firgh ik s B AR, TLh 4547412

P A FR Ty HL

WRERE N A . T TSl K i s 1) 25 4 2V fE o TR 22

SETAE, IR IR BRAIRIAT 7 O G

SUVERIIPS:

RIS = R URTT 4R HR TR

EES TS A s

UIjC%BﬁE

&

AR ER A EIARL B 4T

ERAFE-ERMNERER KEF Hix

UIjC%BﬁE

B AR ER A TEREL H#55

PR IR

[FE S ZES]IR563 [XHEFRIRAZIA  [3LE4HS]1671-945X (2009) 02-0075-03

iz bk 5 (pulmonary
arterial hypertension, PAH) &
LAt /NS K I 2 2y Py i
FVEE A L S5 A7 AL AR T R I A
R A, XL B AR 3 S0 I
ERL A HEATPERG I, A S A
O IE I FIHE T 2k T R AIE Y — i
P (Runo JR, Loyd JE.2003;
Humbert M, Sitbon 0, Simonneau
G.2004) . PAHRYSER N RIRZ
Hp g4 2% (connective
tissue disease, CTD) &%y M.
WL ER N F . H T A IFPAHT
CTDIE PG 22, JET -, Kk
IR BRI T O S5 U
oGk JTeEsR, BEAE AT Hm
B FHLHIR AR, L)
I IR, RSO LRI i
FIH ISR CTDAR S PAR T [f
Rk o

SV SRS T NS A
HIRITIRE

CTD & AH S PEPEP AR 3 W
J A, AE—TX3 50044 CTD i
HEWHAE D RIL2. 6% B E S
JFPAH (Yoshida S, Katayama

M.2001) 5 5 FEINTH & K ek
Bl T 23644 AW fPAH,  JLrh
8% CTDAIK (Rich S, Dantzker
DR. Ayres SM, et al.1987) . %
FhCTD W] A4k R PAHRY K A=, Horp
DA FR Ge P A 0 B Oy B L,
CTDAHRPAHA LR L BF 9T 8
2. WERZERPR . KRS
PEAE A 99 A1 ey B 28 2% ¢ P A AL 9
Bynr B Rk, P S EP AR
A HESY 5] A9 2%~ 30%F110%~60%
(Mukerjee D, St George D,
Coleiro B, et al.2003; MacGregor
AJ, Canavan R, Knight C,
et al.2001; Humbert M, Chaouat
A, Bertocchi M, et al.2004) .
IeAh, WA AL . RENE
2L BRI th 3 B BPAHIN KA. 3L
BRHRIEO. 5%~ 14% 1 72 G P 21 BEAR
JEIFERPAH (Haas C.2004) o 2
MR B TR T 45
RO AEARSCIEPAHAR N D WL (Galie
N, Manes A, Farahani KV,

et al.2005) o [E P HuERA U
TITRATIR 2 2k
HATRE R PAHAYSE =

5005 R i By Jk v s AH TG
CTDAHSCHEPAHEA L N A DK
WMLEI R 2% BRI P9 R ) R i
f§4h (Budhiraja R, Tuder RM,
Hassoun PM.2004) , i&A7181E%
ey A B HUAN TS RN AR 2
FREZ Y, @K LRI L&
P2 W, AEE IR, O i
K: @WIr R AR QUL
PR 56 BH P 2 TEAG, 0S5 36 3 BE
WA ST OV 22, AE 4 75 e X
JFUR IAICTD YA YT Bl 6 A5 8 1) 25
HIT. @WMEHE %, #mgil: CID
AHCVEPAHIR 7 14 . 34EIAE A7 %
I3 AB%AI28%,  HRA A AT I A
L4, T IPAHIE 14FE . 34E I A7
B 68%HM148%, AN H]2. 8
# (Galie N, Manes A, Farahani
KV, etal.2005) .

BIZIIA R ZEWADaTT PAHRY
Al

I B0 A 38 A0 A DU I 2 11 A
PR, LA N R A ek,
HAZMge: O id RIS uig
T P A s | e L~ L 5k
FAMEPFE LR, W
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= IS E FshRk S ERVEE EETY

ETATPAHNBRMES REME, ARMIBENEEPAH2ITiERT, W
ANFERYEEZEBENEFIKAITIAER, MNETTRERPAH (EECTDHEX

HPAH) BUIERFRZ (AR,

| SEHETF)

B QI RAEN T A, i
140 M TRDRG B AN R A, el I
Bergit, BAPIREM: @M
PR . R B AR 5
@A A B Rl R, A
TR EIERR, PRI wisl
IR LG Z ] 5 EPAH, L EPAH
RN R TIEZS S PTINEAR S ]
%21 (Christman BW, McPherson
CD, Newman JH, etal.1992) . H
I I R S H 0 615 210 20 3% SR AL
. AKHTSURE . OHEATSIRE . T
SRR DU 0E . F 1 B A%
APHEETHIEE, 78 A4 4 T Al R
UIRiig 7l 8

RANRERIFIER G 454
RBFPAHMIE RIS

WL C AR WATHEHTS
Fit ] D S R R PEPAR AR (R 3
fif & DD RERAS LIRS ) F 47
b, fE— R R E A IR IR
IR (Hoeper MM, Schwarze M,
Ehlerding S, et al.2000) , {Hj&
TECTDAH I PAH A 35 F 1D I A W 53¢
LIESYR

20024 7E BRI HEAT ¥ — Z5T R
B I 12 2 b BERLE
TR R RS (R FRA TR
%¥) 1 (Olschewski H, Simonneau
G, Galie N, et al.2002) , 3Lg)
AL Iy RET~ IV 2% (1 i35 20341,
LA AL RRCTDAR R PAH3SH] (17%)
it 128Gy, 1011 i w41
WL £ T 1 T%IKE 36 53 BB A TR
COMWT) 18 11 10% 11,00 Th fit 50 3 (1)
AL, 1020 2 B R4l B+

FRAY B%IE B 55 (P =0.007) . ft
8 T 5 AL OMWT 458 22 e 4L - 34 384
Jn36. 4 m (P =0.004) . [
A BB 2 S e R I B ik e o il
MR TT Lot 55 i 3 ) 2
S5 25 A A Le B 2 s
(P<0.001) , HizEFIALL %
WS HONA B 4. B4l
3. BRI A ZET S, TS
R RT3 0 1. 0%,

M5, OlschewskiZgE AXT634
PAHEE S CELFEFF R PEPAHAOM], #H
JPEPAH23M) BEAT T N WP AR )
Z LTSRS, 4R EoR: 37
B (59%) S AL 25F S5 RN
REFVRIT, 20 AR E85%, LRk
{5 T 41 FR 25 PAHER & 1R L AR A A7
85%~88%AH Y, XI5 h A
BB G T PAH CRLFGCTDAR
FNEPAH) A R AL T8 AT
SEMIPE (Olschewski H, Nikkho
S, Behr J, etal.2003) . WAfR
BT AR AN [ SN AN B, Al
FEnZU. Sk, THAD. RIS,
FEEH AR AR (5.0%) | L3l
I (2.0%) | g (2.0%) BRI
WA (2.0%) o 44K, b TIAE
BRI, ST A AR AT
BRI AN6~9K, Eotifsh
FAE FAIR T — L8505 N VA7 I
1 (Olschewski H, Simonneau G,
Galie N, et al.2002) .

ST RITPARI A M 5 e 4
PR, 7E SR 1R [ N 36 [E PAHIZ T
farg, WMNGHE TSI O 4R
AR K AT SR 3R, BURIRTT
HEPAH (ELESCTDAH G HEPAH) ()

HEFF 2 (AZRUEHE, 1 8HEF
(Chin KM, Rubin LJ.2008) .
W N AR I 51 AT LD AR T
QIR D RETR 8 o2 SR TR L U S ey
R, VB WS R BRG]
AT 3 S8 BAEIR . VS B ) L
M s) )% (Hoeper MM, Taha
N, Bekjarova A, et al.2003;
McLaughlin VV, Oudiz RJ,
Frost A, et al.2006; Ghofrani
HA, Rose F, Schermuly RT,
etal.2003) .

KEIFIBESATT 45 55 B LR AR
KMEPAHRIG RN 2

MR B 7 i 4 FLOLAN, 2 i
R RT SRR 25, 199547
BKE LT, A A kAR iRy T
KB K e e IR AR e 254 . LA
PN eEILY/R

Badesch DB&& A 4 5% ik FH A&
B B YR T 2 40 1 A 0 5 AF G 1
PAHIEAT T 2 o B AL R R
5o 111450 vh R R R BE ALK
HAURE N BB TT QRYT 4H) BH A
WYY OO IR, 1208 ity T
OMWT FH270 m9 N 3316 m, 1% HEAH
B 240 mig /> 192 ms P NS
JIK B 3697 A AR5, 0 mmHg, % R
0 T} 550, 9 mmHg;  ~F- 34 i if 5 FH
TBIT LG4, 6 nmHgeL 'emin ', X}
W40 FH 500, 9 mmHg L emin™s JBIF
A AR IR HE, R

TRy, LIRS Borg
WP N AEVE > B AT 3 . iR 4l

ABIEH LT, X HEALsH], BWIFr
SO K T SRR T 7 SScAH Ktk
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PAHAT . MCHT A (1) A R N AL T
AU O KRB, BT KCE R RS
FOWCMAE . MEE LI, . URAE I K
GE, KRAZI) 4% (Badesch DB, Tapson
VF, McGoon MD, et al.2000) .

MEIFIRBTT EH AR HERM
PAHEJIRZ

DIRT A 3 OAE H A B T8 97 It 3l
ik v s, BRI R 56 L il s Hs i g L 4 44 77
AT LIVR YT Il s ik s He o iy HLAE & BT
1 FRL I 5t R B UL 41 3% 0 A0V 3
AR AT AT DU R,
SV oAk G OIS A FR T 25 A R A R T
KAF SR FEAE T, R ESTNIE T 6T
I EEAR NSV B, T DURREGE B 1
BB EAMLR S 5. BT R A R
SR, I AL 8 S8 T S B K v
K. SCRIITT MO % A S A1 T i
L.
iE

LR AR, BT AR AL AR
FIRN, PAHRIRYY BT T HIEERE, Bl
FALRYARIT 29 I, PAHERE (R 15 43
PR, EAAWRIENER . A IFPAHI
CIDEE TG 22, JET%E, HUHZHAIE
Byt WA AL, IR AR
T 51 BR 22 R R PARYRST (AT TR 2
LN H A A R A B 2
AR AL, R e A 2 M T AR
TR 0 I MR B0 g 2 5 i B R
WEFENE, RRTEIAIKI TN (Krause W,
Krais T.1986; Olschewski H, Walmrath
D, Schermully R, etal.1996) , 1 HMA
T AT DATRE S i ok B T AORE B R
VEAECTDAH S MEPAHIKIVR YT Hh vl e S A A 5.
AR, I SRR i R AR 0 UE 5
FECTDAISCPEPARH (K7 R 2 ax it 5t
HH B IR IR 5 ¥R 7R CTDAH G HEPAHIKI 2L
Rt rpit—E0i%. M

(BREE: KEF, zhuoli.
zhang@126. com)

ey WIEER
Bl 17ER L LIVEON

S EHRIE T REHBaTT
Ir/ AR AT ERRIEPRA

SRR IE T S 2 o BR A A o F v 2k 2, et S
T EAUEFZ19990065. BA a AERIEDIAG IR TH T
IS R IE Z D), DARWE, AVFIEESEIE, X
JigRr AT B AR T, R INART T YT AL, IR T B
PE, RPEBEG IR, HRRRR AT . h T
SO HE /NN e A7 B3 2B A7 T IR 5, 20054F10
H~20064-8 H {[a], 1 B b kb B )22 1B ek,
5 e Wi 7S /=) AN [ el 1S | = AT 7 N
S R KT B T IR R B RV
BERFME = Be (AR B2 2 B e . Br g e
B JARZEEBE R — Bt A E AR MR B, R BR 2
IR ER, S8 CPRAIERTR 30 F
GCPhsHE, AT T 2B LN B AR o

WMERHZ 0, BN 2 A R ik, fE4E
LIAN 3 D BB B 03 B2 TR ANl B s Ak
BERL o AT 41 5 2 BRI T 4l X P AL R 1
A A7 T (R P 2R BB A DA BRNEEE AT 0 5 v T 7 4
UE G TR AZ OB (EORTC QLQ-C30) S g A%
DiReser & (FLIC) .

IRIG L5 FHE, 2RI SRS -7 6T AR/ 4
Jitides BB HAT A R E ], T DA 2 G R TR AR O
B phas RIGARREIRSE 2 07 A A A7 T s o, a1
PR, SCERE MR Z ), AT, A, Bk,
IRZ, WK, THENEASEREIR, e S e DiRe, i
PErm R AT IR R . S ERIEF R 2%
4, TP EMAR RN 2R IEESR T VE A AN i
AT BB 2y, e B A TR .

ANHB (BERKETFRRSIE AR T EE
S EREMHENMEBS R OIRKIRE) (ARF (PEhhE
ZE) 2007512 52968128 , 5. PEPERFR
2RI ERMERNHEE . FEF. REmEkEZGER RS
BRABKIESRLIZIHXAZRIEE . B

(ERE #32)
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