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LD, HFRRSTWHO 2 7 AMICE & F A1 40 #2185 5.
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Abstract

Over the past decades, the prognosis of PAH patients has greatly improved with several treatment
options including prostacyclin and its analogues, endothelin receptor antagonists and phosphodiesterase-
5 inhibitors. The purpose of the present report is to introduce the updated clinical classification of
pulmonary hypertension and to review an evidence-based updated treatment algorithm based by the
randomized controlled test (RCT) performed in PAH.

High doses of calcium-channel blockers are indicated only in the patients who respond to acute
vasoreactivity testing. Nonresponders to acute vasoreactivity testing or responders who remain in World
Health Organization (WHO) functional class I, should be considered candidates for treatment with
either an oral phosphodiesterase-5 inhibitor or an oral endothelin-receptor antagonist. Continuous
intravenous administration of epoprostenol remains the treatment of choice in WHO functional class IV
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patients. Combination therapy is recommended for patients treated with PAH monotherapy who remain in

WHO functional class III.

Key Words: Pulmonary hypertension, Randomized controlled test, Prostagrandin, Endothelin, Phospho-

diesterase.
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LA, BEIRAEAGE ML (pulmonary arterial
hypertension, PAH) O35 RER 78 R 1A # 3 D B
ZEIEFE L, RITE, L PAH 0558 %
WAT B EELIZT V7 2L IR SR R
(randomized controlled test, RCT) |23\ 7z
PAH JAHIZ OV TS 5.

i v M FEE D 3 $R

FESILESE & 1&, FliA DRI X 02Tk
B ME A L T2 REL IR L, —fkny
ZoEFel L PN IR 2 25 mmHg DL E
EENTWD, MiEMLERE 3RE 4 2R RE DA 3
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WXEERTE 2 . CA LT TEETH 5.

Jiti g5 1L R AiE 0 i IR 43 % & 2008 4F @ Dana
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SYFECUE, S IEAE (2 RE R i e | Sl
EHS A5 MEICKEIN TS (],
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B IR M 75 1L SE - (Pulmonary arterial hyper-
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) bRBEEDE RS L6513, €D T0%FEEE
{2 transforming growth factor 3 signaling family
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@ bone morphogenetic protein receptor type 2
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Portopulmonary hypertension (POPH) & 3§
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EMESE (pulmonary capillary hemangiomatosis,
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(PGL) #%i#%, —MfbzEH (NO) &g, = F
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1. Pulmonary arterial hypertension (PAH)

1.1. Idiopathic PAH (IPAH)

1.2. Heritable (HPAH)
1.2.1. BMPR2
1.2.2. ALK1, endoglin (with or without hereditary hemorrhagic teleangiectasia)
1.2.3. Unknown

1.3. Drug and toxin-induced

1.4. Associated
1.4.1. Connective tissue diseases (PAH-CTD)
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 (PVOD) and/or pulmonary capillary hemangiomatosis (PCH)

2. pulmonary hypertension owing to left heart disease
2.1. Systolic dysfunction
2.2. Diastolic dysfunction

2.3. Valvular disease

3. Pulmonary hypertension owing to lung diseases and/or hypoxia
3.1. Chronic obstructive lung 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 with unclear multifactorial mechanisms
5.1. Hematologic disorders: myeloproliferative disorders, splenectomy

5.2. Systemic disorders: sarcoidosis, pulmonary Lngerhans cell histiocytosis

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

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

ALK1 = activin receptor-like kinase type 1; BMPR-2 = bone morphogenetic protein receptor type 2;

HIV = human immunodeficiency virus
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1 BBBIIRODE - IrakiC 59 % 3 REHR
PEHIIEHEED USRI TR IS MR D 3 KSR E 72 o T 5.
TURY ) TT T4 YR (PGL) BEU—RELEHR (NO) AL MENRRE Y Pt
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NO, phosphodiesterase-5 (PDE-5) PHE# (3T & L CMAENRRAZ LSS, =0 k1)
URFAFEE (ERA) (XIS 2 Hf3 5.
ECE; endothelin comberting enzyme, ET-1; endothelin-1, ETa: endothelin receptor A,

ETs; endothelin receptor B
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EARLY; STRIDE-1; STRIDE-2; STRIDE-4;
Wilkins 2005 D 11 D RCT 2 F £ & 5 LT W
%21)

BTy M) 5% ﬁ%AbivB@nmn>

12339 % ¥EPUEE T d % bosentan HA| 2 5- 12
L T &, Eisenmenger JE B % *F 4 & L f:
BREATHE-5%, ¥4 PAH % x4 & |72 EARLY
study? 254 DDRCT 5B 4. AR
bosentan (ZEB)RE, WHO BRIK 7 7 A, IATHE)
U = %ﬁ@ﬁi B L OERIEREA
ﬁﬂf’ﬁ@ﬂ?ﬁb‘ 2O 67z, ETa H#IRAYEET ERA
T & % sitaxsentan |2 4t 9 % RCT |& STRIDE-
1% STRIDE-2® O 5722051, Wihd 6
AT & MATEIRE D UEZEDTRD H 7z,

[6 U < ETa BERAGEITERA C& 4 ambrisentan
\Z#t4 % ARIES study 1, 2 b 10> ERA & [i]
FRIZARIVEDTRD 51722,

5. 74 A7 Y LA77—+-5 (PDE-5) [
sildenafil (SUPER study)?,

NOEDTODORCT DY,

MATENREDUEDTRED H Tz,

tadalafil” = #
WD EE)RE

6. PFH#R:

PAH |Zx) 3 % HLAI$ 5 12 BRI 7 SEANEAS
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SO Hiss B Sitaxsentan Sitaxsentan lloprost m A
(WHO |-”) Tadarafil Tadaraﬁl. ]
Treprostinil /& Fik
| C A=V Treprostinil #ti:
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DZEDOT, MOBKIZ X 5 PAH DEHEIZE L T



Jilr e LR U 5

=

LIRS £ I PR 5 + B8 +

o SRR

Acute responder

A G S

BOhaLy Ty AT

A 4

yes

4
[ PiFBROBRIEE |

%1 BT -
Ty e U2 F ARG E
7213 PDE5 BHZEK

no

Non-responder

A 4
[ T4 B oty

231

%51 ERRGE -
TR T AT — v FE IR
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6. SERMELEE & BRI R (PAH-

CHD)

S R (congenital heart disease, CHD)
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N%. BMPR2ELAZRIZ6%IZA LN, J5R
HFER%E 5AER S 719 5. Eisenmenger
FEMERE D — MR E B LATOR - e, RRIFE, P,
ik, Bz EOREREALH T2 #ET 5 2 LT
5. BHEHO—RIRGFRIEY TF > FR
WG TbNGL, PFESEIC OV T E RS
IS,

PDE-5 [H 2 # o Sildenafil””, Tadarafil®® |
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