S| LR

L

itz ok v s A — ok
AL N sh b FE EA 74 T
A 6 A i o A 5
o AR 1991 4 3 5] [
SE P AERFSEBE(NTH )
MORICHFRERIEE R, R
% ¥EMizhlk#He (primary pulmonary
hypertension, PPH)#i2J5F£4: it il
(42,84, H 1954 451 AR 5 MM
ahivkis FELAK , i h b i i ok 1% 24 W 20
LIRS R . BAETA AL S i
sk R Sl %, SRRk
Ef R AR ARERES S, 175
BT AT RE S5l 1% A S b Bh bk i HE 26 R,
A3 HEXHE BMPR2 Fil ALK K| 26728
A7 5 B9 il 2 W o 0 14 Rt £ 7 LR

19514¢ Dresdalesf i T ¥ il 5 & it
s FERIG BRI A 2h 5245 5, 1954
4 Dresdale ¥ YRl T — {3l 5 5 & 1
fliEh K ER . Bl 3 B Rk bR
T Bl 5 b A A B LA i sh s e
BENRKFR, 1984 4l it R 13 6
F MM bk 6 e K R EFTRE T, TEIR
JE R B % Bl Eh bk R R . B
HA S e i st o 2 e s f S Al £
BAREE K, N2 L% K1
MEAEAE A, S I B ok i FE A s P et
S R bk i PRI A WA B 25 5. NITH
JiR M A s s FECE AR iC R Se 26, I
RAERE R P A 6% B E A REE .,

155 i Wk s R G 1% 2 A 28 74

Bt 8 5 It i ok o s CE AR T 9
9% J& S DN A FERYRE ST, B 6% T B ARl
AT 5 B TR T RE. 1997 £ K8
Yotk 2931324 — A SR AN
A XMFRC. BRTFTA R AP R 2
BB TEY O, AR ERE
it tEbRic T RAMIIE. B A ik
HE YR TGF— B 2K ER R
BMPR2 #H 2% Shtzhbkids Ef %, 7
RBOR A F R L 1,

TelT 7E 6 B A S
(HHT)K &+ & B A 5 ish b

21

CHINA MEDICAL NEWS

IS ERYE SR

PEEFRFRE SIMMERER ATR RES

Pl 1. BMPR2E [ %€ 28 J 5 I il 3h ok e Fie
B AL R BB R o A SCHEC H ii 3) ok
R R v S R B i Bl ik S8 B OE
R M DNA bRA, 2RJ5ER AR
BRBRICH J T EMT, €A
B RER T 2 SRtk a31-32
Bt b, LARRERA I RIHGP) AR {E
e B R AR i R Y, RE 1T 0N
FEarit. &R AB BMPR2 B RISME +
SRZERE AR BN kR 5 W R
RAFFEI S R

FHIRE 2 — ALK RF %, ALKI
I R 2828 AR GBCHHT , b 7] i s 7=
A Jitizh ke et 1% 5 idk . R4 ALK
J&F TGF— B Z AR A, HHEFEZE
45 5 BMPR2 # 5 2625 7] S BAHUNE S
P SR, B R RER— R WA AT i
PRk i e

2 BMPR2 3 P4 %6748 55 % i 5 b 3 ik
271

BMPR2 3 FH 1 T Y a4k 2933, H 13
NONBFHRR. ST 1-3 mESaniushs
sk, ShET 4 GuRDESIEA R, bR
5—114uR0 % / BRI, SMRF 12—
13 SRS —AN B K C sk Hatk, 1% Kk
PrFanferm, fkshds, ThikH aiw A
., BRINEFSENI34b, K TRE
BRI EREMEM RS ER X, BN
216, 8F12EF R £ &bk, 5—pl

1 5E R T XAK 0 ish bk s &

A R R SR N B b

1. BMPR2 % [ h 572825 (50% i FPAH p 4h i 72625 §:3%)
2. BMPR2 3 E A a2 (it 15% i FPAH i & 28748 §:3%0)
3. Mgl 5 A0 BMPR2 4 R 4 72828 (£ 10% Fédee 5 e it 5 bk i )

a, ARMETRIERE

b, iR, EXEKPERELEE

4. ALK [ 2828 & it (5 P HH fn 4 T 40 il B0 ot e (40 L)
5. 2q32KHEFTRES IPAH f FPAH #H MO & 3k R 287
6. FEELHAHES IPAH FI FPAH H% R0 &4 R 2828 (A i)

B, BifbbiiI&AH(PVOD)

E&3— @ PVOD K ikl BMPR2 X RSME RS, IEFE IPAH BE P70

(ATfEf — 52 W3KHK)
C. k74w

SS 1 SC ifin 1.5 £ 555 S i, 6746145 P fi 8 i e 72

D. Gaucher's#

04 A A 5 3 s A3 £ 0B . sl 8 MBR AR F ) Gauchier 's i 8%
HETRFSE, RBL4GITETE BMPR2 KA 28, &M,

E. HEnRE S % R S A R ah bk
1. ERERA, @F%PAI-1 3 FHZE,

2. o DRPENG AN, il SRR, RSN Bhb R

3. BRI

BMPR2, B AR B 2 BIRAK, ALKL. ool AR HH —1, PAH. MHRMEMIREE,
FPAH. ZAREMFBYRKR R, PA-1 . 4F 2 M JR 7% 40l ) —1

A i 2 o o e B 2 DR 28728 i 40840 A
W, I BL5 Wsh ks He A 72 36 o BB
He PR 13 2 B AR £ R A
PReFIXCE R EIHRER, NI wTHEFBO2 Mk
Dtk . AAR S TGF- p ZHMF Ik
o BE DR <F , Bl L2878 W REBHMT 2 R AIFeR.
BMPR23 K20 s AN ] AR w2
ks HEAOPERILL B, K R0 4G St i)
FEERE. HATCRA SR BNz
FEARSE I ZEEOL AL Il 7 — i i ]
FEFAR I 3 B 8 e 5 A o th R BLAF1E
BMPR2J (R 2875 , Wik (R 28 % A ol
FECEAIM AT B

3 BMPR2 3 P 2878 159§ % 1 bli 3 bk
2133

K29 10% ~ 25% $ % it 2 bk s He e
BMPR2#H 22 51%, x4 BMPR2 4}
BT 2828 FAR 2 i s B s e 2 SR 2351
FRIREL o ¥4 e S o Wi 3 Mok vl s S A8 A v
T A5 AR A B R 2 B, b))
5 s S 28 A5 R AT REME 4 BI04 15%
F20%, FIh—sy B3 27 A it
R, REEXEPE—ATHICHE
%, MARKEMRBEMMZKEE. A
Bfrh BMPR2 4[5 2845 (o505 (W AN i 48
1T H RiAR RIS BT b oA & B2
A5, HEMIER ARER RS Y IE, KR
90% 4 & P Wit 3 bk v He H (LA 265> mT
#4H BMPR2 W& 1. ALK sl
B2, {H 4k % $i% A WA Bl Ak 1% 2k
il [RliHitt % 55 B mT REAT- 76 Rl i G 3R
A IE % 2 (R 2 S (L% 2).,

3¢ 2 A kS i 3l ok 8 B A R 1 3 5
e 2k

NO &# (1 %F13 %)
JIEERERET 7N
5— Btk (SERT %rME)

& FRIESR b SRR AINO R X HIRl
HIZIARZ

B — ' EIR#ZE

i eIk A Ak (A £ B E(BR PAT-1, i/
BEEAY)
5 HLA FfsleiR 7 5 S ik iR

4l BMPR1 3 [F 26745
B i

4 BMPR2 2 %678 15 30 R KMl 3h

Ik w5

AB¥rh BMPR2 % K 2628 %513 H i
AT 48 , i 1H7E0. 001% ~ 0..01%:2 fil il
it Hr 350 Bl IEH o RRARF A4 R, K&K
BLRERE N SZ R ThRERY BMPR2 4 i -3 [
R,

4.1 R AR FIAE X 1B B IE -
TR 25 SRCEE PR S 30 i h ok vl s o S BL
o fifE BMPR2 2%, ikE— 100
REW, 33 Bl x AABERH 3G
(#99%)#77E MBPR2 3228, f HAE—
S8R kv R B A B PR 2R A, 3R AR 4y

A2 E A26C,
HpRFS5 . GS4SAFNSb
8711 1ET1447C%E%8,
B4 AT REREAS 52 (R 2h
fi. I fok A PR 228
A6 F 631C>T
2%, SIRRR21IX K%, "iESB8UE
A R AT b ko A A R 28 7 3 R 75
SR PR A 230 ok s RS A ) B4 T A 6
WRAH XTI AR S5 IPAHRFPAH
T3 R — e R s TR — PR 1 R Bk
R —B.

4.2 BERIBXMEM TR . 7 24
{3 O B e P P 2 e o A8 e o A B
AR AN A i BMPR2 2678, SRififE—
BPT 22 s bR PaYER I K CREST B
eh R BLAME T 1 377 7E G2948 A 3 [ 2% (5
B R983Q), HF7E 100 il % R AN
b &I | BITFFERIRER 267, RIZ0E
FATRERE— R &L, 1E55 350 fl
TR AEFTIOB T ok & BLIZAL A £ &
P, BIN—TRRFFERT 12 (55 B4 4 4 3
Mt 2 s e A8 vh ok % B BMPR 2 2K [
R, '
(RZAF4)

R

1. T oAt 2 Wk s S i £ 6% £

IR .

A, BEERK

B. A5e4dhiis

C. £ %,

D. LA E#B*,

2. FHIRL R R

AL SRR AR FE R e o e P
fgl

B. sCHEME R b He A R Rt S K
A4 it 3t Mok 95 A W i 2 S«

C. FHRAE Mz bk s He 1838 2 1]y 2 ) 2
AL AR, He EL S5 Eh il
TRy IR

D {515 et i 3t M i e e 2 [ ¢ 7
B A AHANR , 1855 MBIk s A7 7
HormaR.

3. fEBMPR2 ¥R, FRSL / R MLS

FaRA I TR«

A. SPRF1-3

B. SMEF4

C. SMi-F5-11

D. #hEF12-13,

4. Dresdale s el 5t It % v 2 bk

168 PO ) <

A. 19514,

B. 19544,

C. 19574,

D. 19914,

5. ALK R [ 28728 J5 Al fEfo 45 At

A. ALK %% 5 BMPR2 3 [ 2628
AT S BORICLA 5l B 5746

B. ALK 27 Ji7 vl {038 7 4= W 2h
ok FE it 1 5% it

C. ALK FZ75 5wl S 80t (4t if
PERARM D TR AE

D. ALKI1 3% 5 BMPR2 2 [ %€
AT BOH R 47 5l B S

W20 BB IS

www.cmednews.com

2006 4 08 H 12 H iR



