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Brochure of Primary
Pulmonary Hypertension
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N KF I 2 1% Bifi ) Ik 151 B2 Primary Pulmonary
Hypertension (ICD-9:416.0 ; PPH) 7\ & & % H &
T+ BB i b o R Sy [ 8 1 i B Ik =5 B2 1diopathic
Pulmonary Arterial Hypertension (IPAH) -

i R o PR 56 — AER IR SEEE A
R B BN R BE (2R— ~P25) BB -
ST LA B IR = B A G 5 5 A I ZRAL - B
FETBTF ARt # LA B R = AL T 2 IHA
7] FH 38 SR RO Ry E 1 R 2EY) - ELT IS EthiEiE s
HTEISED R 3% )RR TR o @E AL - Bk = R 2
— TR Z AR EER IS TR E R - SPGB G
B ERIE R R RS O - Al ReRE -

HREE A BN A 8 - AR B B A2 (R
2l - BIFR EH BT S EE 1 ARSE B S B Y R
BV E BE] A2l e - B 2B R
FiT ot E A At B IR =3 B - 1T B Ath R 1] % s 8l = A
R FETTAER R -
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{ELAE e T T 2% 11 i B8 O v R - L At 55 8 2 i )
k=R - HRETRESE AR E G R EYHE R E - H
A G o R A 22 9 R S R MR L B & fF Eisenmenger’s
syndrome 7 | FEEF*J Hifi 890 Ik = IR ] A5 fRE CRAS A B — 28
FELEYIEE -

Bk = B 2 — TR IS MR - AEBITER AT
(& OB EMAIPALEEY R T - e EMEE R T E*
SRR > AR B B R AR SRR —
M PRI S SERIRHS ~ BRAIRE (S DLR S AR
[FZEY R AER AR (AL B RiRYIpEm » BET
fiy) - (e P BR - BEE R R R A B2 R A B
PRE AR R R R T BB #E -

Bopi A

NBERIMREERR M A 0 T BROGER , B T g
B DR AR O ED - T ERIEER ) &
HMEDHEEREXEES - (HAMEAE - FRF
“EALhGERTIE SR o T EER o RIS BRI
WP SR - RIS EHRER - He ' EE
B A g el AR P SR A S B i BE S T v - K
it Ry T e Mg,  [FE - THRIEER 5 JRERESER
MEER RMERZR - HRCEMFRE ] L - B
Ko U EIIREEE 5 -
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PR Vil B IR = R L B AR N 2 > DU B A3
B AEAE - R REIE N E R hse LT A
B > SERCIIVE B  [IVE A B RE 4 -~ M8 e
FETH A - BB ERE L EIEA . WA LE
ERATENIK - & Bk A Pt - i/ NERAR TR A M
Uit sz S PELSE - 55 B B0 IR JBE 7 B il L7 BE 7 B - (A
A Q=EFLAERAYBEST > 7 AE A I 1 fi 8 22 firi ik -
I 25 A S0 M JER A 1y - S B L B ] AR ER.
e i e D B R B EEYE » HEIET -

REF

Fredfti ik B - whgts " DU HDORREE &
TREIRFH R B AR EA T = 22 >25mmHg 5 » R
SRR ENIRIRR 1E (B Ry 14+ 3mmHg » IEH#{E_FIRAT R
20mmHg ° {HiGERF-FEATENKE >30mmHg HYE £
> HAERRAY A TETG BN I Al Eh IR A B E AT REBE /= -
PRTIEL H v AR DA B oM 30T 5 v SR e 11 it 8
T E A B R = E -

Firtv e i = R 14 5 2

fir 317 I = B EYT B PR 7 REUER A2 B RRCAS R 2008 2%
Dana Point 75 [ 55 5 322 ol H 3k i 8 I =i JBR A 2
RE A ROn AR R R (GRRE— 0 P25)

24



IEe T R FERR T At 82 Ak = JBR B i 11115 PEL 7 8 i B AH T
Sh - HEUREEE - Z2ERE - TERENARE R - Jl5E
2R -
& — B # kR ey %8 (Dana Point * 2008 )
1. fili#El& = ( Pulmonary arterial hypertension (PAH))
1.1 JE#% (1diopathic )
1.2 ;B2 (Heritable )
1.2.1 BMPR2 %€% (BMPR2)
122 ALKI FK (5 12 326 #8) - endoglin £
(5 9 Jetuis ) 2o (A uldE iy
Bl E#EREEE) (ALKI, endoglin
(with or without hereditary haemorrhagic

telangiectasia) )
1.2.3 ABAA (Unknown )
1.3 2291 / 3% (Drugs and toxins induced )
1.4 REEMENMENRERE (Associated with (APAH) )
1.4.1 #5f EME A (Connective tissue
diseases )
1.42 NFEGIEGREFAEEEE (HIV infection )
1.4.3 FFFI5FAR =B (Portal hypertension )
1.4.4 JoRM 0 EE (Congenital heart disease )
1.4.5 MW &5E (Schistosomiasis )
1.4.6 T&MEVEMMEEN ( Chronic haemolytic

anaemia )
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1.5 FrAREMEMEIR =R (Persistent pulmonary
hypertension of the newborn )

1 [l KR ZE M B A9 (Pulmonary
veno-occlusive disease and/or pulmonary capillary
haemangiomatosis )

2. ZER ol 5 [RE IR IR =% (Pulmonary
hypertension due to left heart disease )

2.1 WiEThREREREE ( Systolic dysfunction )
2.2 #F5RINAEMERE ( Diastolic dysfunction )
2.3 HEEER (Valvular disease )
3. MR m e A [REAIITEIKE . (Pulmonary
hypertension due to lung diseases and/or hypoxia )
3.1 & EPHZE MM ( Chronic obstructive
pulmonary disease )

3.2 filifEE %% (Interstitial lung disease )

3.3 [RAGIPEAIEZE R & BLRE Y HoAth i Bl 2w
( Other pulmonary diseases with mixed restrictive
and obstructive pattern )

3.4 MEARMIFIRIRE (Sleep-disordered breathing )

3.5 Fiyu#sE N EiE (Alveolar hypoventilation

disorders )
3.6 KRN EIEHOHEE (Chronic exposure to high
altitude )

3.7 #EFE (Developmental abnormalities )
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4. 1Mz ZE MBI E (Chronic
thromboembolic pulmonary hypertension )

5. RN 2 SR X I ED Ik =R (PH with
unclear and/or multifactorial mechanisms )

5.1 MRS « B BB A TER - R YRRl

( Haematological disorders: myeloproliferative
disorders, splenectomy )

5.2 RIS © FHRE - RS 5 S AR
HEEEAGE - WREE SRS - S
Fads 0 MR (Systemic disorders: sarcoidosis,
pulmonary Langerhans cell histiocytosis,
lymphangioleiomyomatosis, neurofibromatosis,
vasculitis )

5.3 EMEEE « ITEEREREAE - SEEH - Bk
BRI (Metabolic disorders: glycogen storage
disease, Gaucher disease, thyroid disorders )

5.4 HA : fEREIHZE - MFETEREIRR ~ BB D)
AEZIHAYEHNT (Others: tumoural obstruction,
fibrosing mediastinitis, chronic renal failure on

dialysis )
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EEHE - FEEMENRERE (PPH) HYZ £ LK
R 1~2/1,000,000 * PPH 1] G858 4= jA (T — e g AT % -
{HftEH 8 » PPH BURBRERFENSRZE - 22
ERBN . LEREEFFEENmZ 0 FFMEETE
BREZE X Jetafg bRV R AR SR
SEF PPH HUHER -

PPH & & EEWG N —1 - SE 4 EE L[
IR RE o B2 T 5T S R IR il AR = 1L BE (FPAHD)
FEEIIZ RS » ZAE 30% HEE S ErTHREIRIRE
T # et 88 #Y BMPR 2 ( Bone Morphogenetic Protein
Receptor type 2 ) FAH#E - [M{EVHPPHEE S | -
thEEHE] BMPR 2 BRI # # - (/728 0R PPH 5158
24N (Incomplete Penetrance ) FVEFE - B EHLE
Lt A HESR B 228 1Y) BMPR 2 BK - AR —E &5
e ERGE R MR (WERERT - Hhges iR
%) MO EREI -

PPH 19§ 4E ELEL AR HER B - (EG IR Y - HAp

R H AR A AR - (AR E R MRS B PPH
FERIEH 3~5 Al E HhEHE D e S e -
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F— A | 7O B I B 5 By
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POk A W E 2 BT - ThRe s Mok TR 15 R AV B 4K
15 > BEREEY R &R - THIIEIIRE > f AT R BB (E

30



T EGHERF - AR INBE D BRI L - R HIBHR
RAE -

Bbor b B R > R ER L B IR R LAG
TARZERER > AR ERINZ T N~ &
I~ HHER A O B 08 Rl e 1 58 DU S o A A P 2 Ak
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R EERR RS AR ZEIER - FER
Eﬂj(rpm%i—f— MRERE SRR R - B —RIR A
HIRRER WS -

Y‘ RE - AHMKXBEERRAT  F€mELEH
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AP I B AL = B REC A O 2 B R R TECRR P A0
S SRR REEY) IR - ERR AR - DASR
FRECAD T RE IS R BN K = BR Y - AN R A2 Y
BIL#AE - HREELOEE R ERMBIKEE T AR
25 ZKKHE (mmHg) - HEEHAVELE R 15 A8
k=g B a] a2 s IR 1 At Bk s B2 -

T 3752 B s 5

( Blood tests and immunology )

i BB AT E » IR~ FARIRIIRESE
TR o I S0 B E A VB AR RO RS A AL A e o~ A JH
REHRZFEE (HIV) - FRMSIEFHREE - 5%
40% W ERTENIR = R - PURZPIIRIRE (ANA)
G EEZ 1:80 BXUE - 2ETERLIER 12% &
SR MEIIR SR - 2T HERR AR AR A s - DA&
53 D TR B IR S 1 T A = R
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LFEE (Electrocardiography, EKG )

T i o Mk S A PR R B P E AR Y55 R T
EHEE RS2SR - R HZ BT _EAYER -
ER R E AT - FLANSGLEER E o L EE
SEWIPE - BAERMRIZREL - i LA RO
B A B ~Z B R RE

B8 X & ( Chest radiography )
RIS EHE R A D= MBI R 75 AR -

DIEHE 5% (Echocardiography )

OISR R —IERE L - sete it Db
Thee s il athreF &kt - K EAEIIKEE ] -
A o B I B S 2 it = BE R A - BE TS & 2
Ul i AN EIHE - 1 M BEE RO EREH]
LB E I B DI IR B RIS DL - A MR
Af PETTEE 5 182 Lo Bl ] 3 ok LI A R L i 7 10
R BLTLHIFAE - 1T RORT Y BUlE 5 R O B B A 480
EEOER S - DURLEE G K H S B AR R ML
F 5 10 R il - RERE ) I LE st a2 I o R Lo s -
E?E%%%mfﬁﬁﬁMﬁﬁEDf%ﬁ%ﬁ%
ARt E L EIFHIL L EEREVERSE L
R AR, ©
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S IR il A 5

Hili S e e i Bl sy MK XL S i3 4 B
( Pulmonary function test and Arterial
Blood Gas analysis )

A g 2 HH VR A O I W T o L i B RS ) B R
A o BfiThReRe AT H A58 il AR Mgl -~ il 7y
AR M B R MR BE A RR i T - AR LR
R RE = 52 IR -

PRELO ) RERR A

(Cardiopulmonary exercise testing)
] FE IR AR A AR B R

AT RFT R R

LR E TR AR - ALES R - EBEEE - DL
Fi A ET - BT Al AR

2mEERFE LREREIZFEE (N2 - FE
BIZLES) -

3EEHIRIREER » GEICEIFHLE FF R AR ZE -
4 ZZEEE I AL
o S B I i
( Computed Tomography, CT scan )
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FIF AN BERERRA X ORI IR - 152 F
HIRRGR - SRR AR M RIS YT 2 B - AHER Xt
fadr - KB IRt SRR SR - EAEE
BN - AR A W > G AR - BE
AR Aoy Al - T AEAE RS R T o A - DRI AR
flER g im b - A R DR fE (LT 2 E F R &R - 3
BEPEERiseE ~ PHIEMEMGR ~ FEIE » BRACFRIA ©

rien AL AT IR R T i i 2 (LAl B T 0 o U R A2
18 - BB TR At 7 B it SR I a2 T - S R B DAt
FRIRPHZE MR - thIERE AR ) - & LR E MK E
WU Bl - DB NS T rh R BB IR B 5 B i/ )N BE
IR T > TR AT RE R AR IRPH ZE MR - LM AH R
e 5 528 0 1 R S o At B g e R - 5 R /N BE
[T o 2 P A PR B HH R/ N -/ NBE o O SRR AN B
ik - HZERT GRS R T ReE -

i B AR A 3 T AR A T s w2 - m] 23RS MR
Pete 2B VAl = B LAY M 2R 5 - AN5E = fH3E
ERARPIERAE IR ~ S AN PR - H MR L Bl ]
SEMEEBMEBRMEREAE > FERAEES R
AT T AT IS I M AR ZE M il = R - th Al A A E TEEL
Pl = SR e BRI S B E A -

P2 AR T EAR A I E e - H
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S TRl O 1

LA B 18 1 M i i ZE TR Al =g R - i HHARLE 6= mT e v
LAtz i Bk A B U ER i (PEA) 5 BRIV LIE A&
RSSO AU BAR R - Ty g EEL A R R A L
ST E TR - e & A PR e Re U
R EIFF ke -

Pifi 808 SR B A 2 ( Pulmonary
Ventilation and Perfusion Scan )

PEPRTE MR M et ZE MR il = BE 2 rTRENE - R &y
e A IS R AR AR ZE M At = R A g 5 =

JE R s e A
( Abdominal ultrasound Scan )

PEER AT LB P TR IR o R

J0 AR T 2 i A 5
( Magnetic Resonance Imaging, MRI )

OBRIZIE IR IR AR NS R - AEil
fiil XU BRIRFIR A - ATEIALE - FiBkis
g EAEREEN - MR GRS T
TTHIR e s - (R BYILLE Al REE B A R

ttim A e B TR ER IR AR R (LB - B A Y
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ﬁmﬁ%

DBl eE (RPple /s L EIhae - ALt &
ELOBEED) - OIUERE  JLAE) - fefhH M T 5%
AILEE 2 ET RS - REKITE 40 77 -

i/ OO0

\‘ B AT RAATES R B EER T A

KB RFEFERL T B AR AR
FEARAR B B A EAE o

A D B A B NI 45 IS HEE TR
( Right heart catheterization and
vasoreactivity )

OB R 2 R B AR R SHA R
R < BIIREGERIRITE B A - #H X OUHYER =
s BhER i T - BEEE WS I 200 - FIFEETE
o & A AZ PRI - DA & I 5 SR DAR Lok T
ENEBHIEE 7 f H AL - 0 ERR YN E AR
e 5 & R (0 T B B TR M A DARZ B Do B =
HEmERHIAE NS

1T D A5 e = RO S Y TR Y 2 SRR
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S TRl O 1

2. T B O Do 7 S JBE ) e FH T By
3R O H S
4 et A Fre R IV E E2H KR

LEERAEE -ERAERE L FHEBENE

Zighs o ik EUHRRERE H LB - A kAR
[EUbTEPANA p VR S IEA g G R el i

Fii B = B SR (R T 2 B PR (L DS B he
R > FEAEATIE SOEME G, - DAk Al e 2 2 R e 3]
FoBfE T PHET R R A -

1/ OO0

%‘ BT AL AR A B A B

T THMEZEERDE S AT HARMER MR
AL o
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P 2 iR

E/ PISRERA L BRRBARER |

!

I/ I R ARERBRR (865 CEERE)

'

(
(
( £RPTHRH DB ]
&

—

!

SR ANZ TR - & T T RRERGHNE

g | |F—: | |F8: | |F=8: | |Fwam: | |FEHA:
JRASMERR | [ RV | | AR | | A RR | | R | (B E R
Bk SR | | Bk SR | |EmEIAE | | REAT] | | REMM| | REER

WA = R | AR | | &R B a4 1 %
[ &
e V N\ e ‘ N\
@B R Py T Ty
wETRE | | RAARME
Uk ik B
D — Eisenmenger’s

syndrome =]
| EeerERE
FHEX 1 % Sildenafil
% (Revatio”™)

Y
SR

RAEARE
RTEEY
FHiAE
% T R 3

—
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%’g%mmm

PPH HY6 R0 AH & 18 i EL K 2 SIS Y 2 T 1 R
fifi > Tl E Ll BEYIINZ R - R FEATEIE 73
ARSI aRE R T ARE -

FEBIF OIS EAR SR DoAY - B A e A5 e FEL
EREREE - HEEY RO - IR S BES S
HAEDHEERRER > ERIREAESNE K ES
M2 H R RENES BAG T IRPTE A -
HMIFRA ~ ERFFBME (Digoxin) FHEY)  FIH )
5 A B AE =R R BRI IR~
AT BN RS ERIREEY AR (A0 R R 2 e PHEr
il ~ 55 AR —BE BRI ) o SE R EE R
VO - BRAD & OF R TE DL BRI SEYITEHT - B R B A A
kB NS Z RIS BRIR R IRV ER - (HASZEY a7
A FrE el - RS A 50 O iR AR T s
TR IR R e — B R -
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FORIG T

A il B R = B A SR B > R &
HIMERE N ERESR > HEEREAER - AR
SR HIAEAR » — IS - 35 RS AR REHY M SR E A

FE 92% B EBNEE 0] 5 88% ¢ B A N FE
SRR TR NR 58 6 A FF (6 Liters/

SRR -

minute ) PR > FERATS @ (FR=)
E RN | SEMRTES | S <%§§§§m>
=
W
"
CHEERE | o EINET | o o REERGA| o TEEERR
oEsEmaa| . emeEn| L -
e [y o G0 o IR RIS
o 99.5% 2 U] o AL ALt B B -
S5 ERER ST RE ARE R (4
B EE S 16.2 /N 1.5 2ANT)
o I ERES 2 (| o et 4 2kg (& o S - AR
| MR 400 ATHEEE % e
w | o FTHRELEBAILEE| SR o 99.5% = E5HlE
11 R R | & BB S5 RS
ey %5 (8 ] i e g 2 fi
B o TR
HRERE
Py
o SRR -
S5 %0 7 7 T 2
S

41



% ;ﬁn@mm

i (5~18 AT o JIEFMT IR o SR THIET
* SLE ARG SAeEiiE - | T AR
AR ARMEE BRI TR

P

o IRPEHISZ A7l | @ BRIE/ERE L 27| @ FoiEilidd - Ak | o SR{EHCEZEAN
i ol 3= B#E
o AP E | @ MER PO | @ TR IHLIE - LU o BIHAREN
(40°C) BIEAE|  (40°C) BH{E| HERRRGmER B R OE B I R
i BRERER| B BERER | @ FMERMRL|  REER - #H
i+ BN ZRERERE HEITE HHEFECH
& {8 o BB ZERAIN| o HEHRMHHE B
% o FREHIEKERN|  FR - ARMAE| RE - EHTEHR| e FIEHIIERR
i o iEREEL | MRS 1B DA A SR
N o THEMEIMHME| FFRRREN % HBEEEBH
o WORE - NEHE  HZET 85~95% L LA

S B

At 1. FERE RO RIBT &SR

(0,) fFEHITEDL 2= 1,500-

2,000 2~ R TG HRTT » FETRBEARTT I - FHAL BR A & S Rk
A B A B S HE - A L SR R AL (WHO) Zhie
Tt R = R B DU Y R DA R B IR I e 1 R 7 A AR 60
mmHg ) HJEFEESRIIRITHEZ AR M -

FE 2. RERBEEHEIRL « A6 ) A SR A -
S ;SRR -

(L FIRIER

@i E I

BEFEEEY) (A0 Warfarin ) == B2 H B 1 HE 5 111 B¢
£ B MRREEA - A PISEMAREEEHA T

LAEEGPFFAEIVCE (Aspirin) fH » 55 [LEEE -

2. e E T B2 - DA SE R & -
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ﬁ%w!%

3T ERREE » DU RISy - 255 T s
B R AR T AR I R O AR SR
BMEHIL -

4lwmmmm%ﬂ§%5m% HRECEE B il
TG S 7E 5~7 KEIEE(EEE -

5. 5 REERELUMER » FERmME
- FHEWRBEHIR N ER 25T -« KI5 -
- UHEE A7 g B TR R -

- NIEE HMEAR - a0 ARKEZL AR IE -~ JRIEEALE
R M B (E « B AR ~ Ui & M1 5K
B ER/MEOHIM AR RS -
- HIRE AN HIER - W85 - &5 - BETRIE
BEHE - BrE HRENIEE -
6. %5 S Al I A A H 22 A 1R e 2 ~ P RE > Tl
B L e T gAY A ERNENSHE -
7. R EEMEEZZ K s BRI o

@ IR AR 1T ol R A

{ECEE BC ] R K1 B85 [ RE B R e TS 7K ER T )
TER > E RS TE Al 68 AR EIAD Lasix »
Aldactone F B2 7K (3 HkER o {E 1R A FI AR € 5 /L
Rk~ RIF -~ ST IR R FEIER - Al HIGE
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S TRl O 1

=& o AIEERERE -
@ii.0 % (EBHIES Digoxin )

Tt e AT R e D i A B A
HE - ERIPEHESCA - S0 E O EE R
A B IR v R AR Bl e ] PR RS L R o
FH = o o e i 22 I P SR B IR T - Sl A B 5 |
R LR

@ & it - E PH B

( Calcium Channel Blocker, CCB)

S - 5 O T 7 ) S - Y A B IR I S
HLAR R R s 1 - (o B K (1L ORI AE R AR I
2 1] 62 LK il B IR R 0 B - I BE TR R TR R = LR Y
ZEY) - R EAAENMENR S B AEE 5 10~15% A
NEEHFEN - (BIaRBIER— &SR
B 5 e T K B @i A - fmT o P A1 R Rk &
TEM o 45 85t 8 P S e R A7 - B REAR 7>
AT [T B8 — iR B A ik - B FH S e PH B 1 R
Nifedipine * Diltiazem & Amlodipine S5Z£¥) -

T RE LD

SENIEIEENITE IR i piibEYa 27/ Pa Sk o
N R7 32 #5252 [HIET 7 ( Endothelin Receptor Antagonist,
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A %

ERA) ~ SBFAAIBERE —EERF &I ( Phosphodiesterase
type-5 inhibitors ) ~ Hi¥I[IRZE & | ( Phosphodiesterase
inhibitor ) ° JAEECRIIRE T » L =2AFEY) R A3 4
FEIIR S MR 2 1698 - HAERKBRIE B EREE -
b Sildenafil ( 21 Revatio) F A J5 28 {4 fifi 8 Ik =5 [fiL JAR
B A o L e T A 2B 0 i B Ak = I1TL IR e e KM o o
/—\ﬁ? Eisenmenger’s syndrome 2 EE)EE 77 (WHO I
REST AR SR = RS TU AR ) B o N5 B4 B AH
E EEEEY) « HAVE R EN RS BEZEY) (4 Bosentan
Hoprost) & 0FEER - WHTEHEH - FTRERF ZF

tmitE -

@ N FEZER PR
( Endothelin Receptor Antagonist ERA)

N R B8 35 F2 I E A R A REL -3 %nmﬁ
SErE ALAH IR BRI B2 7 B8 (ETA ETB) fae o 5l
R I A ~ P R A I 2E R AL - Tt BE EMEFH
T/t Bl N R B R BN RR A B ETA ~ ETB
fae o EENFIME AHEEI0EE - BRR L - FTERIRA
BEY % 13 H A4 BEEHER - BRI HERE &5
62.5mg K 125mg » "HARA 2 X -

1. Bosentan ( Tracleer”) :

A] [E] i FHET ETA ~ ETB » th 25— SN
MEZBEEDUR - HETRASHZER A% - [RIRE
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S TRl O 1

R FE VR BN IR = B~ BEWAE FE R FA IRUEE N R 2 (2 Y
JEAR ~ BEINAETESLE ~ fREnEFIRE ST R ERR EAL
% o [l Bosentan F ZHAFH&CHE - £ 10% &5 [EFTL
FEEY - EE IR = -

Lfti FHEEZE A -

- L8 BB E IR Bosentan 7% 0 & [8% K [T H T B
HISEYE T - R E B DA B PR A VA g 1M1 A R EL
(INR) B[ -
- Bosentan H 2GR AT REM: » A AR ZE 1Y 224 &
HAAES -
- EL1E Ak A #% R 9% FH 2E Glybenclamide ( X 0] 44 5

Euglucon » Daonil * Gliben) # Cyclosporine HJ &
# » NAT AR A Bosentan » & i ThRETEEA(L -

*

\

2. Ambrisentan ( Volibris®) :

Bt EFHET ETA » ETA 2 & B & kg ~ #l
B A - B ThRE B D - BAERZER A
g R EREAEMEMEIREE - 5T H &
5 Smg K 10mg » FFHARA 1K -
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R, %

@ 55 1Y SRR A
( Phosphodiesterase type-5 inhibitors )

1. Viagra (Jm#) :
R BLARBEY) - SIS rT R - R E
AT {7 Pk » AL AT R R VA R il = R » R ERa IR
Bl & Fy 25mg » K=K ; Ik Viagra 1% » [ME N —
G{LE (NO) HIFRIErh - BINEHR - WlES M
WAREE GFEMBIIR SR B 75 -
s FLAH PR
o AL o i Bl P T e B R EE V) RO 2 3 - AN RT[RIH
AR FH BT ]
- VR B Z= Bl = R R BT s A R A - TR Ak
AR -
- BIER «© &I ~ ekl ~ 58S ~ Bt~ WAER
ERGE ~ IRIEEOE ~ R AR 5% ~ il
JIER] -

2. Sildenafil (Revatio”) :

Ry 1 Al ) B o83 45 A B T 28 Wk e — g 4T T 7
Ed i IAE EIE sy - PLEERR AR R 32 ME T B AR = I BE -
e o L A T B SR B P B IR = T RR - R 5 KM Lo
& Bf Eisenmenger’s syndrome ZSEHERE 172 (WHO I
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S TRl O 1

BE AR AR = R AR VU ) B - BRR B BTS20
mg * FHRA=X -

@i %% (Prostanoids)

ATYIRRER SR L2 A ROl i BGE - B9
ETRIRAR - Ry RN AL PRI M EEER T HIAT - [F]
R B CREEHIAE A DU AR © HATEER . Z ST

1.Epoprostenol (Flolan”) :

REZEY) s N L& BATRTYIER SR - W ELE R E Y
BRI > (AT R A I i e AR i - T
I EaRe - FEIRE - HH 3-5 08 HEER
N ARERERIRE 8 /N - A DARR B EUR AR
RFSEYHRIE (R - MO R R RS R A S A R

2.Treprostinil (Remodulin®) :

ks Epoprostenol 1y = IR Bk 2K % (tricyclic
benzidine ) FH{UY) - (LEEEZE » WDAMEER Ma
B > 55 BLRF M Treprostinil 7T DA FH &F IR 78 5 51 K7
NS T AGEE o FF IR ST Treprostinil A DLfE A B
Epoprostenol FH [F] B i & B VR B AB i v 0 110 2 DS
Treprostinil RIJZE {5 FH (il = B B/ N R N8 -

FZ N 1 5 Treprostinil B #2 45 Bl & 5 1.25 ng/kg/
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min * F S B R E FEAR ISR E R AT - % RAVEl
TEFRE EREALAER » Biil ~ B S EEN
AR EANE] - #ilE K265 20-80 ng/kg/min

3.Iloprost :

AL MEE L ERRTYIBR R R LY - m] DLEF
IiE &~ Tk ~ B ARG ZE - feid 3 AE M EITER B
g AL EL SRR R o SHEAE A IR e Tloprost FY ¥R 500 B

Gk vy

i B

Epoprostenol FH[A] e

&w AR E S RAI RN — R &R

A ©

1B BB T Je e
DLFR Rl & -
RIEY) 2t 1t
BITEM -

Epoprostenol Treprostinil Iloprost
Pt Flolan” Remodulin® Ventavis®
BRI E S - 6 R RO\ RC N RS o 6 A AT KR - R
BEDHAE S EEE VAR — Wt AR AR 5~10 738
B AAMEMAL|IENEHET &
M7 - 7 AR R | DAUR R R 269
{58 FH 5 2K 70 % 5 1) B A I 5 | FH R TS FF A A

CADD-1Pump (&
HREEEE)

MiniMed models
506 and 407C : H
Medronic 23 7] 3 &

(BERHERE)

BRI BEIE S5 1B R AR
( Omron nebulizer )

(BEFEHEWE)
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% ﬁmﬁmm

EFBIA
J R

F= R

Sepe —

» REIURR

F= R

B 06 Bl & By 2-4ng/
kg/min » # #% Bl {F
A A AT £ 15-30
53 58 ¥4 10 1-2ng/kg/

BERBE &R
1.25 ng/kg/min * 5
W EE - FE
B4 011 1.25 ng/kg/min

Bl 68 2 RE AR
BREX2S5 ve
AR AR R it 52 M

WINE & EF XS

(CSEVIE:N

TWER  #5HkE
e R R R
K28 & - HIF[ &
R — R
RAER -

min Z R EH EF|EREVIGEMS R - | ng BRFEM

BIE A - LB Z 2% /558 3 0 2.5)4~6 K+ 19 R E

Ryt K ifit =2 B & > |ng/kg/min > 75 B & |02 /N DL L -

P KT 52 B 4|58 — 55 .2 Pl 88 20 5 | K R SE i 1 K 3

ng/kg/min B[ B ] HH | #E 15 £ 30-40 ng/kg/|¥T Bd » P& 28
- FHIGE A AYAI & - |min ° TRE AF LT

H A B EE YT 2 1 W, 5 5 52 e 1R R

WinR g - EE TLHEREE T

R OE IR 2% B 7R AT -

B AR B

X RKHEE 6-12

H & ] gE S N —

&5 B EESR

HEREAFE A

BRI EHEANZ R

20-40ng/kg/min

{LEMEEMARRE @ | =il T RGFE—F | ZRRF

R N AERES

/NI B A BE ) R
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T S B0 AL IR 5
EE[H ZE -~
ESFHE HA
IR T A
ERE S LR
& fifi =3 R & iE
R A
FLEEIEL -

9 2~3 7 8 0 22 R[5 2~3 /NBE 30~90 434
W OA |
Ak
LUE L WG I UE| R AR MR UER o [(BI0E - SEaE
o ML - BE|WELC - RIRET o BB - MHIE - BE
WO B (ML E - TR IR I
{65 01 B ~ 0, 495508 B HE R S S 6 o MO~ VB
S T AE R M| RL I R R - BRI AT AR AR
o & B LR | B AR - |ALP -~ 7 -GT % FF
B O 5 4 LK ThEEIR T
R -
- 2. #5IR 7 5 B 4
AR | ey

@ ATE—%A L% (Nitric Oxide, NO)

— S LA L EAYIE A BB R RR il s ~ SR
/IR R e PELBE I SR LR 2R > IR BE AR (— %k
RIRERT S 10~40 ppm) B - BESR A > A3
IHERERAR - —fLAWIAFZ=AE 157 - SE8{EH
HEMRY - Frbl—FEibfa T - ATeeG EAtEhIREE T2
RETHHE RS > FFBE— Bt R L - 2EfH
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% mmﬁmm

AR - B 7R ELRIIER - FRAE BRI
1218 o (R R s LT i A — AL B AR - (HiR
PR AR S AT RS - HR AE— S (EEA
FERTATRENE

RE:REMMERSBRERED-FEX

HEXE it L BIEH fiak
- Norvasc * Procardia *
558 | Aldalat - Cardizem » |11 4F3E| TN

PR cartia XT
ok SHEGRLINLR | /P I
i Warfarin EEEE ~ M| 3h RE 52 %
LESS 3 Z
i BV ok -
FIPRA |Lasix » Aldactone H%T?;?; R SEEET
/L\Hﬁ%}é IR
LAl [Digoxin (B8 [T LW e
S Epoprostenol (Flolan) Gl BT
Ei%;” Toprost ( Ventavis) KA E??é@;gﬂ
e " |Treprostinil (Remodulin ) s R4S
a3 2% T it Bl AR
) [l

g éé i\ Bosentan ( Tracleer ) &R THokE - &

™| Ambrisentan ( Volibris ) B IIRE

PR

B R A6 A R
B A CER A N AL ki
e - ~|Sildenafil (Revatio) T ES 5 ;@ o i 5 R
15 K i ﬁ Tadalafil (BERHEE |MEER|Y i & P8 5= @}Z % 7(
ZE) e [ ERE ) I3k iR | T O O
: BuS i Eisenmenger’s

syndrome
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PPl — il ks A

HETRATEIIEEY) - Tame iy soes il 2E?) -
0 U BE kit T P A L S BT IR A0 S B PACHE
ik 5 BE TR & AR o0 < 1 A8 R 1T 21 LA H 2
Z WAL AE B O I RS AE HO R 5 & Bl i SE ) 41 4
R SOCRRHSE T i R R B AR » BR R R IR
SHE 3 DA D RE S BRI IS - il AR 2l LAt
BAH T BB BGR I EE S Z Refe—E PR -

B2 - iR tE k2 PAOMRF R Il By 5 2 - B
HBE N E R E R Z il - P BRI IE A 22 Y it -
PRAE 832 IEH YRR IR T RE - fifi ey 55 P YE 17 SR e A0
ZIGFT o AEE AT PR (R A AR B
Bbr - AL MR E T 258 - (e 2= 5 i)
P78 o AR Al DA R P8 T 7K A B 5% T IR Y DO RE
BLEFHEA T T AR AE T4 - BT AT B - 4
RERRECEIRIE IR -

FFR A IR IR A IR - B SR OF IRk e R ok
JRFRRE - Ty R M = AR Tl 5 AL i e R A
AL ZERE R T B B RS > DR OR A e R 1 Y i 2
R MFMrR/AR IR e Z I HIZEY) - NIERZ
HHYEE E o JERIMNREE
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PR AS AL R s R A B AR 5 R ey B H A
B R A o A THIRIE S X o B4 HEAT
ek EC ey BAZ  HE RIS A e 0 BH AR
BRI ERAMAYRGF - ME RSN LRI AR
TERG LN LI

~
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R PPH B S - BRRBELE IR IT = BRI 47 18
EEEIRAT - RIFIEEEBHHER DR IE
HIEE  REFHEREE  RAKE - DIRERERHE
BETIHI B BEAG T AT Re B B S -

PR )

Q= REEEHFE

—EEERBEE B kESE - BABE
TEEER - BHEAREMIIER - &2 5
ELUEMGE ARG > DEEEMRERER - E0E
( FEIE R IR RE R ) It Rl & BE R A A% - B8 (R EE
) o~ BElER (IEITHBER ) KEER (E0E
HIREECERL ) » WP RS - S EEYE - 5T
i S R I AEE R g7 o

@1 i A A

BHE-RYSHE NERENREEER R T
ERSEEER  LWANERESHERY  #ARE -
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S TRl O 1

EEHFERSTHIOERIUSKEEARY) - B4
BRI (ERM) -~ I - NAEEME  FHE -
TR RFERIHAERE

L ORAREE - Sl - FEREHIEE I ES
BCERTB R - BIAD  oRER ZEE AR HEE
FSEEE - EHERYZE A DA AR > A1 — i
BN = Wik Al = PO A £ /] - B H AR 3~6 Wi > A
(B AR R EEEAE - rRAERA 5 ]
IR EPNER =S

203 EERIFEAB NE - BIEHEE - &2
e — K 1~2 1 (240c.c.) - BERFL S LS % AL B
W B EEREADHEE - E£RY)ER ] DIHEE
Ha o

MNAGENE  EERYEEEENERE - kG
B E ARG mEEE - W - A8 EREME
BYHEAENEY . SENEEE R REEY
MEHENEY) - —Rh—ml (830 A%) 1A -
SE—8 0 B (240c.c.) SE—H - FHE
i 2~4 1 WA BEREEREY) -

45 IR R B E - EEENTHETE
HAER - MAEE R MR R - (B S IS8 i
BhPRGE - M fEis D ER KL EY REVE - B
BRE=ME - Hp R — Rk A= i -

56



—HERI D =4 100 258 » =HERD 300 A5 (ME R
)

SoOKEE - fREtHEA R BEYE  BiEE  nTe R
fEK R BoER KR - RESE K R R - FHEE 2
kR (B h—EZFRER AN -

6. HIEHE : E&HENT - IRIEBE - K’%T%ﬂﬁﬁ?&ﬁ ' E
BERVTEANRIHE - BABRKR_E=Z5/
B 15 858 -

BN GNEE ) AAERDERAERE

oA = i =B AT AR
B = N Yoty I -,
F— BH BN 1 BigR (200 A%5¢) B 4
BRI 3~4 T 3~6f P
; B A 1 #f : 240c.c.
i 2 FF 1~2 #f
=5 B AR B sk —
PYf S (330 A%) EE—
2~3 {3 415 5
s B A 1 = B3 100 250
A 1/3~1 B 3
, =54 B 1 {8« chAE T
AR 2 (@ 2 1
. =501 A 15/ 15 A58
iR 3B | 23 B

BERYTAEERFEELDEANFE > LA
EIZRIUS KERY TS EREY) - DUER SRS E
EERANAENFEE > ARSI E -

%

57



S TRl O 1

| JUERELIBUE T

BENWEEEEEIMR - RIE— KR ABE X
TEEERE - M —RKAEE 1500~1800 K+ - Bk
)T 2000~2300 K o & fii e R B B E A E )
Rl HAr R I I BV E 2R 500 KF - ERFEIEE
B AR FEIKE - HEIANEESEIGIN - fJREEE
BryEE ~ DIREEIES REKIEAYRTIK - o2 il e B
{ERTERH - BRI ERB AN - HEETEE KA
BT RS E HSAE - BEEKE > FEEERAER
AR EEI R R B it HInjgeEis
FEAIEAR BB BRI EIE R TS 8 - HEfIis EraTE
i JE R E RR R L A RE AR B ek 8 T e B BT A
DLk o0 355 I oA B D BRI 15 5 » SR 4N ER A oh -
JieE s or SR A R

AR (TEERIE ? — iR A IR AR E BRI AT -
a0 - rHEREEERS (R MRS CTEEGEEET)
sHRTHRbEEERE "B H 8D ) @EED
] A - RS RIR IR ER &

}‘ KB TR T B0 R AN SR
kM EHBMAMOER  HERRENRES S KK
TRALSERERMRILE - e RAEMTEM > T

FH B R B RAE |

58



MRSHER T« Rl R

SR B R ST R TSPt - B R Y K 3
I - ZA A ) B S A BRI > DA (EAH A P B
i o oMk LI 7 i R Y B o T o P B O B s L
IRA] D @A LI & -

FKERE - BRI MR K Ry - B
LR (RIREC R

O@/ERE R AR (BHRIT )

Rt FREERAGR S

L a ow
oy |FLER

1 EEE B BRI A KRR - TG IEHE S R
Hfa | HEA - maRE-

POSL |2 LA A O TR BT -
3ol - 0 NEHE G AL UL -

i |1 AR ERRAHANE DR -

o |2 TV AR AT  EARE) ALK -

WHNERE (W HBEOM R - BT -

1. FEBGHEE - A s M~ BRSE  EE -

2. fNESA L BRBRSE - A0 BEA s FELOE -

3. RTEANERAY AN LR R BREEHEDH -

4. 53 T IR TR HEFEE S IMERNET -

RS

59



% TR B

(LR A0 B BUIOKES -
AREL o, s AR R R T S -

T URHE - LU BRSO - AU - B B -
EHE -

2. 5K RS -

3HERESEF  HOKTE » KSR -

4. SEBERKS -

M
4
=
=

—EEMEREEAN S EERRES - A A
f o~ HAE  FHEEE S T RIRERIN T S E
= A~ fR T SR EE - VAR ER -

A R P O8RS SRR 2 (1 AR
B 400 Z5EHUSH 0 1 RELREK) 6 AT o )

1 ZRRL R = 2 3 2/5 G RLEH

1 FRLR I = 6 RIS

B

| RRLEH = 6 RRLSHE
| bR = 15 AR AEE

@ KEH ik KRR T

1 REEERH R « 2 F -~ 55 2 T8 B0 JUA
B B0 - BR - IOER ~ BT B R
ekt > SRIEmAIAIBEE - AR I ERIRE
ok ERIRCRYIEIRIIERY -

60



%%WQ%

2.0~ B BEGAORRFF RV ER IEER - BN
AT -

3. AT A & ol E A (o B e el B AR R Bk - (2
AN E BRI TR A -

JDAE TR L BR R

B BT R T -
HPEVPRRE L) - e OB O {SAE TRIE -
@k T4

LERFEE B E ECR - A ERY) RN ASEfE T8k
REEHE -

2. AR B A A A ERZ R =) L -

3. 2 -

4. HERERNE « HZMR R E RS HIRY) -
VELE  MAER=BERENER -
SR EAEERIEY) - AN EEN, -

HAE ZNERE

fFCAEAE R AT - FEJCAR AR AIAIZERT - DU
ERZEIIRH AL IEH -

\\

@)

61



S TRl O 1

QL EE

M43 E i 4 B (tocopherols) ° J&5% 1]
HIPTEALY) - rEfREEM NI SO EYE N2 HHRES
£ o W4 E @ 105% Warfarin I3 - HEREEHIZ KL

EVIE - THYIH SRRk B NI - RS
i~ I3 SRR -

@

RECE MM BE ERYAL A MIRRR G - 0% LR AT
RIS « eI - WA ERE - I KRBT -
#REFEEENIRAZ R FiR A Epoprostenol * B E B E
MEr: - $EA S MEE e B MR - Fr AR -

MEFFEERY I BAHE L -
BV © #etOgisE ~ 2FJH - EXENRME -

@

TRy R BT O e IR [T Y DA R i © 5 T LARE SR
BEGRFAIE - DURGGRIL A BRI 5 BE - MERF Db - [
RIMEE - JRA]RER BN IRESBE B © K2 B0 m] BESE X
BEnEis (Digoxin) HYFIERIE - (EERIUAD
55 INE BRI E RN -

62



BEYIIR R R BL T

(=
—_— =t N 4 e
RIS -

@

/N~ Rz EE

MHihERE 22— BREE O - BE5E
8 K LA E BN AT AE - AEERRAR IR - fEMEnt: ~ 157
a5 FHER F] PR 7] (Loop diuretics » 54 Furosemide k2
Bumetanide ) & i R #1 - ML R GEEE 1%

Pras
opg o°

VIR - 95RE A~ IR FECE - BRI
@i I g8 2 T A

{2l
HIRHEER -

R JCRA OB NI SERT - DU o0 B2 259

RN TRERAEZEFA

FLOBE Y PNERGZIREHA
B
HiF (BEER) Warfarin AJREAREHIM
2
i i Ty 8 =5 110 [BE R 1 | BT RE 38 s ik R 3 R 1M
i AR

/NEE Warfarin ATREARE M

wr (SRR RE ) |Warfarin AIREARE T
SR Warfarin AREAREH MM
B (FAHRBIYE)  |Warfarin AJREAREHIM

63



% ;ﬁn@mm

N2 Digoxin B

HEHR Digoxin » FIFRHI ATHER (BRI 4
(Licorice root )

w-3 fEGI% (f2H) |Warfarin AJREAREHIM

FARIMZET) Warfarin AREAREHM

BEEEH e FEALERITEH

(St. John's Wort) | $5 TR FH BT W hneiE A F
Irinotecan ( Camptosar) | HE X4

1 e 2 A H R
digoxin ( Lanoxin ) WA ERE
ap ek il +E

{BRAN A FH & okt - mlRE

HMEESR A &E Warfarin o
EORE HiM
HEAEFZ K Warfarin B RE

IO MR I

5, (5 A1 & - 7] §& /& Epoprostenol » Treprostinil JZ
Bosentan SFRE{UZEY) A& (F A 2l O 155 2L -

i 2 ) ek P e A T Bl HL 5538 R e A iR P B
(Amse ~ 5 81) AL - AME K ~ B2 E g
KERERRE - MIRWETARS - FLAFIRESR
i Fe i s PR B 2 S A P AIR R S5 I LBl
HEATE — B - FRIRE IR B RIE

64



@ik 5B 1N /5 ik
LA R IZ5E AN S |
2.FREREE - BRI ERER AR -

3R Z IR EY) - IEN & i &Y E S IR
RS W@k Aot dr -

4. ERGE LR - W EEEEEY - PIAE e
PR ~ 21 R R -

542 EERRECEHBRESE B AR E T2k (RERE—/ ]
UR7K > URBR ~ BEER ~ URKRLIR RAVRFARRIK)

6. BB LRI RY) - SH A RRREVERP
TATBEF - BT i TR A 22 SR - v v R M 5
B ZER G R LB -

8. FEF R A RITEEE - ARG R A - Ao sEe -
38 H BRI AN Y SRIR B SR I K

Y S WEAFE LA SRS AR ALY
KR ERBESTERL 2 ERABNRE %
EAHAEARTRRR] » SF L0 G0 B 6P -

65



JD

A

A

AR AT - QOB « LBRBRE © RIZ
FREFENE I RE R R RE R B
BRE  TREREWE OKIE) % - ARk
BB ERD LW TR - SR
FIBATT :

LR SR R LR - T Flolan 145 » 56
PRSI + KA BT R B - R AT
I I P R B % - A (T PR
Sk - LB RS -

2. TR A TR AR E A - A E H G A
MR R SRR - W - L
(TR » RTINS R PO S B R T <

3B ISR - SRS -
RIS A /7= - DU BRI -

4ATFEEFR D - R - TR
o LR - I A BT -

66



i 2 R ORI %

<

AL

BEERESE 10~11 A RfEHT s - R
B EEKE > HEEM RSB ENTE - 5
I - FFZIERRECE HZEY) - & 8 PPH AZERC L ER
FERR A AT — R ZEY) AT - ARGl Ry in B Aliar A
I > REEEE R BERHEEE - FREE
FHEERESHIEA T ¢

1.NSAIDs fFRXAEEED TR R EEY) - EHRIER - $H
o B9 o W RBVEEYIA ¢ Aspirin (P ULEE )
Panadol ( % £ $& ) - Ibuprofen * Ketoprofen £ °
i8 BL 2 Y] 58 & A Warfarin 22 A AF A - B 0 H
t R . 55 9h Aspirin & 5 &8 B K E & Bf (Reyes's
syndrome )  BEXN A ERERE A o

2.PT & ZE B (Decongestant drug )+ Ry JES &4 1% 75 I
fER ~ BHEERVEEY) - #5325 WHE B ERGIEIME - K
R fk B 28 2 S IE » 5 FH ZE2 Y 2 Pseudoephedrine
Phenylephrine © ARy §T & ZE R & 5 11 Wi - AT DA%
PPH & Al REE A EkaE -

HAtl

PR A L TR 4 - TR RS - ks
B - TAIECMEEY) (ANJERRTEE - R A
%) BT R -

67



§
S TRl O 1

AR TR R E TNl - FES R R FIR
BB AE 320 P - DATERG LR 2% - la HilE 75 DA
Heparin & Warfarin » HFFEIERY E1G B0 5 -

\= Fh S ARBE GBS ELTAN R B
A e AT SR B P A ST AT 3 8
Ml A R T ARG E RN B ey R

68



%
@@Mﬁﬁ%

e B 5t oy B MBS R 7 B Lo ik 2 9 - (ELEE BT
O REE - B R AR o RERE RN - vIRE
HRLEATRE(S - O BAVIRBIELRE ST - EHEI S E
HUEBIRTE -

@B 1525

EB A R NN SR FLEYE - HEE
[FZ ~ MUEEP SR - tHAERECLRERFAILAR T - B Bl
DA PEESNICR - B ARSI I T e A
PHEE - (HAZLEES 2 > WIRECE &L - Mg s
LEF  JEZALAE LEE) - A EER P E
PR T ) -

@i Y B B

1. SR AT B AR

AT A B R o (H AN B R FTE 2
BEREtaAlwR - AEETE H E W 10~15 K - FigleE L

69



S TRl O 1

e TEASEEG S - SRS SR LB PR MR (12
80 K / 5] 40 X / 5388 e -

2. B P A A B

B T e B BB YRR - R 2 3 X
R 20 738 - 12BKECRINLN T - FHEES R X E
i - ARG R - A B ER - &5k
SR H YR - SR AR IR AR TL - kiR
IFRIEEGER) - (BT B BRI - BLeER B
FAZCRER] - G HET e DK R B AR - DARE SR 7k Y E Sk
4 o AN - Ky o BRR BRSNS BEEE)
FeRZKETT FERES) - FHEKHRBEEIIAEE -

3. HAth

EBNEAE - AT 48 B AR R R A5 & Bk
o BERELES AT ERE - LA EEE
EHEG IR - A - ERRA A
S NN IR E B RE B B R - B R EBILG
& - SEAMREA B EESEE - AR EEHA
H—REUHE—K -

PPH fE B i R i 25 5 i 7 B AN - o0 B B 9 iR

DL LA BT S R S e R A T - IR IS
B EA BRI -

70



iﬁh@§%

it
NIFH R EARBIRL T G AL RN

HIHRER - DA TR A L2 R R PR L R -

@ikt s/ ak
LR £ 1T TR L A R A 5+ D0
2 -

DTN - A LR T RIS R KA -
AT R RS » AT DAAERFR ) - LER (AR R
GIEIRPUREES - 2e PRy

3 ATEHBIIRAT + T A B R — (YR -
AFEAIFEDIRTEEY) MR (BIAI : 10 (8 0c.c.
$118 + 20 % Flolan) » GEASEVI R BHE 5L
S BHERISNETIAE, - 5 H A PO -

A TR RUTR 5 A HOE Y S - SR S
WA AR SR TR
BT AOIE PL BT TR B -

S RIS SR - FIREA R - B T
AR Wi TR AU K — R -

6 AT - EHEHARBOE T -

7. B B SN LRI SR - (RN - 0
HRER T A R A R

71



S TRl O 1

P OB R S B K A AT DL
H{FRAFUAEES - Bt A BB PPH 7515 1038
W B A B -

. HHBIAR 7S + ATIA AT AT A2 AR + AT 8
MR SER O AR 75 Rk R B R P
ok -

.41 Flolan 429 + (7RI 1o RSB RLFFHIRORE -
FETEUER/ AR  Flolan 329 « R + WA R
(YR -

10. TRFTRIE AT e B AT RS - I
AT+ AT R 0 Bk A -

@it SR ~ Wk % R

1. Frepk

WMFRIEFRIE TR A AT K - REEHE L
AR SRE EAR - HEEATHBIR E R TZE A ]
MAATRE - SR 25 T3 - BN BRIZE 2 7] TH
# e AN -t EBER A ERIFRET T - B R P e
FIBE R ATREANF] - AR VG B Bl A e 19 70 88 P
YA (liter/min) 2 /D7t > A HEFERE R ESR
HERIGE - RFET > WFEBREES B ESEHENH
JE - ANBESRE ~ PO N - L TEE T

72



iﬁﬁmnf%;

A B RALHE R R R R e R R AR

fizEnE] | FIRERR B HA il s
EEIRVASICIE S PN =
PR H R EEED AT - R E

BHMTZE | 02-8770-7999 | H TR LLIEMR S | BH SN M E - IR oK 12

HERPIRE AL Z P~ &
PRELEE EITENRE -

02-4498123

H ATE T PR AL TE AR S

EETNRREB AR
FE H B EE Al FA BT M
T 24 /NEFER AR Z2
FE A o PR RE R
PG o B > S
&/ 4T B B T HE
% BUETIE N i i e
BeEEFEREE -

02-25086999

TG TRAT 7L KA
AL B SRR
AN E RN il
REBR AL DA R SRR
i - MZATEH TR R AT
SRS SERREIAE
Alfz S B A B B SR

o

EEIRVASITIE S PN =
EH > RtRE
ity A 5 - B (T TR
i oy & 7 DARESE 75 =0
HiE o SRR L 2=

JEE T B

Bt LW b
1% -

HE(SHTZE

02-4128008

1 - Fo i SRR RE
FIFEES IR e fit
— B - BEfERT
(LT B E AT ER G A
e E SR IRE -

EEIRVASICIES P PN =
R RN AT - RH
#IMNE -

73




% ﬁmﬁmm

&+ ¢ BEEALE R R A R R RS

WiZeNT] | FIRERR

i

Ll

02-4129000

JiA DE B EE TR 48 /INRF DARTT 7 T
AT R RAIRTS - HE
FeEREE ) wRMtEEE
BB THETREE
RH PR R R T 2
o SRR NI E — {E B
DUEREIN ARG - TRESR
RALFFHHSESE 200 T2 B -
ERERERi i U3 T4 N
1B i R B B 557 0 Ry TR HE i
Ze T BRI A L, P
#o A 2 I H (G i RTCA-
Requirement and Technical
Concepts for Aviation FZE# ) °

FERTALIF ) 55 A B
FH E I I DI A RE R AT 48
ZINE B 22 2 T SH A

SRR E RIS B R

RG> 1% 1 T
% F@EFHNE

o XE
A Rt R

s

F25H122(02-25011999

FAYELHEAETRE 48 /NI ARTT Rl 3T 2
ERFTHEE AR RS - FRfRft
FHE R R BB T
&, REHEHERES
T o SI/RARINIE— (B AL
DAEREIMERR - WEHEER
FRAAAZESR 200 TEZ B -

ENGEIEL Giga= e d =
TR feR B 5F e M T 1 A FI A
i - RZHR AR LA SEERI R

FERTALI A S5 A B R
FF B Sl A B B AR I AT 24
/NFFERATZE N E A -
BeSE LR/ T BhIHE) T
HuUe et e B H
Tarish Bl - ATl B S Bl
T B RO/ N R E R IR
HORIRE - AR LR E R
B RUSY R 78 8 B 5 A
=

°
T

B2 (02-27152333

MR EisE] -

{5 B R A I B AR
(RRTEEFTE 4T
HHEBENFE RLE - H
FABEHEAETRE 72 /NFF DARTERE
WEE TEEREIE, 0 R
BAEEYIHFRERE -

AT EAT A SR R
A - ELARF A2 A R B
B e B A AR R A E -

FERT LI A S5 AN B

» | AR G AR T B R TR AT 48

/NFERATZE AN FLEAS - £E
BRIk - IRE
ERFE ENRIECL - ER:H)
sk EE Bt 1] F R Pa (T
FEM - THEBIME -

¢ ZORHBHIS FTSECHT - AIARZZHRART - AT P & A2 A I AR S
AT R <

74



i PR ﬁ}

2. KHL

R hZ2EE - 5EEREEHE T SBER
B - B FKE - BRTZSEYIERDE 2 £
B AR B e 2 e B A PR R O T - B iR B oK
AT 5 SR IR B4R ¢ 0800-765888 B 02-21910096
o eHE HIERM 2R G E R = - AR
N BB fom i E i B T -

3.

AT ERHERRMLE ARG EHERR
STHUE » RHHTEEELS A BRE o SR E
60cm * ER 15cm » AR & CNS12242 [ X i kais
o MBS R RS R AR S -

I CETEFEN - 3 F 4 K EERE AL - 7 iE
T 2 e FE B e e 2 B R Ut SR R A
frmfa b B HiintE e B EE  3oERATE
FEQL b DA REE - A B R SRR E -
THE T[RRI (L 2 T2 oK F » AR T =8 P IR AR -
4066-3000 * S5 AT FERTTHA B EL B A SR HE S [R5 - 3k
HE HEEHET 30 088 IIRE RS A EES | N B & H -

4. /NEH
— /N R SR R IR -



S TRl O 1

5. HAth

FEESEH H A HE D Ry S iAot - DR 22 58
o ERBRENRERLE - B ERETERE
BRI KBRS - BN AR EEENTERR
T » AlEERLE A R R S R E S iRAE S -

LAl 36 /BB

LFERRSET - PRI EYIERS - SRR M, o R 2 o
RE FE AN BT - AR i — L
FORIFEIRE « RAFHI TS+ FRELS OB IR AE
T PR -

2 EREIENE KSR -

3. AT R TERT S HRE A & - EIREET] A EL
TERURSE - fIan ~ BEHEAF - HGl - EfEE BT H
CHIMEES - B HEEERIEE - FRIGRREEFE -

4.9 BT B A - HEHEIEER - ZHEHEER
R EBEGRELR - AL AR VR R &
B i BISERER SRS -

5. AT DAk T EIC - B2 2 EeRTHY £ -
IR ICYERE « AR E A IE -

6. thFF R B ik EElEY) - (B3R EH S s (] -
ATDART R EHEY) - IERR 20, -

76



ﬁng

BIFREH 712 PPH FHRR R AR - 8 L8R /2
T LR EHFBATHLEHY - R T R IR e R B
RN AHUE BRI TR AR B ZIBRE SRR EE
B[] A B CRUTRK - 2SR S EE R -

OEIPS R & #B
1) SR fliEhk = AR 1 &
Pulmonary Hypertension Association, PHA

http://www.phassociation.org

2) St BR = EE o
Pulmonary Hypertension Association-UK
http://www.phassociation.uk.com/

OBIRAE A

1) B M i B = R s A Mk

A 2004 4F 12 H 26 HIER LA TGES » 1E Ry
R R FFRYENE

77



S TRl O 1

H AT IR TR CAH A - A R EE m) A s A
EANFERERESY -

sk - HAbTAELARS B 52 5% 10
g 0 (02) 2521-0717

EE : (02) 2567-3560
http://www.tipah.org.tw/

2) W R N il A e e iy
ik - AT LIERS 7 9%
B REREAR
TEah ¢ (02) 2312-3456 53% 65070
fEE : (02) 3393-3989

78



PG ?."‘.‘i

2EHRE R

1.James E Loyd, John A Phillips, BMPR2-Related Primary
Pulmonary Hypertension. GeneReviews: http://www.

genetests.org

2.Loyd, J. E.; Primm, R. K.; Newman, J. H. Familial
primary pulmonary hypertension: clinical patterns. Am.
Rev. Resp. Dis. 129: 194-197, 1984.

3.Ronald J. Oudiz, Pulmonary Hypertension: A patient's

survival guide, third edition (1)

4.Ronald J. Oudiz, Pulmonary Hypertension, Primary.

http://www.emedicine.com/med/ topic1962.htm

5. 0 - Mol sh R T2 B o TR E F R
Chapter 3, 193-197, 2005.

6.5 i & &M #¥ http://food.doh.gov.tw/ chinese/health/
health 1 2.htm

79



% ;ﬂfmiwm

80






> O

PP D T o O v
(PPH) ?

FE R EAE RS R AT EIIRIEE SRS 25mmHg > H.
TEHMEER T - 5 e AEhRpE - A0 EE
e ~ V& A R AR e NiRZES - TS
PGB =R - R A] a2 B s IR R At Bk s e -

: PPH 2 &g 2

it 5¢ 88 7~ PPH B A~ 58 2 40 8 7% (incomplete
penetrance ) HYFFE » EEBE  FEAHMAE

HREER > AN —EGEUR - EER HAtl
RGN T~ HAZRBERNE TP EE
B FEA AR ANE 2 o PPH HY S AR BLEL KA
B - ELIRREY - HEHYERIEE EF PPH -
ERRIEE 3~5 & > VLS S FOE R & -

82



> O

> O

D M AEEYI]IEHE PPH ?

WA 2 6% PPH HYZEY) - (HRIEARTEE
EEMRVE L — &R - PPH RV EIEH EH - =
i B e ~ ZEVIMT = ~ DReTE 3 #l 2k
7 FEMEEY &R 2 AR TR
(P40) -

: BRI RS &R BN 7

TBtaR )] ~ & EA g2 PPH EE1HIE
R T e S A LBk IR ~ W S e ~ IMEET
=AM B ] RE S HUR B B EIREINE -
Rl - LB ATE BT E R EEYRam B - a0
Prozac ~ Zoloft + Effexor 3 > 554} » PPH BE HE AR
FHHIZEY) Procardia XL H 2 B &5 FE0EIER » Al
BHEIR - TR - MPIEEEEY) ] DIEE
B LEEYIRIEIER - B BRIMEZIHEE - s
B HlEEA ZR Al =) 5 AR A U _E RIRF e E s b
ERETAE - BEEZENERE - AN ERE R
BRI - TSRO LHE BRI o 594N 0
A]ESRGHE E TP REE - I A ERE e
AR LA RS O - 5FES S8
RRE ~ MEMEE - KEREHOREET]

83



S TRl O 1

> O

> O

> O

: PPH MR G HERE ?

TE &S PPH BYfw 2000 A8 & 522 > R AL AR 1
35 A A DY B e - 1 A IR VE P PPH Y ZE
Vit Al RERIE RIS AR E - I AR o0 B Al Il A
EREEES -

: PPH B &2 HEEE) ?

R B PR R TONA 500 R 0 B e = 9 - (L (AT
i HES) - ¥ PPH BE A @AY - HREE
2R AR HRIEEIEE - f0R B AIPRT B EE
11 BEEIHEEERE

: PPH BB RGRELIE ?

R RTR 3 1) PPH B NE & T - IR TAE
iR ) R BB R - BRI
5o WHEBERFGENIE  WELFLER
I RIRIBI T AR RUE R IS AR AR TAE
AR R B B Rl

84



. e
Q&AM\:\.%

Q: IR TEAENNR R , RS S
R {5 e W e B Rt e i 1 2

A OFEAREHHEH : "FREEMEIRSE, Bt
TEFE A S FERER - H91 59 H 1 HiEg
A TRFIEEEEE A 2 22 R 2 B A2
REERERGH 2 IRIEEE - B ANTFEHR
+ o

OF LEREHEREERICFETH I HE
HEREAAT » B PR R 7 KA Rk
AR 101 £ 7 H 11 HEZEE M’ - IRES O
e i 2 R 2 R Pt A B MR S R T L A
A% (WHO) 84 " BB ER DI GEEL 5 [
[ERgE A (FEMBICF) | 2 T AKRELI)
REFEWEEER - ENBLEBREERHAE - &
RSN T B BEFEANBEHEEE
B - 1E ICF 73484 THHEER RS
HEIRE ~ AGHE ~ TEE) BT g 22 EE PR S ) 5T
A TE » PR EEE T R AR T R E R R

85



S TRl O 1

> O

TEAGR ~ FEERSEIRDL ~ HRBRAR S oK ~ 2
AR TE TR Rt & 22 B R F A SR T g Al B il
B REE - BOMZ % S LRl I Rae it
YE i Pl LR S -

R ES < EHRGHRE > 7

wErAmEAE H 91 4 9 HlIEFU A & 2 R
WA ZREREANGREE - HZEH a8 500
PR KA o AL 2R A DA 2P B R AH R VAt
By - A RERETTRBZEREN - KRR T
5 8 H P e

H 102 4 - FRTERZ B2 A i B R e A
FRERERRERE (BEE) 2tk KFEE
AR 28 bR RIE A B e - MR P R G R AR b
% (RRE)  BEEEREE - 2IaBAHRE
RN E R B B i L (E 2R B n] FHES A RS
He - HEGULIZEA T

86



2 .
Q&A%ﬂiﬁugg

EREFFIEF AR FHEREAGREAREZR

® 0
| R EER S EREABE |
o | BRAURHLEZP LA | Bie#
1
T ARELEA FEABR
it nEH '__’&&Tﬁ#
EAHBRBS DL EGABEERFHERZ S F 5
HEER(TENRRTEaTHESRESsE (@ ARER
.3 B T ¥ 3k & KB B IR i@k iR B
|
" | |
# | . :
3 s it o
(1) F L FRaS THE EEBEET) AT
() FoEltEs (@5 b5 B8 AT
(D2 BERBHRTFRGHBATHE _

1

| s nlDimREnBEEEnaHE |
|

EX-EX
8
B

%1

87




S TRl O 1

Q: A HAANEREGHRREH
o R SR akic AR IC REMA
[l 2 WK LEHEEFIH ?

A () RFRERREE (BERE) ARE - BXR
{57 R AR AR AT 2R 94 £ 3 H
28 H 1k - SHAMRAHYE AR R {H M AR
HRBRAMER IC RARRANM » HE2EE
BEmbBEir - Frfdir 1IC REGE -RMAT - S8R5
NS TR A NEEWN A LSRR = LTt '
% o ZRFEEZELERA] -

(2) FHEHTH R R IR EE B ERSAIHE A
HAESE G 2R R R TRy - R AR
Bk o e LB IR - HIE AR ISR e bR
& - AI{EBEBERTRE R E AR -

(3) 5 AT AT 3R 1T 7 22 K B ik A 3 I A I
Ko R R BIRZHE R (R B > B AT
BE e FIES R Bl HiE %

TEACEANE - HWEBRIAHERERIR
REFHHISICR -

88



> O

Q&A AW %

s R I R ol Sh Bl o8 2

EAGREHER SRR IC k% R IC
RREIREER - FRIK T AR IC REEVER ) M
€ EE TAEERR IC RERER - it S
AR IEAS (BRE S AR A ) FE<aE
PRIC K - W% " FEERR IC RHGFER, > AIE
Fh O (R EE LY hitp://www.nhi.gov.tw NEZRFE

PR G AT T B R R R

AR ?

W38 T O EREE EE (EE L ) tHRAREE - 22

BT B D I S T T - AN N IR

1R R A B BT A E L R B
(et SwN R N PRSI S VAWN A 2SRl s
2 S R P (SR AG HR T E A S T
HPRT R B R BRI M AR - R BRI L
wEE > HERaeiikt - 2 0EMER 1
W

2. NBREN N BHE RGO - AR s HMRE -
et E Ry e KRR A B e R I e R ~ R
Bl i O e 2R A BB R E A 22 R T 2L
SR S s relaE s S - (EERE

89



S TRl O 1

Q:

A

Q01 o ¥ G B 4O Bt T 58 5 7 B HE
WP 231 2

1. AR N ARG A PR E R L
A~ B% () 48 (3 > &) AFTEHE
EAZLIEINGA & Ve IR NG AR L S
R E RPN NS E BT -

1. FTa i -

() B = H NIRRT =5k -
Q) BREFEEFEZA » R+ HkE RS
I EIMES: 327
IMREFEMARBHFFE - BENREE R ZAT
NZ B3 a@ S -

+ B> [ Bk 855 5 HA G R O 3 Be T

Rsfal ?

OB 1. —iife

1. FFEE Nt B b s & O i i & HF &
&K

2.itEE (7)) KEETREENEHETEAR
{H ~ DEFE S A RE L ERE - RS
FUERER B S L EEREH

90



"
i ]
A

QaA AT %

3. {12 R ER R A RS T H B T Bl A TR TR KR
AN BHETTRR R -

O 2. HFAIFEE TR

1. R ERbese i S LImtie o h kel aak s

2.t (&) Rl E R ENETHAETEN
i ~ DERE AR MERELFRE - WS
LRSS E1% 58 5 DIRRERE

3. MR AL E e A i 55 T H o el DR (R A
B e

[ L
B, % HEW(E)
EIRAUAEWIE
EEMSESERET HEBEEEEES ERTEARTE
FL e e — | BENEGRTE LN RIFE ; MR T —1
ERMEeLmam (—aae (EEBS) - §EAR)  mex assremn SHIER (RS
T L) ERAS) s % K
" LERSCAEE - FREEE AR
2SN WL W BEEEE, T W
- ., | FE—— o sieana ve
- 2HEENEREE |,
Ll bl S DEEER
(® )+ ) AREREE
&) @& ERmREE
: - d oRE 7 i)
BARE, BB
(f ) SEEEEEE
BTG REN

S

1.104 7 H 11 HZE 108 47 H 10 H » $FHCHEEK
25 LEEFME - SRR ESEE 0 %
R AR E = A T A RS -

2ARBE DIEEEE R REERE - 101 7 H 11 H
FME1044F7 H 10 HIE=FHM > S EHET - &
() BUFAZMEFHEEER - HEEENE T =
EE B L ER R SRS SRS -

3.104 4 7 AHIEE &L EEF I EEE - Z0FHE

91



S TRl O 1

R AR R - ZHNE " ECHTER T ) BT MR SE
0T - ErEaE T s, MEE IR
HFHER - HHFEER—X -

4. BT B DI it 8 BA 75 SR RF AL I A B8 2 &5 - &

T

2275 e AL A T ik B B R T S v LR
S EATRAEL T HTH S i S

Q:

http://www.mohw.gov.tw

e HEE 5% 21 W 4 =5 oR S 10196t 5 1 1
B ?

R EFIEERE - 2RISR TEREREE
% B R IR E W E L REATHI
e bt & & 2 BE B HIME S Chttp://www.sfaa.gov.
tw) - FHCE AR IR E R RE L - BT
O AT FE LA A S T FAERA RS -

: TR 20 0 RS R I

B IR ?

— a 5

IRIBRIR BB R AN T Sk 8 TR A e R Fr
REE A E RO SR (DU R I
) o HABREEEZE  AETHAA » BRITH
ANE - FIFBEH AR RRAR HEAE

92



<wﬁhﬁQ%

THEIREE () RERRUE - EAPAREE L
EBE - LE > ENAE - WEEEE HEGS
%o By e HRERRE - EEE AL
AR ETGIER - BE R EEREZ - 0 Wik
FHTERAFRREENY - S5B) - BT
REOREAERE ~ ZENEE TR BIHREESE
KATEN IR AT - SRAEL T HEfRE/ N
EEE - A EISIRTTBUN SR B R R E L'
REGZHE - R T B BITE DL R A2
AR - B0 - FFEeRETAsE +—
PRePRAETRE © TSRS T RLES L
[RREERE - ER B LIRS AR FLZEGRTH
A - R E ERBR AR A R HRAG GRS
BEHEF IR ERABRFEIIEZE® - 1 &
RM—E 282 nLES# - ik
TRREEAIRE A -

+ A T 9% %l 1 AR R 5 ol 2L #g o
i ] DA RAREE & IRl Bl 2

HmAEMBAILR 101 FE7H 11 HETE " B0 E
W E B E T TR R E ) B R B A wi B
%L BLEEERREREN K REE
F o (S BT EEALHIE) - ERETH R SRR B
Z BRI E A - WA R BT R

93



S TRl O 1

HEBUSIEE R - T R R TAE KRB RER -
FRERE SIS /B - W
Rz B rlE A ein BB AR - (02-2521-
0717 53#% 161 ~ 167)

Q = PRI %P5 s ) B ) DLH 3 o
Feahmng ?
A RERFEEAETEA SRENFERLER - B
HTEE P L B S R B B R A
A R BT DRSS o R AR AR
B BT RIS 2 B
BRBBA - (R EH a2 2
A BRSBTS REETER )
OWBLETEF A LA ) 2
1L B R AR AT R MR HEA
WL DU -
2. P - SNTITERE © B RR L R e
R SRV T KPR R -
3. SEMIAE IR HERBR I Z RER A -
4 (RBIERRLIRE R T -
S AEFFAERPITTR  FER B ARRRE  b 2
HITESA S SR TRE - I EERE—E
—A— AT -

94



OBRHIENNEE Z 2D 2
ZE RBR BB - Al RS B R 2R
B

158 #Eh « DIE B3 A2 80% RlR - HE
BB B - 1 i A mE A e R R )
FHREZEGEL -

2. M) ¢

(1) EHA P RAHERA R A Z BEFRE -

(2) FEREERRR AR TR B
FAERZER - (A0 EEmAE L S
R R S R s B R
OHIFHEE R B EHIH 2
LU FERRRERE IS - 2RBERT
AIEREREETEIE -

2. 2B N FHE AR IR R = ﬂHW
T EARRBR SO PR o O TR FH B

3. R R E R 2 B

(1) 2= R PR ZE e B

(2) I REUR PR AR 22

(3) BEARE FH A

(4) FERAE R G A iR
4. Hz B RS - ERE B g FLR
B B S B R e AT -

95



S TRl O 1

Q:

A

72 eI FH S4B A SRR HES e T 2
ORLETENL R AT LA T HZHIEEHET | FE RN EE
e

= P B AFR B A AR A B B R A 2
s B e T 22 B BE o & BE R R HR (it

gL BRI E B RARE E P

B - RAEREETIREE - AR e

GHEEYEHE PRI

OB HHAE T RPN SR S T - TFED
LR 2

1. Pt g flEl s HEHRE A « #EHEET
M Z R - Prasdesh KIE ~ B -

2. FERFER -

3 AT EIE -

4. ZE 5L B TEG -

S59RAAESE -

6. EEn{E ~ SRBAE -

7. & BN E F R R

8. ERIARSTIER -

O "EEYIH LGS | NFRTRES A ?

fofr 2B e F BT B o BE ) B S (U R RS SO

=1TRA - SEEGEAIFSE - ILDAEE 0B RIE

Iy & En 4

96



Q&A FEWE %

AAGR o [ HZZFERATeAtAvEEY) - SR DA
PR ERIR - TR EFERR R -

GRS ¢ R R S
02-2787-8200

97



% ;ﬂfmiwm

98






)

S TRl O 1

W
O ER (—)

iy, BYEEE

FAE 1998 FHIEH ST ~ LB~ &=L~ =
e~ ERPILEEIFERSR > ERREEE—HDE
MiaFE (RRPZE > ERER) - HE 2002
T2 € 1 GRS - B Rl A5 & ey S
1 - FITEEEBeiEZ OB R - X Ot Ll I F R
& RGN - A ERRNE A EE T iE
IR MEE , - SEEFEECEERE (BRAWER
KRGS R BERE B - e A A IR ) - W)
sy - BERNERE Y HMBRERE - e
HEAANME - BB - EEES
LR R 2 mn ZIRE - (I A R LR -

SR ARRERE T EALCEEREE - NHHE
EHE) ERKwS  E AN EERBI DS - HA HEE
TRBEALIE - (Himdiy - B F] B LR FRIRAME -
EFENEIREALY - RAEANE - & Maks B
L HAHER R - RN 2o KB 2R

100



DA TR

2

¥
S
v

o

fH > ETEILERRERT - SRUOROH O Bk - 17 R E A
1 > PO E AN AN R - 5 SRR e 25 1
FeACimmE IER - (Eh 2 RIEZE - BE (6225
e - AERIR MEEHC - BRI
LRI B - PR F BB e
RS R0 - A BRI - 2% Bl
AIRHIED - ZEa KNgEARRET —EBind > 4
eRo R MBI R = e - IR RN —3E - i
$HIE 0 BETTHYS AR B A IR 2 8 B RO ARRE - K
LA REER - SR R R A e 2

B S RBEBEF T H AR lprost SEV)RZ ik
PEEL - FEZR TP ERFEEYIRIIHME - B E AL
A > FRFERREY BRI AR S 5 EiTE &
& BEAOTE - BRI A B LIRS - B
PR e SRR BT RS AE S A - R SE SR SRR IR
EENRFIBRA - BREILEEZE - NERE
FERPIR ] > S EERH R AN B R |

34 H % - B 45 ik A3 Tloprost '8 % Tk A = 2
o WS R ARSI i B LY e

101



S TRl O 1

s

% EIFHEES 1 BATE 35,000 0T 0 FEMEEH K
8000 T » ¥ B — KAYE 5 2004 FFFH) A
Bosenten [ ARZE » el Kbk o [ AL - AR ST
TRES » DIEERARBIET S -

(] A0 B 2 PR AR L B o PP A SR R
e - Tefl EREGE EI 2 MERAREIRA > A
OIFEBEREED - MRS @ RTRBH AR -
NG A ar R - RO R H CEEE RN E
BHEAVIERE A Al ? L RAE R — R R T
T ERR BT A BEE A, - %38
WIEZEREmESR  MIFEFERE ; LI
ni G EE - T AR HATR AR RS
W AR T e

BIEEE THRRER - IEEERRKEE
2003 FEZIN " pIANE e | BREGEATEIRRERE -
WAEAG AN RINEZ T L =G " RS2
Al TAF - BEPARRES 10 38 T WIMEA I E
Frig A2 LIE - @ESmak T A B
KA HERRE - HIRZIRE RN - B

102



2

¢

DT S

g

EANREINZ R - PR ESEAS » TR E AT
KihEEE ATRNERERERS FEE: 'L
AR B EFTR R - —EE G N — BB
& NEREEHERE > FERFRENEE HCOHY
417 0 B AERE B CAE a A EEAT - SR
PREERERCA - SEFRMR/ 5T - HEEH AR > SPAK
L s |

A= BEEE > TeEFAE  E
B BREEEFAENRERS T > FAR L
B LR AEILEZ PRI RSN - Z4uh O R
{e5 HERY - i L R EL LR - TBIHE R
PERIEE - LEFTREMD > BCEHRER AL
HUBRES - DI ERF 2R B ERAE R 5%
WET > B2 BTN - SERIEENTE > #
WAENAEmMaggls - EE T BUREE - BEE A
LB B ESY - o RBR MR E R
XA 25 g B - IR RENEA IS L7421 -
i ERLZFFRAENRZEA 3 (CGHRIH 7
— TR REENREBN S ) o [UREE
HAHARAEREE SRR - S8R A\

103



S IR il A 5

g~

WME R - FEAS L4 F RS NTRER
MER H ORI AR E# e R R - R B e
R A BEE M T T Ll B A AR -

= ARG T A EARAY R - (HATSEL
TTERE » ATRE i D A S (5 o — (B B - W 24T
LTI BN EF R {TE A DI S
e n] DAl R B - TLAE R DA A, - FRER
KM -

AT B Ak = [T BRSPS R — ARk 28R 2006/10/20

104



2

Y

D ﬁw Y {3’

W
OhRER ()
RAEE  HFERE

R B ES EE B H AL A
FRATOBEE - (I 5B BN S S IEIHAY T
DA EHAEMAYERE B8 T — 1~ AR ARt
TEGEE & W2 s DRV R 5 - WS ERE
—H=ZTZA5T LR REGENR AT LSS
o mPERERNA T RAEERGHLBGEZEE
mHEFF S - I RREREE LT B R - B
LEE RS R ATRIAL - SE e A R A
B AL R B -

REREGH ORI T EEEADSE
ANE =YL - A1 Al REE IR 58 1 it 8 I = IR S
YRR S I T - B A SR 4F - BEEEIRH
Fore 778 CEAYRERER — Erssk - g A RFEZK
AR R s UV FROR AV S - SR A ARy
ANLER B NEEEEERE WA LER
B R R E) - R GE L E R B ; B

105



S TRl O 1

g

a1 EfD TR IR RTHYECIE -

MB—ERNET B2 HEREA LR
i B R NACHI R > (EE IR AN 112
oH - AR FBIRE BR 4a 1 229 P o 2 R 1R B A
P - ERERSRIVIR A B 3B i K E Sk - (AR
PR ~ MR~ M SRR - BRAAIE — AR
HIREL X Sttmdrrh - #Bs ARl 8 SR T A
TS IR M At BNk = BRI - £ VU SR B 7 i
BRETIEHREE » A1ERR A 1Y B8 B S F S AL EAS
RrEERA DS ERE - E& —HMiEE
MIZHYEE AR - REEE H DL ERTSEREED
16ZIE - T ILE R RS R A A 2.8
o B A R RS A T (R LY R e TS Y
ME—5EEEEE IR PO BER AL T  fE AR B
At - R 2 B S

ERFEEEECHREBLIER LR
i g HEARER L ERREEK | Y2 TRBH
fETIHBECNERE  —FZERIRER TG
FAHGEE - WAL E Rl T B 2 B - s B

106



‘l:o‘ ﬁm )

%

e

CUHEER TR B AL - S B AR B SO EE AR UG
o HHEE— %%?%kZ% g EEES
u&@ﬂ%%%oﬁgﬁﬁﬁﬁaﬁwﬁ ZEIK
MIREEPR BRI ZETER - EEERD
NAEFAEMALE 2 B R E B T8 2 B B8
ZEL HAESE - GBE O N B E AT B2 LI
FEREREE DU RAZHE - TEACRHERIAR BBV LVER
AT - BBAtA T K b~ FERMG ~ SR - &
HEER B DL R RS TR B A TR AT - ARTR B A —H
KR 0 1999 £E 921 HIEE 2 % - FAVRIBE IR
T e RS K R D IR AR H B > R
R SERARE - EEMBIARE  REESR
REMA MR AR EHEWEENT  HE
JRA R K B FTRE R R B TR KA -

2000 2 EREE AL TIE R A 21 HEACHTESE
RAVE T - Al H AL LAY R T RO I
i H T 0 AETC H ORISR - AT T
=R B BBt BUR RERE I H 7 FERERIETT
FIRRAED ~ i A 5 OB DA 35 — AU S 5R Al (PGE
1) WEIT - e SR B LA B oz

107



S TRl O 1

g~

K M—EAREREAE KT 1387 &5
B AT G HRENERE - AR EREF
R0y - fh OB M AR K R AE RS
b AT TR RE » (EE R B AL (s U R P e i
B2 IR T -

FERERF AR 2 R H C RIS DU B R AR
& MEREEUREE - T BIERRENE
i N AR KB R ERE S = R IR B S
TR K SRS - 5 N T ALY S
BT E RTE o BRI L SRS
TEBHMERSIRIEI SR - Hig - EREERIHE N EX
BB T SRR » R HIEE T Prostacyclin ( X #4
Flolan) M &F A » 1GE LR R FiM B #2%
SEr LR IRESS (Hickman) - AGHEIHAZE 24 /NEF
EE TS B L AHBE B EC R BEANER
FHBRLHWEITER ekt - g8 HE4AE
HRER —MHE  REBHBTGERE  (HEERy
Fe &AM FIAE I FIR A BEY) 1 B — S S
53 7~8,000 7T B HEEBEERITIRANA]EE -
Rl EE S R B R T HEE - INEEER

108



@ﬁﬁmQ%

G~

Ry B ZHIEER - IEE IRIEE TS RIE
F - MERRUATEEN TRAKIZEH R
RERE K B RAG T » BLANE [ LR A
TERRARE TR (AAEEBESE) EKH
BEC - HERERIY(EZ H % - FALTRAE 2000 5
7 H NARE T Filo=E R REIREE - A ETT
Prostacyclin (Flolan) [ &FiRAE] - B bR 7 (F
U RAE R RS TE -

A —F 2B S LA Eh P [ B I 56 8E B
5 o AR FE AT S B T G A B RO EGE R
NZEBIIER - URIF 2/ N A G B IE AR T
W > WAL RV BT EE - HNE R LIS
IS - A S WRER - s
WE LT REYE I E B - AT LIEFETE

Sl BRI T R RERE D T AR HAE
5 THY LR ER TR E A G 3 BRI
EAAESEEEH C—EE R - F R -

2003 5F 7 HESEmE R B AN BT » BBEG

109



S TRl O 1

e

Ak FH HH 2 P o e Fe (1 i 0 3% F v TR i B I = T RE
ZE 41 Bosentan » FHA @AM » Z I LIER AL
1Y endothelin & i 5 » 1M endothelin & A & A
Fx R ) T WA R+ 0 36 T A e Y B A e B
K IMH endothelin JE 5 18 112 38 Al I Bh K =5 JBR A
FHEKFE Z— ’ Bosentan 5 endothelin il il 57 <2 #&
HIFE T » BEFEERT endothelin FI/E A » TEBRSEER IR
75 HH Bosentan HE AT KRS HE A 07 8 o0 9 16 b -
MEANERHRAE =B R ZEm B |~ - BG
il Bosentan * JRIER T #HTHIEGE - (H—EHZF] 2004
2 H > Bosentan [FCIEZEY) A it (H CRAUAG (S FHEE -
I —REEE 5% 1,800 7u HARWIRE @ HIEFE RERE
B BIRBEEIRERHIKET - —ARE
mEELSEE  NEEER -

2004 FAEF RIRREE ST » EinBaT - 240
LARR R AM AT B ~ SR BT - Bbaia&Ea 1
T IR S PR R = R A IR - MR E 2R
wEuhtE R R RN, - BEEE DR SR
i > FEEEEE CE B E AR A K SR - B
SV EN IR = B E A b2 FREL 0 - [RIEE — BRI

110



DA T %

G~ sp

AN 2 A R BT BRI - MEERR T B & LE
FEMAFrRE R R B RS & 1Y - TR ARYSCRr S R 5
e E BRI MR RE T - IR EAIREE
SRP(ERL P R RE & 22 5 A8 = (WE8E - R
PR eE « EI0REAT - SERIEED - DU A
R A ~ SBRATR T - BRI T8 2R A
FEFIZERT T ~ R 1R IR Al DA S e TR Iy B it
E - SRIIRIAE ISR B ) 55— YD R
GRCHBERIA - BRI ZalEE - 555
RS B TR - R SR ERE

B LEE R TR RN AR RERE 0 B
AR rE A TR - SEREEERRE
raE GRS © T SLEAERIBEEE » AR SERTH
B MPARRERES T AR B Ol A e i
RNEAEREN - et AE i AN
E%E o EITEEBER HINRE & TIFRTE 2
HREE EERMEE > TREAKER - RAF
PIEBIZRERYY - iR FE R IR - REE
HEa] DUEEE T~ ZPROGREREE AT LA T 5 [ChRHT £
HRFAEIRE - WA ERAERICTEHR T - Bl

111



S TRl O 1

e

RIERE R A E B AR R - R
EREAEN LRRE LEEEN - TEEECLARK
FEHEFT SR - TEEE TR O S R
SEH - FHAERE R - B HEEERTHE S
EIT BB AR IR B 15 TR SE TAF - I R AT
BIMEE Lk BBE - ROSEEHKENZE
AT RSy i 25 T AN RE TR P GBS0 P R Rk A S L i 0
HIEEINE 5 $Z H BT8R 2 78 K 9s
A BREEREEC - WD RV R K
GREFCHEULY

18 2 2 IA] s o e e I B Y i e B G
WES[HGEABEE S ~ feiinl AHVEE - THAE
LRSI R M) - RIREE S AR T Bl A B
ZHEmIES T THAEET R RE ST Lk
T R FEERZEEE  EAK
[ (A i AU AU SRR - B Ry AR B
HIBHRE ~ TR o MITEE — BRI e R et
SE > LEHE - A EREAREEGAATFTS ¢ T EAL
SO - MIEEMRETE AL - ) Eaday—1)
LA B & R ROERE - AR DU

112



‘l:o‘ ﬁw )

%

e~

B Jre R o N BB B Y - BEPRIB L A S
REHRRTAR TN E R EAE - AR
WEE TR -~ (HnEll R g BIEAR - 55 LA
{57 AL R  MEBD B B9 BN R UE T
HIZR o A5 Ak aE & B JE i = B [l - 5
DI 2 R g - B8N - BERa LR A
FRIIE 7 7T - B HERR T 55— A8 7L PPH iR 5%
VM S0 I v IR P i v A O HERE -1 AT AR A FTRY
B BRIRESE - R AMAHEEEE - IR
D > HEAA R NAERS £ RECRESFFE N
BEHEGE ~ BRTREESCE) - R ESAYFR © IRl - {67
JEHA ~ BRHERVIER -

O R VA B R = B AR & B RENT

113



% ;ﬂfmiwm

114






S TRl O 1

& 2 fr iRk

1 ¥R (70 XF)

= 1/4 Wigk

= 12 BfmeER (B3 ) ~ 12 i1 ~ 1/2 Bk f ~ 12
Ay s 12 B~ 12 BKEE ~ 12 kK

= 1/3 {EAZTE

1/4 FH £ 5 *

VAT Z 14 BFHE 1V/4WESRE - 114810

%
= VAWALE ~ 1/4 Bk > 1/4AWED ~ 1/4 Bidi o,
1/4 BiEE

= 12 [fEEME - ZYgRit - BEEf * » ik
= 1 {BE/NEE =12 Fr L]
= 1 BREERE (6X8X 1.5 A%7)
= 1 MEORAE (RN )
=3 kT 0tEz = 3 IRIBERATRY ~ 82T 2 = 7 iR AR
Bl i
= 10 Fi L5 E
(x EhiliEs » NEEH)

116



1 fyiifiE (45 KR
= 1 ZREGH (DRl ~ 784 ~ oKy ~ Rl - e )
1 55 RESF AT = 2 A Rb i AL
1 SR e ARy = 2 Rt Z i
5 RIfESR -~ AR
10Kz CK) 158z (V) fedE s
= 1 RELDIE - fLAEE - ZLER T

1 ft%E

=1 &8 1 #F (240cc) Z=AE4D
= 4 GRE2 IR

(ZHEHG 8 IA5g » Z4& 150 KF)
=1 28 1 #F (240cc) ALY
= 3 GRUENRTI

(ZHEHG 4 258 » 24& 120 KF)
= 3 GRLRAE)

(JERI& &% - #4& 80 KF)

1 o938 (55~75 KK)
=1 WERN (4 F #H -B B AR
= 1/2 EHEHEHR = 1 (HE
= 5 {E#REREE = 2~3 FrEE KR
=2 ViGRLAER » f5R
=5 &R () =5 fEffll C(RER)

117



S TRl O 1

1 S8 (55~75 KK)

= 12 BEXTE =1 WkEE

= | B TR = 3/4 SRR EHE
1 FRAIIFE S5 (240cc)
= 2B ARG, =2 = AHEE
= 3 {EH S e
= 1/2 B4 = 1/2 164015

1108852 (25 KF)
= 1/2 BB RS

1 f7k% (60 )

= V{EFPRIR T 0T~ Mk« 2R LE% AL
fifi ~ B ~ KB~ JKERK -~ IINZE -~ S

=1 /g (250 25€)

= 3/4 (@& %t = 1/3 (HRB E%E = 2/3 (#F )N = 1/2
(R = 12 IREE

= 1/3 AR R

= 2 {E#EFZE R T

= 4 {#Z+

= 5 Ry

= 6 {EMLIE = 8 hr el a (KkL)

= 9 {E 751

= 13 kR EEE (/N)

118



BAATHATL
1 758 (1t) =5 A%
15 (1T) =15 A%
1 Gk = 3 Rk
1 ¥ =240cc = 16 St
1 i =454 /A58
1/ = 30 /A5

119



REZ 8 B MSETEIT4%H B (CIP) A4

BB SGRBETM. - F =01 . -- £
ToEAAREALE, R 103.12
i A P2 S
ISBN 978-986-86450-8-0( F % )

1. FRER 2. EERBHE

417.9 103026138

A ¢ D i e I = R e 1A
HRE « MEEAFERERESE
Mk« BIETRBR 20 9% 6 1#
fE4k © http://www.tfrd.org.tw/
E-mail : tfrd@tfrd.org.tw

B ECEIFEIRSE © 19343551

®ah 0 (02) 2521-0717

HIFRFEH 103412 B
ROl R 58 R 35—l

ISBN : 978-986-86450-8-0

EIEMERA - MEIEAFE RN ESE

AEREATERER] - A AAE 2SO NEE - BECKEFYEE AV EREA
FERERECGRENERRE - FaMEEAFREFESE (FE : 02-2521-
0717) -

©All rights reserved. Any forms of using or quotation, part or all should be authorized by

copyright holder Taiwan Foundation for Rare Disorders. Please contact Taiwan Foundation
for Rare Disorders. ( TEL : 886-2-2521-0717 )



