25mmHg 2003

(IPAH)
(FPAH)

(SSc) (MCTD)

64

18
43

60 / 25 43

/ 25 43
14
15 8 CT
VATS ( S6) NSIP
fibrotic type 16 1
7 Beraprost ® 60pag/day
17 2
25mmHg
® 120pg/day
4
10
® 160pag/day 11 NSIP
Prednisolone  Cyclophosphamide
18 3
BNP (89-129) CTR
(56% — 59%) /
®

® ®

6045

® 6
Bosentan( ®)

167cm 67kg BMI 24.0kg/m? BT
36.5 BP 118/68 mmHg HR 68 /min

(*)

fine crackles

RBC 425><10%/ul, Hb 14.0 g/dl, Ht 41.2%,
WBC 9700/ ul, PIt 13.3><10%/pul
PT-SEC 13.3sec, PT-INR 1.14, APTT 47.8sec,
TP 6.3g/dl, Alb 3.7 g/dl, GOT 15IU/I,
GPT 101U/1, LDH 2491U/1, Glu 98mg/dl,
Cre 0.9mg/dl, Na 136mEg/I, K 4.0mEq/I,
Cl 98mEqg/I, CRP 0.8mg/dl, KL-6 748U/ml,
SP-D 231.0ng/ml, ANA > 10240
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VC 2.63L, %VC76.6%, FEV,2.13L,FEV,% 83.8%,

DLco05.78ml/min/mmHg, %DLco 22.8%,
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PaO, 61mmHg, PaCO, 34.9mmHg, pH 7.429
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