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pulmonary veno-occlusive disease, PVOD

pulmonary capillary hemangiomatosis PCH

pulmonary arterial hypertension: PAH

PVOD PCH
PVOD PCH
> 25 mmHg

PAH

PAH

HIV

PVOD PCH 11
5 10 PVOD

2013
43 86

0.1 0.2 /100
12.5 25.0

PVOD PCH

PVOD
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PAH
> 3 Wood Unit 240dyne sec cm®

2/3
PAH
PAH 860



EIF2AK4 eukaryotic translation initiation factor 2 - kinase 4

PVOD PCH
PVOD PCH
PAH PAH
PAH
PGI2
5 PDE-5 Inhibitor ERA
2—~3
PAH
€)) 25mmHg 3 Wood Unit
240 dyne sec cm®
(b) 15mmHg
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PVOD/PCH CT HRCT
(ground glass opacity)

ERA  PDE5 inhibitor PGI2

70 mmHg
%DLco < 55%

PAH PAH PAH PAH
PH PAH
PVOD/PCH PAH
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PVOD/PCH PAH
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PVOD 30 90%
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PCH PVOD
Stage
NYHA
WHO WHO-PH
/
mPAP Cl
Stage 1 | WHO-PH/NYHA 1 11 40 > mPAP > 25 mmHg
Stage 2 | WHO-PH/NYHA 1 11 mPAP > 40 mmHg
Stage 3 | WHO-PH/NYHA 1 11 mPAP > 25 mmHg
Cl 2 2.5
WHO-PH/NYHA 111 IV mPAP > 25 mmHg }
L/min/m?
Cl <2.5
Stage 4 | WHO-PH/NYHA 111 IV mPAP > 25 mmHg )
L/min/m?
Stage 5 | WHO-PH/NYHA IV mPAP > 40 mmHg
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PGI2

mPAP
Stage 5

mPAP  CI Stage

Stage 3
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TRPG
Stage 1 | WHO-PH/NYHA 1 111 TRPG < 40 mmHg
TR
Stage 2 | WHO-PH/NYHA 1, 11 TRPG > 40 mmHg
WHO-PH/NYHA 1 TRPG < 40 mmHg
e e L R
Stage 3 | WHO-PH/NYHA 1 11 TRPG > 40 mmHg
WHO-PH/NYHA 111 TRPG > 40 mmHg
WHO-PH/NYHA 11, 111 TRPG < 40 mmHg
Stage 4 | WHO-PH/NYHA 11, 111 TRPG > 60 mmHg
WHO-PH/NYHA 1V TRPG < 60mmHg
Stage 5 | WHO-PH/NYHA 1V TRPG > 60 mmHg
PGI2
WHO-PH
mPAP Stage
5
TRPG Stage
Stage 3
stage 2
TRPG ~ 40mmHg mPAP 25 mmHg TRPG ~ 60mmHg
mPAP  40mmHg
PVOD/PCH PAH
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4

73
2010 6
2011 2
2012 1
mean PAP 46mmHg 2
55 Ca
32
20 / x50
2 /
36.6 20 / 922 / 102/76 mmHg
Spo, ( 2L/ ) 90% p
p
WBC 7000 /ul RBC 494 /ul Hb 17.1 g/dL PLT 12.2 /ul
PT-INR 1.08 APTT 39.9 D-dimer 0.6p g/mL AT 74%
AST 58 U/L ALT 41 U/L LDH 345 U/L ALP 323 U/L TP 7.8 g/dL Alb 3.8
g/dL  UA 9.9 mg/dL BUN 15 mg/dL Creat 1.01 mg/dL KL-6 328 U/mL HIV(-)
CRP 0.3 mg/dl BNP 1066.3 pg/ml
Scl-70 RNP SS-A
SS-B
pH 7.48 PaCO, 34Torr Pa0, 40Torr HCO,” 25.3Torr ( )
D-dimer BNP
X-P 65.5
, 1-3 T V1 6 R/S<1
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X-P

%C 83.3% FEV,% 88.2% %FEV, 91.6% %DLco 29.2%
, EF 72% E/A=0.45
TR mild TRPG 50 mmHg systolic PAP 58
mmHg
PVOD/PCH

CT
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PAP 72/30 46 mmHg PCWP 32mmHg LVEDP 9mmHg CO 3.32 L/
Cl 1.74L/ /m* PVR 891 dyn/ /cm® 11.1 WU

PAH PAH
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SAS(C1¥E=SPH
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l

PAH (AhEhARVIERT = 0N/=E=J1E)

BNP 1066 — 556 pg/mi 15
/ 14 60mg/
16 L/ Sp0, 94% - 86%
GGO BNP 556 — 1458 pg/mi KL-6 PVOD
15mg/
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LAM

TSC TSC 7SC
1)
a.
LAM LAM
tuberous sclerosis complex ; TSC TSC-LAM
LAM
1940 1968 Frack pulmonary
lymphangiomyomatosis 1977 Carrington pulmonary
lymphangioleiomyomatosis 1970
2 1
lymphangioleiomyomatosis
b.
15 18
2 264
LAM 100 1.9 4.5
100 2 5
21 LAM 25 LAM
586
TSC LAM TSC 26 40%
LAM TSC-LAM 2,000 4,000

C.

LAM  TSC-LAM LAM TSC

7SC TSC
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7SC1 9 18C2 16

1SC1  TSC2 Knudson “ 2-hit theory”
Hamartin
Tuberin
Akt Rheb G
mammali1an target of rapamycin ; mTOR
75C1 1Sc2 /
mTOR
TSC 7SC1 7SC2
LAM 7SC2 2-hit
7SC LAM
LAM VEGF-C VEGF-D
LAM LAM
30
TSC-LAM LAM
lymphangioleiomyoma
LAM
LAM
TSC
CT mm 1lcm
CT
CT LAM TSC
LAM

LAM
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Eur Respir J 2010 ; 35 : 14-26

LAM
LAM

lymphangioleiomyomatosis LAM
46:425-427, 2008.

CT
e.
mTOR
2014
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LAM
LAM
TSC-LAM
COPD
LAM
f.
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LAM
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LAM Foundation 410
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COPD
LCH

7 I F—v R (BlaMMHEELY 2T 555)
Birt-Hogg-Dubé

lymphocytic interstitial pneumonia  LIP
Light-chain deposition disease

CT CT

CT MRI CT
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