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Thai Guideline for Diagnosis and Treatment of Pulmonary Hypertension 2013
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M3ALAEN sildenafil LN wrane Us ¢ wazlivatisiash

1. M m3ingiheniaz pulmonary arterial hypertension (PAH) Miifinainlsanalaud
fNLika (CHD) Tik@ systemic-to-pulmonary shunt n3alya idiopathic pulmonary arterial
hypertension (IPAH) %38 PAH associated with connective tissue disease (CNTD)
LLRS

2. agjslu WHO functional classification of PAH 2 Il &z
3. ldsumiamadteasmatuaanidndnngluswamanljia

4. LLuzﬁﬂﬁ%qmnﬁawamsﬂsuﬁunﬂ 3 Lﬁauﬁmmswg@maﬂ'w@ial,ﬁaaa:mﬁam 2

iaumsﬂsuﬁu mmﬁmmmgmmmmﬁa ﬂ’]i@]i')ﬁlwuaﬂlﬁdﬁﬂﬂ 2 ia@avl,ﬂﬁﬁa
4.1 @37339METINMIUEAIVDI progressive right heart failure
. - . A X " A
4.2 WHO functional classification LWNUUNINLAN
4.3 BMWT aaainiay 25%

4.4 Echocardiography WUAN®MANLITI1INMINTARILTY right atrium Wag right
_ XA _ , X
ventricle 1adu nLad, right ventricular systolic pressure (RVSP) 832%

NIeN, RV dysfunction, TAPSE < 1.5 cm, RAP > 15 mmHg, CI <2

L/min/m2, pericardial effusion

v dqﬁ/L 1 Al LV
RUYLAG VLT LINTIzuananNlae
EEmm—— ] q q

2. FDA Drug Safety Communication: FDA recommends against use of Revatio® (sildenafil)

in children with pulmonary hypertension L@I%N 30 F9K1AN W.A. 2555

(http://www.fda.gov/Drugs/DrugSafety/ucm317123.htm)
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primary pulmonary hypertension L8z associated pulmonary hypertension ‘ﬁmmn congenital
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Executive Summary: Thai guideline for diagnosis and treatment of pulmonary hypertension

2013

ANINAAINN

MIzaNUaUAREALRaALaAFd (pulmonary hypertension, PH) Aanzfinasadenlulond
mwﬁﬁumm‘ﬁ'wﬁu ﬁﬂﬁmmﬁmaﬁﬂwaamﬁa@LLm‘iJa@ (mean pulmonary arterial pressure;
mPAP) whiuwlagandn 25 au.Usenvaein lasidadnldannisamaswinlawasrn (right heart
catheterization; RHC)

AMIZANNAUVADALRDALAILBARS (pulmonary arterial hypertension, PAH) fonaziid
aNuawLaREraaaiaauadlen (MPAP) wihiuwIagandn 25 aw.ulvan vaewn lasdlen pumonary
capillary wedge pressure (PCWP) laivAin 15 wn.dsan e pulmonary vascular resistance (PVR)
11NN 3 Wood units RHaae laannsasiasiunalaasvn (right heart catheterization; RHC)
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1. Pulmonary arterial hypertension (PAH)
1.1 Idiopathic PAH
1.2 Heritable
1.2.1 Bone morphogenetic protein receptor type 2 (BMPR2)
1.2.2 Activin receptor — like kinase 1 (ALK1), endoglin with or without hereditary hemorrhagic telangiectasia
1.2.3 Unknown
1.3 Drug and toxin induced
1.4 Associated
1.4.1 Connective tissue diseases
1.4.2 HIV infection
1.4.3 Portal hypertension
1.4.4 Congenital heart diseases
1.4.5 Schistosomiasis
1.4.6 Chronic hemolytic anemia
1.5 Persistent pulmonary hypertension of the newborn
1°  Pulmonary veno-occlusive disease and/or pulmonary capillary hemangiomatosis
2. Pulmonary hypertension (PH) tnasunulsazas left ventricle
2.1 Systolic dysfunction
2.2 Diastolic dysfunction
2.3 Valvular disease
3. Pulmonary hypertension (PH) tasanulsazaslan wiamaz hypoxia
3.1 Chronic obstructive pulmonary disease
3.2 Interstitial lung disease
3.3 Other pulmonary diseases with mixed restrictive and obstructive pattern
3.4 Sleep - disordered breathing
3.5 Alveolar hypoventilation disorders
3.6 Chronic exposure to high altitude
3.7 Developmental abnormalities
4. Chronic thromboembolic pulmonary hypertension (CTEPH)
5. Pulmonary hypertension (PH) mnmmq%‘lu

5.1 Hematologic disorders: myeloproliferative disorders, splenectomy

5.2 Systemic disorders: sarcoidosis, pulmonary Langerhans cell histiocytosis, lymphangioleiomyomatosis,

vasculitis

5.3 Metabolic disorders: glycogen storage disease, Gaucher disease, thyroid disorders

5.4 Others: tumoral obstruction, fibrosing mediastinitis, chronic renal failure on dialysis




LBINIINITINIRYN12E PH

v
£

WHWDAT 1 TUABUN1IATI33Haas PH

e History taking & PE

v
(3

Yumoun 1 (PH diagnosis) ———— o xR
e ECG
e ECHO®
e RHC"
. )

e Blood test: anti-HIV, Cr, LFT, CBC, ANA
e 0, saturation/ABG
CTA 5o V/Q scan
® PFT, DLCO # bronchodilators @
o Polysomnography @)
e RHC"

Tuneuh 2 (PH classification)

MIaTnAwFEIaziauiala (echocardiography) aTialiadansaduazifiasieian PH

MN30373 echocardiography Wa3fiaauuanlsaltu left sided heart disease, congenital heart disease, AV fistula,

thrombus 1% atrium %38 pulmonary artery (udu AaudsazRasanlddr RVSP lunsifiaae

l

RVSP

|
v . "

RVSP < 36 mmHg RVSP 36-50 mmHg RVSP > 50 mmHg
No PAH - mPAP > 25 mmHg - Ele<8
- PVR 23 Wood unitom2 - LA Vol index < 28 mI/m2
- Ele'<8
- LA Vol index < 28
mI/m2
i | - igansarinle Diagnosis PAH
l 1 lﬂ%awavlaj‘fmw
NabTaLan wWiaId
Diagnosis PAH Complete right heart

anusduagluns
catheterization

o

Many



WDUIBTNIINII19F W1 Cardiac Catheterization
A Ced Lt A A 1 aa o v . {ai
° auﬂuma:mwwmamaa@LLmi.lamnglumm*smuaﬂvlmmﬂ echocardiography @ULNINN
AU
° Lﬁ'aﬂiuﬁumwgumwaoI‘m LATAAWIZLIUNIINENAILEINTNNE
® @379 acute vasoreactivity test

¥ v ﬁ}’ v nﬂl = A a @ o A o s
° VL@]“IJQQGLUE]G(?’I% LWQI"EI%T’Y]?HJ?UULY]UU@](ﬂ@ﬂ&l%ﬂx‘i'ﬁﬂﬂ&?’]‘ﬁ'ﬁﬂﬂiﬂﬂ’]iiﬂﬂ’]

ﬁ’aﬂd%mims’aﬁ) acute vasoreactivity test

e ffily IPAH, heritable PAH associated with anorexigen %38 PAH 3u9 tilawarsanliien PAH-
specific drug snuSunsdngdarnalumesin 1w anueulafied Jformswmitasnauain wie
dlsonldlddslominseddevumsld;n coBs vﬁaagj‘luan’mwmmaﬁvl,&immmﬁﬂ
RADNNIAINEI Lo

° ;jfﬂaUBW‘"ﬂﬁ]ﬁﬂﬁLL@iﬁﬂLﬁ@ﬁﬁmwd’waamﬁamﬂamg\mmagmmLﬁiaﬂsmﬁuiammm:mm
\Foslunisrnea

° ;jﬂwﬁﬁuwmzvl@ﬁ'u heart transplantation tWaRanTaNINGaI¥N lung transplantation 331638

w3a L4l
N3t anan1Im329 acute vasoreactivity test 1%%‘1']'38 IPAH

Qs 1 4 =) = ng_a' lel v 1
ANaauaned Aa 1Ju responder LWALINITENVLNLRADALADATHADONNDLIILAZFUULED WL
A1 MPAP 8@ad > 10 mmHg Wazd1 mPAP < 40 mmHg 738NI LdnsiUasuuiadvad cardiac output
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AMALTLIAT (WBINTDLIAR) AMLEEIEI (WenInilsalaif)

a9
Good prognosis Bad prognosis

AIMILAZAINILRAIVDY aidd Y
right ventricular failure
msdudiulan i 152
FC 11, 1 IV
BMWT (14@3)" > 400 < 300
Echo Minimal RV dysfunction Pericardial effusion, significant

RV enlargement/dysfunction,

RA enlargement

Hemodynamic mRAP < 8 mmHg, mRAP > 15 mmHg
Cl > 2.5 Limin/m’ Cl < 2.5 Limin/m’
BNP** Minimally elevated Significantly elevated

FC = functional class, 6MWT = 6-minute walk test*, Echo = echocardiography, Cl = cardiac index, mRAP = mean right atrial
pressure, RV = right ventricle, BNP = brain natriuretic peptide

* 6 - minute walk test Lﬂu iﬁ]&a’iﬂﬂ@i’]\‘]ﬂizmﬂ ﬂ?iﬁ’ﬂ’ﬁm’]l"ﬁﬂ’mﬂ’ﬂ&lWﬁ&l’]zﬂ&l

** BNP baseline > 150 pg/ml ua 849 > 180 pg/ml nadlasumssneiiuiia 3 hen

ANIINEY  uLIN NN

1. M35n8 M2 14 (general treatment) Usznaudie mslwendumsudssvoaiion
warfarin gnTulaanaz digoxin aandanuarmIMuLuEinG 96199 1 U MIsanfsIny M3
@]uﬁnﬁma:@%miﬁ milagansiatesdn Mstesnuwnsdaide milienszivanuidnseninms

NIA@

2. MIINVUBNIZLINLI (A9 wnundl) & mvudiisianizngy PAH

-11 -



WWININITINEIAZN15L3N 1YY PAH specific treatment

Pulmonary arterial hypertension

Yes No
General treatment Treatment of underlying

® Diuretic (3,++)

RANLARLIAIATIA (3,4++) ® Oxygen (3,++)

Influenza and pneumococcal ® Oral anticoagulant lustls CTEPH (3,++)

vaccination (3,++)

IPAH, heritable PAH, PAH due to anorexigens
aanmasmanalanmsuneiin 2,+) (3.+), APAH (3,+/-)

Psycho-social support (3,+) ® Digoxin (3,+/-)

Acute vasoreactivity intanizlu IPAH fi@a3n151587 CCBs (3,++)

WHO fuctional class IV

Vasoreactive® Nonvasoreactive / ¥38 WHO functional class II-lll

l filai@nau130¥i1 acute vasoreactivitv test

. v

Tw31878 WHO functional class Il

unzilnly ccBs Sildenafil
AOUAWBDIN™* ANAINNITINE 3-6 LADWUAITNE (ANF190 7)
L Tails nauawad laf

%1 ccBs aalitas
* Sequential or combination therapy &1 3 naa

Itgfufi ERA, Prostanoid, PDES5 inhibitor

v

aavuawadlalfx

® Atrial septostomy (3,++)

® Lung transplantation (3,++)



a a . [~ < a
NIINIITN Li&lsl‘vgf PAH-specific drug A Lﬁﬂ‘[ﬂ gNIIITWI91N WHO FC

. Ailefid wHO Al fisl WHO Ailsfis WHO
AL
functional class Il functional class Il functional class IV
++1 Sildenafil Sildenafil ****
+,1 Bosentan 0"
lloprost inhaled @s-etr
+,2 lloprost inhaled @ or v
or combination therapy
+/-,3 Bosentan* ", Sildenafil ***?

* NI ERAIINNNI TN sildenafil a1 lana

fnsuludszmnalng ennflls lewn calcium channel blockers W Bngu PAH-specific

A o v . oA A (% o [y " v A
therapy UWNTHA (AIH1TIN) VL@LLﬂ sildenafil mmswmsmﬂmﬂummmn ﬂWVLSJVL@]Nﬂﬂ']ﬁ]Wﬁ]'ﬁm‘WEI’I

é N L= 1 I L= e 1 ~
Bosentan %3 lloprost #9199tk lajag lutityFomanunamd w.e.2556

EI’Iﬂ'éiN calcium channel blockers ﬁsl“ffvlﬁ LT

® Nifedipine 1541 10 mg waziAy ldands 20 mg IuazaNaAT
® Ditiazem L3371 60 mg LaztW lAandI 120 mg IUaLENATS

® Amlodipine 15471 5 mg waztwy laauds 10 mg TUAFBINTS

-13 -




THAUALIWINIINGN PAH-specific therapy

WAL asIn PWIALIFIAR Haz1ILAes 3529 davaldlugie Drug interaction / BNgL}a)
AnAN
Beraprost \Su6% 20-40 mcg 3-4 240 mcg Flushing, diarrhea, jaw f\feneanfadnd aasdasesd
(20 mcg) Wan : 1 mcg/kg/day pain
Sildenafil Lé&l@qﬁ,& 20 mg 3 60 mg Headache, hypotension, LFT S:fﬂmﬂ‘ﬁ’mi‘i’l&lﬁh nitric oxide M3 sildenafil ifmﬁ'umﬁﬂ‘m}%
(20,50,100 mg) LN : 1-2 mg/kg/day* nasal congestion donors %38 nitrates IuEﬂLL‘uulﬂﬂ CYP3A4 L% ritonavir %:Lﬁlumm
(US FDA warning 3 b1 watuluwarzuivas sildenafil £19
Lan) 300% (4 1¥in)
Bosentan* 10-20 kg : 2 250 mg Leg edema, elevated LFT ALT > 3 wihenuné aasdasssd ;jﬂm M3lBEN3INnL sildenafil
(125 mg) 31.25 mg od —»31.25 mg bid ALT/AST Aldigudimssseanueandeid | wuiaaszauen sidenafillwian
>20-40 kg: (bile salt export pump; BSEP) LT UasIRNTEAUANUTIT U89
31.25 mg bid —> 62.5 mg bid cyclosporine A, glibenclamide, bosentan
>40 kg fluconazole 31u@28
62.5 mg bid — 125 mg bid
lloprost inhalation | 1536ul¥ 5-10 meg 6 9 Coughing, flushing fifemsanfalnd FamnzLa30a ultrasonic
Ventavis® (IWI1AL19N vial Aa 0.5 ml-1 facial rash, conjunctivitis gn3flasn nebulizer 7idl MMAD 3-5 L b
(20 mcg/2ml) ml) jaw pain Omron®, Prodose®, i-neb
lloprost IV 0.5-2.0 meg/kg/min %38 USU nMziianeanialnd AAAINIAANNAULADALBLNTLA
llomedin® mummauauawaagﬂw maqﬁ'ﬂﬁ]Lﬁaﬁwmmuaznnﬂ =y

(20 mcg/1ml)

NMILAUDUIALN

mg = milligram, mcg = microgram, ng = nanogram, L = micron, MMAD = mass median aerodynamic diameter, LFT = liver function test, ALT = alanine aminotransferase,

AST = aspartate aminotransferase

* = 15081 bosentan wasNulH 4 e1iiay
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NIAAAINNITINEN

AMAITUMIAAUNTINENRUEIAITIN T 69 9 Bannmsisuny WNalsznaums

a . A af &
WINITHIIT INIIANT AVURIBDLNIN

mmsﬁuwaman'l‘saﬂmam'ﬁ%'nmgluﬁﬂ'm PAH

2 o o . waasuEUMTIhwnge A o
LFUAWNITINGN 1N 3-6 LAdk 4 - “ LUaaNINNUK
! ulasuulasn1Isne 3-4 Laak
a1n13, FC, ECG X X X X
6MWT X X X X
BNP/NT-proBNP X X X X
cardiac catheterization X - - X
Echocardiography X - X X

AN THANIATITANNLN U AN ) LR? mﬂ.liuﬁuﬁ'mu_ia;jﬂamﬁaglfl,umjusl,@slu 3 Ngw

' { o | { { 4 v | { ' ' [% .
o nguf 1 fihonfionmiasiwiedtuussidudihonaglunguwesnnsalliag a23lw PAH-specific

drug AatitaduazfinaunIsneae b

oA o | A ' ' = ak o [V v A
o nNgun 2 aﬂwmglunqummmﬁmim LAZDINT MIAY HAINITINENIAIT LIUNTU LT

sz TN azliinddn (monotherapy) udilduuduslunguindnanguativayu

dnwsaRasaninesiangadlsidu combination therapy

oA o | Aa \ . a X A @ \ i
o NN 3 aﬂ’m“n&lmm?ﬂ;@ad LY functional class LWUUY mammagiu functional class IV

RRINITINE AIIRINTON | combination therapy %38 surgical intervention

o uuzihWivgeailananistsziiiugn 3 haulain1amgnadatingsaiiasateiion 2 $a1n1s

a c =X 1 ¥ ¥ ] dgld
EEAENT LEUNBINITNTAINNIENN NTATIIWLRLWNUBE 2 ﬂQMﬂiﬂuﬂ@

1.

2
3.
4

M9923NTLRANITUARAITA progressive right heart failure

WHO functional classification NAWNINAN

BMWT aARININAN 25%

Echocardiography WUANHOENLNTIN18INNINGARLTY right atrium WAL right

ventricle Tnau N9AY, right ventricular systolic pressure (RVSP) @Jﬁuﬂd”ﬂﬁm, RV

dysfunction, TAPSE < 1.5 cm, RAP > 15 mmHg, Cl £ 2 L/min/m2, pericardial

effusion
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Aga
ABG
ANA
ANP
AOP
APAH
BNP
CBC
CCBs
Cl
CHD
(6{0)]

Cr
CTA
CTEPH
CXR
DLCO
E/e’

ECHO
ECG
ERA
FC
HRCT
IH
IPAH
LA Vol index
LAP
LFT
MCTD

arterial blood gas analysis

anti-nuclear antibody

atrial natriuretic peptide

aortic pressure

associated pulmonary artery hypertension

brain natriuretic peptide

complete blood count

calcium channel blockers

cardiac index

congenital heart disease

cardiac output

Creatinine

computed tomography angiography of chest
chronic thromboembolic pulmonary hypertension
chest x-ray

diffusing capacity of the lung for carbon monoxide
ANFARIWVEY N13I@ mitral E wave velocity

lag Doppler echocardiography wslasan e
NN velocity U84 mid interventricolar septum
e tissue Doppler

transthoracic doppler echocardiography
electrocardiography

endothelin receptor antagonist

functional class (WHO)

high resolution computerized tomography
Inhalation

idiopathic pulmonary arterial hypertension

left atrial volume index

left atrial pressure

liver function test

mixed connective tissue disease
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mPAP
mRAP
NT-proBNP
PAH

PASP
PCWP
PDES5 inhibitor
PE

PFT

PH

PVR, Rp

PVR:SVR (Rp:Rs)

Qp:Qs

RHC

RV
RVSP
SBP

SSc

V/Q scan

mean pulmonary arterial pressure

mean right atrial pressure

N-terminal pro-brain natriuretic peptide
pulmonary arterial hypertension

pulmonary arterial systolic pressure

pulmonary capillary wedge pressure
phosphodiesterase inhibitor type 5

physical examination

pulmonary function test

pulmonary hypertension

pulmonary vascular resistance Iunu pulmonary arteriolar
resistance %dﬁ%ﬂ’smﬂu Wood units 38 dynes/sec/cm_5
ratio of pulmonary vascular resistance

@8 systemic vascular resistance

ratio of pulmonary blood 8 systemic blood flow
(Un@dszanm 1:1)

right heart catheterization

right ventricle

right ventricular systolic pressure

systolic blood pressure

Systemic sclerosis

ventilation perfusion scan
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#1317y

ﬁé’ﬂmnm:m@qwa

AIMWUBINANF I (Quality of Evidence)

LaZIZALVRIRILLEYN (Strength of Recommendation)

ANINNaaIN

LINWNMIRIRBNMZANUABKRRaaLRaal El@]i,;{\‘i

MIATIVFIUAL (right heart catheterization, RHC)

ANIWLINIDLLIA

ANIINEN

References

=
NIANUINN 1

=
NANBINT 2

A
NANWINT 3

A
NANWINT 4

MANUINNA 5

MANUINN 6

MANUINN 7

MANKINN 8

N139399 echocardiography

NMIAAMIUNITINE

fuuzii lunsRudua1Iz PAH slu;jfﬂw scleroderma
m‘sgua%’nmﬁﬂaUmuzmmﬂ‘"umamﬁa@ﬂaﬂqasﬁaﬁmmqm
nnlsadan way/ $IaN1IEWIaI88nTLaR (Pulmonary
hypertension due to lung disease and/or hypoxemia)
n’mgua%’nm;ﬁ?ﬂ’sslmfszmmﬁwaamﬁaﬂﬂa@gamﬂﬁmﬁam
q@@?‘umamﬁa@LLmﬂa@L‘%?ﬁa (Pulmonary hypertension due to
chronic thrombotic and/or embolic disease; CTEPH)
msa@mwmﬁ'ﬂmmuzm’m@”uma@Lﬁammaﬂa@qaﬁﬁuﬁuf
Aulsaalawnsudiifia (Pulmonary arterial hypertension
associated with congenital heart disease)
m‘sﬁ'm”mnﬂm,ta:ﬂﬁmm”@LﬁamﬁﬂmQﬂ’mm’;zmm@”uma@
Lﬁa@ﬂa@iﬁd (Intervention and surgical modalities of treatment

in pulmonary hypertension)
m‘sgl,l,a%'ﬂmﬁammmé'amm”@lu;jﬂaUmfazmwmyu%aamﬁa@
ﬂam;m (Perioperative management of patients with pulmonary

hypertension)
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NANNTIUAZINANS

m’s:ﬂmm‘“uma@lﬁa@ﬂamga (pulmonary hypertension; PH) ﬁanﬂzﬁﬁ’]m’]&l@mmﬁﬂ
naoALRaALAdlan (mean pulmonary arterial pressure: mPAP) Lﬂﬁﬁﬂﬁ%agdﬂiﬂ 25
mmHg 2aiewn lasiians ldanmsaaziuiilanessin (right heart catheterization;
RHC) mwasl,ﬁ;jﬂ’mﬁmnm,%ﬁaﬂdw winld ldsumsinsaznienauussauildiie
mizmlisunauazdusinguaimadofiald  ludas 20 ﬁﬁmumaﬁmwjlmj
Lﬁmﬁ‘umazmmﬁumamﬁa@ﬂaﬂg\iﬁmﬁuﬁunﬂﬁ sgaiinaszgn The 4" World
Symposium on Pulmonary Hypertension ﬁLﬁm Dana Point, §'§ California Uszine
aNIFOLNTN LﬁaLaauqumw‘”u'E w.a1.2551"" LﬁiaﬂumuiagaLﬁa’m”um’szﬂ’nm”u
vaaaliaadaags uazdiudsiuwing ms@uafﬂmﬁﬂwmmﬁ gunaNunnglsaalaly
wszmmwgﬂﬁ&mﬂlﬁlﬁoLﬁuﬁomwuéﬂﬁtyslum‘sﬁ'@ﬁngﬁaLmeomsﬂﬁﬂammgmLﬁa

my3fadouazmaguasnngiisnizenudunseaifoalsagelulszmalnalas|digy
faunu  sunanimdwduldud  sunaunmidainge snANgITTUAIIzINA Ing
ammgmﬁsﬁ;mmmszmﬂvlm RUNANARBUNNENTIENUKIUSTIA Ny Tadnenae
Aaydunng  uazzusunuuwnglinilawdsinelng  dhiusnduanenssunins
Farumwnenl juasnewiensifady uazmMIguasnEglienizaeuraen

A A o e A
Laa@ﬂa@ga I@ymmqﬂizaaﬂ LND

1. WamunamsdJidunasgulunmsifedbuaznisguainesgiisnizeny
aunaaaifealaaguiaiduuwimilunisaa morbidity uaz mortality wadgile
Tsa% M UIﬁU%UVlﬂ’JWﬁJ@j’Nﬁ’]Taﬂﬂizmﬂ

% 6 Yo A Qs a A A U

2. FLmemgmmtymwwﬂmw"lmumiﬂﬂamwlummw’mwmmmaamﬂamu
ﬁﬂamw%aiﬁ%’ug@ﬁﬂmﬁa%ﬁfa?(aagﬁammmmam‘lumm Tvaviala lsavzuw
wiola  uaz I‘m‘*ﬁaua:gm@sﬁu mmm%‘ﬁﬁ)ﬁﬂLL@:@LL&%’ﬂmgﬂaalmnzmm@”u

A = Q
mamaa@gﬂﬂluummdm N

sunauunnglanialay laiByaunuainasanadnunasansaiudy luwind 21
Jwan W.a.2555 aalk ancnudidmmguiimadunsaaiansaanlinalauss
waaaliaa MUnMILNNENTINHIMINAT SENNURANLEAUEINNLAITIG NI

ﬂ?UQ@JIiﬂﬂi$Yl3’Jx‘]ﬁ"lﬁﬂ‘imq°ﬂ I?GWEI’]U']RS’]“I?%?I' ﬁﬂﬂﬁ%]:?ﬂﬂi']dﬂﬂ LR WNERANN
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v ) 1 Q/ qy [l Y o o a e v a e
VALKSWIATS ) 1%LL%’J‘YI"IGW]J1J% 1&1‘52!81J0ﬂﬂ‘1|§)0ﬂ’]‘5ﬂg:]um Q‘L%ﬁ']a\l'ﬁﬂﬂ{]ﬂm
' [% ° al%[ o a ¢ ' A Ay o @
LLGIﬂGl’]ﬂSIJﬁ]']ﬂ“MJLL%:W]% Gﬂ%ﬂ‘smﬂﬁﬂ']%ﬂ’]‘imu,(ﬂﬂmﬁdaaﬂ1ﬂﬂiauﬂa%1ﬂﬂwad
a ) A a =1 A 2n L & A

ﬁﬂ']%ﬂiﬂ'ﬁuazﬂ‘iwa'm‘i‘ﬁiauLﬁqwaﬂﬁ&lﬂﬁ‘sa% G]Tﬂ Eﬂ“li’]i)']‘smty’lmsﬁ\‘l Lfl.l‘le

HANTUUAZD L UBNUIIRAANIZINITUAZITILIUIIM

2. AWMANWDBINANZIH (Quality of Evidence) UWaLITAUBBIAIUKERN (Strength of
Recommendation)

@J’ﬁaaﬁj’uﬁ ﬁﬂfﬁﬂLLu:ﬁ,ﬂ@sléﬁaﬁwmﬁflLm:ﬁwaaswﬁmwé’umaqml,wmﬁma
Urineinalasfmuagduuniiu (Quality of Evidence, Strength of Recommendation) L%

(1,++) aunaIfuuzihudazadlasdfsnannuadi
21 AWAWVBINANG W (Quality of Evidence) *

30U 1 welly  mangIuilaain systematic review 284 randomized
controlled clinical trials %38 well designed randomized
controlled clinical trials

AU 2 wWHnpile  WaNg Ui ldan systematic review a4 controlled
clinical trials ¥38 well designed controlled clinical

. A o a o A o aa A9 o

trials ma%aﬂg’mﬂm’mﬂ’ﬁ’sﬁlﬂmoﬂauﬂwi“ﬁgﬂuuu
Ao A A € A a wn
aﬁ]UauLLazNami’sfﬂﬂwuﬂiﬂﬁ"mmai‘ﬂHﬁ]’mm‘iﬂgum
INHINLGUTANIN (cohort study, case-control study)

30U 3 Wt WangIuilaann descriptive study %38 controlled
clinical trials N Aun389laimanzau

30U 4 WBTY Mang Ui laIInaMuAuRIaaUNINE (consensus)

VOIAAZHLTEITIY UATHANGIUAU

*WNBMG  RANZIUA lasBinniannaRuinansuwng lasfidayanngie

Asdsznadunan ﬁ’m%’u;jﬂ’;ﬂluﬂszmﬂﬁiagaluﬁwmuﬁﬁaslm"]
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22 ITAUVDIAMKZIET (Strength of Recommendation)

AU ++ B mwu"’uslﬁmaaﬁwLLu:ﬁﬂayﬂmm"ﬁng WRZMINTZHN
o 1 =1 6 v 1 o
@aﬂawauﬂizIﬂﬁquﬂw AN
TOU + B mmw”u‘lwaaﬁﬁLLu:ﬁﬂanymf:@”ummma CF
mim:ﬁﬁ@”\mﬁmawﬁﬂ*sﬂmﬁ@”mh $HIN
@ =< @ ) . o @ X = € v
LA +- AU m"luuulmwmsm:mmﬂmauﬂsﬂmuqum
A ' v A ° A 3 v oA
wi lil nadafulanszyiwia iduagiuladnauy
anarwsalifle
- =3 o r 1 = 6 v 1
AU - AU mimzmmnmaa"mvl,uuﬂiﬂwu@wm
1o [~ [ o
wanlaanilwlainana
AU - - WUNEDY  NINTEYaInaInanatia ne laaasvii

3. @A19INAANN
) A . A P A
m’szﬂ’nmumamaa@ﬂamga (pulmonary hypertension, PH) AanzNnasaliealulaa
o A X o o @ { .
fanudumuandn ldanuanaisnasaiioauadtaa (mean pulmonary arterial
pressure; mPAP) LyifiunIaginin 25 mmHg vaiin lasdiadu ldannisamamwinle

W42 (right heart catheterization; RHC) (1,++)

MIZANUAUARDALRDALAIBAEI (pulmonary arterial hypertension, PAH) Aanzid
ANuaualpraaatiaauaslan (mPAP) \wihnuwIagandn 25 mmHg uewn Lasdidn
pulmonary capillary wedge pressure (PCWP) laitAin 15 mmHg fen pulmonary vascular
resistance (PVR) 11nn31 3 Wood units e lannmsamaziuialaresun (right
heart catheterization; RHC) (1,++)

mMizanuaunaaaiiealaags (PH) wuldlunaengulsa lasiinsdauianguanaunwend

R37NYT ANBHSNWARDN LAZUWINIINITINEIAIUFAIIHAITINN 1 A1IEANUAUARAE

1
aa

\faauaitlaags (pulmonary arterial hypertension; PAH w3anga 1) iiwneneading

22D

=

pulmonary hypertension IunU § PVR (pulmonary vascular resistance Iu@jﬁam:
winBfla pulmonary arteriolar resistance Lawa) g4 lasfigungniaiia laldaunusniy
lsaalawasdhe (ndw 2) lsadaa (nga 3) #3a chronic thromboembolism (Nga 4) TINN

FUNGA (NG 5)
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éw%’umLmzmiﬁuﬁlﬂuﬂ%ﬁ'ﬂLf?}maamnﬁ@ma:mmm‘”maa@Lﬁa@Lmaﬂamp (PAH
wiangy 1) uhaaszauzasanuies @ s 2 wenanildmuiinengiwann
msﬁm:nmaL’J°11w°u1§mam§uazszm@%m’hmnﬁ@mazmmﬁwaam’é‘ammaﬂa@goﬁ
mfﬂﬁmwué’uw”ufﬁ'umim5UuLLiJaamoﬁuqﬂﬁuﬁsm”u gene  vldiRanenFanwd

naalRaaLaziia PH @WNNWVL@T
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GI"I‘S']\‘]‘Y‘:I 1 mﬁ@LLﬂaﬂszmﬂ@1w§ﬂumzﬂﬁoﬂ§ﬁﬂmaama:mm@”u%aa@Lﬁa@ﬂaagd

(PH) fﬂ’mﬁﬂn"gu World Symposium a3 pulmonary hypertension fLilad Dana Point
6

A.¢1. 2008

2. Pulmonary arterial hypertension (PAH)

2.1 Idiopathic PAH

2.2 Heritable

1.2.1 Bone morphogenetic protein receptor type 2 (BMPR2)

1.2.2 Activin receptor — like kinase 1 (ALK1), endoglin with or without hereditary hemorrhagic telangiectasia

1.2.3 Unknown

1.3 Drug and toxin induced

1.4 Associated

1.4.1 Connective tissue diseases

1.4.2 HIV infection

1.4.3 Portal hypertension

1.4.4 Congenital heart diseases

1.4.5 Schistosomiasis

1.4.6 Chronic hemolytic anemia

1.5 Persistent pulmonary hypertension of the newborn

1 Pulmonary veno-occlusive disease and/or pulmonary capillary hemangiomatosis

2. Pulmonary hypertension (PH) tiasmnulsazal left ventricle

2.1 Systolic dysfunction

2.2 Diastolic dysfunction

2.3 Valvular disease

3. Pulmonary hypertension (PH) iaswnulsazaslan wian1z hypoxia

3.1 Chronic obstructive pulmonary disease

3.2 Interstitial lung disease

3.3 Other pulmonary diseases with mixed restrictive and obstructive pattern

3.4 Sleep - disordered breathing

3.5 Alveolar hypoventilation disorders

3.6 Chronic exposure to high altitude

3.7 Developmental abnormalities

4. Chronic thromboembolic pulmonary hypertension (CTEPH)

5. Pulmonary hypertension (PH) mnmmqﬁu

5.1 Hematologic disorders: myeloproliferative disorders, splenectomy

5.2 Systemic disorders: sarcoidosis, pulmonary Langerhans cell histiocytosis, lymphangioleiomyomatosis,

Vasculitis

5.3 Metabolic disorders: glycogen storage disease, Gaucher disease, thyroid disorders

5.4 Others: tumoral obstruction, fibrosing mediastinitis, chronic renal failure on dialysis
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P> A A | a o A
131N 2 il’]LLa:E?(’ﬁWBY]L‘]ju‘lJ?dﬁ]ﬂLﬁild‘IJE]dﬂ’]iLﬂGm’l’Jxﬂ’J’m@u%aa@L&ﬂ@LL@]Gﬂa@]gd

1 Qs { 6
(PAH) LLUG@I’]N?&@U“I]QG@’J’]NL%UG( )

Definite Possible

® Aminorex ® Cocaine

® Fenfluramine ® Phenylpropanolamine

® Dexfenfluramine ® St. John’s Wort

® Toxic rapeseed oil ® Chemotherapeutic agents

® Benfluorex ® Selective serotonin reuptake inhibitors
® Pergolide

Likely Unlikely

® Amphetamines ® Oral contraceptives

® |-tryptophan ® Estrogen

® Methamphetamines ® Cigarette smoking

4,

W INWMIIRIRIAMNEANAGUNABALRDALBAFY (pulmonary hypertension;

PH) (unugiii1) ©*

uddaaniduzastuaan

I@wgw,l,iﬂLﬂumzu@aumimndﬁrjﬂwﬁmazmm@”umamﬁaﬂﬂamqa (pulmonary
hypertension; PH) w30l Tasandariolsssd nsamaseme awanosaansisen
(chest radiography; CXR) m‘smnaﬁu"lﬂﬂm”ﬂa (electrocardiogram; ECG) Lazn13
m’;w”’;la@i”’mﬂﬁummﬁqa (echocardiography) unemafimsasiasana1nlawalal
TAY 8199TABIDNAUMTATIVRIUAILIAIULIN (right heart catheterization; RHC)
Wofiudunsiiiads
mguﬁ'aaaﬁamimmLﬁmﬁmﬁaﬂ”@uﬂﬂgﬂasmwmﬁu‘[mﬁﬂummqmaa PH (e1719%)
1) TagondumInladu 1w n1saasusInmwlaa (pulmonary function test) M3
aenTgnaNAlLaesUadIlen (computer tomography of chest) N13IaTIANITIUBY
WAL (polysomnography) Las ventilation-perfusion lung scan e uaﬂmﬂf:mi
@329L88@ antinuclear antibody, liver function test, anti-HIV antibody (J#a% JaauT78
Lwﬂiﬁﬂ"l@”[u;jﬂwmjwﬁ 1 Alesumsiiaseinidn pulmonary arterial hypertension
(PAH)
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WiINWMIEIGALNaNITIHIRENITANNARVIRaALRaALangs

1. lusotudilisnwnsnri echocardiography Lﬁamﬁﬁw@La‘j'paaéfuvl,ﬁlﬁﬂm‘:mwﬁ
fa

2. lugniuilaansoin  echocardiography laudditasnalumyiftessuanlsnau
LIWNNIAN right heart catheterization, ventilation-perfusion scan %30 pulmonary
function test AR dIRa

3. luns@nlvmssnsidasduuda u%aszmwﬁ@mwmﬁﬂmgﬂameﬁﬁ

functional class La284 lMNINTINAIAD/EINAL

e History taking & PE (3,++)

2uaawh 1 (PH diagnosis) —— ® CXR (3.++)
o ECG (3,++)
e ECHO (1,++)
e RHC*
AN 4

e Blood test: anti-HIV, Cr, LFT, CBC, ANA "
(3,++)

e O, saturation/ABG (3,++)

e CTA %38 V/Q scan (3,++)

e PFT, DLCO # bronchodilators ' (4,++)

uAawN 2 (PH classification) ——

e Polysomnography ' (4,+)
e RHC*

WHIDAIN 1 wHuNAuaeIniiaduniz PH lasudseanidusestuae 1uaauusn
Junsanaiedansasigiisiinizanuaunaeaiionlaags (pulmonary hypertension;
PH) w3ald (baseline diagnosis) waz Dufimesfianisarraieduungilisan  PH

classification lagiianldausunfgiuaaslsn

(1) lusefsssoinaziiln PAH

2) lumefigonnsle Sisune q‘uuq%‘%" MWTNETIFNTIaNRaUnG

3) lusofsan JUs S AuannIuiINasIRnanIan $29uaunaiu
*RHC (right heart catheterization) lFlupnsmafimiasiaialimyinesy PH lanaly
Faraunsaltifaifiassusnlsn (PH classification) 3:319n137i RHC I
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[ [ [ 36 ana [ 1 a % 1 ¥
mqﬂszaaﬂLLazﬁam%‘lumimamuaaﬂLmamﬂm Nasaalili

nsasreaanliiile (ECG)

Lﬁaaﬁfnaguﬁ'ﬂwm:maaﬁ'ﬂa‘iﬁamﬂm ldun right axis deviation, right atrial
enlargement, right bundle branch block pattern %38 amplitude 183 R wave Tu V, “ﬁl
waswly fuhefifanaz PAH (Class 1) 34139 (WHO functional class Il 38 V) Tag'lid
819N PH class ue 9NT right ventricular enlargement 30 ECG 18181838 39

FUAILT ECG lun1iatiananiadtiloden

NNIANYAINIIENI90N (CXR)
CXR Tisugnwendanwvaddaauiiagnd  1Tw  interstitial lung  disease,
. . . [ a = o A
emphysema, bronchiectasis, pleural disease 16 wazgsonanwudnalala wivisaaiiaa

] l&/ U a & a U
uwaslngludeadzmalngduninund Sesivauuniiz PH 1d

N13A52L30A

%

ﬂ’]i@li’;ﬁ]Lﬁ@@ﬁﬁ’]ﬂf}ﬂﬁLLﬁ anti HIV test #ifinsvuasdl  antinuclear
antibody (ANA) lussfigsalsaitoiaiAewi (connective tissue disease) w3o 130
autoimmune  A33ATIANEMTLAsUSINanTaLAaauadLasTrAUTesluuTETand  Ludn
Lﬁaazﬁummjuiﬁﬂ5uﬁwuiwﬁ'u PAH  Lilas9nunsnizniatnslsaiuinmysnmnd

ﬁ‘hLWﬂzLLa:miwmmtﬂiﬂ@mﬁ'umju idiopathic pulmonary arterial hypertension; IPAH

N13ATIIATILHLNE LLADALAY (arterial blood gas analysis, ABG)
4 A ' A o | £ o o Y
nMIaNa ABG Lﬁ'aﬂs:mum’gxwmoaaﬂsﬁwumaagmwamﬁ]awwuﬁﬂumm
JWUI289 PH %%m_ia%ﬁﬂ‘mﬂéjuﬁu i lsatlaa lvavalavnsdszinn idudu

Ventilation-perfusion lung scan (V.IQ.scan)

VIQ scan fianuddnldlumsifieduuonlsangy PH Mifinnnduieagadunasa
Lﬁamm\‘lﬂam%'ya%'ﬂ (chronic thromboembolic pulmonary hypertension; CTEPH) lagi V/Q
scan b CTEPH 2:Wuil perfusion defect wanuuwd lagliwy ventilation defect fadl
ventilation-perfusion mismatch fulu IPAH ‘qu perfusion lung scan azdudn@natney
Und @a fm3n9aswas  perfusion scan  USnASuveulaanInuaLEntanSHAI

peripheral pruning w#az laiwuil perfusion defect ?Jm@glmy:mﬁaulu CTEPH
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CT angiography of chest (CTA)

CTA  msRasanvilusefiasds PH ﬁLﬁ@mﬂﬁmﬁa@qm‘TmaamLﬁammoﬂa@
13053 (CTEPH) I@m:wuﬁuLﬁacﬂLmﬁﬁﬁw;mza@u%nmmauvsaa@Lﬁa@LLm'ﬂawmuG]
waws wananswanaduszlomilunisifiedosaslsals mediastnum 1T dautinmassd
natduanaaaiian ﬁﬁﬁaomsgﬁUanﬁwmaawm%amwLf:aﬂawimmumzﬁﬂﬁm high
resolution CT (HRCT)

High resolution CT (HRCT)
AN TN luTeNasga NN TaN N8 lung parenchyma WaZ/MIB airways

I@UL%W’]:ELWWQ'&I;@’JU connective tissue disease LLaz;‘Tﬂﬁ 8N unexplained hypoxia

N13INIENIInNINL A (pulmonary function test ; PFT)

PFT ﬁqﬂ’iﬁadfsf[mﬂa@q@ﬁgu (obstructive lung disease) w3alsaLfignnunsnasa
yasdannnnentamwaasitetaniasmiaanmiiinsasen (restictive lung disease) &
a%m%’u;gﬂw IPAH mIamagussnnmwdaainwunadnd@ wazanadlen diffusion capacity

of carbon monoxide (DLCO) Un@niaaaadianitay

NNIATIVNITHABUAY (polysomnography)
o . & v =
m’;:%q@mmlwmzmu (obstructive sleep apnea) Lﬂumm@muwaa PH o nydl
ﬁwuﬁmmmﬁ"lﬁﬁﬂsﬂuq@]mﬂlﬁmmmﬁu LT WOWNTH RALINE JI39UaUNANIIH LN
WURIB lIWUA1IE nocturnal desaturation AITEIATIINITUEUAAL  (polysomnography)

Laumﬁa?ﬁwfmmawq@mﬂwmmﬁu
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NIn3I9AARIELIAENauRI 10 (echocardiography) (A31gazidgalunianwIni 1)

N1761373 echocardiography Qﬂﬁﬁmlﬁﬁamﬁﬁﬁ]ﬁmﬂﬁ pulmonary hypertension aga39
waztalinnsifiaasusnlsaisy left sided heart disease, congenital heart disease, AV

fistula, thrombus lu atrium $30 pulmonary artery WD uan

@1 right ventricular systolic pressure (RVSP) B9ldNM I NULANGIVBIA NN
serinenaanala (pressure gradient) right atrium L8z right ventricle lagfuwiann
tricuspid regurgitation velocity (ﬂ’]ﬂwu’mﬁl 1) W8T @1 mean pulmonary artery pressure
(mPAP) lag 35989 Abbas B91@NM I AN ULANAIIVBIANUABIZAIN pulmonary
artery LLag right ventricle lasfuwinann pulmonary regurgitation velocity Qﬂﬁ’m’]l"ﬁ'@lﬁﬁ]

>

o A A o aa o o a g
ﬂ')lﬁ]LLﬂzViaﬂ@Lﬂa@Lwaﬂ@ﬂjadufﬂz?u"ﬂﬂﬂz}lﬂjEl PH I@ﬂ&lmi(ﬂi’;fﬂwu (QINN%Y

1. RVSP > 37 mmHg **

2. Mean pulmonary artery pressure 310 pulmonary regurgitation jet las3Tua4
Abbas = 25 mmHg

3. Systolic flattening of ventricular septum

4. Right ventricular enlargement

5. Right atrial enlargement

> Iuﬁjﬂwﬁﬁ severe tricuspid regurgitation 3710 non coaptation tricuspid valve Anazilen
RVSP éndnanuidunads ddudadsends mPAP 910 pulmonary regurgitation jet L4617

1497314 pulmonary hypertension %38 laj

5. N13AIIVEINKHIN (right heart catheterization; RHC)

T IRG ﬁmsmwmwmu%”ﬂﬁ]Lﬁaﬁu{fum’g:mm@mma@Lﬁammaﬂa@gd
(PAH) luassusnianiiazsumsinmndsmfsumslussazens 3, ++) sndu lusefd
81NN %38 4 hemodynamic 7la stable w3a & functional class IV (qn&aw poor
prognosis a9 3) niaditarnulumiaasiwiala lagenawansonlden PAH-
specific therapy % empirical treatment lUnauawninazdszilinanmslasaianluy

ANURAI
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= ' i oA a A ia (4)
A1379N 3 n1In ﬂ’]ﬂinﬁiﬂa’]u’]iﬂ LLU\‘]Lﬂ%ﬂQﬂJﬂﬂqiw ﬂ’]ﬂimﬁ[iﬂﬂﬂia‘lw@

ﬂ‘)']&ll,alil\‘l(ii'l m’umﬁ'mgo***
29y (wensoilsaf) (wennsailsalaif)
Good prognosis Bad prognosis
2INILAZOINIUFAITD aid Y
right ventricular failure
mscuiulie T 152
FC I, 1 v
BMWT (1u63)" > 400 <300
Echo Minimal RV dysfunction Pericardial effusion, significant
RV enlargement/dysfunction,
RA enlargement
Hemodynamic mRAP < 8 mmHg, mRAP > 15 mmHg
Cl > 2.5 Limin/m’ Cl < 2.5 Limin/m’
BNP** Minimally elevated Significantly elevated

FC = functional class, BMWT = 6-minute walk test*, Echo = echocardiography, ClI = cardiac index, mRAP = mean right

atrial pressure, RV = right ventricle, BNP = brain natriuretic peptide

* 6 - minute walk test Lilu Fayaindtizing aasRaanldmuanuIRINzay
** BNP baseline > 150 pg/ml Waz &4 > 180 pg/ml nadlasumssnsuduiia 3 idaw
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Acute Vasoreactivity Test"""®

M3 Acute vasoreactivity test aa3viuda dasnislien cCBs luiihongu

IPAH, heritable PAH, PAH associated with anorexigen LNt (3,++) N1IABLRUDI
(responder) WUaKalag A1 mPAP aaad > 10 mmHg Uazd1 mPAP < 40 mmHg 328119 L4l
fmsufsuudasvas cardiac output 3933wl ceBs la lumefliaauauas (non
responder) AIIWANTN BN PAH-specific drug 188 kazfiaauainsuseiliumaiduszes
RNTDUNLTUNNIYN acute vasoreactivity test bunyainfvadinlunvin wiw anwan
P =] A A v | W v ¢ A | b
lafiadh Jemawliesnavann  nia fiweraldlddscluminieliaevauasanmsly

21 CCBs LTwlagl ka1 CCBs afjriau

FMIUTaUITaULUNNIYIN acute vasoreactivity test laun

1. Aihalsailaimaudinfienianudunseaiiaadangiadnauusaiedsadu
a @ ai

lama uazanudsslunsiee (@nanwInd 6) (2, ++)

2. Q’ﬂ’sﬂﬂéj&l associated pulmonary arterial hypertension 5%6] wannieann

Tsanalanmsuarindia (3, +/-)

3. Aiendunuazldit  heart  transplantation  1NaWIIINIIERI  lung

transplantation TIN@8%30 L (3, ++)

g M LN1TATI9 Acute vasoreactivity test waad b3 lua19197 4

-30 -



m'l‘ﬂ\‘l“?i 4 mﬁ%’i‘l%n’ﬁﬁ'} acute vasoreactivity test LAaTNIIUINHITEN
81 AR NIUINRITEN MA3eTIA Ha219LAY NG
Nitric oxide 5% 10 ppm H 15-30 Ani 8194 rebound PH, Haf azAIn DaNANE AW HANILALIREY
(++,1) Lﬁmﬂ%a: 10 ppm 5-10 w7 pulmonary edema T pulmonary v(ajl,ﬂ?llimuﬂm cardiac output
#9080 ppm venous hypertension JaLRy ung 270‘13J'ﬁﬁ"'ﬂﬂsl%nnfiawmnm
lloprost( 12) (38 0.5 mcg/kg Twidn H 20-30 Wi hafsee dndsue 286 wiladne launsann
(++, 2) (5% 5 meg Twdlnal 10-30 w1l 17an318 flushing gaids Ifanlwnisnagaunwin
§95A 20 mcg ANuAwEaAm
sildenafil *** 58 2W1@ 20 mg Oral thndsse anuawionan 286 wiladne launsann
Twdlnal 30 Wi daids Ifarlwnsnagaunwin
Oxygen 100% DaNTLAH ANKI H Taidd Fanglulsairlafinisuaniie
(++, 2) non-rebreathing mask 15 Wi Faf azan sangnats wladine Taiuwe
Zaids a19a1wImaA PVR lasasniananin
239 (8941 dissolved oxygen H1ATWITHAE
Beraprost(15) 1 mcglkg Oral e AwAvee 226 wilade Tauws
+,3) 30 WAl 17an37a flushing saids naalfanclulsarlafinsuddiiia

ANMNABLRDAA

Tanlunsnagaunin

(IV = intravenous, IH = inhaled, mcg = microgram, kg = kilogram, PVR = pulmonary vascular resistance) *** 4@azn13 dnw e dose sildenafil 6197 3173

1) oral sildenafil 50 mg q 30 min (Leuchte HH, et al. Chest 2004;125:580-6); 2) incremental Oral sildenafil (equivalent dose) 25, 50, 100 mg q 20 min
( Mikhail GW, et al. Eur heart J 2004,;25:431-6); 3)Oral sildenafil 100 mg q 1 h (Klinger JR, et al. Chest 2006;129:417-25)

' o [ . y (Y t% A v & o a ~ £
‘Vi&l']ElL‘VWJ ‘]JiZL‘YlﬂVLYIEJ VLNLL‘LLS‘,W]EL"E adenosine Lﬁ@x‘i"i]']ﬂ@lﬂﬂ"ﬁﬂ']“ﬂ%’]@iﬂx‘iN"Iﬂ%\‘]'ﬂzﬂ‘itLN%ﬂWi@]aUﬁ%a\‘ivL@ °]503JﬂLﬂ@‘].]tyﬁ']ﬂ’ntuﬂ‘iﬂ‘ﬁﬂ%ﬁﬂﬂ

) . . ' A 2 (16
&1 LW bronchospasm, chest pain, bradycardia ﬂam:ﬂizmummauauad"l@( ) LRZENNTIATLN
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6. N1SINB
miguadisanuaurasaiiaalaaginmanaianni ldsum e ldudiuiianudey
LﬁaomﬂLﬁﬂiﬂﬁﬁﬂ%’dLLazmﬁnmmaaﬂ'nﬁwaﬁﬂuﬁmdauiwga @Taamimiguaaam@imﬁao

ea A P & & o a o A o o
lasuwngnidsimauasdlszaunmant  lasauaawniaadulalumssnsnuszmadanldole
Laag 13a9 LLN%Qﬁﬁ 3 MyTnELkLan

6.1 n133nBIM2 1 (general treatment)

dihe PAH lasvilddasmaduuzinlunsd judaangndasanuwnd Snvsasauaiivasyias
&y ) ot @ , o o o A & v o v
Addwmtolumiguagisdissunu lasmysnsvildiuwndaaslwunigiae ldun

mMslendumsuieaivadon 1w warfarin lunsdinldddasa wuzvinlilugihe
ﬂéjwﬁl 4 (chronic thromboembolic pulmonary hypertension) (3,++) LLa:fﬂ'ﬂ’w idiopathic
pulmonary arterial hypertension (IPAH), heritable pulmonary arterial hypertension L8y PAH “7‘1'
aangaannwdn (3,+4) lasauquliar INR agizning 2.0-3.0 d’;ulu;jﬂ’mﬁayﬂumjw

associated PAH nmslienaunisudearvadionanalatszlaomt o laiidavig (3,+/-)

grdudaane  uusihlwlugihendnniziifuen right sided heart failure laglawiznd
a1mMs (3, ++) lawdasliasnirsisuasninanafadinvinnuzadlawas electrolyte 8t

RULFND

a 17) A T o s =& & o a o |
aanBaw  ssnnludaniufiiiosdayandnmisllosiuesmslweandianlugile
l3aanganuizasy (chronic obstructive pulmonary disease; COPD) a@atiunislwaandiaulu
v | oA ' [ 6 [ ° [ a o | Aa o ]
Aianguaugiazlauslomliguni uwuziheandiaulufihonfiszduanuautonves
aanTlanlulfenuas (Partial pressure O,; PaO,) YWEWN G137 60 mmHg %38 ANUANAIVDY
aandlaudninsesaz 90 (O, saturation) laglwluzlrsuaunauniativeanmainemiiszeau

2ONTLABAIAINGT (3, ++)

Digoxin uuzihlilugiendnnziladuwinlainganiilawasun (supraventricular

tachyarrhythmias) Lo% atrial fibrillation SIpTY (3, +/-)

(18)

o o o ! | @ o o o A o
n1aanniIadng WU’J’]EII')Uﬁ?ul’ﬁfywﬂﬁ]zﬁ]’]ﬂ@ﬂqiaaﬂﬂ’]adﬂ’]ﬂl GﬁdLLWﬂﬁﬂ’JiLLu:u’l

lﬁ: 2gaaniaInig e I@U@ﬁmmimaagﬂamaaLﬂmé'ﬂ NANAALWSININRINNTDABNTNRY
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v oA e ' A v & A o % .
ﬂ’1HVL@@IiTLIL‘Y]’TY]UGVLSJL%%E]EJ&Hﬂ (3, +/-) LLﬂZﬂ'ﬁL?ﬂW‘ULLW‘Y]ﬂLWQﬁﬂﬂﬂiﬂaﬂﬂ’WaGﬂ’m (supervised

rehabilitation) aaigulugiie COPD finuinlauselumiituiu 2,+)

o A & &(19) & & v @ o | 1Y
ﬂqiqmﬂqlﬂﬂllagﬁﬂﬂiiﬂ ﬂquﬂﬂiiﬂLﬁumaﬂ’]uiuaﬂ’lﬂnﬂi’]ﬂ (3, ++) 1%@1’mmﬁ?

aufiaunsinlwleis barrier methods L1 qamoamﬁ'ﬁ PN TR AT IUULNG LAz

q
v

m;jﬂ’m@”amiﬁlﬂuﬁ’; Lwaﬁazﬁaa@LLaamﬂﬂﬁ%@ wayUNILdadaateiinIednTInaa ey
Jauasudan1san

mislagansiasasdn lunsdifigiofionnisann (WHO functional class 1II-V) wazd
PaO, #ouni1 60 mmHg wianNdNdIvaseandiaukesnitfena: 90 lauiavmzatzdl
Wuan  uustihleanGiaunauny 2-3  Lmin  WWealhanuduaizasaandianluifaauasun

wissdu lidasninseuas 90 (3, +)

o a & o v o v @ , . v a % o
msasnumsaaisa uuzihlviadwldwialng (Influenza vaccine) wazinduiadni

M3AALDD pneumococcal pneumonia (pneumococcal pneumonia vaccine) lurﬁﬂ’mnﬂi’m (3,++)

AaA v L ¥ [l % a ' ' o v
Tunsdiiidihaaaslasumsiiaauzsive 1w raauIuaz Lower abdomen m3lfen
izﬁ'llmﬁ&ljﬁﬂmiﬁﬁmﬁm general anesthesia anaianly epidural anesthesia oh) peripheral
nerve block tlifitawa (3, +5) uazunizfigiodsiudzmunldldasUinfaounsuing

2119210 intravenous #38 nebulized uniw lria

62 MIMBPUANIZILD (UHUNAN 3)  wasndumeumitaduiugunnzanuen
A [ & ' A v | @ ' ' o Y- A

naaaiiaadangiud dunaudalUfemauenginidneglungula dwanisifeagbnuingie
adlungu PAH dilsaarldiunmiamasiuiialaduan (right heart catheterization) \Natutdi
M98 uaztndvatied 1wnslg calcium channel blockers (CCBs) A13¥iN3I8ALATIA acute
vasoreactivity test 1t lapglaunga responder aavlasuen CCBs  dlaifitarin uazausn
Q‘ &/ 4 U ] J =) 1 va 1

WNTamnInIas g Tamsliaiu lasdmdunisnauauesatvlndda 1w nn 1-3 Gawu
wiallowunataisnen anaRanaswdu PAH-specific drug daly dwingiamdu

ﬂ&qi&] non-responder assulien PAH-specific drug
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WHBDRN 3 uwINnINT3iaay Mysnsaly waleInnsr right heart catheterization uaz

HuawnE pulmonary artery hypertension Waisulien PAH specific treatment aenddalias

Pulmonary arterial hypertension

Yes No
General treatment Treatment of underlying

® Diuretic (3,++)

NANLALIAIATIA (3,4++) ® Oxygen (3,++)

Influenza and pneumococcal ® Oral anticoagulant lugfiy CTEPH (3,++)

Cilrel ([ IPAH, heritable PAH, PAH due to anorexigens

aanmasnanialanisuneiin (2,+) (3,+), APAH (3,+/-)

Psycho-social support (3,+) ® Digoxin (3,+/-)

Acute vasoreactivity intanizlu IPAH fi@a3n1515e1 CCBs (3,++)

Vasoreactive* Nonvasoreactive / 638 WHO functional class II-lll WHO fuctional class IV

l flsiau130711 acute vasoreactivitv test

. v

Tws187i8 WHO functional class I-IlI

o Sildenafil
uneinlily ceBs
ADUEWDIA* AAAINNIIINEN 3-6 LABUVAIINB (AN13190 7)
o i1 -
Lails ABUADI L3R+

. }
1%un cCBs Aaliias

* Sequential or combination therapy 81 3 na:&l
Iﬁ'tm' ERA, Prostanoid, PDES5 inhibitor

v

®  Atrial septostomy (3,++)

aavuawadlalfx

® Lung transplantation (3,++)



A1INAAINN
* vasoreactive Aa @1 MPAP a@aad > 10 mmHg Uazf1 mPAP < 40 mmHg sunslifnng
Waswulaad cardiac output
* QAURWEIA Ao miﬁuwm]rmw’]sn%'ﬂmlﬁ;jﬂaﬂLﬂTﬁLﬂWVTﬂéjuﬁﬁmmLﬁm@:ﬁ (WennInilsad
%38 good prognosis 1%@1’13’10“71' 4) e
*** QLRI A lﬁgﬁmu:ﬁﬂumiﬂdﬁ 7
LLWWI'IGﬂ’lﬂ%EI’IﬂéN PAH specific drug
Tagluszinalnofonilsle 4 ﬂﬁqim‘ﬁf: (@717 5 uaz 6)
1. mmj:&l calcium channel blockers (20.26)
1.1 Nifedipine 1307 10 mg uaziiwldandy 20 mg Suazaunss
1.2 Ditiazem (337 60 mg uaziiwldands 120 mg Suazaunis
1.3 Amlodipine Léw‘ﬁl 5 mg LLazLﬁluvl,ﬁﬁmﬁd 10 mg fuazaadﬂ%\‘i
2. &Ny prostacyclin i 3 ha e
2.1 sHa3uYUITuda beraprost sodium (V1A 20 meg fatlda) FEUwIa 20-60 mcg
Fuaz 34 039
2.2 vllagawn Aa iloprost Junzifiouduenniu Ventavis® (w1 20 meg e 2 mi)
SadasltinIasnusiaRias (ultrasonic nebulizer) lFawia 2.5-80 meg wWunn 4
SRR
2.3 afialsinna IV Aa iloprost Gwnzideswiiln llomedin® (W@ 20 meg da 1 mi)
lu1a 0.5-2 meg/kg/min IV drip @aaaLIa"
3. El'ma:&l endothelin receptor antagonist 73asulIznu fAe bosentan (62.5 %30 125
mg daifia) l5uua 62.5 mg %38 125 mg Suaz 2 A9
4. El’m'ei&l phosphodiesterase-5 inhibitor ThaIUUTzN U Qe sildenafil (20 mg, 50 mg,
100 mg datiia) l5wwa 20 mg Tuaz 3 A%3
(14 US FDA : http://www.fda.gov/Drugs/DrugSafety/ucm317123.htm)

dgwsulutinBenanil we. 2556 STousdne

. Wﬁ'mif'mgﬂwmaz pulmonary arterial hypertension (PAH) fitfiaainlsawalaue
ffla (CHD) %@ systemic-to-pulmonary shunt %3alse idiopathic pulmonary
arterial hypertension (IPAH) %38 PAH associated with connective tissue disease

(CNTD) uaz
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. agﬂu WHO functional classification of PAH 2 Il L&z
o dunenaitedsmudueeuitidanglusimanrd foa
. LLu:ﬁ,ﬂﬁ%q@ml,ﬁawamiﬂiuﬁunﬂ 3 Lﬁauﬁmmsm@mazha@ial,ﬁaoazhaﬁam 2
auM Uzt
mmsﬁmmiﬂmawmﬂﬁo mIaTanuathetes 2 Tadellide

- @NIMElMILEAITEY progressive right heart failure

- WHO functional classification Lﬁlu"fuﬂi%ﬁu

- BMWT aqaadnintay 25%

- Echocardiography wué‘ﬂwmzﬁm%d’]mmiwg@mLﬁu right atrium U8
right ventricle I@l"fuﬂ’i’nﬁu, right ventricular systolic pressure (RVSP)
gdifuﬂi’]lﬁ&l, RV dysfunction, TAPSE < 1.5 cm, RAP > 15 mmHg,
I < 2 Limin/im”, pericardial effusion

AUBLAG

1. m3lungy PAH specific drug aa3ldluansme dose titration I@m‘%ﬂmm@ﬁ@iwﬁq@
ﬁauua:ﬂ%’ummummimaagﬂasJ

2. m3ldungy PAH specific drug aRnonaslgenauiiowlunsleen ww e sildenai
AIRMIAaauMILTENEI U4 drug utility evaluation form (DUE) &3181 bosentan %38
iloprost msﬁmsamnﬁwg&?ﬂayﬁaul%msimﬁaasw:maL’TuLL@instﬁq‘,ﬂLﬁuﬁﬁhLﬂuﬁm
lﬁﬁﬁl,ﬁia"ﬁm%?mgﬂw

3. #1 calcium channel blockers (CCBs) ﬁ%mﬁ@Ug}ﬁnﬂmmauauadm acute
vasoreactivity test L¥nsies

4. avRamumInausHaIdamMIThEasdn Iz IINat R B aImIlTinatnaasiasa

(@197 7)
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M99 5 VWAATIVEINMIIAENAIU LaztaRNTIUNE9 9 f,%’m%'ummju PAH-specific therapy zmﬁumlumju cc+

21-27)

ARIAL A9 PWIABIFIHA HaD19LAL N3IAAAN danalslngile Drug interaction / Aa18IL#6)

Beraprost Sudu 20-40 mcg 3-4 240 mcg Flushing, diarrhea, fifemsanfadnd
(20 mcg) LGN - 1 mcg/kg/day jaw pain {a34ATIA
Sildenafil Sudu 20 mg 3 60 mg Headache, LFT seFamslEniisntiu 31w sildenafil Sauriuendi
(20,50,100 mg) W@n ;12 mg/kg/day hypotension, nitric oxide donors 7138 ﬂ'uﬂ‘:d CYP3A4 L% ritonavir

(US FDA warning M3lgluién) nasal congestion nitrates lugtuuyla g anRuauERTlunansan

984 sildenafil fia 300% (4 1¥i1)

Bosentan* 10-20 kg : 2 250 mg Leg edema, LFT ALT > 3 1vinenidn@ M3lTEN3INAL sildenafil
(125 mg) 31.25 mg od —»31.25 mg bid elevated ALT/ AST aasdasan ;jﬂay‘ﬁlslﬁ wuhaaszauenlwien

>20-40 kg: enfigudsmsseaen wazRaszAUA TN

31.25 mg bid —> 62.5 mg bid 2891nA0%Nd (bile salt 284 bosentan

>40 kg : export pump; BSEP)

62.5 mg bid —> 125 mg bid VI cyclosporine A,

glibenclamide,
fluconazole 314628

lloprost inhalation Suduly 5-10 meg 6 9 Coughing, flushing fidenaanfiadnd Tianztn3a9We ultrasonic
Ventavis® (@WIA19N vial fig facial rash, {asfaIsd nebulizer 715 MMAD 3-5 T
(20 meg/ 2ml) 0.5 ml-1 ml) conjunctivitis jaw pain 1 Omron®, Prodose®, ineb®
lloprost IV 0.5-2.0 meg/kg/min naMzifansenialng AAANINAMNABLADALAS
lomedin® 7#30UTLMNNINDURLEY maduvaswalafeSuneasn

(20 mcg/ 1ml)

maa@l’ﬂm

Lm:nﬂﬂ%’dﬁﬁmnﬁmmﬂm

mg = milligram, mcg = microgram, ng = nanogram, LL = micron, MMAD = mass median aerodynamic diameter, LFT = liver function test,

AST = aspartate aminotransferase

* = J5UeN bosentan nasannisuls 4 anfiad
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ALT = alanine aminotransferase,




i ° o o o a . P= <& . & o !
A1319N 6 Auusidmsun13i3a i PAH-specific drug LﬂuﬂsattsntnﬂuulupdﬂumImﬂ

#aIwan . WHO  FC  swlwfiohenfiiqumwsasmanguuasduusiiluszauidoanud
s v a a ¥ 1 a A/ [ oo 1 1 v v
Hamainw iAoy maRsanldiudezsiiedsivegnudadonaoatage Jevm wie
aaa L =3 [ A . . v a a v pn @
UfjAsenonldWetszasd nIa drug interaction tuau n3Ra1son3uly PAH-specific drug 1T

v
[~

A LLiﬂ‘[ﬂ gNI1IWI1910 WHO FC

. Aileiid WHO Ail2e#is WHO dileiid WHO
ALK
functional class Il functional class lli functional class IV
4,1 Sildenafil *** Sildenafil
+,1 Bosentan *>"
lloprost inhaled "
+2 lloprost inhaled @2 or i,
or combination therapy
-3 Bosentan* *>°", Sildenafil *
WANBLAG) * duenilldanzfissmgnianuianusmnglunsliuszaua

ﬁmmfm%vl,aiﬁaﬂszaoﬁmaomﬂ"ﬁmvl,@i”@aa@whffu TN Beraprost Bosentan LLa2 lloprost

Utk lajaglutiyFomanunama w.a.2556

! . a [ YR
g1nad calcium channel blockers Al le 1w
® Nifedipine 133 10 mg uaztAy laanie 20 mg IUaLE1NATS
® Ditiazem 13891 60 mg uaztwd leaudie 120 mg TuazaNaT

® Amlodipine 15371 5 mg WAzt laaUdI 10 mg TUAZFBINTI
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P a o 2 P2 o oA
1IN 7 l;l;%']‘n']\‘]ﬂ']i@lﬂﬂ']“ﬂ'liiﬂ‘]ﬂ"l‘l%%ﬂqEl PAH Lwasl‘ﬂﬂ'l(ﬂaluaﬂ

RRILINAWNNITINEN
a o @ A A ~ A &
SUARMIINI | 10 3-6 1aaw | wIslUAouulasne WaanIunnan

TN 3-4 LADW

211173, FC, ECG X X X X

6MWT X X X

BNP/NT-proBNP X* X* X* X*

cardiac catheterization X X*

Echocardiography X X X
%&I’]EIL‘MQ * 9199YINANANVLRNZRY

Iuﬂﬁsﬂszl,ﬁu;jﬂmﬁfummmLLiJ'arﬁﬂwalu 4 ngu lauA
v | { { & o | { ' ' { [%

1. dihendansasiniaduuazidugionaglunguweniollind (1790 3) @23ld PAH
specific drug daLitaduazAaauNITINIAIlUAN TN 57 YN 3-6 Liaw
o | A i ' = A ak [ o [

2. dihofeglunguwenioilialaid (@390 4)  uazeamsl@lu waImIThmeasldsums
Usnduduwazansandnazliindandsn  (monotherapy)  udilfnuiduenlungundnangiu
suuauudnInIaR IR Tilafiaaslgidu combination therapy (2, +)

o Aa ' i a X A o ' i @

3. aﬂ’wm\la’m’liﬂg(ﬂad LD functional class WYY mammag‘lu functional class IV #aJdn13

nw anldduusihuaznaunuminmluszozgarinevesiia (Counseling and end of life

plan) NUAMULRNUIERY

§miLTatslten sidenafi audnyBnanuiiT@ w.a.2556 Sduuzsimigasiiie
HansUdunn 3 WwendiamIniassatndaiitasatnaoy 2 saunsUsadu iInuviainnge

= . 1y v A A
NIANIUTN NIIAIIFNLUBENNIUDEY 2 Ta@]ﬂvlﬂuﬂa

1 ATIATIMBTDINIUTAIVDI progressive right heart failure

2 WHO functional classification Lﬁ&l"i‘fuﬂ’hlﬁ&l

3 6MWT aaadniay 25%

4 Echocardiography wué‘ﬂwmzﬁm%ﬁmmwg@mLﬁu right atrium W&z right

. J ' a . . . ,&' J a
ventricle ladin nILad, right ventricular systolic pressure (RVSP) §32%4n11Lad,
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RV dysfunction, TAPSE < 1.5 cm, RAP > 15 mmHg, CI <2 L/min/mz,

pericardial effusion
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AMANKINN 1 Echocardiographic evaluation in pulmonary hypertension

mMyIaaANNawRaalulaa (pulmonary pressure) duszlowilunmsuenanuidulivas
wenbaawiianui lanundianulalndniianudeaies lwadan133@ pulmonary artery
pressure (PAP) dndudaslamominiilatnlulumsdmioadiviigu  nasaninsasianias
. oA 2 A A o . @ > A )
echocardiography  Laz lafinmsdnsudssuifisunumslaanaaiwiala Uagtniduiisansy
laprialdud?31n1330 PAP lay echocardiography ananinialdnndasliuandsnunumslasns
o9 _ (1-6)
8Iunala
Pulmonary artery pressure Iuﬂuﬂiﬂaﬁmﬁ'ﬁagjﬁiz@yuﬁﬁmmﬁl:ﬁm peak systolic g
W 18-25 mmHguazilen end-diastolic ag3z1#i19 6-10 mmHg lasiidn mean agf 12-16
mmHg wAlagIning pulmonary hypertension Lav right heart catheterization Wy
7 o A . i . .
mPAP 2 25 mmHg() lagvinlunnleis echocardiography N13WU131@1 right ventricular
A o \ @ &
systolic pressure (RVSP) = 50 mmHg (D48nif1 mPAP = 25 mmHg @28) 3:u4sindnnae

pulmonary hypertension uazon RVSP < 36 mmHg 32 exclude N172 pulmonary hypertension

lunnslg echocardiography wWalssidugiefil pulmonary hypertension F9d16zyaual
wIn e madanuawluiilasuwin (right heart pressure) twal¥nsnuingd pulmonary
hypertension w384 L{aledn1u@N pulmonary artery pressure Wi ududaIvinnsUTziduain
aug Twdoieazldmansanauisaing
A i o wA !
N13N doppler echocardiography 8101303@A1 pulmonary artery pressure lefaindusin
fAYNga  %anINHNINENNINIA gradient across the valve Uz stroke volume lavinlw
mmmuaﬂﬁdmm@;LLaﬂ“ﬁLﬁuLﬂ%aoﬁa@m{u’naLLNuLLazﬁ@@’mwan’ﬁ%’ﬂﬂ’]
lumsrmenanuauluiasriala (intracardiac pressure) $#3aANANNULANGIVBIANUA
erineRaaiala (pressure gradient) azlgvanvad conservation of energy (Bernoulli equation)
fnibifealuiimouysddiioindnmrlnauuy laminar flow uazanmSIvmzlnann orifice
Tugmauni (V) dasnindindananig (Vo) aneg mminﬂaﬁmmﬁagmmsﬁﬂmmaﬂ'wdw
a 1 . . . .
138N simplified Bernoulli equation
2
AP =4V,
AP : faNMULANANIUBINNNAUIZAINRBIRALA (pressure gradient)

V, : anuiI784L8aaN19ARAIN orifice
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Hemodynamic data ‘?iﬁ’ltﬁ%ﬁ’l‘iﬁ%’ﬂ right heart evaluation (right heart pressure) laun
1. Mean right atrial pressure (RAP) or central venous pressure (CVP)
2. Pulmonary artery pressure (PAP)

- PA systolic pressure

- PA diastolic pressure

- mPAP

3. Pulmonary vascular resistance (PVR)

NIAIRIUAIAT mean pulmonary artery pressure (mPAP):

17 ' '
NNMIAN LAY Abbas LAZATE  WLINRINITARIAT mean pulmonary artery pressure

%

(mPAP) lalag¥inn33a peak pulmonary regurgitant gradient Ltﬁaﬁﬂu’smﬂ’lﬁﬂm’]wqmi 3%

MPAP = 4PRV?> + RAP

mPAP: mean pulmonary artery pressure (mmHg)
PRV: peak pulmonary regurgitant velocity (mmHg)

RAP: right atrial pressure (mmHg)

WINFA1 mPAP > 25 mmHg #wunofier1a8dnn2z pulmonary hypertension annttudadriy
ﬂ’]i@]i’)ﬁ]ﬂi’]ﬂazLaﬂ@ﬁ’)ua%Lﬁ&lL@&JLﬁﬂ%’]ﬁ’]L%QI@HLQW’]Z%’Wﬂﬂ’]’Jz diastolic heart failure L.
, . . . 4 _
left sided valvular heart diseases NN13W1A1 MPAP Ldua unibsvas hemodynamic study Tu

321714 routine echocardiogram @TGE&J
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PHILIPS 31/05/2008 11:51:15 TIS0.6 MI 0.1

Sirira] Hospital S§5-1/Siriraj
FR 19Hz 15044
. b . + Pl Max Vel
Vel
PG
: Pl Max Vel '

Vel 27 cmis LRANINITRIAT mean pulmonary artery
PG
Pl End Dias Vel 1Y ad
Vel cmis| pressure (MPAP) @1873% Doppler
e

Peak pulmonary WPV VTI

b 3 i i ™ Vmax

regurgitant velocity ;- Vircan
Max PG , C . .
Mean PG 33 mmHg| pulmonary regurgitant velocity

echocardiography NI peak

.. MPAP (Abbas) 30.61 mmHg
PA end diast 16.15 mmHg|

100mm/s

53bpm

#8397 leAn right heart pressure 6199 Fraduuds  Sndudosdsnfiuamundudusas
walasaude Tasamz left heart filling pressure @l left ventricular end diastolic pressure
(LVEDP) W@z left atrial pressure (LAP) Lﬁﬂdﬁ]’]ﬂﬁ%%@;d’;ﬂ%tﬁ%ﬂd pulmonary hypertension b
filwajiduann chronic pulmonary venous congestion Saiunaannmsd LAP gagiduaun

M3 %98 pulmonary arterial hypertension %dLﬂu subgroup Uad pulmonary
hypertension f{i’uﬁuﬁaaLLmﬂdﬂgﬂaﬂ"L&iﬁnwu: LAP gaatjdns mmjﬂ’mﬁ LAP §932unum
pulmonary hypertension zaadn pulmonary hypertension due to left heart disease %dL‘fluﬁﬂ

A [ ' [ ' 2 a
subgroup AW LL@ZﬁLLu’]Vﬂﬂﬂqia LAINWILLANAINNUD ENIRILD

v '
i i)

daianaTing LAP galdun
1. 9@3&I% mitral E velocity @8 mitral annular €’ velocity > 15

2. Left atrial volume index > 32 ml/m2
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MARRKING 2 NTAAMINAITINHA

gij”ﬂaUmazmmé‘umamﬁa@umﬂa@qa (pulmonary arterial hypertension; PAH) anny
FuiulsauaznsneuanasfamMIsnENLana9nt daslasumifeauesdislngsa
mMytszidnanstsznaudis MIdszidnamuazaimInaad NMIanInsnasdjuanis laswdu

MIUTEL%UUL comprehensive evaluation @368 L1#

Exercise capacity

%

mydsziiiuausnnwaasswmeludihonguitaansnialasiteng 9 aait

NM3UILABENIIANINNIINNG (functional class; FC)

a o o . e 4 o
ﬂ'ﬁﬂiull%ii@llﬂ'ﬂiﬁ;ul.lﬁ@“ﬂ?Na']ﬂ']ﬁ I@ﬂl“ﬁ WHO functional classification T93 4 52U

o ¥
3%
Class I: Liddasnauadszaufanisuradiene  nvihAanssuna il bivinlwiAeanms
Class II: 183 NeaITEAUNINTTNTAITIIMLLANTaY  nvihAansum 'l vialwdeannns
A ' A o LA )
wnay dawnagla  ludannisumewn
Class III: J131NAV093zAUNAINIINVAITINNNLAIN  AINTTN IUIZAUNGININAINTINND 1I¥in

TWiAaa1ms lidamsuewn

Class IV: ‘Limansavhfanssulaglaglifonns Jenmsmtessmewn  Sanmsuazenns
LEAIVD right sided heart failure
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IEnInagauszazmefidiaaulalviaan 6 wadl (6 Minute Walk Test : 6 MWT)
wann1slagnabil
o A a A o o !

- MTaTzHEMInLanlaln 6 widunsnesauauinasasfiees

- mMIagaut e Ny I uTI9 AL ANVBIIMN AN AN LU TUTIRIZHINT

- maAwn e sauaasrinm e laeniin laslwianugniatnetey 10 a3 wazanunig
atinNI%as 2 LUAT I@mﬁmu@mmmmﬂ 2 1UQT LazINNIITUNLaNNANG

- gunsalfidasms: wIRMAUIAN 1ATEIRLTIWIUTBLVBINILAL (a mechanical lap counter)
WVINIIE 2 A LﬁaLﬂuﬁ;ﬂﬁmu@msmud’aﬂﬁu ianefangeladine nuuwasuiwinKe
o A A o % P A o 1
dseandiau  iaTasiaenueulafia  (sphygmomanometer)  iaTasnizgnialalnvh
(defibrillator)

25n1snaday
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- | o 3 N
n3InaTHn1IKr1elasg1uINYaIuasn (Borg dyspnea index)

NAIINNIINAROLNITLA g@li’)ﬁ]ﬁﬂﬂﬁ]ﬂﬁfgﬂ’) ﬂﬂﬁzLﬁ%ﬂ’]’]&l‘EuLLi%ﬂl a9e1M e EJI@] ]

1% Borg scale lagfis=auasud 0 519 10 aa%h

Perceived Breathlessness (Borg scale)
0 Tiwfasias
0.5 unylaiiwitas
1 wiasitagan
2 wianLEniag
3 wHasthunans
4 witasAougroan
5 wiasann
6
7 witananng
8
9 mﬁaﬂmmﬁauﬁq@
10 mﬁaﬂmnﬁqmuwﬂﬂm

Biomarker

Natriuretic peptide \J% hormone ‘ﬁ%ﬁi‘]ﬁﬂﬂ cardiac myocardial LﬁaLﬁ@ wall stress 1@#l natriuretic
peptide mﬁ@ﬁﬁﬂmuazﬁﬂ]’agamﬂ fa atrial natriuretic peptide (ANP) LWz B-type natriuretic
peptide (BNP) @9%&38anu191n atrium Uas ventricle @1u&160 32@1 BNP uaz N-terminal pro-
brain natriuretic peptide (NT-proBNP) fanuFNABSALNTIAG right ventricular dysfunction

¥ Qs { ; Q Q Q Q =)
uanNiszal ANP, BNP %38 NT-proBNP figsliudanudunusiudanmaiudie
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AMANWING 3 AW NS RUABLAZIN®INT12E PAH ‘lurf{ﬂ'm Scleroderma

4 . a £ oA v |
mm@;maammsmﬁaﬂ, syncope, AN3d functional  class LW%J‘IJ%ﬂ’J’]L@]&J‘Lua‘lJ’JU
scleroderma ﬁfuﬁ"L@Tmﬂ%mUmm@;vL@ﬁLﬁ PAH, interstitial lung disease, left heart disease,
myopathy, restriction of thoracic cage, anemia LJua% Iuﬁﬂ’mﬁﬁ functional class II, Il ¥38 IV
v o . : o A9 A o v a A =
A9z ld3UM I echocardiography (2,++) Fawnumsfudumargfivhlfiiaeainianilasds
onfdmmaidsimisnnuatn g aunaiwnuldizu n13vh CBC, CXR, PFT, HRCT, arterial
blood gas, thyroid function test (2,++) 1Juds  wasanAsUTzInuaITEIFgA1Iz PAH 19
right heart catheterization (4,+) RawnTLeN PAH-specific drug luszazend snriulunsding
Tawudansrin RHC  uaz@3s exclude Azduneg Nvilifia PH \TuN§a post capillary PH
(4,++) ﬂﬁ]'cguyuﬂ'a"l,;iﬁLmeaﬂﬁﬂﬁﬁ"ﬁ'ﬂLﬁmdw:@ﬂmm']ﬁ'ﬂmﬁm echocardiography s
a A Ao o v a A A A ol \
Wadla Wasiiduuzind ddamadfsuudasidlunsimasmisazddiugibolniuezans

YN echocardiography <1 (4,++)

N133N81A17E PAH i scleroderma 21na1e vasculopathy

1. mysnwlagiald Mwsnideatumssnennaz 1Pan ©

2. Anticoagulation f191408 randomized prospective controlled trial Tu pulmonary hypertension
secondary to connective tissue disease ﬁlvlsiﬁ'&lwvufﬁ'u antiphospholipid syndrome ﬁ;j
wuziinlile anticoagulant™® ('laifidavi) (4,+-) domaranaelzmM 1w Tuwens
amwmaagll”ﬂw 879WL  microthrombotic Iesion(4_) Q’ﬂ’mmju‘ﬁﬁm’mLﬁim@iamilﬁ@
thromboembolic event 310 low cardiac output, dilated right sided heart 1Judu vinl#ifa in
situ thrombosis 71 pulmonary vascular bed 1@ 1udu

3. ﬂ‘ﬂ&iﬁ%gmﬁmwalumﬂﬁ 8 corticosteroid Laz/%38 immunosuppressive therapy (3,+/-)
ﬂyiJEJle’JEJ PAH 1w SSc  1iiasannnudn wendanwinudnlddesinmysnigudl puimonary

artery uailanwazid vasculopathy

o | . . . 1 2 . .
WAELA6) Qﬂ’m PAH 130 connective tissue disease 11913017 Iupus( ), mixed connective
tissue disease (MCTD), overlapping syndrome #1Na3aWLIN081MIRI001NSLEAINLIILENTN
§ active disease 28983872HIDITLLANIINGILDIINDLAWEIAD steroid LATHID

immunosuppressive therapy

27273339 M3 6MWT lugihe scleroderma udd1nuddbeneg Afsnumssnm PAH lu

o | [ = Y X ' @ -~
Hile scleroderma gl 6MWT dunitsludaduldusfiomanenaatlsa wiwuddadymle
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mafisuidss 6MWT dnunswenssilia fasangian scleroderma Jugyniisasianitans
w4 Tafada Taantay LaznaIuthaantgusId Ynlvnulans 6MWT ma‘hjgﬂﬁmwhﬁmi
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P> o/ U o = 2L a
NARKINNT 4 ms@luasnmgﬂmm’azmmm%ﬁaamLaamﬂamgdmummqmmnfmﬂam

LAL/MIDNIIENIDIDDNTLIN (Pulmonary hypertension due to lung disease and/or hypoxia)

Q’ﬂamn@wﬁﬁimmwzuumwwh WU Iiﬂﬂa@q@ffwf%?a%‘a (chronic  obstructive
pulmonary disease; COPD), interstitial lung disease w3an1eivnlwaandianludondiuaiinay
1o lsnfiitatanlasnss 1% obstructive sleep apnea m‘%amsmﬁmagluﬁ'qalﬂunmmu
(high altitude) LOwA% dauiﬁzyjﬂwuzﬂmu@”uﬁaamﬁa@ﬂa@qﬂugﬂaUﬂﬁjuf:u”ﬂvlaigmmuwimiwu
m’szmmﬁumamﬁa@ﬂa@gai’w@hﬂuaﬂmﬂﬁ]:ﬁﬂﬁ@?ﬂaﬂﬁa’lmsmﬂaﬂmnﬁuuﬁa Ja8iNari

Twniswennsnilsatanag

NI

o | A a o A o = ' [ A '

dihenguit asRIsanassdansasihidnnizanuaunaeaifieataagiiudisniall lu
o ! Aa A fe o g A a . R %
Hiefifanawmiesannlas lidunisiuanuuusiveslsadeady Snanmsarasimedild
AunMzvnladuunaual § hypoxemia w3aidu lung transplantation candidate

[ & @ . Ao 1 AaA A aa o

mIaTanansaddasduaizaiialas echocardiography (3, ++) 18UsTAa Naiaae
A e o A A oA A A ' Aa o
Budunnzanuaunaeaifeataaginiaiemanngdunialiaiunndsmainanlanila
MUty Lia1alvadnalunsaTIaikadsan poor acoustic window INALNLBANNILI §IUANT
a3298UtUeY right heart catheterization (3, ++) lugfthenguilaisilunsdidalus

- ;jﬂ’mﬁwamm echocardiography 84 b TaLan

- fihofudu candidate 289mMINNGA lasianzEaaYn organ transplantation

NN3INE
~ o o A Y ° ° o (Y] A o | &
Tudndudslifimsinmdinzdmivnmzanudunasaieadaagslugionguil
Uﬂﬁuslu;gﬂm COPD WUINN3IA long term oxygen therapy Mn3eNA pulmonary hypertension
e JUszloiuaranaanmIdedinain COPD adla (3, ++) #miulinduni hypoxia
miliaandian iazldelomilunsdedudszasinizanudunasaiiaalaagaituni du
mil#engy PAH specific therapy ludihonguiidnsnudszdng Soliddesyluidainld

9 . £ o Y ' ° %
Uszloasl luunansdanaduald hypoxemia snnduaas 3989 baiuussinldls (3, -)
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AMANWINN 5 ms&mmwms%’nmms@ll,l,a%'msm;:ﬂ'azlmfazmmﬁ'uwaamﬁaﬂﬂamgamn
anlRananAKWaanlianLAIlant3a3s (Pulmonary hypertension due to chronic

thrombotic and/ or embolic disease; CTEPH)

d'l aid 04 o ai o v 2 o ai U ana s
adannidulsaniniITnEns iz lvvsele  sdunazdaiasiadiaasuanlse
nquitlitlanauaveludiafinwuunnddis pulmonary hypertension i1 nyszidaslainy
ﬂaa‘i’mﬁm@iamnﬁ@ﬁuLﬁa@Q@@Tmaa@lﬁamlmﬂa@ﬁmu
NIBIRY

@379 bna83T 1 multirow detector computerized tomographic pulmonary

angiography (CTPA) %30 pulmonary angiography Wae/ %30 ventilation-perfusion lung scan, Tu

nstifnan e dasdulaitaian saunN1IaTI98% Y L polysomnography, lung volume study,

DLCO A3 NIINRIFNANBMUSNI9AAAN N1TATI3 pulmonary angiography J#N1TATI9U
v 4‘ aa L =) 1 Q Q v 1 L=

gavhawedtiady CTEPH uwazdszilininanuniniumasnmnaiomIniea

thromboendarterectomy 'ldw3a’ls WndasasdariheludianunnfiaUnsnluazinasdensanlu

msquariengui (3, +)

NIINBN

Surgical pulmonary thromboendarterectomy WJuNITNBINAN (treatment of choice) Tu
;jﬂwmjuf: (3, ++) laWzATauAaauas organized thrombi asuAUSIMIMADALEaAUAIUEA
&§IU61% (proximal pulmonary artery) ;jl’ﬂqm;rmslmivl,@ﬁ'uﬂ’léﬁuﬂm,vﬁaéi"mauﬁamaa@%’imﬁw
Lifitewy  Rersanldeandanlunsdifd hypoxemia swdan anamarsanld inferior vena
caval filter (3, +/-) i’JﬁJ@T’JEJI@]EJLQW’]ﬂ%S’]EJﬁﬁE]WQ@ anticoagulant L‘ﬁiam%‘ﬂuﬁ’] pulmonary
thromboendarterectomy  &3un3ME81 PAH specific therapy VL@T&JS:IMﬁ“Lu;Eﬂ’m CTEPH 119
nstealditae (3, +)

v

- Eﬂ’mﬁlﬁ organized thrombi ﬁU%L’JmLL"lm\‘maa@Lﬁa@Lm\‘illa(ﬂd’mllmsl (distal pulmonary
artery) WiaiilinInguuLg au laisansasnendrsmaniaale

- lAluszoznauknan pulmonary thromboendarterectomy Lﬁamuqumm@”umamﬁa@
aa

- gil”ﬂaﬂﬁs‘fawuma:mmd’uma@Lﬁa@ﬂa@gdmwé‘dﬁnﬂm@?’@ pulmonary

thromboendarterectomy U8
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AARWINN 6 msammums%’nmmfazmmﬁuwaamtﬁamttmoﬂaﬂgdﬁﬁmﬁu§ﬁu
Tsarlannisuaniie (Pulmonary arterial hypertension associated with congenital heart

disease)

A1NNAAIN

) A vo o o ~
noulidrdnaany lagfiay

waNINIRESINARINLELIRY PAH 8% 637insnIanuan
AFATINIZNING “AnANNaUTalaanvaIraealieanadtlaa (pulmonary systolic artery pressure;
PSAP) nu@aNuaudaladnuadninuaus1sne (systolic blood pressure; SBP) laufiaindl PAH
dlo PSAP wnnineuas 25 w89 SBP nslienatiunsiiassainminia echocardiography

A o 3 v a a dw
LLﬂz/%i@'ﬂWﬂﬂWi@]?’Jﬁ]ﬁ’l%'ﬂ'ﬂ'ﬂﬂv[,@ (4, ++) LLG&ﬂizLN%ﬂ?WNE%LL?G@IG%

Mild PAH \fadn PSAP snnninfauas 25-50 Uad SBP
Moderate PAH \fad1 PSAP annninfasas 50-75 ¥a9 SBP
Severe PAH \fad1 PSAP annnintasaz 75 va9 SBP

N32%ARY

T lufidunssinlunslimsinasasoi (4,++)

- §IA379NWSIENIen (CXR) aawluviala (ECG) Saszausandian (pulse oximetry) 7
wpsuaznaeste i 4 dunis nnae

- 8461329 echocardiography ﬁaaﬁmsmﬂdwjﬂwﬁ PAH siudansaliuay PAH a3
high pulmonary blood flow #nIoLiaan high pulmonary vascular resistance(z)
fanmamwialalasa1arinns right uaz left heart catheterization lusngfdasnisHfiasy
mizliamlainmaudiuiia  wiadasnstuduuszlszdunnuguns anuasslums
INEWBINIE PAH lasnnsvin acute pulmonary vasoreactivity testing LLas balloon/device

. (23
occlusion

mMsasaIwilla”
1. Evaluate PAH and severity

wananlslunia pulmonary artery pressure (PAP) 1a8ATILAD N hemodynamic aun
A0 IANLANN A right atrium pressure (RAP), right ventricular pressure (RVP), pulmonary
artery pressure (PAP), pulmonary capillary wedge pressure (PCWP) %387a61 left ventricular

end diastolic pressure (LVEDP) las@sd waz cardiac output (CO) Tiglun1sdseilinnnsyines
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pasiilauazuaniisanuguusslumduiinlin lasgiwAd RV failure (end stage) 1 CO az
el { o s 1 1 el v d} o v a 1 4:3/ v ]
das NddgAedl PAP uaz PVR azliddatdin devhlinnsudanaenafiaineinsdiudgud
@1 PAP LWg90e191@81

2. Evaluate magnitude of the shunt
laor lulsaralafinsudmfioni Qp:Qs > 1.5:1 aaslasumMITnElasmMIHNIaARIaINENHIY
RUFIUALD LB BINUAIZUNTNTIUINN PAH U Eisenmenger physiology

3. Evaluate status of the pulmonary circulation

! . . 2 @ . CZ2:Z
lua@iad PVRI > 6-8 Wood unitsm” 3z3aiudn Eisenmenger syndrome watdudavialuns
% 1 a 1 ~ &~ = v v Q J o Y o
nwlasnmsrhda  adnalifionuludagiuanuiinilunmsinsannds  uusshldvi acute

. P a4 a LA A o A =
vasoreactivity test 300N 3L UAT hemodynamic auwatrulumsaaiule (913781 1)

4. Trial of test occlusion
o | ~ oA .. o A A .
Iuﬁdﬂ’mﬂ PVR g3dnnu@eal pulmonary reactivity mﬂ*’ﬁuaagumaqﬂmmwmu (device) lunns
< o Y a £
NaaadidasasinsinI1l tiNNIaaAadUed cardiac output Uaz/MIe ANTIRLLUTEd RV filling

pressure tsuanigi sz ldldlslosianmsinm

msu,fu'anq:ué'ﬂ'aﬂfsﬂﬁ"ﬂaﬁn'mwifi"n,ﬁﬂm'azmwﬁ'uwaamﬁaﬂLmaﬂaﬂgd

(6)

A @ A 2 A o o ! | o &
LWE]ﬂ']S@LLﬂiﬂH’TV]LﬂN’]ZﬁN "'l)\‘il]ﬂ'TS"'lnLLuﬂaﬂ’Jﬂ@n&laqﬂqiLﬂu 4 ﬂiﬂ&l A (1,++)

1. PAH associated with systemic-to-pulmonary shunt
ﬂajuftﬁmnﬁmaaﬂ%mmﬁa@ﬁvlﬂﬂa@ﬂﬂwudﬁ Qp:Qs > 1.5:1 lagfi PVR uaz PCWP 3z laigs
vn lapialudh PVRi laiifin 6-8 Wood unitsm’ %38 PVR:SVR < 0.3:17 falasumysnun
wilanuRaUnd mm@“’ulummLﬁa@LLmaJa@ﬁ'ﬂa:a@mLLazﬂé'ug'(m’szﬂﬂ@i"L@T (reversibility) 34
ﬁmimﬂﬁ{ﬂmsaﬂmlumjuﬁ

2. Eisenmenger syndrome
o | ' W v V) { a { A &
gﬂa smgmLLiﬂmel,uvLmiJmiiﬂmmﬁluLaa’]ﬁL%m:aw USunomdaa luaaniNuandwdn
A% e lwiien TR nilastasnaaaiiaataaauriiln PVR g@mnﬁﬂﬂgﬁmﬂm
o [ A ° o ° v o ! = = o< A o ! Ao ' '
yauﬂaumaaLaammvl,ﬂmi'mmslmsl,miﬂ’mwmmsmm I@zlm"l:ﬂnam;dﬂ’mmm’]agluﬂgu
Eisenmenger physiology Janwaesiunuwash

1) fisaslsavalafimaudiifievwialng
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2) fazeunnuduaIrasanTaniasninTosas 90 uas

3) i severe PAH (PSAP > Joauaz 75 189 SBP), PCWP < 15 mmHg, PVRi > 6-8 Wood units-m2
%38 PVR:SVR > 0.5:1

gifﬂaﬂﬂﬁjuﬁmiﬁimaLﬁ"aLﬁﬁi:fqLLazﬁJmﬁnmmaumiﬂsfau@me] I@ULLWYIETE»JTL%FJ’JT]IQLYi’]Tfu
Lﬁaamﬂﬁﬁagaaﬁuagu’hmﬂﬁ PAH-specific drug U9Tfiaa1avhld PVR anaslalasd L

Iﬁmms;jmmm'm

3. PAH after corrective cardiac surgery
o | ' N oo o a a 1Y | @ a & & [
Edﬂ’lUﬂ@uﬁvl,@ﬁJﬂ’ﬁiﬂH’]LLﬂwL"]Jﬂ’NlJN@’I‘IJﬂWVLULLa’J LL@]H\‘]ﬁ PAH 8739sNAYWDIIRHES ARINIT
Q a J g/ s Qs ot v v ] s
NP ‘V\%E]E]’]ﬁ]Lﬂ@]ﬂlWﬁ’ma\‘le@ﬁUﬂ’]iiﬂﬂ’]‘lﬂ%a’]ULﬁa%LLa’J %%LﬂuwaLmineﬁam’mmim@m
A A . A v =3 v a & o a a
w304 residual defect maaag I}u\lll’:lElﬂtguuﬂ’sivl,@ﬁ_lﬂﬁiﬂizmuI@ﬂLLWY]FJI}dL%EJ’J“ﬁ']mu LRSI
wndwma:mmd’umamﬁa@ﬂa@ﬂﬁ'ugima:ﬂﬂ@ awﬂmsmﬂﬁmﬁ'ﬂmmumm@;ﬁwumu

ANMULANNTENRIB 1A PAH-specific drug WEwLA8nY PH class |

4. PAH with small defects
;&”ﬂ’;Uﬂ&juﬁﬁlﬁmiaﬂ‘mmmmﬁﬂ Qﬂamuwuﬂu IPAH  AwushunulsavialaRnmsudriiiia
1NN (idiopathic like PAH) ﬂéjuﬁﬂaisgaLﬁu%'nwﬁnwaz IPAH LazNa1TamInElIana lanniy
1 o a £% 1 nly s a 6 v dl a v
wEri RNt LTI ANz ] 30 ma'vlmumiﬂixmﬂ@mvwwmammmryua:wmimﬂﬁ PAH-

specific drug LEWALINL PH class |

Acute vasoreactivity test

ﬂ’]iﬂinﬁu’j’]ﬂ’]’)zwﬂ&l@]yu‘lﬁaa@Lﬁa(ﬂLL@G?JQ@QG&LWJI]’JUIiﬂ%ﬁlﬁ]ﬁﬂ’ﬁLL@iﬁ’]Lﬁ@ﬁﬁ severe PAH
usz PVR figd (> 4 Wood unitsm’) 32u@9nslE PAH specific drug flaangniuensnasaiion
uastloa LﬁiaﬁﬁmmdwgﬂazmﬂifusTammzawﬁa:vl,@i”%“umi%“ﬂmLm""lmmmﬁ@ﬂﬂ@ﬁ%avlaj Tunng
UuafguRasmnnInauanad (positive response) 3NaILLlInas garsINnwIINNI lEaIuLly

a s a
IQLWU\‘]@]'JLL‘ﬂiL@ 81

FaAITNIITMI
¢ hemodynamic #iensldanmiasiesuwialanisnauuaznadld PAH specific drug
l@un Aortic saturation, RAP, RVP, PAP, AOP, LVP, Qp:Qs, Rp, Rp:Rs, CO

- 10@" PSAP ¢ia SBP 1unmLﬁmﬁ'ul,ﬁaﬂixl,ﬁum’mgumwad PAH
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- el duhelifl severe PAH lifianudududasrin vasoreactivity da aanan

AT IATUNIINEN AU M THIAARIDINENHUENIRIWLALAE (++,4)

o ' A9 o &1 ol o P va o a a
- eudeny G]V]GLTWUqﬂim’J’]EﬂaﬂU\‘]Lﬁuqzauﬂ’ﬂgiﬂiunqiiﬂﬂqLLTﬂTﬂ?’]NN@ﬂﬂ@] I@]Uﬂ’]i

Yin acute pulmonary vasoreactivity test Iﬂﬂlfn’l’azﬁgﬂ’mwmlﬁ] room air %38 193U

pandlantasninsouas 30 wazddlaile PAH specific drug 1a 9 lauaasliluansen 6-1

- lumenasanl@sunInasay vasoreactivity @28 agent @149 (1339 buMTUUANATN

o A o A9 o €1 v | o A v [
1% oxygen 1du agent) #idaudsnldwensabivdihadananzaunazlaiumsinsudla

ANVANUNG AIA1T19N 6-2

135191 6-1

dutsnasannlasunisnasay vasoreactivity @28 agent 6149 (A133x39MIUUA

Halun13l oxygen 1w agent) tNauaasfiiin1snauauasdanisnasaulugils APAH/CHD

Q ﬂ. 1 1 ¥
GI’JLLTJS‘YIHO’T]G]'J{[G]STJ

ILAUANINYDINANG W,

systemic-to-pulmonary shunt closure Agent e o .
FTAVALWEHN
(positive response)
a L 2(8-10)

* PVR 8084L%i88 < 6-8 Wood units'm Any 1,++
. PVR:SVR aaadtnda < 042" Oxygen 1,4+
- PVR:SVR aaadnda < 03" iNO or lloprost 1,4+
- PVR:SVR aqadinda < 0.27" Oxygen + iNO 1,4+

. 9 . (7,11)
* @1 PVR 8089 2 J888z 10-20 INO or lloprost 3,4/-
- 1 PVR:SVR > $awnz 10-20"

m : aaay = 388az 10- iNO or lloprost 3,+/-
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A19199 6-2 Hemodynamic data Azunsasns lasnisda systemic-to-pulmonary shunt lu

ET‘JJ’J&J congenital heart disease

dauwlsfieinaasldsy FLAUANINDDINANG I
systemic-to-pulmonary shunt closure STAVATUKETY
- PVR < 6-8 Wood unitssm’ " 1, ++
-PVR:SVR  <0.3-033 1, ++
* PVR:SVR <05 4, +
* DBP (AOP-PAP) > 20 mmHg 4, +

DBP (AOP-PAP) fnaNuakiiaaNd1ankizningen diastolic pressure 1% aorta Waz pulmonary

artery

1.
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MANWINN 7 n'ﬁv‘iﬁﬁ'@lnn'ﬁttaznﬂsﬁﬂﬁmLﬁams%'nma"'m%“ué’ﬂwm's:mwﬁ%waam
Lﬁaﬂﬂaﬂgd (Intervention and surgical modalities of treatment in pulmonary

hypertension)m

Surgical management in congenital heart disease with pulmonary hypertension
msﬂsuﬁumazmmﬁuma@Lﬁ'ammaﬂa@gﬂugﬂaEJIsﬂﬁﬂaﬁmiLwiﬁ’nﬁ@ﬁﬁ severe

PAH 754 Lﬁiaﬁm‘mﬂ’hgﬂa:mUifuﬂ'amm:auﬁaz"lﬁ%’urm‘%’nmLm“hm’nuﬁ@ﬂﬂﬁ%%"l,;i

I@Uﬁ;avl,ﬂ;j:ﬂmmmzvlﬁ‘}'unﬁﬁh@lyﬂ repair of the shunt fiawflazifia pulmonary vascular disease

MNININTUHAA @3N pulmonary vascular resistance < 6 Wood units-m- ﬁad’lagjsl,uﬂgiw
“safe” MMITUMIHIGR a8ndlsiay mIsnaaud luanuiadnduesinlalunsdl large systemic-
to-pulmonary  shunts "l&ia’wmmﬁ'uﬂs:ﬁ'uvl,@ﬁﬁqjﬂ’;mz"l,;dl,ﬁ@ pulmonary vascular disease
J’nﬂ%ﬁd%ﬂﬂﬁ1ﬁ§UﬂﬁiNW®v@1ﬂLLET’J r;gﬂ’ssl‘ﬁlﬁ pulmonary vascular resistance 6 — 8 Wood
units-m” ﬁa’hagﬂumju “grey zone” s’ﬁaﬂ'auﬁﬂaﬁﬂy@mlumiﬂm‘smwm@T@] ﬁmwmémqa LAY
Tiwsidnazladszlomdainmaniaaniatd  (wnsdfi@foaRansannmsnausuad  (positive
response) NuLIans g satwnwnnlgdulsladssdudndsr gnoazdoalizney
TwnenwaInd 6)

14518 end-stage disease (Eisenmenger syndrome) 759lilesumardaurluana
Aaunduasials  msridaiaurtly anatomical defect iudavuasnaidamalunsdiuil ms
indasnnyin ldiRsesnadearine e heart-lung transplantation %38 lung transplantation
3R corrective cardiac surgerylumafilasuminiaautlannufaUnduasialaudy udifia
pulmonary vascular disease ﬁmmim’amau{m‘lumju Eisenmenger syndrome mﬁ'ﬂw’l‘ﬁ.ﬁﬂﬁ

dalw PAH-specific drug %30 heart-lung transplantation
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Interventional and surgical modalities of treatment in pulmonary hypertension
uiistiu 5 WaTe

1. Chronic thromboembolic pulmonary hypertension (CTEPH)

2 Atrial septostomy in severe PAH

3 Lung transplantation

4. Extracorporeal life support

5

Ventricular assist devices
Chronic thromboembolic pulmonary hypertension (CTEPH)

th mPAP > 25 mmHg fiaidu symptomatic PAH lag mM3snsfuuesinawauusn fe
MIHGA pulmonary endarterectomy Lla3aaan11z CTEPH laldd ansasde b asgantiuiin
MINVMLMTEAALT N RARUANEYINNNTUIzIEn  TAATHNeAle bAITNATTaUY
o< @ . ° oA o Aa & A &g o A o A
Taava 'l msm@mmmﬂmamﬁmsia@m@gwu lapnnigs lddnangiula g Auen
FINITINEINIILT TUINAUNUNNITHIAA L6 BATINIILRUTININNNITHIGA 22U TZ D

o E X E o
Souay 4 — 7 NIk AuNU

- ARULWNE WAT center experience

- Concordance between PVR and anatomic disease

- Pre-operative PVR < 1,000 — 1,200 dynes/sec/cm_5

- Absence of select comorbidities ( 17 splenectomy, ventriculoatrial shunts)

- Post-operative PVR < 500 dynes/sec/cm_5

atnalsfnnn Uslamivasmsringasin W ldiFunariud uazaradasldinawuis 6 aw 599z
Iesudselomiagnodun TaavinlUudresdasinnisdszidu hemodynamics lut9 6 — 12 16am
wasrnaa Taeluseisad persistent pulmonary hypertension wasrnaain 69laansavanlein
msnmnessasldlslominialy  luseflisansoraald wuinnsldenetatiorly

. ak
hemodynamics @74

Atrial septostomy (AS) in severe PAH

]
=

AS =178 decompress right ventricle @fﬂwﬁﬁ]ﬂﬁﬂiﬂﬂ“ﬁﬁmﬂ AsS laun Hie IPAH 71
syncope, persistent RV failure uayliaauauadsanssnmalnen AS agldiNeidu bridge to

lung transplantation LLaz“ﬁ’mﬁﬂa’mﬁﬂ’mﬁia lung transplantation AS 'lildlUasunisdnfiuwas
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| o Y Aa ad aa o A o o A . . .
1@ meﬂﬁqmmwmmmu FEmsvinnuuziia lunsvih AS @e step wise balloon dilatation
20MIFATInVMeINRGnMT Uszanmsasas 5 o1 RAP > 20 mmHg 3swuinlaasniy
FoTiadaut1age uazazlaivh AS Tunsdidelud

- Oxygen saturation < 90 % in room air
- RAP > 20 mmHg
- LVEDP > 18 mmHg

Lung transplantation

Bilateral lung transplantation %30 heart-lung transplantation lag ldunzsinlvvin single lung
transplantation ﬁadﬂLﬁ%ﬂﬁi%’ﬂmfuﬁg@ﬁwwﬁ'ﬁnnmﬂﬁ PAH-specific drug bailana wiinnsle
92T EATTHZLIAINNTYN  transplantation LL@i’LuQ”ﬂw WHO FC IV ffnmsiaudin a73
R399 transplantationlagi3idasmysaadiafi 5 9 mewnas transplantation Uszanmdasas

= Aa dak
45 — 50 Iﬂﬂuﬂmﬂqv\lﬁ'}@ﬂ@mu

Extracorporeal Life Support (ECLS)

- o { . Moo 4 4
Wa1vaw1vin ECLS Lila conventional support for RV laildwa Geonvaziduuuulanwuuniis

%

J

=2

- Venovenous type ECLS L‘ﬁia carbon dioxide removal, improve oxygenation, RV afterload
reduction

- Venoarterial type ECLS L‘ﬁia RV decompression and support waz T anad lung
transplantation

LY

ECLS Lﬂu’ﬁmsﬁ’m%’mmgﬂ’s51mms%uﬂﬁﬁm’s:ﬁﬂaﬁaaa"mmﬁé’umm atnglyfany a9lad

ToUNIHUERUNNMTITLNANANZIUENIBINAND
Ventricular Assist Devices
Uagtndaiivayadautnedas right ventricular assist device anafivszlomiluniewilarias

ANUNRULARID WL INIANNA LR DIFITI LA ULAAD
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AMARWINN 8 Perioperative management of patients with pulmonary hypertension

gﬁfﬂ’;Uﬁ'ﬁmmﬁmﬁawﬂawqam%’umsmﬁ@ azﬁmwm?mgwaamuﬁ@ morbidity  LLazNI
Fodialuszuenasrinea LﬁaamnLﬁ@m’azl,msﬂ%auﬁlﬁmiaaﬁ'uqumm@”w,ﬁa@ﬂa@ga e
onuFsTanunasiess: 14 lagawizegebslunisrindauuuiisein mMIkaaln (major) M3
HNdaRams shift B9 TINUSININN wazmMIndaRlEiaww asiwtasanlaetediAsany

WYITRITINGT TUNIMaLRanlwn1IsnEY aa;&’ﬂa ﬂmjuﬁ

1 v %) W
agmgwmﬂmaamﬂwmsxaumwgan
avdaziin perioperative risk, %ﬁ@]"uadmimﬁ'@, functional class Tadgﬂ’m ANMATWLINYDINTIL
ﬂ’]’]ﬁJﬁuLﬁ@@]ﬂﬂ@’gd miﬁ’m’]maaﬁ‘ﬂ%ﬁaa&hamw LLﬂ:Iiﬂ/ﬂ’l’J:ﬁ@]ﬂﬂai’J&l Lﬁﬂiﬁﬂitﬁﬂ

o & ) R ol . oAa o A v A A
ﬂ')’]&laqLs@]luﬂ755&’\1u@3’]3\|3@ﬂﬁﬂqUﬂQNﬂNQQWN@uLaﬂ@]ﬂa@gG ﬁ]zmadw?@%&l’lﬂﬂﬂ’lﬂﬂ’ld e

1. nanasIdatsuazenNauasulAl pulmonary vascular resistance (PVR) LN Aaby
4 - , , a0 .
TIRUANVDI PVR NU systemic vascular resistance (SVR) wWalw Qp: Qs agﬂizmm 1

2. wanasstadsuazanNnanmsinuzasnalanasansan

v g’ A A 1 A =3 a =)

3. lha3in uaz/m3e iaauasaInlsznauvadiien (Bunedd preload) USunaiaane

Tagldnnifin
9/& v = .

4. WENENUAI HTINTLAU89%A UL sinus rhythm

oA I . @ Aa

5. adigamsiiuan (contractility) 2Y89%2 AN a

ila9ans1gan PVR laun

1, A2 respiratory Waz/1%38 metabolic alkalosis, pH 289L88@ 7.50-7.55

2. hyperventilation Lﬁialﬁﬁ hypocarbia (PaCO, 28-35 mmHg) 1ael4 tidal volume 8-10
mikg was WRNsas5asnwnela wialwen pH uaz Paco, aglwnasiainang
P9

3. mqumsmmlﬁ] Iﬁgmuaan%wumwmﬁwﬁuguﬁalﬁﬁ PaO, ¥1NN31 100 mmHg

a9l3%s functional residual capacity (FRC) Uné Vl,aiﬁqaauﬂammu (atelectasis) 14

anuauuInlasdanuau airway ligs uazlaild PEEP geun

4. WANLRLINITIRENTINUS N NN WIIKaTNYaa liditinas
o @ R | L. a A oo | =2 &
5. Immszaummgaﬂ LazENRN opioids YWALNEINE Lwal%gﬂwaauaﬂwal,l,az"l,mw

WIHARAMINIEAUIULIzE M sympathetic  nANUIUIANMIHIAANIE

RADNNITAN 9 LAz
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USMITENTENeRaeaiiaalaaidnnaaaliaad (nitroglycerin, iloprost, milrinone), §@

@anitric oxide %38 inhaled iloprost

tagassiasaln PVR g laun

1.
2.

10.

11.

12.

13.

N2 respiratory LA metabolic acidosis

A & &

da1suanlaaan loaaa

AMNMZLRALAZLALE VN ADNTLA

mytismsladisusiduuangsann 15 tidal volume g4 (hyperinflation Uaa), 14 PEEP
PIAFY

99auLaauny %38 lung collapse

Fuinludaauin

qm%nﬂﬁmm‘h

Rt (hemoconcentration)

MIQALFANE a 299819 AT laryngospasm

v A ° ) o o A L

Nodda M lrnzisaurinauuaziafan bwl lua

fimInszduszuudszann sympathetic leun mMIaueNRaUAK a1 ULIe ANNLASEA
PIAURRAALAAN LAY

o , 4 o I v 4 o o
ﬂ'ﬁl‘lﬁﬂ'] protamine PWBLLNONTD heparln LNﬂﬁ%q@ﬂﬂ‘ﬂ‘mﬂi@\‘]‘ﬁ'ﬂﬁ]-ﬂa@LYlElﬂJ

N139AN131AE15:3UAINIRN (anesthetic management) Usznaueiy

1. m‘sﬂsztﬁ%é’ﬂ’mﬁa%ﬁ'\ﬁﬂ (preoperative evaluation)

TNUTIR  @TIITMEY ATIINIVNUVBIRAR 1w ECG, echocardiography, right heart

catheterization TNEANWIIANTINEN, ATIROA LTW CBC, chemistry Waz coagulogram JINNI

wumumﬁ'ﬂmuazmﬁpjﬂfa NGRiT

2. Premedication

lﬁmaaugﬂ’m @y ASA class ﬁwﬁmmigmmma"l,;iﬁaalﬁ’m sedation #niuRLBLANE

21m7liuss 1 midazolam %38 chioral hydrate Tuisenu 1-2 Talusrieudnda Jamrium

> W =S tdl v
mlﬁ]LLa:ma@mm@maa@]ﬂawm EJVL@]SU

3. Monitoring

LNALHNTZIN O VUSRS RRINING
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- MIHFALEAN (minor surgery) A13AA®13N  noninvasive BP (NIBP), ECG, SpO,, End-
tidal CO, (PETCO,), A1Wa% airway Lazgasnniinie

- m3raalrgl (major surgery) AIIRAANLTWLALINUHNAALAN LR ANNNTIA CVP, A-
line, ANuanLiaalaa (PAP) ﬂ‘%mmﬂyam’;:nﬂ"ﬁ"ﬂm WA blood gases

- maddarla Gamuununisndalng wesnmyiaanudul atium e,

hematocrit, activated clotting time (ACT) wazszausinanaluian

a g &‘ T a 1 s v 1
4. Lﬂﬂ%ﬂﬂ']‘iiﬁﬂ']‘i&dﬂﬂ'ﬂﬂiﬁﬂ muagﬂwumadmimm vL@]LLﬂ

4.1

4.2

4.3

4.4

4.5

5.1

Local infiltration §1%3LNN1IHNIGALANUSILIM periphery, HIM1h

Total intravenous anesthesia (TIVA) §1#3UNAAONIHEING 0IVDITLUUNLABENRITURE
N1GALAN

Nerve block, plexus block §1%MIUH1AALILITE LU 2N

Regional anesthesia §1%MILNIIHIAATAIVNAIRIBEN UAS 21 S:’S'aﬂmud'mﬁa@aﬂ@ﬁgmm
wazmslamingsanaunn madanld continuous epidural block azfAaudndUasansynin
spinal block

MIANLNENL (general anesthesia) dnIUMIHIAANNTHAA unsmIneanala f7ed o
aanInAIugNN1IMILla Waz oxygenation ld@ 17 balanced technique 1t opioids L1
fentanyl W38 morphine 1% midazolam e sedate ;&Vﬂw Fenneaundruiita
nondepolarizing MNAMURANZEN WANLEES N,O iasannwuinvldian PVR wazenad
hypoxemia leszwinsauaay arvinmamngiinmelilwnasidnd sniumsridanala
LﬁaLﬁ%ﬁ]m@‘i'@mmmLm”tm%?ﬂﬂrJ'auﬂéﬁuLf':aLLa:namiamusLﬁ]vL@”lumjmjﬂaUﬁ"l,@ﬁ'umi
a1y wansdid fluid shift ann 127M7289ANNAKAALBAFITHLTIUAZNNTANGA
wilavfialdie3osala-daafion arsaviewsla'ls LLa:SL%Lﬂ‘%iad‘mUmﬁ‘lﬁ]muqumi
wisladalulafy

gwsumsrnaawala Dedaslw protamine 1@ 1.0 -1.3 Wi1W89I mg heparin VWIALINT LT
\aurtgn? heparin s d093za3z39 iesanen protamine daisduliAa pulmonary
hypertension guLLidﬁd crisis @aEN9TIAG @Tdifumﬂﬁ ranitidine 1 mg/kg (fﬁdq@ 50 mg)
ez chlorpheniramine 0.2-0.4 mg/kg UIHITENTNReAREAEN HawUIHIEN protamine

WAZUTWIT81 protamine LTNNAAALRAAGITN ¢ (4,+5)

n1IAUA @:ﬂ'msl%szﬂwé'aﬁﬁé’ﬂmﬁaﬁﬁﬁ'ﬁnms

NI naavianielalwra kA Lo LN IHAINE1IT1IA
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5.2

5.3

5.4

5.5

5.6

5.7

5.8

fanangisaiugumimeladalunsdinisindalng ddaals wiaflaansvasanuau
|0 AFITHITS

ﬁﬂmuguaﬁﬂwdalﬂa%g wazdl  monitoring Lﬁwﬁﬁ’m{mjﬂ’;Ummimuﬂma TUUTY/
crisis ﬁm%'u;gﬂwmmsﬁaﬂddﬂé’ﬂ@uaﬁaﬂﬁﬂww

Iﬁaaﬂ%mugmmaué’amé’@ 12-72 Gl

IWnuenowaaaiiaadande a1aidusiiagana nitric oxide 5-20 ppm 38w iloprost U119
2-5 lulasniumaluim 10 wifl nn 2-4 SZIETR fnTuTTuuss inea iloprost 11101-5
ng/kg/min L TNARALRBAGN

181 inotrope 'l@n milrinone, dobutamine W38 adrenaline ARG ITILNITHINNUVDI
w1

Aanoanliniszivtheethafeswe drengw opioid #3a NSAIDs WIENTNANZ TS
Inafiafinansan

TWan3tUSuN sl N EIWa &% TU maintain intravascular volume taagnlwuiniAn

nssniihandainisvasanunniianangizuusd Crisis Twszae perioperative

6.2
6.3
6.4

Iwenszdudae Lmzmaaugﬂm YUWIALNLINDLANZ TN

iihedshidvenela aslarianalamonaslionndaunsuiite nondepolarizing
trpmelamoussauuinlid pH lwdea 1O mild alkalosis (pH 7.50-7.55, PaCO, 28-35
mmHg) lagnaniagsausis airway uaz PEEP Tusmags 14 Fio, gmﬁalﬁﬁ

Pa0, >100-150 mmHg W&z suction Iuviamﬂaﬂﬁﬁaaqwﬂﬁﬁﬁnﬁu
Twasindsinonisanalagliszey cvp atll3zu1n4 8-12 mmHg fdnzinfuld
furosemide 10-40 mg IV lugflna) 3o 0.5-1 mg/kg Tustheidin

IN®1NNIL metabolic acidosis MelmaonluamTuaiua Lmuﬁu ventilation (L% Lﬁlwa”m’]
ﬂ’]i%’lsﬂﬁl) il respiratory acidosis

Ttnasnsvasaiiaatan

§AA nitric oxide 10-50 ppm W38 Wik iloprost 20-25 mog/kg LlamT 10-20 W17l NN 2-3
‘fﬂm I@UNW%L@%QG Delphinus %38 Obtineb %38 Aeroneb 289 Bennett ventilator §1%3U
Himidnenald iloprost 1w1m 2-5 meg dauélmy"l‘fmﬁ 10-20 mcg FAANUIL 10-20 19l
IV nitroglycerin 0.1-5 mcg/kg/min LaZNIB IV iloprost 1-5 mcg/kg/min

Milrinone 0.2-0.75 mcg/kg/min aaﬂnﬂfinmﬂﬁaamﬁammuﬁu inotrope @28
flilavraafisanunaduemisuss ldSueananthsdu a1ald sidenafil 0.1-0.3
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1.

mg/kg azan81i 10-30 ml l&N9via nasograstric

6.5 #3189MUDINNILTEN Bosentan 114 postoperative (+/E)
6.6  Milrinone inhalation (+/E)
7. lsktn inotrope ThsAnMIBIaIRale
7.1 Dobutamine 1-10 mcg/kg/min
7.2 Isoproterenol 0.03-0.05 mcg/kg/min
7.3 Adrenaline 0.01-0.1 mcg/kg/min
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