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Jiti & Ifit. J& ( pulmonary hypertension, PH) & AS[d]
7 B R R LAE SR ST = 4 s i — L KR
BB AR, J LR A& AME R B B AT %, ™
FEEWSRACEBEELT"Y, i 20 FRFEH
Xt AR B ABTRA , PH B E X F15r3e4
BEZEH >, JLE PH 7855 B Ko B A B LA 45
FESRAARBREHEMUZL BILEFHE SRR,
FEE S SN A PH 238 21 et M R HHEH M A
B, JEERILE PH KWHILHKBIR B8 PH BB
AR R R R R R I FE A, 28 m B E
F(HEEMEEKRET GFIHE. —ELA.—
Ak RAEUR_EAREE) AEFEEFS
B SSHP, JLE PH BRI MR T HE
WS T RERR, BILHW S KBEHEE T 23
EF, ATILENJIBIEAE S T #)LE PH 905
RIBRHTHE R, i — BT R E JLE PH W2 Wi fiG
I7, PHREESIRES SO0 nEFHM(FEIL
REE)REZRCHAENHEXRERZXHE T X
il

— JLE PH Kt zh Bk & J& ( pulmonary arterial
hypertension , PAH ) i & X

PH BN 3h 2 MEE, 18 & R B AF 8L
RRETERA I ¥ 15 . JLE PH B R 31 1% %€
MERARM BTE A 5 BA R, B
E 340 i 20 Jok 3 0 A 1L REL T B B R TE LR KR,
WA E#T A LR sh Bk 1R — AN B T Ry i
BEAIEEEER 2 MTALELETHREEFRA
K¥, MREAIIESE 3 NA R, B FRRE
T.#EA.0FERENE T3 KE
( mean pulmonary artery pressure, mPAP) = 25
mmHg (1 mmHg = 0.133 kPa), W 7] LA & X K
PH™®! 534 Fr e b B R M BT A A R L PH
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PAH S48 ifi /N 3l Bk 95 28 BT S BUH il 3l ik s
FIBE ) R v e, WAt B 0 % TE 3N 2
SRPRTEMMER M PH, BHETX T JLE PAH
M ML IR B) 112 A E — 2 B4R, RIEE M 4
REFEZIENL, BVCR AN TR 28T iR
ST . BEN, A 0FEKRE mPAP =25 mmHg; fii
Sh Kk #2 & (pulmonary artery wedge pressure, PAWP)
<15 mmHg; fifi ifil % PH J7 #8 % ( pulmonary vascular
resistance index,PVRI) >3 WU « m*!?%!1

e & Mt 30 ik & (idiopathic pulmonary arterial
hypertension, IPAH) & PAH H)—#, 8 B2 H K
PAH AHCHE R 2878 | BA #f fe ey PR 38 ok s R LAt A
KERM—KFERMK, WA TEHALA(WHO) T
2003 42617 B 58 3 KAt I & I R 38 3% ((world
symposium of pulmonary hypertension, WSPH) 2 %
IR T “ S5 K i 3h Bk % s ( primary  pulmonary
hypertension, PPH) ” Ri&

—JLE PH i3k

WHO % /5 B 5 Wit3zx PH #1758 HH
#, ERSMEA PH ¥R Ry epn e, REJLE
PH FIE A PH 7EARZ 5 EAETEARLZ 4L, (H L E B
BRI B4 T K B B, B I R e i
BE W, FEREZE SRR IG5 H 5 BA
FaEE—ENXH], WHO # PH 73 KRR T 5
SERATFILESE BNMAEE—-ERNSIL &
ERFIBERBL TERTILE PH 810 k45
Kk HE KRBT ZAH, BRERE LA ILE
PH Il FRIAE A & i BP9 R A T WHO i 4
K, 2013 SEEEBHH 5 Ik WSPH L%} PH #Y
AEHFTTER(RD) . ITEFRNTEEBLR
ERTHRARILE, ZEH7 695328 R 5 5 7 St
5IJLE PH XGRS FR, LHRE 5k & 5w
KW PH Z 3| T EERE; A LS mE
( persistent pulmonary hypertension of the newborn,

PPHN) B34 LR A B —FF PH, 5 H 2K R Y
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PAH ZR7RK, R 2 UUK H B 514 172, 5 5b,
IR 22 BOR 55 K O I 99 AR 0%k B 3t KOS R
( pulmonary arterial hypertension associated with
congenital heart disease, APAH-CHD) #yIlfs K43 26t
WATTEH(F2)™,

R 1 2013 5 R S R L i R 43 36
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(3 ) oAtk [0 F 7 R 0 44 L 218 < Zh RE RS 1 BT
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(5) AR ESLETE
(6)BHEFER
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4. 18 M 1M #48 FE A 8 1
5. £ AR TR A BIPLE 895 8 i
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(3) {RIHEE AR R R FUR R BHR B RIR A
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= . JLE PH Hy5R A

WEE LR ILE PH (MBI R Z B 2%
I, JLE PH BRATR R R KR A58 v
Wi, WHO RS> BT A KR K PH ¥70] & 4
TILES, BEREMRILE - SEAFEAZH
EREERILEM XS EBE 5REHR
(TOPP Bt5%) G377 BR4MEE 2 KK PH(ZE LRI
BrEes PH) , JLE S LAY PH 558 1 K3 PH(4
5 88% ), IR WS 3 KR PH(H L 12%) , 5 4 K
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KM S REPHEIILEREPEFLM. EH L
KK PH & ,57% R4k a8 164 PAH(idiopathic
or heritable pulmonary arterial hypertension, IPAH &,
HPAH) ;43% }AH P E 8 PAH, H+ 85% X
APAH-CHD, T £ 45 40 2% . A 26 S 5 iR e s 2 /2%
I Y RBY MK PAH R LEBIBD W, 5
3REPHH BERMRANLIEMEEAR,
295 26% . MHh, JLE PH BE G HBIEEREE
B, BeMBILELRCERTE, KPRE RN N
21 ={REA1E.

R2 SRR 3 B R 8 R 2 26 RAFAE

1 XHnEMESE
TERBELFLEC A OIMNIABGUR , BRI K-
fiti 23 0, IR o 180 ) PR i O REL D RE AT HE T o, B
SRS FUT S e (Bt Sy I ) BROUUIS SO R
EEARA AAEEENZEER RHORA

2. EEAARCIFRBEATER)
TEBEFRE T RAB B, I E R 2 bR
I, VSRR 43 B, R AT R A

3. MSBRE E I e RO R
B B P 5 BEL ) BB AN, R BB AR ) ) A 7 /) gk
BREE; AN KRR SRk EREL; F
RRHABHATS KB ERERE

4. RIFHEKEE
BEBHE LRI LERELRELTFARAUKR AEXHE
BB 8 M 3N N L EFE R 2 B K o
ERECBABREL G XA T Msh Bk E; 4Lk
BEOMEEELRRR

Pu . JL#E PH i

(—) IR S5 &AE

1. fER . JLE PH BEGRERRZIFFHE, A
SWiRL. BILBAETHEARRE AKEEFR
% ER . EF A LHdH SRESEN T
BILT IR, RERA N E R k4., B
LIS 8 JLE PH BE MER S RA MM, &
FRMERREHERAMZ N1, EFOURILE
PH &M E NLFM, FE N F IPAH 5 HPAH &
L, AT W F e RO A 5 # PAH 8L, {H7E
REFANERERGRMERILFIEE SR, Hit
FERE ST e i e k82 KRS

2. RIF AU KT RBLOAIXEER, A
AR, Wik E SIS 5 RS R X S 0
Tk, ZRMEHAA LA 5] =R X 5 a5 5
RFLFE - Flsh Bk A AR 4 0] 5 | e it 3 Bk i X 9
Sk, A0 FRE A H R TR TR R
3 AR R AR T RS, AHSKES
MERETH IR AR AN HRE. SRA
A, REILE PH B E& 7 4 B B AE AR B il 31 Bk
EARBCERE, BHARHEALERERE
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LT HNEE,

(D) HpRE

L CEETHAA0HE ALEIER Bt
o5, PH 2L AR B B OB R, B
DERRERLSW, LBEEX PHHZEAE —EMS
ZYHE , BEUBR R AN B, ARBYESR PH Y
it B

2. MOEF X 2k :PH LB IIER X SR ERIE
AOE ALERK, sl kB s, I i 8 &=
%, 8 B SR, B A R AR RO 20
PR ATECH) PH B JLIEE X 2R b5 A b i L i Ak
%o WX XA TR KR ERIBER.
{BRER X &R EEIFAREE 2 HERR PH, LR SR |
hEE R,

3. BELHE BELHEREREENHE
PH (AR A L, 4 L3RR 8278 PH
FrolEr oEMESE=BCE, a0 AL EH
K. ZRRBFEERMLOE AL EERE K& Ef
Y IR SE AR B I B kR A B A L E
Ui EAERE AT S ki 4 RS T A O,
WATE T R 2 B4 OCE SHOFNRTE
22 AL T A 3 PR U 46 T, 2 IRBF SR UE L 4 9 23 )
LA R S ks R 5 A O S E T B E
HA BRI, BAEOIHELA AT AL
ZEHIIEE, I PH I ERE MBS, RSO
B EFIKI 5 aE HAE FR EUAE L S RIS MR AL A |
LB OB ALK PACERBERSHE
i

4. FEDTREFSIK L4 H7 « il T B4 A R0 3h Bk
MSSHTR] TR LA B S ERE RFRER, A
BT & BLHE A 10 i S S B SOE R

5. MR CT & CT M &R B9E8 CT /I T #gA
TR A R AR, CT mE & ol T8t
¥ ZE4E Bl & 1 & ( chronic thromboembolic pulmonary
hypertension, CTEPH) 1 %6 K. R 12 H

6. fiEEEAM: MEKEFAHY T
CTEPH A HZE W WM E, AR IEE T LA
HuHERR CTEPH,

7. B AR W TN B AR O R AR E L E IR
W, 34 B ILAT B9 PH, Rt Xt PH &8 LA & A
77 B B R A 0

8. .>JE MRI: o] B #2374 A0 E K/ B R
IheE; P BB E WSk KN RECERE
ES¥GATHT PH BILMEEIR, BEET
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K AL EEFRARPIARIE M .0 BEH KB AER
BAHRARTE AR R . ,

9. MBFRAERE BFREGUEN T
M A A FARBR DR | B B e iAAsi A
REFEREIRFIIE T R R B TRRSEHCRE,
ABT A PH AERG R o B0AE A S i 44 R i £
(NT-proBNP) 214 PH ¥ 4 LI HEMIRH &
BEMEZED NSEA T RR. SEEREA
AR EIREXS PH B S A PEAEVER

10. JEAGEETE A B T 2B BUHEBR AT 6E 1L . [T
Bk JFF R If 4 B BT 3 PAH,

1. HLERAE. 228 PH W&, T
ALUERIERE K PAH BJUAER L Z 2 HX T4
LERERERSHEER PAH B4, EEZ ST,
HAHFEFRLONEREFEZE#ATEORER
&I EAR I R EIR RS, HO0F
B AR A BT Bk R R 1 58
#wl, HORERERBNSHARE: (DOE &
PTEER MLUER B PK MM ; (2) b FRE#KES
MR ; (3) A0 5 A OF E &
B (4) sk s Sy A B fEE; (5) PAWP; (6)
OF B O EG (7) &R B BE 8 G (8)
PVRI; (9) (R OE3F L B BH 1145317 .

12. 2 it B b 5% iR 38 (acute pulmonary
vasodilator testing, APVT) : APVT 2 PEM il i & 52 i
PR — R OB, Xt PAH Y8y T BB R FUE
HI¥AABEEMNEIE L, MTAEKBIRASE
JERH#577) ( calcium channel blockers, CCBs) f#) IPAH
BEREREOHREIFEE PAH EE , 21T
APVT, AT A 25 YIRTT BN RIETE e BR 4241t
2%, ESMEE S L AR A SR RIS B R Bk
HHT#AT APVT (H B RTE N o] #8249 R
AR SRR B LR APERIFIE T (%£3),

JLE TPAH ) APVT H i ¥ 4% — &89 FH 47
W' 2 )LFE IPAH o84 £ Ji Barst o B JF
mPAP T [ =20% ,.C% i E RN EAZE , il 0 34 1f

x3 SHERMEY KKRZAME R

e EEH REAR AR
BUREHERE T [y (K - min) ] FHk

Folk ST AR 5~10 50 B2 4403 25
pe/ (kg » min) , Ef
x 200 ~ 300
pe/ (kg - min)
K 3% B
E@AEE  300~1500  0.025 L A 10 min
EiELE-
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BB (PVR) 54k 18 3F I & BHL /7 (SVR) &Y L&
(PVR/SVR) BIREUREE . IL/E7E AR L& IPAH
FEE FIE R Rich F74E . iX88 /5 mPAP 1 PVR
THE=220% .04 BB MR, BERARS
BT b X BB R Rich 4R #E7E F M CCBs 3597
IPAH BRI A 5 BB PS5 5, Bl B A
FEA TPAH o3 32 T8 40 /4% £ Sitbon ¥R : iR
J& mPAP F[% =10 mmHg H 4% <40 mmHg, 0>
it B NELR 4, L3 IPAH f) APVT L= 2%
HIPRIEE # K48, AR R T EH— LR,
P BCAT 2% R A 4 B B9 Sitbon AR o, T L3
BE A CCBs RItE KBE N R LM,

13. FiishRkiE K2 - flish bk & 7T B F CTEPH
HIBS ISR AR TS AE M I35 , A Bh T I 8 %
FifighER bk it Bk B A A Bk P R A BT

(=) LT RETEM

1. 6 min 47T HEBIAE (6MWT) H1.0> iz 5k
% :6MWT 29 PH REBHWHENE AT L, ¥
BNHT 8 Z LU L B AR IL, {H 6MWT
AREZ R B AEULEREHSHENE
Wey , AT SRR A R T ik — BT SE . L JifIE B
BE WA T¥8 5 PH 8 L0 SR8 &9 3F 4, PH
BILKA A B I EEFEEE 9 BRI,

2. WHO ThfE 4 4% : WHO Dh#E4r % 2 3E4 PH
BERECERENBENEERIFZ —, AR
UESE WHO ThEE A KT /E A AR R L% PH B2 3%
WEEAMAEF RN TR E R, {5 WHO ZhRES %
AKRESTEYILPH B, EEREILBIE B
EARIERBILE MRS R TILE PH Thae s
Fbrtt, {5 B AT ARBBN T E A

(1) JLZE PH JR1E ™ ERE R UG 4,

XFF PH 8Ly 1% 7™ 5 F2 B #0105 89 3R A, AT
DAARHE LR 5 Tl AT RN (% 4)

(1) JLE PH B2 Wik X i

BT PH MRERE , KT 2, Rk BiE L
i PH B ILEZ TV EFZE, HTL2E M2
MIIRETEHT , FUR F RIS AR, FEREITE
CEREH#ITE —HFREHE. ELd R, N
HEZBEIILE S ZHREREK APAH-CHD % 2
REWACERFATE PH FISE 3 KABIEIR R G5
WIS PH, SR 5 B8 1858 4 K3y CTEPH, HERR
A BB AR RS B 8 TPAH T BB, 2R
ASEE 1Y,

1 .APAH-CHD {287 5 PE 4

ERiE
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R4 JLEMRMERREERE

AOUSTHER R EHE
PERE & =fE

HOFER X A

fEAR o X A

2K x A

EKEF E® Eig

WHO IhEE4r & .0 m.v

13 BNP 5§ BEAR HEAE

NT-proBNP 7K 3

A OE EXECERBEAR H0EH B ARG
WAL, LB AL B O0EEE

1L 3h % EIER CI >3.0 EHEIR CI <2.5
L/(min + m?), L/(min + m?),
mPAP/mSAP <0.75, mPAP/mSAP >0.75,
APVT PH#E RAP >10 mmHg,

PVRI >20 WU - m?

HE :BNP: 85841k ; NT-proBNP . R EL AR BRI A4 BK A 4 ; L 0 38 805
mPAP/mSAP : P Hfifi S Bk Fe/ P 48 34 - #5 5 BK FE ; APV'T : 5 i 1 4%
YK RAP: 4.0 55 PVRL AL BB 3580; 1 mmHg =0. 133 kPa

TR R RS ILE PAH B8 WA E R
Z—,PAH Wt AR R E e R M OBERFEA
AR EE RN E, APAH-CHD #% PAH
BRAI 43 Hosh S AR R 1, BT & 2R ER B A
WRITIE WK E S AT T EREE TEE KT, R
SMRLFEAR B A W6 IT I5E BLE 5 T 5 % 68 T /N3l
BRE & A ARALEM R, IR BITIMLFER A A
RIT, RS HBHTHNA R E SR, B
BIFEAREAM AT ML SIE™ . JLE APAH-CHD
B 0T 5 BB K B 22 1) A5 43 0 2 2 Rk o0 B
5, MR R TR W7, I I 95748 0T LA w5t
[ A T] VR AR , 7E I R - R Bk h 3 v A
HERE., BEMNTELHAMA Y RERELTEE
BLAREBE#: PAH B, 7EHIWT PAH # 5 A 3 1 B
M BT 5 44 K B B BF APAH-CHD & 3%,
HAE RN A BB R, M5 — R R T
7k R G — WM AR A,

(—) L F I BK ¥ 6 0 6 B 4 46 25 45 & VE 4
APAH-CHD a944 i

X F 72 16 A 40 B B S8 K 40 R AR L, ML AR
APAH-PAH Ky % R EY , 45 & BULIVAER RS i
RARIE BB X XS REFLHE SR
B, FHEA 2 A R E LR EE £ L
BT RO BRI P I3 B 43 T, Xt TR
B, UHRRZ FEE PAH B3, nT L% PAH
PERBEA TR A B WATE (32 5) ;73R BEBIH PAH
YR EE APAH-CHD B % , HE£EifT.098%
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[ mmosm, mExsy. DRBREPH |

%58 )L KPR LR
CERM LR, EORM. WREARR) LSS
) 7
W, K. BRER. MHERE (ADLC0) . )
WECT, (AR FRAMRERBR T

——R——RBRERE RN . OBM . FPRRGSR FT P —— R

v 5 A
[ mexmmen. sommre | l [ axmmrn. sommers |
BT RRR WA, BELRRAT RESVEMSH
HERLE SRR
) a— g ]
CTEPHR#8, 17 PARFT §8,
CTARI & # MR a2 BATRES R E
RESLETLR)
B Stk | HIVHUE
LA [ > HIVERH:
. Fis | @A O3IE, LBMRT, CT, | N
ki CSERERLNEEN L TUEA
BREE e DB, Fote | eNE, xwskE T oo
v pon [EABECT| e o
DS ERERAPVT y
[FEE, BEZRE |« ‘4{ﬁﬁﬁﬁﬁﬁﬁmﬂ

PH . T IfLJE ; DLCO : — 4 ALBR ¥R B ; CTA: CT M35 ; CTEPH : Mtk iy #9248 SEVE N 1L FE s PAH B BIBKE /R ; HIV . A5t BB
% ;PVOD . i Bk 61 2257 ; PCH . i 32 40 1t Y80 ; APVT : 2 PR B i 7k
1 JLERS hE 2R

HARE, 1. MR FZEM . O R ERERRRS S E
(=) DBEHRETH EE APAH-CHD iR BRI H¥SH(FK6) BEMTXESHEAT,
ELELEERBERZMBHRERRKE  AFBEXESHENEEE X R RREMEEE

APAH-CHD #3# PAH ™ EBE M RN SR £, B8R R R TSN

RS5 LI SHTE SRR O AR S A I 3l K R P A s PR PR A

1T Stk PARIESR B PAH fES

FW (D) %<2 £>2

ookl MR R A KT SR R R R X B B s PR AR IR BE B AR M 3 K Rk &

33 DX ESEER, R, P2 S RRBEITHE, O TJuZi*H LXK ESIERT, P2 HE Tk, flkE

RIF R RIRE W3S JH K, LRI R T E R, zs?J WeFkH

%&mﬁ%

ZEEmME(%)" E¥(=95) BAE( <92)

M X & -2 N 12 DRIER S ik BER”

LB E EOERE iAW LR S8 q BEE HOEEE BEA R O X S8 q BiER

BELE LB L ER, B A E AT ELB EOEXEK, FO05B. 6O0EHK, SR
A MESH

. PAH i 3h Bk R 5 35 F ik BRI B E , MW R T B2 R R MM
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6 EEADHBEREOMRGIFERE

ik 3 bk /0 FE A it 2 35 F1 25 R Ay

28 ST i
i SRk FE S/ R R 3R 3 Bk FE S <0.8 =21.0
FEKMERME(% ) =95 <92
FoOE R i B/ R AR M & =1.5 <1.5
B 3h Bk B ( mmHg) =212 <12
i i BB A 5 3 (WU - m?) <6 =8
ks iapgr i E N k=g ) <0.3 >0.5

7% . PAH . fiiZh Bk E ; | mmHg =0. 133 kPa

(1) shfk i AN (Sa0, ) S Fifi & 35 i I &/
PR M & (Qp/Qs) BT E B ¥4 : X T LW &
PR I B4 7 1) A 23 U B S K A B 48 L, Sa0,
AT B PR BOK L 7K S ) 433 1, 5 i i % R
FEVIHER , Sa0, MR H 375 77 18 XUl 5 A /e 2 4
T, RCH AR EME A MM ERREZ — X T
BIHOMEARNERA D TREE , WA TTHE & AR
Sa0, EWHHET B, 26775 AMKE IEH , R IFA
REVECNREEE#E PAH B2 WK HE . Qp/Qs &SR BRAT
MERRSHERESH, & B AR E A0 %
BRI T SRBECRMZ [ A R R SR AL
Ay fE , #E PAH BLI, i oft 8 BEL 0 AL AR, Z2 1)
FARERK,Qp/Qs # =1. 5% e PAH
MR B, AMA T RER D, EE
HBLXL B8R [ 22, Qp/Qs # < 1.5,

(2) PAWP B9l € R PP« 7ETCRfi i B IR 78 L 2
CERABEEFHEILT ,PAWP 5£0EE A
OEFRAEREAMEE, TURRALCENERR
AR 0 PR A A BRI O PAHL 44 Jo 9 4
RAE R E WK X T SREABARHIZ R4 53R
RS RO MR B ¥, 72 APAH-CHD B % & R4,

R-FESF TR BB, 20 EFE AR MR B

LLINEEAN 2, PAWP 1 = 12 mmHg, L H 2
PAWP=15 mmHg 52 #r3) J1 & PAH ) EE K HE
Z—;Ti7E APAH-CHD M i, R & K- B & 30 47 i &
BWABIHR , EOCERBRARIE , PAWP 11 <
12 mmHg, 22 WrAE #E PAH LB 54,
(3)PVRI & PVR/SVR Kl i€ & iF#t : PVRI 7E
—ERRE FRER BT /NS PR M ERE, (B
LR B 2 5 tHBLR 2, T 82— PRVI 4K
YE RV SN B F RIBIE R FT A Z B, PVRI
FITHER LUC S B EE R Y, Fick SRR E X
HOoREREECREERERAN S, HiREEE
KRBETEFER, RABEREEGEREDE RN

ERiE
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s HENESFEEMNWIRE, TR0t E
FIRE TR s A1, 780 2 i 480700 0 BE B, SR o 42 F0
FEAREHE A B 45 O B BT B kiR ZE,
H TG 2 B O REAR RBH N EFREE N E X
F PVRI i+ B AEEEE . PVR/SVR R 4 FH 7
FVADEIF I BE S /9 OB, B — X bR, A%
FRERME M, ZERR P BB TE T IZHN A,
B FE BRI 2 I SV 0 B LA B AK R EER R R T

2. APVT:APAH-CHD 2 JL#4T APVT &R T #|
WA LFARIEIE, 5 IPAH BE#1T APVT B
A, HEAEH H IPAH B PR B4 R B
A5, APAH-CHD /) APVT i 80 % — 1 PR AR
%, BRTE AN E AR MR . A2 )5 PVRT T
MENERE >20% , 3 B4 % <6 WU - m*,PVR/SVR
TREIRE >20% , 3+ AR HAE <0. 3, W AT H ¥k
APVT FH ¥, A DL % & A7 R i F AP, BR
APVT X FHe R0 BEi% PAH TP B — &
FIMHE , B R R, SRR IR B IE N
PAH #FTH B M1 F RIEAE R BE, e BE A
FARMY B Y K 3 12 S5 B LB LE
B2 A LR PR vEARE , TR & H 2 i, B 7%
B — R,

3. Wi/NSBKER AR /B PR A & R BB 7E
AR - BB BRI B RS A Th e 7 m AR 1k,
H-E5 MR 2% RA SRR B RA RIiFaAH
XA, A PAH HERMEM B EENSE,
BIMKE S IEH O, i B 4 X395 E &, R/
SIAKIE M, i PEERET (M) IE % ; 52 22 1 BE PAH B, i/
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