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fiti Sk (pulmonary hypertension, PH) g fifi i 5451 45 5 B 3 bk 4 1
SRR B R 2R A E, 8h bk BY il 2 K & & ( pulmonary arterial hypertension,
PAH) /& PH f9—FF, S#IANE “AIRZAE", KR RER B = R 57, )
GiiRZ . MR RAL, 75% EHFEEDT20~40 %, BARWG2E, 54
BIAEAF AN 21% . BEF X PH A9 AL DA AR TR A T U $E [l 363 97 25 49 1A B
I, A B F IR RAERTS B0, AAF IS BIABEEK, B2 T B 2591877 L
SR T I 24 ok AR S ik i) Ry T . e R PHL IR EARR0RYT, &)
T6T LA 31 Jpk e #E 1) 2549 0 3=

S—1 Mol SEREX

PH 2 i O H A 0 i DR 5 | i 2l Bk P Hs 0 S v e s ol B A BR AR
fE, "TSB.OEHEEIET, 2015 RO IR A2 ( European Society of Car-
diology, ESC) ifizh bk & FE12 Wi Fi4b BEA6 #a #F PH € SO, #E RGO SR
(right heart catheterization, RHC) | % *F- ¥ fifi 2 )k /£ ( mean pulmonary arterial
pressure, PAPm) Ft@& =25mmHg, PAPm A 21 ~24mmHg 1l K& v ASBHHf
IR PAPm AL TR AKX, HA KRR PH (AT (408 & A 454 4408
ERTPAREASEY PH ), T DIk,

M4 L RHC AR 15 0 MR 3l 2280, Al PH 43 B4 ML AT PH
BMIMGEE PH, Hrb)a# AT — Ao et B mE 5 PH KRR & I
EANIMERT PH 5 B4M4 5 PH, PH N30 127 9 BARE SR FERMIG IR 23 25 6
KEWE -1,

F1-1 PH MM AEEX"

i L FEAE It A4y 25"
PH PAPm=25mmHg i
BT PH PAPm=25mmHg 1 PAH
PAWP<15mmHg 3 il AH OGS PH
4 CTEPH

5 AR ZRR R 300 PH

o] s
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gk
SE X HHAE i A4y 24"
EMMAE R PH PAPm=25mmHg
PAWP>15mmHg
WALt EA M S PH DPG < 7TmmHg 1 ( %) 2 FE BN S PH
PVR<3WU" 5 AR IEHE iy, ZFp A % 55019 PH
[FIAEAE ARG PH  DPG = TmmHg Al ( 2)
MEMIME R PH PVR>3WU®

. DPG. &Pk AIBN2E (&F 9k W0 3 bk e —F ¥ i h AR FE ) 5 PAPm. 1 “F- B 3 Bk Fe ;. PAWP.
fitiEh pkARE ; PH. Btishk @56, PVR. BB /1; WU. wood #i7; CTEPH. 184 #: ¥ %€ 1 it 2 ik & 1
a P IOMEADRAT BARETFTME, b WE 1-4; c wood B0 %[ F dynes - s/em®,

BEAE & A BFFE MSCERYE PH AT PAH ARV, SEBr EIX M3 2 58 2 A [R] 9 HE
& PAH & PH f9—Fl, it sh ) 541k 2 B0 0 B 40 M4 AT PH, B iy 2l ok 422
J& (pulmonary artery wedge pressure, PAWP) <15mmHg, il FH 7 ( pulmonary
vascular resistance , PVR) >3 /> wood 8.7 (wood unit, WU) . Wi K E4Mi
EHT PH, H HEBR T Bl AH G B PH, 2 kil # F2 %E Y PH ( chronic
thromboembolic pulmonary hypertension , CTEPH‘) FKASBAHLE A (5%) ZRPHEE
FEM PH, A[i2WrN PAH,

AR, ARrEE RN T s sh ks AR E, Fraa IR LE7e ip B Al 30
Wk SR, (AfEiE shinfar i il s bk s g 83 . SR, % T Al {E bt
FEAE, HEIRRE -LIE R ARNX 8, HARRERE RHC K ASR
iz, iz shilish ke Hax — S0 A it — SR AR R .

BT HoxSEERENSE

PH IR R 2 A, 2R vl 30 PH, 1M PH Y %4 S Skl ml fie f
DRECPR I R A K, T RCEHETRRR . SR UL, PH RN IS EHLE | 4540
AU, S RMECHER . TR R . HIV R | MR, A0 H
TR | PSR P A B AR S | Sl e K BEL S P S Bk R T LA . L ATHER
5+ PH YRR, 5 ik — B HIIE.,

—. BRI

HATE B# B 45r PH RS {590 . Soubrier 2RI 2Y 75% KW 1E PAH FlZ ik
25% #i & PAH %K 5 BMPR2 SR B 42 A 287 . BMPR2 3ER 3415 13 Do
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1, BABIREYN, BRIMNEF S, 10 KX 13 4h, HAbS R FEARERE, B
BT 6, 8 Fl 12 fAAERE N Z AN, BIER A HIEMER 2 MEZE, mEEAE
P AL A L A PR R s o h R AOAE ], BOZHERN A AR T RES T3
iy L6 200 LG LR 4 S, RSB PAHL,

B BMPR2 SEIRSL A H P 40 0555 5o s AR S 1) PAHL BB 3 v
IR T VL ER RSP 2R 32 VAR | AN BB 8 191 A9 2615 B BMPRIB 5 SMAD9 £
ZAE, R TGF-B KIRS 504> PAH BE M A, 75> PAH MBH 250877
A ULRAS/NEE B Y 1 (CAVL) FIER B 58 3 W S A Bt 3 (KCNK3) A9 2K (R Y
FIWREGRA, WEERMNE, KM PAH LiE Rk iUk, BAAR
SEAMRBYE, TIOR3 A i DR R B R AR B R KA
(AR s B R AL 245 T —AX, TEIRRISYT il B R — s,

Jifi #k P4 2£9%  ( pulmonary veno—occlusive disease, PVOD) J& PH 45 K Z
— Eyries 253t 13 BIZEEPE PVOD F1 20 il 8L & I S 41 41241412 (7 PVOD & it
T T RIERAN)T, 4R BYIITA IS PYOD A125% #% PVOD BEFIER
¥ 41 B R GR R F 20 B 4 (eukaryotic translation initiation factor 2 alpha kinase
4, EIF2AK4) WUAEAREDI AR, $7Ri% 0k N R AL S G vk PYOD AR 43 HUR HE
PVOD [ B, (R BB RS HLIE 54 fF it — 05T,

Li LR, BEHLEDE PH BRI Z —, BEE AP EFHAR AR 23N
AL R AR B K, A EEAEAS AR AL 21 T B IR f Pk

—. EHABERAR

LRER SV R R AT PAH, TRATIR A R, 7ERCEIES, S54R4H4Y
FIFME PAH J2& B 45 & 5 il 35 ik 55 & (idiopathic pulmonary arterial hypertension,
IPAH) A5 % UWLAY PAH 258 R4 (L (systemic sclerosis, SSc) FFHJ&
H: e R AR S S R RO 45 4 4 4L A OGPE PAHL 9 R R, 78 SSe AL EAS
BrgEh, ML sh 12 R B E T PH IR N 5% ~12% . €L, W
WL RS ELT BRI T8 PAH, BR BR PRGOS, IRAS54FHE0 . RINBK
PR R B THRER S AEAR T I PAH B9 IA

LEARA LYK S B PH WML T REA 1A R, QD55 4k 2H 219 58 K il 1fiL
. MBREAMART/NSIBK, Wk PAH; d R K B A M RN RK,
PYOD, Q&54k 41405 BB L sl & OE, SECO ISR, Ak S B00 Mg
HIDErE PH, IR, 2540 41 2005 52 K fili 8 ] 3 AR AL AE , #E— P {2 ik PH B9
e, QEEARALYR B F MRS S8, 5 E ke, WRE4E % CTEPH, #ilm IR
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WBLZEAHLIRAIF PH, TINESER], JF456 RHC KA gs B,
=. XM ER

SR OMER NG I A - R ER 43000, W 238 PH, —MRIN PAH, X
SO IR - I6 R 53 W 00 S RKAE O RS G046 . 2 (M) P bt . 5 I B st . sk
BRI . R L [F] 0% AR A S P B 0 16 0308 3k A ) A DAL AE A il
PEES, ili 1 ZR e 01 B 6% 444 22 0 L o AN A 0, 8 e 25 e e g 1 il
SRS, dki 2 B0/ NS Bk IR A | B A i sl bk BE 44 i
PEAA 5260 PH, 4l bk He 4 e 30 55 F 508 FORTEFR IR, W0 43 305 ] 22300 6% |
Ry A ) Ze o R B A R, BISCERT RS EEBE,

T B T B — SRR A S K A AP | i K 52 i () e 460 B i i ik 35 42k [l
TS5 B IR R AR 75 R BB Bl , LIRS, BEMA I PAH, HHR2H
IPAH, #lG R b 75X X Sl e 7 DAG T, Kodr B i B A C A RTE

2015 4F ESC Jilizh bk &5 Hi2 Wk Ab 345 me s 1 56 K PO BIERS #H OGP PAH 1)
IR, BiARE1-2, ‘

F1-2 EXMEOHEFBSEN PAH IGFKS 2
1. EHRITREEME  ARLEANEASE— Z 0S5 K ME 000 E P SMBRR, b I s 2695 75 1] 135 1l A 006 24— il
TEFRAIT, BE NG IR , PVR TS T, (20000 708 g Il 408 A — A 08 B om0 ol RO i) 2 9, 48R
FHEHA R, %, A SRN, Wi REEZ I NE
2. EER-FHEHRSD RSB PAH
o Tl & iE e
o Ra[ 4| iEfy
GG P EERLH ERER; PVR BRI AT, WRTEER , D06 R /r i Fsafi e, MR
% &t
3. BB/ FHENEIRE PAHY  /NOCIEBURA S I PVR BT, B2 PVR AR IEHE YL
UES TR, HIGARRIMEE I L HE PAH, fEXFMES T, B pEES
4. BRIREERN PAH e XM OIREEC 20085, (0 PAH e & A ST 5 FF 2247 75 ol & 76 JC i 3
BRI L, ARG B s BUE)R 2 & s & JE PAH
TE: PAH. #hkdEMizh bk, PVR. BB /7, a d@ 3 SRRER & 28 B A A b K/ R xE
IAF SR 5 . SR, BRI AR AR, AN T P AR A A (04 AR AN T A A PV R ) 1t i 8h
SEAADEM: , TR T 25 . R KNI i) B AR A/ AR AR 3 (0 T AR

m., EREE

[Tk & & 4 PH R B S AGIG H E, AFREfb 2 1) 80 bk /& TR e 3 L A9 06
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B, LB EH ol &3 PH, 1% ~5% 01 1 Fr ke R R F AR E R PH, Hif
TBh F1FRFE R IR PAH ., 1T Ik e 1R 5 38000 il 3 Jok e FE R A 1 e bk oo e 4 PH
( portopulmonary hypertention, PoPH) ., HFl, PoPH M) EAR K RHLE i AHM, A
SEFHEDN Y TRk PR, TR BRI, — S DR AR FE A KOS B T R R
H0Y 5 — 58 €0 i 5530 ek 43 T A0 A, TR 3k 4 R - T ] 3R i S 4 A R 0 o
BEANMIG A, R BT a2 i SRR A R 7T T LACKAIE

T BTN — i, PoPH FIFFIZE G AE M A% & A RIMHES, PoPH AR
PERETRR K S R, A—@ G IEREIERRS , Wi FEALE & 4E WL T IR R R . (HAR
AT, R B WP R I E S, WA, PH M) @Bk S R AR R
BRE B E R PoPH, TEIGIR TAE, T, LEMNFELSA R A
RZIPIE= a8

. AERRBRERSBRE

—IAREREFE R, HIV A CYE PAH S R & RN 0. 46% ., HIV BYL A%
5 PH — R PAH, HALA W BEIF9E 20, HIV BRYLA IF Ml Bk & A A
(AT B/ NS Dk RERS A | AERERe%s, IRIRIATA I/ bk PR %€, H AT, HIV R
FEHE PAH B A& MUK SR AS B 0 nT GE g 27 /8% Y 1 n 40 R AE, 4% 1 {2
A 4 B e, 5 05 4 L R 7 2 40 L AR ek A B PR A A R TR, e /N sh
A RESI AT G, S5 T /DB HIV B B A PH, HUCE B E W o B4 &
WKL U &, 8B B SARE SRl & R 2%, st A& AL A L ) 7 20 v i 1
WA ik — 2B 40)

AN LRk

LYY AT S5 PH, EAR HanF LR,

L. BAGMEIZS SR 259 5 ol T IE B AR ARG T . 2 R A
DIUNE SR AR | YRR RS TS PH, LR XU Bl 24 st
[ T W T . & TR el 25 S5 PH R R, BRI A G, ki
il 259 T B R T R A e TR 5- B (A B FRIC R . IR E A L i
IR 5- 8 (KT A3 e o] 2 A sh Dk i . Mo ol 251 o LA s A, ARG
ek PH IE A

2. BEMFFM 1981 4, PWEHEABE T R 2ER B R 2 E R,
KW NELZ IR 20 4207, BAE R ETEA AL, BRI T A B
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MEHRE, BrEE (£92.5%) BB PH FRFIEMECUER, FET 8B E &k 300
RN MEER SRR, HAEh kBT WA ek | A0 i AT /I i 1 A K
PULH) At 28, A& A SBOZGR B L5 v] RE AV PE Sk il vh & A i BE
MR, HAERITHUAA L, SBOA A B4 | A8 Kl & i,
HHEFEH NN EERFHSEOZ “FMZESE” (toxic oil syndrome) [YHfY]{LF
1851

3. Bt BREWINSI 25 AA kAN, A ERR . AT R R AFEE AT 5]
i PH, INARNEENE , St @22k, KNI, TR o MTIE R, K
ey r i e el (Z2REER C, HBEliG) 51 PH f94GE . ImRAMEH Hk
Zimt, W FLATER. 2015 4F ESC il bk i i 12 W i b B 45 e X il 20 PAH )
25 S EEY) MHAE R K AT TR, BRI 1-3,

F1-3 ASHPAH WAMHABUREBRAF

g 7E 1 R4 THRERY ] HEY
B 7 ) AN DN
FERR . KRR AR AL
EEpAs e Al i e {6 v B2k
EEE B2 S| R I KN
S ER TIME o« MTFILE B
TEFEE 5- ¥ ol 7 0 i o) ) Kt fb gy 25 ke fe ) (2 A #
C. WoEmEn)
t. EOER

RS, PH RZAOER (left heart diseases, LHD) [ W &45E, ZO
TR EE G MIERRE S, o RIEU RE, B B SRR, R
., PH WAFAEIR AT INE A2 A RO . 20 OB 4 8 R A PHL O Bl 41 36
OFTRBIEN S GG RN, AO0EBER, BELAOWGEM (8R) &K
NREAR S, B LB EFOARIAE S T, MR8 B A B B 2 0 3 i )i
PEREASET, FE&E STt 8, Wk &S ZMIEE, & s iRtk
il 00787 P A T, — B[R] s o] B I — AL R (NO) IETE R RE. N E
(ET) ks, PUARTHREAK Lol BB EF K ) A9 SURME R AR B il il 2 T
¥, BAIERPH, A5 0% G S far B0 K A O 0
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I\, BliEefs

Fie UL PH R B 5 2 12 P PH ZEPE I3 ( chronie obstructive pulmonary
disease, COPD) . [8] i 4 i %5 95 B fili £F 4 fk & JF Bl B ( combined pulmonary
fibrosis and emphysema, CPFE), —265% ULigilm ARG, 0 B A& 150307 48 Jfd pA) 25 i
W ARSI Z — B T PH 5 LR B, R S
BOLASRSA, T51E R RSl K s, A B AT 5 | R A A — 2R 5] 2
AR, 0 NO S, R FRIR, LIEOR B S AR 5 Bun
R AR B AT N A . BRI . A B A Bt ]
FLE S EOM MR E , &AL PH,

/i, CTEPH

CTEPH 973 PR Jhy 3= 2 i 1fn 8 i #2449 5 B B SEME I sh bk 4, B WL &
PERfifE 2E 5 ke ML A4k % CTEPH, {HAfizh bk PO d8 . b 240 Mo ke %€ . & A4 dUiR
CRRERYD) | 5790 1 2 K5 Rk sl 3R A5 1 Al 3h koA 5t J& CTEPH B9 R, 4%
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