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AT REAE E TN R e M RE L REE X
i BBk S ERIFI 3R

RE' rE, BB, BAMES
(AR mEFPOER 1. REAEZA, 2.0 & RE, WE RE 257034)

HE . B R s AR (SSc) XM IR EG AT ATFRME, Fik @®IRT
TR SSc B 46 B, JRAE 36 A A VAN, o A F k&R (SSc—PAH ), F Bt B4 il 3 b ) /& B
Rl T4 (SSc—PAHHPIF) 4An 46 SSc 4, BAH M EMBHERTH . FREABRLFTH. wib
B 24 NRE e EERE . £R W —A MR E (DLCO) F %/ SSc—PAH £14» SSc—PAH+PIF
AEFIN, AAMEE (FVC) FTHA SSc—PAH+PIF 4% % JL ; FVC/DLCO 14 >1.8 & SSc—PAH #05= SSc—
PAH+PIE L% 53 4 26.7% #= 46.7%, 15 SSc 2049 6.3% b3k, 2FA %t F &L (P <0.05), L&t Fvc/
DLCO & >1.8 #) &5 P A 78.4% LIS IRE A # M, 5 FVC/DLCO ML <1.8 ¢ B4 1Lk, £2F AL &
L (P <0.05), & TRE3FAGES, KREARFE FVC T B LM ake) TH — 2 FRME, ™
DLCO T M) 38 il 3h bk i [ 64 2t B A 5% 09 M ANAEL, 88 A M) 4 fT, FVC/DLCO>1.8 *F T SSc 48
KTk B R R KRR TR AL

K . BhAR ; AAMERALE A IKE E

FE SRS : R593.2

R0l GE (systemic sclerosis, SSc) JE&—Ff
Ji RSB gl PR LA Jeg IR AR B 12 4 B SR 498 JRE 224
WNFHERZE SR80, o™ BRI F AAEFSET 5
PR SZ 2, Qfifi[a] Bi2F 454k ( pulmonary interstitial
fibrosis, PIF ) FIffizhik H ( pulmonary hypertension,
PAH), HFAE " HITC L BURIA 53.6% B G IF PIF,
i PAH IR A 10% ~ 30%, {HEIF PAH
B 2 EEAFRAN 40% ~ 50%", ECRIZ IO N
DAL E X Tl F WU U2 FeAR R0 A
RfErh, BSOS A X T A B2 T PAH A —%E
e, (ST TR PAH U, HoA ANRIRR
PR R A B 32, iy ELRR A O 3l e X T Eh B TS
Lo PAH H Jre i) T A (Rt AT FR - 7O B P v i B
F1% it 30y Jok T 384 g R PR AUSUAT 20% 7o et i
1 PAH", 7E SSe F5 tP AT I D A A ) & AN
FERE A R P Rt , Tt d e, R ARG
SURTVRBCE AR, I REFR bR A 57 L 2 LTI IR

ks HY 2 2016-08-17

X#EFRIRAD - B

REPREAF

ABIFFE I B 53 A L SSe & JF PAH B & Y AH
KRFI S fahR . D ReR A XA G E T
SR, TS RER AR bR B AL X T I SSe &I
PAH [ R e AL al PAH JERE AN FIANH

1 #ZREFE

— &R

B HLIEEL 2010 4F 7 H 2014 4 8 H A3k M rp
DEEBE 112 BAEBE) SSe i3 46 i, Hd, 53 4,
A3 ) 5 4RI 30 ~ 64 %, ) (44161012 %) ;
JRRE 1 ~ 36 A, T 184 H . I BERE 1980
AR KB 2y (ACR) SSe MKz WibRifE .

111 PAH ¥ iidr-f KA 2004 4RO BT B2
PAH ZWiHE RS, RICCEME D IER (25 kA (R
W= RIBIRIEZETE ) - PAH & SOl 0 bk
#r ) >25 mmHg (1 mmHg ~ 0.133 kPa ) sis st >

1.1
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K, A T RS TR 2R G R AL AR DG B ks Fe n w2 5T

30 mmHg,
1.1.2  PAH =& 5% 26 ~ 40 mmHg N,
41 ~ 70 mmHg FHE, = 71 mmHg HAEAG R, 0
W PRI E TR B 7E L R S Ak b M A O 5 o
PAH F=H R A A #2000 P2 (NYHA ) 439%,
BT MgechierE, T MgchhE, I, Vg E R,
1.2 HEBRARAE

OAEE AR 5 QKWK ; @Lpal PIF
JC PAH % ; @A BB A, W8 SR
PPERHZEPEIPOR S 3 G H.O M PR oS RO
WESR , W F ke . BraE bR Ea . 5 kPO I |
TOEREZE | Sk FAERIAAE ; OME s OFIEFAR
s @F . 1BHEEY ; OME RGN,
1.3 &wHIHA

WA EIRISWARIE SHEER 2508, o AGEIY SSe i
B N3 . A PAH 4] (SSe-PAH 4 ), ZLHE 15
], 4F% 34 ~ 62 %, V1 (4833£10.01) ¥ ; &7
PAH DA% PIF 4 ( SSc—PAH+PIF 41 ), 2% 13 fil, 5
PE2 B, 436 ~ 67 %, Ty (45.67+11.37) %
ANEIF PAH B PIF 35 Ry 4l SSe 41, ok 15 i, W
PR 146, 4El8 33 ~ 61 %, I (44.67£11.06) %,
1.4 SBTER

JITA SSc BB IIEZIRINN . RN . IKHBERES
B (EDTA) %3897, SSc—PAH 445 W4 . 1 RIT
BER . SR THEPUIAYT, SSc—PAH+PIF 415 1o bk
F RIS IR YT B iR 4EZ 6 ~ 18 S H A mE e
(BT 060K, VIR, ELE3NH, RE1.0g
W, LRI A, EE3ANH, Hh 1.0 gk, 1IR3
A, #5826 ~ 12401 ) thidiifyr, ANREM A2 A mE
H B2 T IRTE (40 me/kg « d) VAT . FERLIGTE 2%
fif J AR s F/NRI IR JE RS (<10 me/d) JRYT, 2R
YRS AN R AERR YT L R BRI E o I TE
BB B AT SRR ATICA R IIGYT (RS 5k
). B2 BE PAH 5 45 T S e 57 + PAH BEflvayy o
HE PAH # R LRy ohe T LR aI6RYT .
1.5 Fik
151 ke ke ZIXESKES ~ 10 h BUN &
JUK I 7 ml,  FEIN AR AR o 2 B R A 4 N I TR
M3, #PUERR, FRE NS SN ok, &
2°C ~ 8 CHRIHIRAT . b A A WOk Al I B 0 J5
QT il 8

152 gy feml @ ok e e R O ISk 2>
FINGThEEAY . Ml (total lung capacity, TLC) SR
—SE AR R, TG (forced vital capacity,
FVC). 55 1R g =00 SR Al 3100 o il — 4
A B0 R B I SR FH B T PR . BB ) 43S AR
SINTERESZIRIT AT . 5 24 A A ST 2 I TR &,
BRSO KA, RO 3 Uk, PO E. H
b BR 34 LA S [0 00 A7 8% 08 1 4 ok
MRo MM REFE AR /N T IR T A 80% I KA £
FESH, IDIRETEAR FRE 15% B ORI REREAR
153 wwjEA Foal & % ik MR 4§ SKIAERPE #
HATLE 48 H = Jfie R S i 52 ml S H A 28 M
R JRE ), Ay g A O P P e U e 5
IS 125 0 12 ik s 1 B Uc 4 . ( pulmonary
arterial systolic pressure, PASP ),
1.6 SiIt=ETE

JIT A B0 R ) SPSS17.0 B F kA7 407, Tk e
FILLHC = FRIECR = R SRITIIA7 2A07.
SRR . R Pearon X K, P <0.05
ZRAGIE L

#HR

ZAIGK R LI EFFAELL B

SSc—PAH 4H . SSc—PAH+PIF 0 i 4. Mg
ERER . feuitls . BEPERE . RBRERE IR
HHIES SSe A LA, ERATIH R (P <0.05),
SSc—PAH 4. SSc—-PAH+PIF 45 T SSC 2H., W% 1.

2.2 HKAEMMINEETEFRILEE

221 A& urAR A oL FLER BT SSe—PAH 4 Al
SSc—PAH+PIF 41 ) il Dy fig 5 K 1 38 5 SSe 2 LU 4%,
ERAG ¥ X (P<0.05), SSc—PAH £ Fll SSc—
PAH+PIF 41 5T SSc 41 ; fili— 48 ALAR IR i ( diffusion
capacity for carbon monoxide of lung, DLCO) T [ 7¢
SSc—PAH 41 Fil SSc—PAH+PIF 2H ¥ % WL, FVC FF&AE
SSc—PAH+PIF 415 % W, , B bR 4R 5 SSe 41 ik,
LSRG E X (P <0.05), SSe-PAH 4 Hl SSc—
PAH+PIF 4 i F SSC 4H 5 FVC/DLCO {8 >1.8 7E SSc—
PAH 4111 SSe~PAH+PIF 4115351k 26.7% Fl 46.7%,
55 SSC 41 6.2% WAL, A Gi# 5 X (P <0.05),
ZWi PAH B AT 82.5% M4 HBE DLCO FRE, I
"1 43.3% (1) DLCO<45%, 5 SSC 4 2z A geit2#

2

2.1
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o 28 %

BEY (P<0.05), W2,

222 24/~ A B A b SSe—PAH 4 1 SSe—
PAH+PIF 2 25 Uil D) REHE A . 5 A6t 28 43 ) 5 2
AL, ZRAZIEE XL (P<0.05); FVC/DLCO
{H >1.8 7£ SSC-PAH 41 fil SSC-PAH+PIF 41 143 | 4
60.0% 1 80.0%, 5 SSC 411 18.8% M4, ZFAYH

=1

& 4 PRFFE LL 32

T2 (P <0.05 ), TRl 433l i TRk 4% 20 A 43 Fe
W23,

223  KZA09 PAH Hi  SSC-PAH 4H7E 24 /> A i
A 3 Bilitish bk e R A 5 SSC-PAH+PIF
HTE 24 A H A 3 IRt sh bk 7 iRk e v s,
2 Bl R . WL 4,

)

SSc#H (n=16) 4 7 6
SSe-PAH 41 (n=15) 10 7 12
SSe—PAH+PIF 4 (n =15) 12 9 14
X 1H 10.462 0.917 12.540
PE 0.005 0.632 0.002

5 2 10
9 6 14
13 9 15

9.820 7586 9.700

0.007 0.023 0.008

K2 RAERLHMINEUNESREFERHE

SSCH (n=16, x+s) 86.7+6.12 783+294 672311 502£231 67.3+83l
SEKER 1% 18.7 12.5 56.2 62.5 68.8 6.2 6.2
SSC-PAH 4] (n =15, X+s) 763+477 745+378 726+067 438x391 59.4%629
SEKNER 1% 66.7 46.7 80.0 86.7 80.0 26.7 333
SSC-PAH+PIF 4 (n =15, x=s) 683+572 687+216 482+591 32.6+401 41.8+293
SRR R 1% 100 86.7 100 100 86.7 46.7 53.3

®3 24NPAMEEMMENELEREREREE

SSC 4 (n=16, x+s) 69.8+322 672304 623+421 421£201 57.5%2.82
SRR 1% 37.5 25 733 80.0 81.3 18.8 25.0
SSC-PAH 4 (n =15, x=s) 624354 613+262 61.1+345 388+536 429266
SRR 1% 93.3 80 86.7 93.3 86.7 60.0 73.3
SSC-PAH+PIF 4 (n =15, x*5) 578+325 537+270 443+322 308+3.96 369453
SRR /% 100.0 100.0 100.0 100.0 93.3 80.0 100.0
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K, A T RS TR 2R G R AL AR DG B ks Fe n w2 5T

x4 BHEBEWMSK 24 AR PAHELLE (xxs)
23 B PAH HJE PAH T PAH
SSe 41
IS - - -
2441 356+328 (6) 43.7+2.18 (2) -
SSc—PAH £
EUN i 38.6+1.04 (8) 513+3.44 (5) 724+2.88 (2)
244 )] 37.8+2.12 (5) 55.6+3.05 (8) 77.1+1.05 (2)

SSc—PAH+PIF 4
WISH} 358+2.56 (7) 60.8+3.16 (6) 78.9+3.61 (2)
24 M H

T Bl oSS i

388+1.01 (4) 625+2.15(7) 802+1.51(4)

3 itk
SSe 1 PAH WIHLHIE 2%, PU B ARSIk . Bt
BLEFAE A BT . SR dh A EE 1T —a HUAASE A Bt
RS S E S ", LA P R A L B RE
{14 T 98 D K i A AT A5 PR 28 S0 a4 L 7 38
AN P B AR R R T, an S A ik b AR
-1, iR AE KT AR SEE T 15,0 A
A2 -6 45, B 5T SSe #56 PAH B9 &0 ™
WF 5% & B SSe 4 IF PAH #4 # # rh 50% 5 fii i)
Jop s oM, BRSO AR H 45, — il
IRAER I, Rl NN K B DD, 5 — T
T E S A SRS, IR, AT 520 3h
Jik & F1 328 TH RS, STEEN 28 "™ Al 3843 SSe & 1)
PAH Y8 FH Tl B A2 . ABFoe b 3 4k & PIFLS i),
Hrhi2 1 PAH 15 45.7%, TEJE PAH & 15 53.3%,
A PIF &Ik 3418 5 TJC PIF 34,
90%SSe B HIIG DI RE S5, HH S T RKAE
REGEAR A BUE I, A EAMEE G I 50%
) SSe [ MM 7 KAy 1E 8 . ASBIFGE & IR TCAT (] I
TEREAR A SSe e A 86% 1% i BRI ] Ttk 28,
B ) 750 3 S ) E A o 42.3%, /NOE D RE RS
56.8%. {HIREIIARE T FE& Ak 91.1%, 7R F
SRR L IR PR ) P S SRR R D RIS, 5
W™, DOMAGALA™ Wi —3, IRA5 R SSe fifi
Bz B RI/INE R E S E ", FEF 25% ~ 75% Al L)

RWNAERRAS , BB U AR S, AT
FEH R BTGB SRR 1 B TR 56.8% /NVSUBEDIRE
S, A GERER B TP 71.3% INVIEDIRE S
W, P RS G AR L [FIIFSE & B TET:
WEAE SR AT 2 T REFE bR 55, AT PRI etk
HIA S TEARS R, I H T GBI E A T
(RAH, ST R & TP R 5 83.2%,
PREINREIE W 3 A 37.6% S84, RUIRE)
REPE SR SR A OGP SE IR T LA S B fili 2
ReE RGO, (R AU 2%

SSe AH I fili 5 3 LA BR i 14 8 S T AR B A L il
N B RECT REIAR S RRAE, 2RIk il
i TR, FVC, F8UhEE. DLCO FRE, It
B # UL A DLCO F& K. DLCO T R IA N J2 SSe—
PAH MG HE ", [FAf FVC/DLCO HE AL E
B T SSe B3 PAH 1% JXURS: T A 5 PF " XF
T SSe MR IRSIYE PAH, #4 FVC/DLCO HAERYHE
. JRT SSe WAL, BEE A NBERYIETE, &
i B DLCO FEAIK, F:3X FVC/DLCO LR & i
HIEF PIF B, 2B FVC R, sk b i i 4545
1. Bl g ik B 495 45 1 A DLCO AS 13 L 481 (8 B AR
i H 2 B FVC/DLCO FufE 3 vy, Rp it T4 ™
& PIF, fIREINAE S 4k & 1 PAH B & s i S Bl
FVC/DLCO LUfEsg = "™, XFF SSe A9 PAH BH AT/l
IIfekAr, oIt PAH B AT, # A4 FVC/DLCO
FUAE AT DA RO 18 I — i R B L e 2 g .

oS T AR 58 90 B B SO g I A BR ), 5 B
RUAH G E P AMIF ST B o N — B a5, ME RS
Bk ZREEA . 2l BIETEBFE ST, 2R
SSc #H¢ PAH ) RIS IR HE R Rl 2= i

1=
B
1=
B

2 % X Wk
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