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2. PRV G B L 52 A S 28 0 K E M 2 ST
3845 e 2 i L 1) AL P 2 5 M 4 T o, 97 BEL o 6
Ko ABLERARAG LT | A2 I 2 LA HHAAE 3R 1 15 s , Hs—
43 LR AT ER , 1 478 B P9 I 25 B 0, 98 5 1L 98 19
JLZE B et A RVRE OR0N . ISR S 22 T (B I S 47 3. 2
Pk AEL A A, Bl e L 67 9  ELZE R 2 W I D S 2 0
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fiti 34 ik /& & (pulmonary arterial hypertension, PAH) f&—
Fofr ey 3 Al o 7 L O g B A e DR R A S B O IR I SRR E
MNILTE BN A0 57 A BE SR , AR 11 7K, A 0 S B A5 223 il
Sk (mPAP) >25mmHg,, [a] st CoH i & v/ 5% 1F %, I HL i
/NBIKER IR (PAWP) << 15mmHg Fififi if % B 71 (PVR) >3WU
(wood units), #EARE T IEH PVR S4EIEAHC, (HAE T A 4F
KB, R PVR>2WU, BV Al giA >k T . ~F 2490 3h Bk k. 78
A0 E IS ET ok R E IR LA 2, 0 b Wi 4 R BUE , SR
LI 3 T3 e%E . # PAH s AR o h EEN %, HETRA




KEANINE 2B G KRB IT R S ARE T # mPAP k&
BRI A L B2 B . mPAP i 26~35mmHg; L . mPAP
7 36 ~45mmHg; T i . mPAP>45mmHg; 5% & [ F fiti 2 ik W
45 E (sPAP) 434 . 32 ¥ : sSPAP g 40 ~55mmHg; #E . sSPAP
% 56~75mmHg; BJF : sSPAP>75mmHg, X024t HE5E
FEICh . it Bl bk R R A4 S R A 1M 48 BE 1 (PVR) B384, il 2
BkE S B R IMIE X, mPAP = il & 40 1 % A2 & + fii 1 %5 FH
HXHEmE . OHEE AR T IE S & DI RRIR S A
Al PR 25 ] ] 0 R 2 1 R 0 < A4 i 3 ik R T AH R Y
AT RETEA TG BB A AR I BAAE . K28R AN
Zh ks & (idiopathic pulmonary arterial hypertension, IPAH)
BEHEARE T mPAP 25 30~35mmHg B, FF A Hi LA #Y
FASAEAR » (HAG 2 0 2 Bl ) B et B AR A AR, D BB
sPAP ##id 120mmHg, {H & 3 B9 D) BE A5 AR 1E K , T A 4L 8 &
sPAP #id 50mmHg BiFF 4R 32 2K 44K 77 16 3 68 7 5 SE R ™ T 1 A8
HIGshk K H ol eI AR . Bk, B & ER AT BOR T
PVR %t #7.0> S REFC-HE if B2 (R
(RE&EH ®EFH)

BT sk EERITRF

TCE R4 A i 30 Jok 8 . 3 2 4 & L Al v %) it 30 ik
o L o A AN U A . AR AR 9 0 TR Bl AN A R O
(CDO) ¥ERHA R, PAH 22— K45 3| 2 T 12 Wr 118 P50 , 4k
KT HAWBR A PAH AR & T IPAH 12 W vt 5 ik
5 H (familial primary pulmonary hypertension, FPAH) , #E#k
i, et R A4 100 ) FPAH, 2 (&5 Br A Bili 3 bk & JE 5% B i1
6% . WNFRRTA R PAH 235 B it 2R i
30~50 N/EH TN ATTERE AR FTREEBAG, 750 BB &
F 20~40 ZHAFIR B, 16 0 BEFIRTE 20 2 AT, BB
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R, A s o 5P R W, (H W8 308 4 o 5 B IPAH 5
FPAH, ####,+H.%E REVEAL flikE PAH 3 &id
WFE TR R : WHO 55— K2 PAH, #4351 5 702,80 %0 il
6500 ; B F XL WA IR 3 3 A (36 £13) %, (50 £ 14) % fil
(50£15) %7 ; £ D H BUAE AR ZE 012 b (s ] 43 301 4 30 4 H
144 27 A~ Hi2We WHO SIEE T ~ IV %4 9
53.6%,56%F 75%,

2012 4%, Escribano 8¢ A#RiB VY EEA PAH & CTEPH 1
Proe it &g B 98, Ak T 19982006 4F [ 12 Wi (1) PAH K&
CTEPH &3 1028 5], H.vh . IPAH (30 %) , 5% K M 0 JI 95 (5
FR: Se 009D FHE PAH (16 20) , 548 80 AH 6 PAH(1520) 5 &
PE(T120) s BEFF SRR A (4517 % s B W PUER &
W2 e a2 (3. 56, 1) & ; AR & WHO L Bhge [ ~
V&5 69%.

2012 4F, Ling %¢ AN it i % B PAH FMAF5E. AT
2001—2009 4E PAH B3 482 ], Horp ,IPAH(92. 9%) , &1k
PAH. 4%) , AR 2540 ¢ PAH (1. 7%) ; Lt (70%) ; & h
RESWHEIR Sy 50 % 5 AZERT B # WHO L IRE T4 66. 7%, IV
% 17.5%.

20 42 90 AR, 38 [ AS [6] A B i 3 Bk =5 9 & 9 1% O«
O A B IPAH 1/50 1 A (0.0002%); @ FPAH 191/1920
(9.9%) ; @EEAFH 9% 1/10~1/1000€0. 1% ~10%) ; @ 3L %
SRR YL 5/1000 (0. 5%0) ; @ HFRE AL/ # Bk &5 H 5/1000 ~
8/1000€0. 5% ~0. 8%0) ; ® AR A /M #I 7 3 4~ H LA AR
1/1700€0. 006 %) ; D AR FH X Bk il 5] 6 4~ A LL_E# ABEL/1000
(0. 01%0) ; @ 5 IRl R B 1) BB 4% ~6%; QR L FRIAITH
= ] PR BRI 1000, SEEESL PABFZE AT (NTHD {E i 194
] IPAH BF b A 7e A 2. 8 48, 1 1 4E .3 450 5 4EHAF
RN R 68% .48 %0 K 34 %0 W AR ZGAH ek PAH B 1 4.3
SEHAFRAT R R 502017 %0 s HIV B AH 6 PE PAH B 1 4F,



2 4E 3 AEHEAE R HA 73%.60% .47 % . TR [H B Z AT SEAY
geityerl. PAH B—FEAE B LR , IR AT ARIA
7 KR HE PG 2 . 2 5 BUE R 280 NAET.

IR AE B % B T iGE , b 72 B TPAH (94. 426) 1 FPAH
(5.6 %) EM 1 4.2 4F 34K 5 FAEFFRIH K 68.004,
56. 9% .38. 9% 1 20. 8%, 55 NIH Bio4s AL, 20 42 90
ERG T2 H R M 259 8, IPAH B35 1 48,2 4F.3
45 AR FERAI AN 87 %6.72% .63 %0, 54 Y0 5 e KA O 9 AH
¥tk PAH B 14E .2 4 3 EAEFRNIN 97%0.89%6.72%;
IR bk R L G5 AR 4L 2R A\ K s B AN R (HIV) BRI S &R
Xt PAH BER 3 AR 3R 6420370 K 210, %
R PAH AR | S AR N 88% .

FE R AL 3 | A S A Ak — i 40 37 A S P i 20 Bk = R
I RRFEA AN 6~12.5) /FH N, K 254 ~50 0 B & FF
EEHREWMEGEAIE. REMR FTLFME AN, O E LT
FAR O T A ILER, EFBRERTENLREER.

¥ E T, 7 2 2 (APE) B3 P R A g vk
1M #4448 ZE M Bt 26 ik & JE (chronic thrombembolic pulmonary hy-
pertension, CTEPH) iy & 4 % 4 1% ~3%; APE GG £
0.01%~3. 1% Al fe<: &4 CTEPH, 7EAR & K 1 FR i 44 2E BB
#h, k4 CTEPH i< W . MR, 227 k4
K i AR it 2E (ZE /D 50 Vo il i IR 3Z B BB F L FE 48 4~8 4F
B, A 20% k& ek CTEPH, CTEPH Hi)5 %, KL ¥R #H
FEFHEIGTE A O . W Ei2 W CTEPH B F ¥ fii 3 bk &
(mPAP) >30mmHg, FET- %8 i)l ; mPAP>40mmHg, 5 44
E%H 30% ;mPAP>50mmHg, | 5 ZEAFER[EE 10%.,

PAH ()& fa NBE : O M it 2h ik 5 i 28 2 Y 28 1 i B3
Q4 4 A I B 5 O S K MO G « XU 1 0 i B8 5
@1, 2 G959 .t CODP, S A8 9k, 38 0 g , B HIR
PR BEREE AR SE B ; @BHEHEY ik B4 Y s B &



10 E—F WHHEEFE = o =

BoRIR s ©F HAEAL | i e st 31T i ok ool e B9 B8 s @ HIV
JEGE s @ KIHEflA Rt~ i R s @A AR FH AL 24 50 1Y 42t
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