR I E 25mmHg (ZH 243 5 ePAP
WWEbDTEPILEETHY, LB 5N,
3-7. PAH &0t L2 BRSESICIIT 2 1a# & T
T 28 (BR) @ THRUEESFRERIERE -
MARHAORELE BRI E LT, BERICA LM
o I 35 O BRI BRI B R O A O TRIRIE & 0T
L, TPk e OMEMEE L brXXr 7 0 T
UM, EBREBOBVCEBEMEME, L1/ —8
KRG UIRNP SO FEIZp b LT AT oA R
HL_XF 7Rk, UALT7 7 U, CatgEHiFlie i
L BB AEM PRI U THREEMICE R 2R

BB LN hotz, THCH L TRE & T
FEEOCRFTREB LN, M THREED
BERYFTE DA TH o, FIRBRERE, M
BNP {2 CT A ¥ v ECHIE L= AR L b
TTREIRERLL 7 & &2 &b 5. CIRE T R
BECTOHEAEEE —EOHBEZA L, PH ORI
BWCTHERTHIZ EBRENT,

3-8. BEHY PAH BF oxh3 2 NEHTBEROZR
BT AR I EERRE I RFEEER
BER &2 757 4 VOFREIZOWTRE L, £
TaREYA 7Y CRREERE, = FReY %
BREERA, AR AT 7 —BREFAOHAE
HBIZHOWTHREI L, #7574 VEHAERICE
W 6 S FIATIEBEO S E  BNPEOER L & 110,
FREIARE O T, (D HEORI, MBSO
WA biviz, EREMERE AT 7 4 L TRE
ARSI BIER CH L8, BE. MEE
BE e E DT DIZ+ S BEORENEEE T H - - FERF
ZBWThH, REBMERBOZ X5 7 0 L CHEIE
FUTBER L+ BE1T) Z &N TE, AEILE
it % REFREERBIERA OB 5 i, &
7o, TR aRT ) — VG ERIEREIC S T ADR
RBEAEFALIZE A, £ < OERCEIMBE
ERFEH LI BRI AEEOR AN TR I N,
4. MCTDZM¥EHMORIE (£8)

A EHFFEE @ OMCTD, SLE, SSc, PM/DM,
RADERKRBAEF A2z, €h£h MCTDD#Z
DF5 X  (IBEEHE19964F) . [MCTDR TR
(B EHE20044F) 2 7= 308 5 & iR~~7=, MCTD
PEAEORE, FRE3972%, 98.4% T, IHEHET
HEENEN95.8%, 98.4% T -7, MCTDTIHEHE
i te S THEREDO L E T LIERS1H] (1.4%)
FEL. LA/ —BRPLFHERD 2V HiSmbLEE
PR MLERER T > o, B iLEAE 2 MCTDIZ &
AR R ETHIEFEEO T BT TVDS &
WTED,

5. MCTDA&EREL NV 7 OBEB IR ERE2FIA
L7ZGWASHEH (£8)

FRRKFEOHEZBRICHF LB EZH T,
MCTDREDEIZFHIA LTz, T ETIZEE
MCTD88#1, HLUIRNPHLIAEEM BT 1604 ODNA
DL SN, EFENTH866I, 158FIDIMFE 721k



MmEELBNE SN T, PAHEBFIR206ICH -T2, &
EEIIMEREI 2R & U CDNAREZF|H L ~MCTD
DR BEEBEGFREDT- D ORKIENBE Y,
25 ) LEEHT (GWAS) D) DBIEFLAE
YIDF T EBA L, HoRBORENRETY
WEE, MCTDO % BB {E T DR &2 21T T 5.
6. TEFVARZESSMCTDOERTA K54
DORE (£R)
MCTDDVERERIZ BT 5 E20EM DO RO v 27
CTTAVI RV Ea—lZ LD T ETF R UL DLy
B (LI~VD 21TV, ZhbZLiCBR R T
LIEEEORV EE 2 OGN AIMCTDDRRE > Bk
LT, TETF VRIZESWEZMCTDDIRETA K
A EER L, FRFROBERECIEDET VR
LoV EDBEIR U HERE (A~D) 2 E L,
MCTDOETEHT A K74 & LTIBRBATRED
LOBERENZEEZOND, ZOHA RT7A4
X TIERIGEEIZFER L Wi, REREIC~<
AT —RUET 21T > 72, HIR L TREOCFELRBIF
REFM LT ERMRA~EMRATHEEbIT, U=
THA NTCRARTETETH S,
7. MCTDOEEME (FEEHH L DLRBZR)
RFEMFEMEER 5 L OERR R HEAF SRR T OmE
EELOARYR T, MCTDRER L USRRERT
HASLEREIWLT »r— ML, EFBKTL
o ATEEMER L OVERARE, MR, SESICH
THHLERDOT 7 — FRAEORHE, MEIXSLESR
JED U R 7 THAHMN, MCTDORAEIZ & % 5 28
Dlenie EORBREB, RFROBRLE LIS
ENDIVELLERB L TV AEFLEENTEY,
MiER A HRL LT, BIEND OB ZRE L/ ER T
FRAT 21T 5 LERH B,

D. & %

MCTDIZ OB EIZZWERETH Y . bBRENFL
Lo TR EDZEBENH D, ZHETORE
HRICE D OMBETHERKL Y VEEOREWVERT
HDT &, BEERERRETR L FIUIRNPHUE & 2%
BleBhEN D L. HABE L VSLE, SSc, PM®D
W ELRRZMBORB L BARRBERETEZ
L, ERFERE L TOPAHREETHBLZ EAHL
PZEhTEE, ZThbOBEOHEHOEHITL

2T, MCTDAMSL L7 BB TH D Z & IEHEST
Lic&EZTLV, Lo L, MCTDDIRER SR
WAL B R AR Z VY, FIZMCTDO MiF¥H) <
— 51 —THHHUIRNPHER WO NIZ L TEE S,
REBIZED X 2 IZhhb A >N T RBARHT
b5, EMPEOEVPAHIZOWTHRED A 5 =
ALEFAHTHY | FOIFREIZ DWW OTEE T 1
AEYA 7Y WA T R ) URERETER,
PDESPHEENEE T LIS & R o7, ZOEGR
HBRIZIFFEREPAHE ODRRIZED TRBE< O
READPERINTWD, FxiIp»2 828 L,
MCTD® & & 72 5 FHRYE D 72 DITATFFEBE THE %
BT CE 7, MCTDOPAHIZRE3MHPAH & Bip -
TART aA FRGEMEHIERICEIE T 5 REENRH U |
JRBEMEPAH & X R - 72 MB OIF R 2 ML D
MBEERKE W,

AP TIIMCTD DR B R FFAREA & TR TE
FESLD T8, DHIUIRNPHUAE RS I OTAf fn & PN R
fafifeze & OEMER T ORERPER. 2MCTDIZA
B3 2 PAHDIRRED BRI L IGIRIEORES, % B SHF
FRRRE & L CAEERZITIh, —EORENS
bhicbEBEX D, FCAMPFETIL. HIUIRNPHLE
REAT I REBYET VRS INEA A D =
XLO—REH SN2 () | PHEERE
K& 2T 5MCTD/SLEREK H I HFLUIRNPHLAE 3 IR H
INFE L OBERTESREZ L () | PAHR
KB EH T 5 BEMBEFIZACE20 ARG
ETOIHHECHAENRER SN Z L (ZFAR) |
IIMCTDDHRSE - IWERBIEFIC K E RN %
52260 LHFEI., EMTHOEVPAHIZ OV
TORIEA N =X LOFFIZBVT, NOSEETE
BBPAHREO FHIK T L7220 552 & (JIlO) |
& G - DA OEFE R EPAHIZIST 5.0
UEFY V7 ICHEXIMIZEE LT Z & ()
PAFEICRENZ L IXBEICMmT 5,

TuYx s MEFEE LT, HIUIRNPHUEEMPAH
BECXTEAT A FEIEORIM X HELZET L.
Rl oBEEZ T B U — L, EHiciz—
EDAT A ROIEFERDRBBDH LN DD, B
G E MR L E TR L &S LEFRSH Y |
RHMRPRIIBENEEZ LN D,

MCTD®DZ W L UMCTDIZ & H3f4 3 PAHD 2t



B LTk, BROMCTDEE CIERR S BN
WrEENRH DD, ZTHETRIER RSN TV
7o FROBUET ZREICANTHRAEORIEEZTT
12 b T A 199THERT & 20048/ DV | IRRFE -
BREIZEN TV, 19974FERR % i 7= & §°20044F
W DHZEGT- LT LA ) —BRRFHRERD 2V
Sy RS ILEREF 23 1515 0 | Bl IUERE A
MCTDIZ R 72 p 7 & IS EEO F 13 <
T3 EBL LN,

7, 19922 /ER S N /-MCTD-PAHZ BT AL e &
EEMICHET L, AEOBKHZEISLT L HEREG
BEMEOENREDL L LO TRV, HiLbT—
FARRET TR, PHER I BKRFTR E REFR
BIUOhTa—REICL->THLRWAEERFER L L,
PAHZW OBE & 72 DePAPEZRTE LTI-Z &
a—REICEAPAH OEHE L HEZHBEICESREL
LA D D, FOFRMEORIENSS % DR
BETHD,

)E‘\:ﬁ

E. & #
MCTDIISLE, SSc, PMOER & g2 =—27
72JRHE L FIUIRNPHUE DEA # MIFFRIR KM L.

B

HECSVVERTH S, PAHDSHE 2 Xz L v 44
EZLONRTOWEIEEFROBWERTIIRWED,

BEOAMTH EQOLEEBIXBE LWV 2 D, LR
BETIL, HIUIRNPHLIEADEAMF & IRRERRIZ BT
AEFH. PAHORIEMAF, MBI ONERIEZER
L, BEEEFTER, 7ov=7 ML LTHR
DHAFEPAHIZH T2 AT a4 FOHRIZEBIT ZHI
m &SR CIE. BN RSRIEH D HODORMMIC
I B TR EOFRIIMEATHE Z L 2 L,
E L ICHAE TR Y A AEMCTDIZA BT APAHD
BWEEOYGT L VA 74 VREICLVEETO
—EVLIVOBEPARE L 12D Z LR3I I N B,

| F. RERfEREH

7L

G. MFREE
M. #FFEREORTICET 3 &k &8

H. FHRAEHE D HEE - BEIRT
L

FRE20LEE D D YT EBEDII RS HE Th - mRBRFEFTANZER D v~FHNE - R W B
AR ERUESA8HICHEINE Lz, 22 RHEEO ZNETOLHE~D THR E TEFE RO,

DLV REMEOBERLET,
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FEAFBP AR EEMNE EIRERBTTREEE)
FHR0E E~FR2FESBFREREE

HUTRNPH (5 18 I %5 58 38 OO i RS B i FE 5 1 <3 2RI B R B AT A R A D iR E
—SWBARAWE -

WERAERE . =F &Kit
MESEE . B BEX

TSR R R PR R R R R R S - B
TR FRFREEFOIER R Al R R S - MR

WRES
FUUIRNPHUKIEEBIEIRIZ & 0F L 7 IBIARMERT & IEAE (PAH) IZXI T 2RIBEE AT oA K (CS) OF
HtEE 70 27T 4 ZTHRTHLHE Lic, f5ITEH6 (BHE161, %86l ; SLE 661, MCTD 14, 5
fE 1B, v=— 7 VAEERE 1B) T, EHERIRTH o, 261 TPAHIZ X LT, 76 CEIE B DIES
PRI L CCSH& - Bt S iz (L R=v o R CFH45.8me/H) . CSBI%A4#8% ., Borg Dyspnea Index
(BDI) ®°NYHAZ 7 A Stk EBIA 2RO, F =65 FSAT M ICSHIGHBRICABICER Li- (296m—
374m, P <0.05) , FHENRF-HIE1358.0> 5499 mmHgiZ 2k L (A& 272 L) . BNP (623—234 pg/mL. P <0.05) .
UA (82—5.1mg/mL, P<0.01) METF L7, Lo LHRBRHEPICFERBESMELELROLZDY 7uk2 77 3
R cEBmEi, BIOBITHRE BRI N T e, F-CSHEESRE B ICMBEART DIETHFH H
D, O TRBATIE L, U L2 b, FIUIRNPHLABHBFUR I AHF L 7ZPAHIC 5 5 CSEmED
AL, FORBIEEMEEZ AT 25E CHEMOOREN T, FRHNICAERLERFIZZ LD THRVEE L

bihd,

A. TFEAR

ABFFETIL, HLUUIRNPHUAES B IFIR O BB AR At
B IMLESRE (pulmonary arterial hypertension: PAH) {Z %}
THRIBREAT v~ K (corticosteroid: CS) TRIEIZ
B2 AeBETHEEENL Lo, &
2 TIER L LU T owr3EE 2 AV, BEFLZ %
&3 MR 7O ARSI T 4 TITBBE LT,

B. WSk

1. WFFEAERR

EEER :

=FH Rt G RFERER EEHER NRSERE

MR BUR)

HEFEPFERR (FEYER) -

FRRFRF EFEHAR ARIFRE BRKaE

¥ (HEHF ER)

EERPERERY ¥ — (FE B

B KFEZELSMBHEE 7 LAX—U v~ FNE
O =A)

R RFEFR ARER (R D

NER BERFETR BERAR (SR 55)

R A FERRERRBIKRY v~ FREty ¥ —
Olle #18], J]{ £&)

EEERERE 4 — BERR (=& BR)
BEHEREEERFERR U v~ FRYIMENH (FHE
#&i6)

BISEBRFANE (B4 ERE)

2. R

BRI Y

MCTD® % WX HTUIRNPHUEB O 251 Y v

FHERBBE BRR. BEY v~FilbbAA,
SEFEBER LS T, PAH (E4£4MCTDH#
EHFFEPEEHE, 7272 LRI E U CUUEE o sk E
2 40mmHgA EDFEF) 2/ L., H»OUTODOH S
WE@QDW TN DOEEE2FET25A8ICB5, BF
DR, i, BRERIER DR,

OF ORBIEGHED LA LFHICAT A ROM




A DTS LE & 72 DIER,

Q@PAH RHI(NYHA I—11E ¢, PAHIZ BT 28 & 2
IR EEARAER A MBS 5 AR TH 2 1 ETHETH S
e ZO%E. FRORBESEOREIMDA
A%

BrRop AN

a) BVEER I FEARAE I AL 5 PH, RAFIMPH, fifi
REIEICREIKIFT DL EX DN HPHESE
b)37 AUURNIZ, A7 A K, GEMHZEK, Kz
By, TRTORT ) =N, RTTFTRAR, VAT
FT 4N ANVU LAEREEFRICEA (21X
HE) SNTWAEBE, £7237 HUAIC bR
ENREZ b B,

¢) FDfh, FRER, AT FEAHLIWIIHEE
WEYVHEEENRETIRENRVEE X BE
(& ZITMBIEBRD D R 7 REW L EZ LD H
EBE) ,

d) IBRELEE I TWDEE,

3. TRREE

1) AFuA FizonT

1) -1 A5 oAf FEER
FREOHKIZWERSE, KAl LTIV =Y
o B T30mg/H (B HVNH0.5mg/kg) DL ETHEA
(HBWIHEE) 275,

1) -2 A7 uA FEEHE
BEHAWVIIHZICEALZAT A RIZRIET2
WHELL LT 5, ZO%OHESLHEIXTIRED
Hricw 2o s, FAlE UTHAM? G2l MR &
10%RBEORESL LT, TRMULITPe<EELR
WZElds (EERBRGKRDONIZHEED
z<) o

2) BRI X ORI O\ T

IRRREARX6 » AR &3 5, F O%IZEIRE DOHBIZ
I 27 oA FERERET D, IBRGMPILeEm
HE WY v~FEEL) | AErFr, =Rl o
AT )=, RTTZRAE AT FT 4N, BN
T LRI, MRS CRIEOF - R A RIS
LRWEDET B,

3) rhibiye

TROBMEER, REEBZRENIZHEZD LT

10

ERERAICE L L, MBILREOMEH 72 S D 3KA~
DEINBIZBRFET LW EEZ DNEGE, BRAIKRA
TuA FeEBEE XTI TREFEERIBEN
BE, BENRE LB LZEE, T OMMBLE
RARFEETH D LW LSS R eEhilk L,
FHNETDT— L BEHTT3,

4. B8 - REHREA

1) RBx bV — (BERE) O

e [MEHRE (BEFRBI»LINDIT->TIr AL

ISR TONIEHERAE)

> BLUIRNPHLE, BV S HEEHUAE,
MPO-ANCA % & ¢ B CHifk - FiEHifk
(BERRERIZIG U TO)

> IMLEKL-6

DB EERE (BERENDL IDDIE-> T

r AU EN TUVRITERAE)

> G A EIARE 2340mmHg A L TH 5 Z &
% HeRR

ICT (BEFEN L ShDIF > THEDRN

W SN TOVNIEERAED)

B > F 27 7 b (BEREN DL D>

TUHEURIC SR TWiuE, BRAE)

WELEEESETAHETH B D L, F OB AT

& IM)ESE OB R e KT v, i i EiE

PWRICERT A &,

2) = FRA2 b

DT dRMmEE 2 AV, EIRERE T2 &0k

MmATEE DR BN Z . NYHAE O W E, 6584

1TOREELT Y FRA v b ET B,

3) R7uA FHEE (GEA) i, A1 A.37H,

67 Atk (b3 WITRBRPIERE) (31T 5 FmE

B

H &R (Borg dyspnea index)

SRR R

> L, WE

» NYHASH

> BiEmEEC B 2R (8 A&
WM E, FIMERE O TTHE)

> HOTReE

miEeE

» UA, TB. CRP, 7R{LfH, MmiKIgG. RER



Ak, BLURREOEBIEBMERIZ & 7
HEB (7= &£ 2 ESLED B A, MiEHIDNA
BLikdize &)

> Il FBNPHE

®  LEETEBRE Qr A3y AROEL L —

FTH, /L6 A#[H D WITREH ERF]

T HIITT D)

> FBIARE =L F Uit L R = HEELAFEI
MHER E B A VI AR AR HE

> FHEIARSR I X U RO 7= Bk A = hLER
[EBEH D VL EIRICERE
(FBAR A LI AR B AL REB D )

> WEIRTEHIE (LEROWH 2 ME L x5
&> Fr)

> DatHE
(MBIR 3 B VM T KB IR SR D Wi & I B

BOLEH, BIEL D DR DOA)

> FEER (MEIRERE & LR SR
ECTERBEEDL)

> ALAWHRE L, ELLEEEE»SED
ERERE, AR (ERRHS 5 W idinER
Bl LRE—ER IR ICE UrR & 5

T5) HE
BE
LEIRIGE R X A EAE &S E10L T
%

2 B BRI IR 13RI B S B iR 5 SE PR R A
Z+10E 75,
3 BHEBARES R (G EEHEREX?) 3L 5,
4.0 HH B — 0 0> S g e i BT T B L 2
T 5,
5. M BRI XA EV AR S E DR B L T B,
o EEIHARE
> 6 AT
<+ ZOBEE BERSHIETAE 5AIC
i, RFaA FBEICE > TELT B &
BHLIDOTEDERERICEHT DI &,
I EERFEFERRT, R LCEER
UL L, 150ME#L L ThbBHTaH
52k, hBBERIENEE LIR2VES
IR A ERERE L C LV, BRR R0
BE %) P EDLLRVWE S ITHEER

11

THZE,

® JFURTEENMEORHE (7= & 2 IISLEDHZA .

SLEDAI/BILAG D)
B
1L.A7 a4 MR (EA) giomEICEHLC, W
WbA7 A FftE (BA) REE»LIDLDIES
Tlr AURNICITb ChhUEZ 07— 2RI
5,
2RBRIMKETE® (A7oq FHEE - EA6r AK)
DFMETIEL, DIRBFEREDLE D, X701 K
BECEA) %67 ALL LYy AUATHIUZRT LT 3,
4) A7 uAf FEARIE6y Atk (HAWITRBRPIL
) RETHEE

> MEGEE (P& N MRELE, 1 b2

AR EOFEM, EE L T5mlEl L)

» BIRILIE A A ot

> Mg L F7 v, ECG

> filifRERRE (%VC., DLCO)
BE
LAT A FEE (BA) fiomEZELT, Wi
NHR7Tuf FEE (BA) FAHAELLSIADIE-
T3r AUNIATbR WIS EDF — & 2 Rf$
R
2RBYIBKTHR (A7uA FHE - B A6y A%)
DAL, A7 v NHEE (BA) %64 AU L9r
HEMIZITbh TR &4 5,

5. FEER

1) AEFROER
HBRERPIcBE R, HODRFE LI ZVHIN
RERURWEE, ERELARKEAEER LT
2

DR EEROFM
BEREZPLONBAITEFOER, RHEMERN - 2
B, BIR, HEEBLORT oA FEORREEE.
BIUOMBE I NLTFICZRT 5,
ATHENIEESER

270aA FZX BB & LT RERE, B ERAE.
WEMEEE., BREL. BIBRA2, HLEREE.
VR, fAaEE, ANE, fAE, s0)t. 8B
miE RS Y v AiiE, RERHEE (P OHERER,
WARER) | EE. RERE. BMEREER ER



H5b,
4) HEBR~OHIG
AEREENE LS TERHITMIFEET S,

6. PR EIH

1) BE~DOHHA

RERSM OATIC, YRR R BE AR NCARER
MAEZ AV TRRONEEZHAT 2, REFICL
EHRFLBELYTATEIET, RBR~OHHBES
KEA2BEOBMORELTS, AEELHAFIT
DREFIZHRFL. AEZBONCAFILIREED
abv—CRAEREL,

2) AMRICLVHEIEAHE
ARFEICBMNT B 2 1 X 5 ABRHIR O R
EFROBMIE 2 < | RERAT% O MBI (10ml)
DHTHD,

3) BABHRORE
BEFRITISHRICTHESE L. Fip. M. B
| (BRAER, FEFRAEET) | REFTRB X
VI iEZ R RFEERIEMNT D, FOEALL
o (EEMLE) RECRET —F L MEITYE

a—F 4 x—F— W@z itE5ET23L0 LT3,

EBEAEROREDT D, LB BE b LD
L, ZORORHET D,

C. HFouRER

R#KRZE, BN EREEE ¥ —, BERFE. BIS
BRRKZIVEMBINT S N —ESh, B,
MBI T o72 (R 1) . 6BIMBSLETH Y | 78] (E
B, 3, 5. 6, 7. 8, 9) THEAFEHME (L—72F
o, FVEMERZ, M/ MRED) LT, 261 GES)
2, 4) TPAHIZXI L CCSHBtAEH D WITHEBEINT
W7z, PAHIZEE U CUNYHAZM XIS BV XIS
Mo, IVOERILEDZ, RBIhbnx b
Y —EFIIWT R L BIUIRNPHUEBMETH 508, 3T
SS-AbiESLHSmbUA b SHEE IR D btz (K1),
R Fa AR, VATFFT T o VBIFITCRA X
TV, WIS ERE L TER I TV DR
ThHot,

Borg dyspnea index (BDI) , NYHAZEE %Ki L
D LT, WAL bCSHMAANIHEY 5 L4B% T
ERAMEZRBO-DABEL 2o T, £ 63T

12

B (6MWD) (34BRM% CARICEE. LHEE
LEMLEZLOREN- (K2) , IbhicRK2DE
B HEREHEDETIZABE TR h DD,
MiEBNPE, REE (UA) EITAEBICET LTz,
L2sL, 248 OB 523 C X 7 ERIE3F (33
%) OHT, FOMEHICRERESE LR OO
vruR A7 7 I R34 (33%) TiEMEa, BD
1B CTRESF RSN T (K3) . £72CS
HEESHE BICMBE ARSI SNWIEFARH Y . F D
R CRBRE I L,

FET-H : 6685, ZtE. MCTDD Wi CSLE & H8 R AE
DIREFTREZAR L, £FESR. /MR, B
RKTABE, DB E R RE CHEERBIRED
47/19mmHg & Fiti & fUESE % 38 8 72, %VCIiL83% T
E DR HEAE % 3R & 72 25 W BRI I TIERIRE 2 < |
FiffE s T 72 A THHA LR KBBRIT 2o 7,
F - HEE O BIES 5Ly & SRR ABERE GRS
ERIE R, DERNFROEE CThol, LD
REBIESMEICH L TF L F=Y 2y 30mg/ BT
B L7, Z0%2H5RESCTI/MRBII®RE. &
MEREICET 2 BRE SRR ERO 2 holoH v
ST AABBE LT, BB THEE, EEMARHRRC
BARINE, BMRE: EIXRERS, BHROAKT
BB R LTV, 7L F=Y =2 20mg/ H ik
FHIZHE b 6T 3 CRPO LR BB D L,
Uk AR ICEREE PEL TV e, Ll
RELZERIEE REER LB UIMEE, —BRH» 8
hiBEEICE SN bARRE W, EEOERE
WL OARE (MiKE) CThotz, UBERBZRERTL
FefEd/e<, BNPELEEL TWeZ &b,
DARZORRITIAHATH S, L LPAHTITIZAIE
BHY H B ENLERBOFEEEREZE L TV
ZH b b9, Bed A VIO ERIZ L v il
BEEMUE L L HICE LR EE & LA REEN S
WV, RBEOM, 261 TAT oA FEEREE. o2
Bl CBRMBRAEIC L DERE BB R, EBROAE
AUBITERD SR, TR B IRz h oL
EhTWwiz,

D. 8
BIEE . BRI IEEICS L TCSOA B
BT ARTT 4 TIIRE LRSI, AR



AHREEoOTu s MRS LEEHRELTC O
ZHR TR TEDHZ L, Q= ) —BLUHE
HEELE— LT 02T o THETCHEZZ L,
@ -BEIR OBEMRR TPAHIZ X B FEERN T
LR O BRMPAHIER O > b U —23T& 2 "TagM:
WHdZ e, REBRBITOND, L UMEEEDH
LSFCBWVC, EHT P —ORFESEHIN
7=. Tl bi) BEREPAHIZH U CIIZHE» 5
CSHM TIIIERE2 1T 7 R A 7 7 2 F (CPA)

PHATAIo ha—A s LTV AMERREET S,

i) PAHR E LD TEELRRETH 5 - HICMimE

PR A A E AR L ORE R < B TE
TET 5, i) bebEHEENDR, I HICMmE
PR DO IRE e ¥ T b Y —ATREZREBIER AR 5
o, ZERENEmINL, TRHIIANIREICE
TR KRESEELLEELOND, EE

PAHIX THARZFER L EZ b, RBREIEHIC
FHTEANPROH NI L ERBEETH- 2,

CSHtA4E % B BRI EE 258D, £/
6MWDIZH EIZH L TWiz s, BEURO K BEE
MERE D EF T EHERRN - EiC L
HWHEOAREMEMNH B, Lo LILTEBNPRUAN FER
WIRT L2z &0 £EAEERRV L OOMERRE
BIEAA9ImmHgE T LTV 2 & IECSO L LE R
R A2RELTERTRETHA ), AREE
IR L TWeWnas A &b CSHRtGH%4EE £
TiX. CRP, ESR. IgG. HiDNAHU{kMl (SLEAE)
BT EBEEIZET L, CSOEADH A WVITHEEN
FEBIZA L THEDITH -7, T bPAHE A
L7=BEURICBWV T, PAHIERE LTHE RS
FRESMEAIFIT A ENEELEZOND, Y
B CHEBR L 7=, PAHIZ X L CCSAY#E %) L 72 SLE-PAH
FEB] (GEFI3) 1X. CSHMTA— 7 ABRMVEM L
TWiz, —FTHBIOEFD H b, 35 CHEKEBOE
BhtEIT )t U CCPADSILEE & 72 o T BB ASFAE L7,
T B DIEBFNZDOWTIL, PAHIZ %19 5 CS+HCPAD
PIREVEODERBBETRELELD,

LART & ¥ CSHMCSLEIZf¥ 5 PAHM &3 L 72 iE B
O®E (Goupille P, et al, J Rheumatol 21: 1976-1977,
1994) 233 %—7F T, SLEICEE$ APAHIZX LT
CSEFZ DI AHEMAREEILT UBAEDTRNE
TAHELHD (Asherson RA, er al, J Rheumatol 17:
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1292-1298, 1990, Sato M, et al, Intern Med 33: 540-542,
1994, Koyama S, et al, Intern Med 35: 39-42, 1996) ,
CPAIISLEIRH & L C—AYEA & 2o TIXW 3
M, ARACTIHCPARBIEIRIZ S U TREREKIZ /2 - T
WRWZ b mERRAD R B o RURYYE SRR B
D, BERREZOZOTEERICHENIZL
Ve A%, CSEME Y HCPABFRIMNEICERMNE )
PEARTHRNTILERSLS I,

RIRFIZ AR v & V7 O S JERIE S M & 72
HBRREHPAHESNFET 5 Z Ll EoRE
(Sanchez O, et al, Arthritis Rheum 58: 521-531, 2008)
PobHETH D, BIES CICEREE O E LR
HREHCTE D L9270 NYHA HIED HFEH A
FIREZR S DS HET D, il IEEEIIA i O
FEAMHE L O BEANRE VA, PAHIZH U TIXXHE
WELEZZ O, CSRCPA%R AT 5 Z & CPAH%
FRRCHELADNEL W BETHRITM ETD LB X
2P (R

E. #&3
LETUIRNPHUA G BIEIR TR EBTEEMER & 5 o,
PAHRIEREIDIERIZ IV T, BIBREAT A K
FXPAHIC X U CHIHARY (—4B) oW Rax B 5 AlE
HnRh s,

2L L, ORIBHEART A REMTIIEBES
MERFEFIZ T b a— LT RVERFRS, OFEBTE
BfER 2 hr— A AN THLPAHBESHEL 2V
EFINTEEL 3 AURICY 7 2R 27 7 2 RRRf
i PEIR I D BINOFF AL ESEFI R E o T,
3BBPECHINGFEL., FERFE. EBEH. O
FE7: EDRIRIE %R Tz,

F. REREERIEH
2L

H. 589 EERED B - BRERI
7L



1. AFRCT s b Y —Eh i ES

fEH REE SHE (XEELBD) NYHAZME CSEEAE (mg/H)
1 SLE L—T2AB %, PAH I 15— 35
2  SLE PAH, FR{RERHSREIE THE I 17 — 50
3  SLE W—FAB%, /MEEADE 11 20 - 42
4 Tx1—45L> PM I 0 — 45
End 33
5 o8 K AE EEtEitids. PAH I 0 — 40
6 SLE Tn/MiRGE> . PAH, 1 0 — 60
g%, FT£
7  SLE L—TZXBH, PAH v 0 — 60
8  SLE /MR, APS. PAH 1 20 — 50
9  MCTD M/ RiE> . PAH I 2 - 30

FROERIZH L TAT A RERBEITHES L

fEB  HUIRNPHGETE  EFottomginik WU VEE  StAShizEa

(index) ik CSLNDEELZ L D)

1 111 Sm. SS-A/Ro - J—27)o, RS3TFAR L

2 245 Sm. SS-A/Ro - R57ORFb

3 60 Sm, SS-A/Ro, DNA - YHRARRY Y, FRE

4 126 SS-A/Ro, SS-B/La - HEEEBERRE

5 38 Sc1-70 - L

6 83 DNA - FIRE

7 52 SS-A/Ro - =TJ7Yv. FREY .

8 110 Sm, SS-A/Ro, DNA +* RS TAZR b+, CakEhE
UNTFFI4IN, FREY Y

9 146 Sm. SS-A/Ro. DNA - CakEliE

RS S VF I 5 L TS8ITREBBZEHY
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Borg Dyspnea Index NYHA class

%
20 - not significant 100 — not significant
(P=0.08) (P=0.1)
Bl vs. 4:8
O\
gﬂwwmw““""*§MMMWMWWMM 3
10 - - 50
A
& &
:[] 4 12 24 I 0 miv I onmiv
b} Bl 4B

1. CSHEm%ICBT 5 BREROEL
Borg Dyspnea Index35 & U'NYHA class & I CSTRRAE R IZSEEM 2580 TV iz,

653 RIS 1TEERE (m) MEHE (L/5)

400 |-

A
) YN
Z
200 |~
25

296 — 374m: P<0.05

1
Al 4 -12:8 2438

| | 1 1

=[] 4 12 24
bzl
X2, CSIHER%IZRBIT 2 EBmMARL MEHEOE(L
65 EIABITIXCSBAtA4 % CTHRIZHEL TV 2, ZORIVEFBOBL DD, CSHERFI & ERTHLEER
IO ote, —F, LHAHEIRIESD 2 WIIHEE UEEFIIR LA, #NER LESIBN 0

27,

15



®2. CSHA%OMBIIRE L M~ —b —OHB
CS;afan (9) 48 (9) 128% (5) 24E#% ()

DB ERRE
TS E 58.0+17.0 49.9+18.2 36.7+7.6
(mmHg)
miEHRE
BNP (pg/mL) 623+507 234+238* 265+294 2724269
UA (mg/mL) 8.2+2. 4 5.1+2. 4™ 5.4+1.8 4.6+0.9
TB (mg/mL) 1.1£0.8 1.1x0.6 1.4+0.5 1.2+0.6
() NIXEHE
*P <0.05, **P <0.01
(%)
11 ) —
50 |
Bl 4 12 24
bl
X3. RERREGEE

AED G 1208 F TOMRNZ34 D2OMEF D LT, 30 CIXCSEM CRERFEM LI 2T N TE AR
Dolz, RBRBE CHECTE3BNIADEEZ2 LN, 4B TRIBZ RD Z ENARIEETH o712,
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