TRPG 40mmHg mPAP 25 mmHg TRPG 60mmHg mPAP
40mmHg
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GL
cQ
CQ1
Answer: pulmonary arterial hypertension: PAH
mPAP 25mmHg PVR 3 Wood Units WU
mPAP  25mmHg
PAWP 15mmHg 2
PAWP
Nice 2 PAWP
2
PAH PVR 3 WU
5 1 PAH 2
3 4 chronic
thromboembolic pulmonary hypertension: CTEPH 5
2-5 1
pulmonary veno-occlusive disease: PVOD
pulmonary capillary hemangiomatosis:PCH 87.
PAH
PAH PAH idiopathic PAH:IPAH PAH heritable PAH: HPAH
PAH PAH HIV

1. Simonneau G, Gatzoulis MA, Adatia I, et al. Updated Clinical Classification of Pulmonary

Hypertension J Am Coll Cardiol 2013; 62: D34-41.
2. Hoeper MM, Bogaard HJ], Robin Condliffe R, et al. Definitions and Diagnosis of Pulmonary

Hypertension J Am Coll Cardiol 2013; 62: D42-50.
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cQ2

Answer:
90% 60 %
NIH 2.03 2.27 French National Registry 2.3
Reveal registry 2.8
HEK DFEEF(%)  EERBF(%)
P 08z BN 84 60 98
SR I 19 73
RaJE 7 47
S <1 Hil 5 41
S 8 36
TR EE 3 37
BhizE 5 33
PAH
|Pre—symptomatic| | Symptomatic | | Progressive

Peak cardiac output

Resting Ppa

Resting cardiac output

Time

1. Rich S, Dantzker DR, Ayres SM, Bergofsky EH, Brundage BH, Detre KM, et al. Primary
pulmonary hypertension. A national prospective study. Ann Intern Med 1987;107:216-23.

2. Okada O, Tanabe N, Yasuda J, Yoshida Y, Katoh K, Yamamoto T, Kuriyama T. Prediction of life
expectancy in patients with primary pulmonary hypertension. A retrospective nationwide survey
from 1980-1990. Intern Med. 1999; 38 :12-6.
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3. Humbert M, Sitbon O, Chaouat A, Bertocchi M, Habib G, Gressin V, et al. Pulmonary arterial
hypertension in France: Results from a national registry. Am J Respir Crit Care Med
2006;173:1023-30.

4. Brown LM, Chen H, Halpern S, Taichman D, McGoon MD, Farber HW, et al. Delay in recognition
of pulmonary arterial hypertension: Factors identified from the REVEAL Registry. Chest
2011;140:19-26.

5. Howard LS. Prognostic factors in pulmonary arterial hypertension: assessing the course of the
disease. Eur Respir Rev. 2011; 20:236-42.

CQ3

3-1 PAH

Answer:
3-2
: TVPG 31mmHg PH PH

TVPG45mmHg PH

3-3 PH
Answer: X CT

cQ
PH PH
CTEPH
3-5
mPAP 25mmHg

PAWP15mmHg PVR 3 WU

3-6 PAH

Answer:

cQ
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3-7 BNP  NT-proBNP
Answer: PH

CQ4

Answer:

CQ5:

WHO

II

ITI

v

5-1 WHOclass1 PAH

ERA PDE-5I

5-2 WHO class 2 PAH

WHO-PH

A\Y

Ca

Ca

WHO

JAPHR

14
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5-3 WHO class 3 PAH
ERA PDE-5I
PH PGI2

5-4 WHO class 4 PAH

PGI2
5-5
WHO classl 2 3
5-6 PGI2
WHO class 3 PH
5-7
WHO class 3 Class 2
5-2

5-8 IPAH/HPAH
PGI2

5-9

5-10 IPAH/HPAH

ERA PDE-5I

50mmHg

ERA PDE-5I

IPAH/HPAH
WHO class 4
45mmHg
SpO, 90%

15
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RA Cco
25mmHg

CQ 11:

Answer:

BMPR2 30%

cQ
1.PAH
2.CQ 3. 4,

16

ERS/ESC

25mmHg
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GL

25mmHg
chronic thromoboembolic pulmonary
hypertension: CTEPH

CTEPH 40
®PAH @
®
small vessel disease
CTEPH HLA-B*5201
HLA-DPB1*0202 HLA
CTEPH

BPA PTPA

CTEPH

17



CTEPH

CTEPH
30mmHg
CTEPH
QOL
CTEPH 87%
1000~1100dyn.s.cm-°

(1)
®

1. 25mmHg 3 Wood Unit 240 dyne

sec cm”

2. 15mmHg
@

segmental defects
6 6
@
1. pouch defects 2. webs and bands 3.intimal irregularities

4. abrupt narrowing 5. complete obstruction 5 1

® CT
CT ,1. mural defects 2. webs and bands 3. intimal
irregularities 4. abrupt narrowing 5. complete obstruction 5 1
(2)

@

1.

2. (
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1. PaCO, = 35Torr PaO, £ 70Torr
2. AaDO, AaDO, = 30Torr

IT
CTR=50%

2. V4 Rz5 R/S 1 Vs Sz7 R/S=1

(3)

(4)

W O N kR WM
T
—
<

==
= O

(5)
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1)
2)
3)
4)
5)

b)
c)

NYHA

NYHA
II
ITI

v

WHO

II

ITI

BPA PTPA

BPA PTPA
BPA PTPA
BPA

CT

WHO

WHO-PH

20
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Stage 2
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PaOZ
mPAP PVR
(Torr)
mPAP > 25
Stage 1 WHO-PH/NYHA I
mmHg
T mPAP=25 |  |PaO,z |
Stage 2 | WHO-PH/NYHA II
mmHg 70torr
mPAP > 25 PaO, <
Stage 3 | WHO-PH/NYHA II
mmHg 70torr
mPAP = 25
WHO-PH/NYHA II
mmHg
WHO-PH/NYHA III | mPAP = 25
v mmHg
WHO-PH/NYHA III | mPAP = 30
Stage 4
v mmHg
PVR >
1,000
WHO-PH/NYHA I
Stage 5 dyn.s.cm™
v
12.5
Wood Unit)
mPAP PVR PaOo, Stage
mPAP
HOT
TRPG PVR
Stage 1 WHO-PH/NYHA I
Stage 2 | WHO-PH/NYHA II
WHO-PH/NYHA II
Stage 3 v TRPG < 40 mmHg | mPAP < 25 mmHg
WHO-PH/NYHA II | TRPG = 40 mmHg | mPAP = 25 mmHg
WHO-PH/NYHA III
Stage 4 v TRPG = 40 mmHg | mPAP = 25 mmHg
WHO-PH/NYHA I PVR = 1,000
Stage 5

vV

dyn.s.cm™ 12.5WU)

WHO-PH/NYHA III
v

TRPG = 60 mmHg
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TRPG mPAP PVR HOT Stage

TRPG
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GL
cQ

cQ

CTEPH
CTEPH

BPA CTEPH
CTEPH
1. 2012

2. Guidelines for the diagnosis and treatment of pulmonary hypertension 2009 (ESC & ERS)

3. Chronic Thromboembolic Pulmonary JACC 2013 (Nice)

4. Statement From the American Heart Association Thrombosis, and Chronic Thromboembolic
Pulmonary Hypertension: A Scientific Management of Massive and Submassive Pulmonary
Embolism, Iliofemoral Deep Vein

5. 2014 ESC Guidelines on the diagnosis and management of acute pulmonary embolism

CTEPH WG 2014

cQ

24



aua A W N -

. CTEPH
. CTEPH
. CTEPH
. CTEPH
. CTEPH

CTEPH

CTEPH
CTEPH
CTEPH

CTEPH
CTEPH
CTEPH

cQ

EBM

CTEPH

25
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CTEPH

cQ

CTEPH
CTEPH
CTEPH
CTEPH
CTEPH
CTEPH
CTEPH
CTEPH
CTEPH
CTEPH
CTEPH
CTEPH
CTEPH
CTEPH

cQ
CTEPH
CTEPH
CTEPH

CTEPH
CTEPH
CTEPH
CTEPH
BPA
BPA
BPA
CTEPH
PEA
PEA

X
CT
CT
CTEPH
(BPA)
PEA
/

26



0
1)
A
Bl
B2
C
2)
CQ: CTEPH
PEA (IV-A)
CTEPH 30mmHg 40%
QOL 77-86%
QOL BPA
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5. Ishida K, Masuda M, Tanabe N, Matsumiya G, Tatsumi K, Nakajima N. (2012) Long-term
outcome after pulmonary endarterectomy for chronic thromboembolic pulmonary hypertension.
J Thorac Cardiovasc Surg. 144: 321-326.(1V)
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inoperable patients with chronic thromboembolic pulmonary hypertension. Circ Cardiovasc Interv
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CQ: CTEPH
(1I-B1)
class IV PGI2
B3 crerrms o snmmommnnc~6nn)
nggé'%'ﬁ ;;fy HaRg n NYHA 6 MWD* R PVR R
(Il\?;juz;/ =W ggg;"' ciek (@) - 3n8 23  O-N  280+112 66  (D20+7t  -21%
(216)7 BB =T ff;’?i?)'é;e‘ al - 6n8 25  O-N  260+111 59 024+347  -13%
lloprost (inh) (()s'zc)’.‘egg';zet al. RCT  8nA &7 I-N NA NS NA NS
:’Ffé’f et ?;‘;ffa;ggga" - 658 12 NA 312+£30 54 1035 +228  -30%
(ng)? T4 :If’i‘(’g;;‘_k’ez’gg;et - 3n8 104  I-N  810+11 51 863+38  -12%
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Rt>5 > (PO) ?ggfezno?)’;e‘ al. = 658 16 I-V 2004131 @ 712 + 213 NA
K25 (PO) fse;'f;‘“;()f)tf" - 6r8 12 I 319+£85 72 1008+428  NA
KevsyEo) et ©8). RCT  4»A 157  I-N  342+84 (NZS) (702%386 5 2%
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25~67 p<0.0001 (pulmonary vascular resistance:PVR) 16

-226dyn.s.cm-5 23dyn.s.cm-5
-246 95%
-303~-190,p<0.0001 PH
NT-proBNP WHO
PAH
PGI2
53.8
52.2 28.9 21.8
15.8 66.9 33.1
-5
Condliffe
2003 3 76 2005 5 87.8

PVR 1100dyn.s.cm-5
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