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E AR 2o S 2001. 1. RFFFris Bz L
2. KRAHIEZRE ikl
EEATIEREE -BAEO HMV 3. £ Ofl Bz L

OBR- © AARREEEEZES 2000.
F-hEEEL TOHFEEANTIER—
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JBERFEHARMGEIS (RRERBIFAFEE)
gL e

FHBNIRG MLERE (PAH) 28T AR5
— & <IZRBREH I fUEE O R B0 —

SEE B BE EERBEHRRERBENR 8

HFEES PAH &3, PPH-1988 TWHO IZL b, REARHO PH 12X L TiEE
SN U WS TdH S, pulmonary arterial hypertension & WS lEBIZTH <M S
Bz, FEIO PAH OMRIIMAMICRL S, [FHik) FEREMN S LERE

(PPH) 42 #il, BEURIE PHIS HlZ2M&RE L. K] BR®ME PH & PPH
BT B LMHE DRSS, BERE PH ERAHOBOITH D Tidiz <,
MAeZER Y PH B A I ML AE, Lhd, ZoOmeERE PH 21T, <
70 (REME) &30 (<1 recurrent pulmonary thromboembolism & ¥ 33>
N OBORBHZ T EM- e, [BHE) BEYFME PH IRRKEMIZIT 3 BEIC
AEEINS. ZOIBERFHOBON, TH, BEEH PPH KL PAH
WAREN, POR R A OEYDELRLS FRE N,

A TFEER

M B AR Il =5 (pulmonary arterial
hypertension, PAH) &id, K AFBH
DOfifie MmEE (PH) 2% LT WHO
DHBIZLDIZMRS R T L
(1998) TRMEINLEHLIBET
& %, pulmonary arterial hypertension
EVWSHBRIEMEH o2 4
[E1D PAH OIS OGBSI
RAEMICRZ S, 20O WHO @ PH 2
BOZHORETIRICHREN-
DN PAHTH S, LT, PAH O
T, PPH IZRWTBIFSNEERF
HOKEELTBERICEHL TH
5NB5PHNDH B,

wOIEKE- T, bHAEOHRZ2H
HTHDHE, IO 62 4 (1987) ITH
AERERE EEH&EMAB8K
(MCTD) ) FEWMAIO EET. M
Bt - WS mEECE TS
RO L] Bithkhbh, #HRICER
O BEWRICEDFL 2 PH BERERA
HTHBZ L, BLUEOTHI

HDTENZENFRE N, BER
BUIHHBEHRED 1 DELTHE
MRZEDD T EOLESENHERS
N,

LML, Z2OHROHENS, BE
JRTE PH 23T X THRARH E WS b
TiA <, MRERERRICL D H
BHHBIEMNHEHL =, 4M WHO
iZ&Y PH ZW DO EE L TR
XN PAH OB & HEEE L T,
ZTOHTFT—IZADBE it PH 28
R (heterogeneity) 2HT 5 &
DHIGNDLIZRD, TORREY
SEEHRBIITA I ENSE LR S
A

B. TA3E 4%

MITBREDIZI>ED L TWBRE
yRPE PH 15 41 (3B 2 #,4C 13 ] Eg
iFMs 43+ 18 k%) B LU PPH 42 Fl(B
14 #),22 28 ], 4 34113 %)%
xHELRE, PH OZMid, WHO @
ERICHENIBIR T HEA 25mmHg
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ZBASWEEL-. BEIHYEPH IS
HORNRIZ, 25T FI AT
2 (SLE) 6 4. RBEEHEHER
(MCTD) 3 #i, BB I~ F
(RA) 3 #l. Z2EMHEB{LE (SSc) 2
Fl, >x— VL EBRBE1IHFATH-
T, HEERBWE. A0 T T IV,
BZTROT -3k, B& - mi i
2Fx ik, BiBRERIEIC L - .
ZOEMEHERAESL LT, MiERN
BERE, HILENTI -3 IVUS)
Eiilrolz. 205 OFEE O
BERE O, ke N RREER X
WL DHERLER, ETBRIC
L DRBHBENREEZ R LU TH
W THEEZH TEEMIEENS,
R EE AN OERE)
REDBEBFTREZBEICRETS
ZEEBLAAnwWIEFHF L,

C. BFFEE

1. BERTE PH OREK &
BEFICHALNSPHIZ, £TFLH
PPH BLOBERAHD PH &, D &
HRRSW, 85I/ 0 TPH $5 0
BT/ OOTPHO I EHH o 2,
9, TNETNHEEANHDFT)—D
BADRENEFICET IR E
FeEL 7=,

1) REFBI® PH OHEH|

MCTD (24 &%. L{E) OEHIT,
gAY CE¥H) 13 7439mmHg (53
mmHg) & &I LR U, LDREE GD
#0330 1'min! (222 [*min*-
m?) SEEERLUE, 2FnEKH
3. 16.1RU (mmHg-1"*min) TH o7z,
FREFIM MRS > F 7 T 4h L%
HIMmFEREERD T, PPH E&EH®H
THEYLAREZRL., BRKEICE

L 72 REAHOPH OEF THH 7.

2) 18t 3 7 o PH (TPH)
CHE

MCTD O¥%E#| (34 i, &) T.

ZWHFIZIL, 6930mmHg (43 mmHg)
OMBARE CEHE) 250, O
HE (DR X 3.571-min® (2.511-
mint-m?), ZMIMEEHIIE 12.0RU
(mmHg-1"-min) T&H - /. Ltk
(CTR) 1% 55%TH o7/, T DREH
2o D TE 14 PH ORIO
DT —TFIREZZITTWBEA,

Z OO CTR 1 54%T. T D2 Wiy
DOREIRE CE¥E) & 5422mmHg
(33 mmHg) . LHFHEE (LHEE) &
3.9 I'min? (2.83 I'min'-m™) ., Zfti
HHEHLIT 85RU (mmHg-1"-min) T
Hol, TO1ETRAMITETLT,

PH BELL TWBKRTHEL 405,
FLT, TOEEQREANSH 2 £
BIZCTRIZBDELRVIET LTINS,
AEFABIMMBES > F 770 LR
IR RIAZERD T, BRI
RAHO PH & X 52D, Sz
MiTL7z. TORE. WEEAMFN
i8I 70 TPH 2B hiz, B
EwEft L7 PH TEfEI 70 TPH
THHEFRTH S,

3) 8~ 2~ O TPH OEHI

SLE (21 &%, =tE) OMEHT. M
M > F 750 E ERROZEEINL
WREANRALGN, BRI OFT I A
WBER T/, MMEEETIEE
FHBIRITEBBL D EEHAEE R
L=, 2k OMENRKIE CEHE)

{3 90/24mmHg (46 mmHg) . ¥ H
2 ODEEOE 3.11-min" (2.01-min™-
m?), efliinE#Eyiid 148RU (mmHg -
I">min) THol. AEHFIT. BHE
70 TPH EZWaEn. FRBELNAD
B ENgRINAOT, e
MR 2 5E1T LT, PH DIEEIC
BRIhL 7=, MERFEHEL 46 B 5
2lmmHg NERIEIZE F U 2. A%E
Fit. BEREPH DD BRELD S
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SEFNRDH D E2R LD OTHEIE
HLEFTHS, RBAREHTIE,
N— T AFRERFEGE, i
AU HEBIETH > 72,

2. @Jﬁ?#ﬁﬁ PH ORKG 3 7348
1) BREBISEE T OHE
BERIZEHE L THASNS PH OB
REIMEEEOHEZAN-. BR
WHE PH 13, 2 FE T PPH BEHOK
RAHDPH EEZEZH5NTERLMN,
Rz A TEENEZ2ET 5 &0
MmEE-T. BB, ERAHO PH A
60% (9/15) &> /=45, 18~ -7 0 TPH
MM 33% (5/15) O, F/h, 8BS
ZOTPHMT7 % (1/15) H-o7=,
2) HELF#HOA
BEGRME PH ORRIKSI 3 &%
LEBDMMEFTR. 0O 3 FEMIC
EBEEZRA N, KTkt
WL, FHBEEICEZVEHMIZD
V., INSOFFRIZPH O END
LVRBERTHIBEFOREBZZ
DEFERELEHBDTHH7=.
3) BEETE PH Ol 1T 8)HE
BEYRME PH OE 2 E T O
MiFBHE % AR/ Tid, MBR
EF (PAm) X8ff~2~ 10 TPH T
1) 50+11 mmHg 1SD Z/;xL. R
RO PH ®¥3 40+ 10 mmHg, 1SD
X OEFHEBEATRN - R WEIIZ
Holz. B0 TPH ® 43 mmHg
EDE D EOWINBIIRESIEEZRL 72,

3. RRABHOREWE PH & PPH @
[543

) FERAHORBERE PH ORKEE
4%

FERAEOBERE PH OF&13 15
Fi 9 BT 60%THH M, FORE
K BB SR EE L. SLE45% (4/9),
MCTD30% (2/9), SSc23% (2/9).

RA11% (1/9) THolz.

2) PR EAEE T O
FERAHORBE M PH & PPH @
P2 &l 2R AT T,
REAARBHEOREHE PH & PPH 34
HTEMUEE, ERPTERT
ZENEMNEE o, £,
BAOEY—21330E2P0ICA LR,
PREHET 60 FEEPLELTHED —
DOZHEOL—-IRALNS 2 Bk
HERLE.

3) FhifnfrEhEE D Ll
RRAHOBERYE PH & PPH @
ZWR O MTEIEE L& L 2, £
OHAE TR, RERAHOBERF%E PH
T3, PPH 2T, ZWRFOMB)
IRSEEIE (PAm) DIERIZ (p <0.005)
BEWwZ &M EL -, Ll
DR (D), 2RmE#bl (TPR)
WCEEER RN,

D. £
1. PAH & BERRE PH OFTE T
A, PH 2T 55K, RER. 1
FEIZ 0T 2 H LW ELR A HE S R
THEBIN, BHEEELM RWVWES
N TE/ PPH iZx LT, #HA/NY
RTITXBTORAIYTAL 7D
(PGL,) DFifi&IRATE ARIEN R
FeumBEE L TEAXIN., PPH OF
MTEERETDHIOAEST., 5H
Tid QOL 2 ET HNHBREILE
LTHEAEbO Lo, IO
EOLBEFLNVWESR EROELS
BEREEZT, MEHAEESRDIC 1998 4F
QRIZISADIEY T WHO @
HEIZL % PPH ICEAT3E 2 IE®
ORI LM I, HiIE.
1973 FIZPfE S /- PPH OF 1 [l
WHO & OEMEFEMNTAbNE. &
<z, IBFEOES LD FAEDERN
#EHERERD AN, #RMEEBEORE

— 118 —



s DEEIN3 PPH OBERTO
AFMEHS ML, FEMEOE®IC,
MREEAETEEDEIRIT L
TH5H, 2O WHO > >R N TPH
OO MELTEBINSE
DN, MBREMAESE (PAH) TH
%o PHOHLWEBOHDHIET.
PPH & DRBEEIZ. | BHORB
PRSI (PAH) &L THEEIH
oo ZORFHDOBEREEDHSE, (1)
BURASER O fifi 5 L %E . (2) PPH &
PPH OB & ERE. 3 W< id
plexogenic pulmonary arteriopathy. (4)
vasoconstrictive pulmonary hypertension

(WHO-1973), (5) ®£FDHBED R
2% (prostacyclin OB EHPEHRER)
REFLENS, B ZO08EIE. PPH
HiEEBOBES2H s MNizL, PPH
OEMPBEEL LIS TOXFY
470 OFMEITHT BIFHM
BEEHOERIZEITLD TS
2OTH D,

—F, HLMRET. BEKBIZEGHT
ZPHAREHZEDELDICESED
i3, BERN 62 1 (1987) 7 BICEAESE
BREERB TEAEETHBER
(MCTD) | EMAHOEET. K
RTirlabi TiEE - mE - i
MEECET B >RSI L] M5
THDH, O RIT LTRSS
AT T, BREWICEHLAEZPHIZ
HRABHTHBIE, BLUEEFOF
ERBD TEVWI EMERIN, B
R BIT5HIEHEMNED L DEL
THEWRZED D EDOHEEM
HEEIN, URSHET, BEK
IZBT2FRAHO PH IZEET B 5%
., Do EEAEFEKRE
TMCTD ) #EFFLIEZE P77
b TE /e, BEHmEPH IO AR
WIFIZEBPH EEZSNBHN, 0
BRIEMRTFOFM S BREERIIEARAR

BHTH D, Bz 5 RBERMEMNILE R
BOTKZZTORGHRETRAEREVWI &
tZ. T PH OB RIS
CICEEHRAZATH, PPH ¥
TEULEETETTFHROBWIRE
BRTIENSHBHSMTH D,

2. BT PH ORYREA

1) BERME PH O£

B PH ORRIK &7z 5 N B
WRIZEHLTHSNS PH OREG S
FTHOMILAELDSIK, BERME
PH I L TH—-OHO TRV, B
it PH IZHCREHEFIZL S PH
EEZONDN, TOREBRFOE
MIZAHTH D, BEIR TIIHEMIC
ZTH, DINEREE-THRAILRE
WAH B, ME~NDREHEAIEKDIL
FICEXHMmER, L1/ —-B&RiC
RBEIND LS RAERERTIZ
ERT 5 EBbN 5 ERAHOHIm
BN, REREENT D20
BERARYICERTIHMED 1
YA FaMuhige, X 5 IIER
AR AR O 1 k2 1 th k9B B (B O i 8
R BRIERETHB, £/-. B
FURICALNS PHOBRAENWD Z &
T, FETR-EVDIFTHBLIHED
HBHEE. BERFE PH ISR MEE
REERMNTHRMED PH TR T,
Bl % % — R ET B PH TH S
EVNSZETHD, TOZEIE. M
MMEDN S ETHMENIRIE I —/RIZ
MRDEWI &, BIOBiEBRMEE O
ALNIBVWRBERTEED PH R
STCLKBIEMLBHBNTH S,
2) MmixEREORRICL S PH
BEHRTIE /REREOALRST
MEEHEBRAROREBIEEINT
ETHO. megEetRNIzLS PH
HIFET 5. BERM PH I3ZEMET
& D H D heterogeneity ZHT B &
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BEMNER- . BEETIENL-T
AHEBERTOXLD REEHRARR
ERASND I LN, RERE
CFIMEBERYE EOBENER S
TW3, KEMEIREL EO KNS
RzEE LU TCHETIREC7 DO
Bl M ke AR NE . B B W IR B IR
(#ME 100~1000 um) LA N O/NiH)
MkZERZET 18I 7 DO ffilmie %
BIENBETHHEEMNRH S, &b
FW/2 PH 26T A ZERIETH
N, ZN5id PPH i L T TPH
(thromboembolic PH, I i £
PH) Wb, ThEgh@gitro
TPH., H5VWiIdEMHEI /70 TPH &0
bhs, 8i<2a TPH 1. EFid
Mt > > F 7 o L2 KT T,
FERABHD PH SEHTESH, HlC
SRS ARESAND D, i ERNRE
HB0IT IVUS BHBIZARBIEMN
H5, B3I/ 0 TPH i3mRHEESF

BHZ DA K ARBHOPH EEHTE S,

3. BEWREP HOHE
ZORRICULT25 &, BE#E PH
i3 Bizahh, ThERBEEN
B3, HKRHADO PH A% 60%IiZH
5, fiZ TPH TH-7-. Bk~
O TPH &2 S /- BEREPHIZ,
i i 1, AR PN R AR 12 K o TR T
BETHD, T ZEEIIRINL
ZidhEhkaskzn, BERREL D
Be., BEMICA->DTETBOPHD
FIENTHRBER TIZE > TS
EhREN, o T, FMICK>THE
MPHREIEFLLKETEIENGOHN
5, LirL., B3I 70 TPH 138K
ZWATRE T, REHARFNICOS
ZHTZXAZE056. BEMNIZEE
RAHD PHIZANGNS, fiCZ
DR/ N MR TARIER % 52
7N T, BSBELETEIBOMELRK

HTHOBEARBIUTENTVA
W, 5% PGL ARMED PH OH N5,
ML EEZTERORNS,
HEICHLEREZRHL TR
e szan,
BEHTE PH TRBHEEOLWEH
AREHO PH 3. PEEEOHZEHME THIR
Nz L DI PPH &8 TR EERIZ
BHEEZIOLND, TOF¥ATD PH
IHEORGIEE (onion skin) &
R B OMEK (medial hypertrophy)
MARBFHEMTH D, H<id WHO-
1973 "THH BRI B il i 5 O IR R
BNETH B T EMS vasoconstrictive
pulmonary hypertension & BRI 7=
BTH5. FHKRHE (plexiform lesion)
TRHEDIT SN ST &M 5 plexogenic
pulmonary arteriopathy & WH I TE /=,
ULMLESATIR, BRBEERIERA
@ PH DS BERA TR T2o 7,
EIHLEEFLIZW PPH BEFTS
ENWSTETHD, hoxl, FH
D WHO-1998 THiEfiN/ALDK
£ 471 Heath & Edwards @ fifi i85 55 25
D 6 BREDPHEMBRICEEREEZERT
HETERWE X, FEO WHO
SETIR, TNHORRAOIER-ED
LBWPHAIART I BHELT S
nE=DTH5,

- T, FRAAOBEMKMEPH O
BRI L TH PGl OREIRINTE
ADBERNTHEIEELZLNSZDTH
%, DAETIRELBE®RE PH o
THRBEATRINTORVA,
¥ E T 2000 £ 4 AT SSD
(scleroderma spectrum of discase) &
IFENSEBICH LT FDA CKE&
RGN OREHRFLN., &Y
TANRIBERELEINTETNS,
KETIE. SSD R LU TkEAN TS
LW TEHREIES 2 FERHLLBERIK
HRETRRVWADEOR#ENZ N

— 120 —



ARBEN, SSD Eid. 2R E
%E. FRBTESRRZAE (CREST EMEEE),
overlap JE & 8 /1R & ME &5 & #L& W
(MCTD) 2F5AFBETH B, X
FETid, BEKE PH OAHRRE
(prevalence) X2 3 SSD THWI &
e XN, POL, OEgEIRNEA
FIEONRESREINE, UM L,SLE
EEDZTOMOBENN TIX PH OB K
HPE SIS LL TN
& OHEE T PGL, KO BN 51354
XNz, HbHAETIE, Z3FETMCTD
TPH OAMEIENRbEH W AR
HENTWVBHN, MCTD 1IERIE#E B
FIBFEL TW < KRB IR E
B ZENFEINTHBD, LXK
T SSD iZ PH WEWEWIHMEE T
BB L7y, K. SSD DA D BREm
THREFHD PH b, &<
SLE IZBHLTHENLSIHEAAHO
PH 245#% S LTI OM, TOHK
BOER OBEZ S TEELMRFR
BUZ2->Tw 45,

2B, %K3 OFREAHOB R PH
& PPH OifMmfrEEOLE T, BEK
witE PH OB IRE H (PAm) 7% PPH
WHNRTERICELWDIZ, BERME
PH A PPH &£V, BETHSHEND
TETITRL, BEBTIERRBENAD
ZZ&EMS, PPH ITHRTORRH
wZHIhsAhEBEIoNE, IO
BREIC DN TR, BEEREL T,
FIERERHRE, HE2NIIREBTH
FELREEAZES T, MEBOAGER
B LERETIE, mRBEHE
S CHETETTHENEREN I EAEEH
NTKh5,

E. #&3m

S|, BbMLfT BB O ML 2 B
PE PH 15 #if (BB : &Z=1:6.5, ¥
F£E 43 5. PPH 2 4 (8B : £&=1:

2, EHEE 34 ) BERELT,
WHO, PPH-1988 CTiRfBEN/z#HL W
BE2EE L /2. BEMIE PH IZKEHE
DEWMS 3 BiooEIN, BH
B ® PH, 8t~ 0 PH, 1843
270 PH TH-o7z. BEWTE PH OIS
2/3 13 PPH & RO EERABHD PH T
Holr. IBETIE, KETIX SSD
¥ LT PGL, IEHRFOBANKRE
ni=n, BEROPTH SLE 1 PH
DFEEFEEND I & OE B TR
Xz, BEROHBTIE SLE 13&ED
BEODEWERTHD. #€-> T SLE
WWAEHLTE IS PH OBIRIZZ W,
ZORICIEHERAHO®DOAFEN.
PGL, IE HEHI O EHENEZEIZ 5N S
TEMS, IS OBERIZDNT
H B it U 7z . pulmonary arterial
hypertension & WO HERIIH < M6 H
7= AEO PAH OEa &3R4
BRSO THHT=,

F. B3tk

1. MR
TR B B AR ke ZE R
A0y o—-F, FB. BN
3k 90: 282-288, 2001.

Nakamura M, Fujioka H, Yamada N,
Sakuma M, Okada O, Nakanishi N,
Miyahara Y, Kuriyama T, Kunieda T,
Sugimoto T, Nakano T Clinical
characteristics of acute pulmonary
thromboembolism in Japan: Results of a
multicenter registry in the japanese
society of pulmonary embolism research.
Clin Cardiol 24: 132-138, 2001.
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2 - g, REMERS ESE. In. 5
Rl - BFOHDH, BRIBER ver2
—state of arts, RIGFMHEMGE, EHgE
HihR. pp. 789-791, 2001.
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EEREOES. In. IRRBRERTOD
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2001.
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[E B M BIR IR FEARAE . In S
SRR ) — X 12, DR, DA
DORHER, SCImERAMBIZEN. pp.
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. IE, hRE EBEREE: T
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FRLURFRNTHRERE SN 1
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2001.
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New Approach . FEUGERZEE O B RZ
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2001.

EERE. AAY%E. MEEN. 7
07 RHEIRNTEAEIEDOFI
&, WEThR. EERERE ., (2001).
TS0 IAZIATIA1 2, K, 2001.
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Fik, AmFEAN. HEE, FIHE,
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FRE 2P B OEAE 1 20 ) [
RBREIEEIVARAT L — e TER
FHERHASOETHWRIFAMT
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AN ia R, B 6 IR
Weth 2. 2001,

L. KiLtEek, B, SH
AL HEE FEE NRE B
BRE . AtEhimee ZREORES
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DT, 3 28 MIHAFERBEEAZTR
4=, 2001.
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JBAREHREG# S RrEREMIEEE)
BTG E

B AR M8 UESE % PGI, FRgR#pIEIAG], MUk ZERR A Iilvs) 1L FESE V236 2 i
B A4S P TR R 0 D B T 1R T B 9 D KR

SHBZEE P EX

ESrgssmt oy —LDRmENR (HEsR) KR

PIREs RERMEMEMTE (PPH) 2 9.0 & 3FENRIERSMEE (PAH)
KT H70A5YA 7)) (PGL) FgcpiEilEmire| 42 #1138 X UNshIk i
NIRRT 2 5ifT U 7= fie e M & £ 5E (CTEPH) : 57 #lic DWW T,
HEOERMTFRICOERMN 21T /-, PAH #ITIi3 PGL, BMKN S OREBIZ
IR 51 » H T, 3 ELGERIT7146%TH-o . BEHPMPOECHIL 7 £ T,
1 AVIINFER R R EICBIT L. CTEPH #ITIIREBIZNREII82 »HT, 3
FEPLY S EEFERIIEDBIZ 44% TH o727, HECHIIFEREED 05 » LU
IR L, BENZELZFAOBEBHETIE 1 flicTERho . miEgIic

£ DK% OEBHIZEOBERREIC L UEHRERZ)RNBOH SN/,

A. BIEEM

Spk 8 4, RAIHA N ERBN
WA RYE - FRALMEPFAIT
fliE L ERE (PH)Y RN REER &
LTERENEZRREAMEL T, /€
0 PH BT 35 5 Jg S0 e 1 5
(PPH) 2L Tid PGIL, BgefpiriE
M, meZErefElismEsE (CTEPH)
V2 ok U T b B Ak i A P R 4R B4 A%
K2 ODEBIIHTHERRIBEESE
UTHESLTER, LML, PH % E
W B R R R O Bib AT BhEE RS B
A AZZHEE, HBIMEEIZB T 5%
RomMohETcdfrTbhTE
=, TOEMEMTRICET IR
MfrbhTH o9, EHICBITS
BEREOEMIH SN TRL, H
VEREF LTI, PPH %2 FE
% &9 SR ARYE B s £ (PAH)
X9 % PGI, Frfe#iEisi< CTEPH
V2 k9 2 il 0 Ak i A PR L 453 I 4 08 B
BENTLE 5 FLLARBL, &
HZHEOEFBENER-INTES,

FITRAIGINDS OKBHITHT
BHRMMBE RO BRI EMTHEEY S
MZTBHZEEANE L THEOR
MEFo .

B. WFYEHI%

X% AT PGL Figiseiris2E
AU PAH 42 #i (PPH : 33 #l, B
EURPER I ERE ¢ 9 #)) & HhEhIR L
¥ NERERRAR % jitT U 7= CTEPHST7 #i
BN ET, PAH OF : «2hhid 10
32, FHER 345 (14~T70 %) TH
> 7=, PGL, 38 A B O fTERRIT.
FHENIREIE 61+10 mmHg, O
B 2.5+0.8L/min, £MmM &P 2125
+745 dynessececm™ T&H > 7z. CTEPH
DB : L3 20 : 37, FHEE 52 5%

(21~72 &) TH-o7=, WO
fTEVRI. FREHAREIS/E 4648 mmHg,
OEHE 3.1+09 Limin, Wi EHE
¥l 1285+484 dynesseceem™ Tdh o 7=,

it 1 PG, ¥yt iiid. PAH @
EWHEERICIT ORI T74—AR
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It hE2ITUWRIENAGEONEE
FIZDWTAHEBEEREL =, POL
EATFIEEAME L THABREFO
EAFEICER T, HEAICE
AR EREIZTH T 0.5 ng/kg/min
BEOmKBENS PCL, OG5 %
BB L., RTFZ I R—-N3I%
ORLEEHALENSHEEBEET-
oo FIHIMERFRIL 2 %) 10 ng/kg/min Hij
BELEN, ToRBREROKS
PESNLEWVWEEIE, BERSE
BHAREZSEICLUDDOHBEREL
ILHICHEEBLE, HEBOEDODZ
ENTA B ETIHRAIEE Uiz
Az, ENEERRLEIRD T
FIVTH S Hickman H5—FNE&T
V5w 27 #:81 CADD-1 (F /213 CADD-
TIA) AT EHAGHOEERAL
FIETERATAZEBAL, KA
CHEEEROBEVWICEAL THolk#
BEREYEToRE, EERENE
B1TL /. BREUBEE ISR
2L, BRABOBRIZWAR
WM 3~6 » HRITIIMHBEITIIRUC T
FHORT—FIiEIZ X 0T 88
EEENE UL, ABRLSERHIZ
BETIBREICMNWTIR, ABOH
WEEERICEEEZTD L EBHIT,
BHEEEC emal 2ZHAVTRIROME
BRI, HLERZSE PGl OEEE
TLORBEERED L,

i EhAR L2 NBRER T I DWW TH,
FHES S RIE L -RBEIIR LTS
BA>7F—hLRIE2 METFN,
ARG NBEICEBEERT
U 7zo Hil B IR ol 42 PN L 456 B 4 0D 388 pis

1d San Diego 7/ )V — 7 OHHEEIZHE S T,

= B O i ERE (MBI FEHEE 230
mmHg, FiIi%E iz 300 dyneesecscmy’
) MTEAEL, IMkAEHXKIRERE O
HiRficH D, OEERSR IS
REAYR <, BREERAEGE (NYHA I

LLE) T, BEUAEAN - FHEDTH
NOREBHFREN G SN L .
MBI — s A THIMITENE O RIE T
SO FMHERZHIBEL, BEEORK
BEEE PAH # & [FBRICTT - o,
EREINTHEHRL D Kaplan-
Meier #E%2HWTENENOFEBICH
THRBEORNMFRE2ELHL. 8
BRE|O g RERE L E T 72,
(BRI~ OELE)
BREOBHBERZBENICRBT S
CERBLBEWIEEHELE,

C. THERER

PGL, FE BT A0 T3, 1B 3
~6 4 A %I TEY R A BIE PIRE T
& o T 4iE 1 O I B ik 33 I & i i
wHL., BREMEMAEIC gL TE
NEFN 12.1+116.0%, 33.2+263%H
DU, DIBEIE 41.5140.5%8mM L,
WENB SN, BHEH O FHIC
B L Tid. PGL IREZET WD)
HoHEER 2 FITHALL -REET
#BEORMICECHNRE SN, £/
HFHRROBEREIC 5 flek-o )z
WA 1 BRI TH > 2. il
W1 BIASHXSERR R RE TR I BT L 7=,
BIEEF O KBEHHEIL 51~ AT,
PGL, FpismLBimtE D 3 S£AGFRIT
74.6% TH o .

CTEPH #lic DWW T, Highikinie
NS BRI I K O F 9 41 o it Bh iR
BIEE M EEIIENEN 599+
17.2%. 68.1+29.1%% > L, Lt
B 44.3+46.7%80 U Tk fTENE
BEARUENGON., TN -4
AN OEHETIE 5 #lIFEFEL. 2
B24ABE 10 ABICKA 1 Hl%E
Koz, FWMECHP 4 FlITELR
EMERICERFMNEL TITo 2k
FTHO, BRAZTOERRIT 1 4
NABEMTH >0 —FlOR
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RIZFRHATH -7, £EEHATHEEKR
BRI 84 ¥ BT, 3 FAEGE-
SHEAFERIIEBIZZKANTHH T,

D. %%

PAH #) : 23 ¥ T PPH [3JE K AH
THRAREER O LZHICIHFR U R
BEEIE 100 F A 1~2 ANOF KR
T, BENMELEEZEBEL. FiE
RO R - 2B &SRk - RMRAE
BREDEREZRL, EZHEOFY
BRI 2.8 F. SR EFRIT 4%
EFERARTHEBEIGEELRWE
BELTRBEINTEE, 468
2B S PPH OBBIL. 1997 F£EA
HIERAEFHEW RO 2EEEHR
BEORE., BBITEM 200 £BE
PRETLIERESNTNWS, KE
{3 1998 4 WHO World symposium 2
TBIE % P ki & i e B AR PR e X
HLEBROMBMEREE EDIC
PAH OIEIZMEIND L3211,
PAH 3 ERINEOREICERT S
Al & 1L ERE % AR 58T L WEER T,
FDHEBEIEDBILBETH S RIHEMEAUR
BXNTWws, T PPH iZxL Tt
1990 #ERitEL D, PGl, DFFfEENTE
WA SN, FIH T SheR s &
R, BEHHSEAEDR, KUTF
BWEBDREETHZENHRNT
MEINBLIITR-7, PGL 3R
AETH 1999 4£ 4 H SBERBRT
TR NREE R, BEITEEHRE
HBbRUUEINTVWDS, FITHERL
13 PPH % F:46 &9 % PAH 42 | D PGI,
BOBBEDIRZELLTEETHRD
BahoRE L, #E, BERKG3
~6 4 H1%O e i 58 o i 1 1 B)
BEMIE MW ETH - EM T, i
TIEYTIL 33.2+263% W4 L ChfiMmT
BREOWENELSN ST, MR
FlEFID 3 FEFEIT 74.6% &K

DTF—% 3 FEFR : 72.4%) IZIL
L., BB PAH #IOBARBEIZHBITS
3 EAEFER 401 ELEL THE
BRENE SN, PGL HEHEATED
PHEMEIT N, £ 1 HlIIEIE
i EIE BT L. KR EREF]
IZRE U TR A D bridge A&
LTHo#ET 3 EMREINE,
51T 1 I AHBEmREE L PH A
FELZICBHEHL S TH 30 » HO®
FICLDBEENSESN, £0 PGL #
SEAK beraprost sodium ~\DZHE HInJHE
EOFMTPH 2EMITKEBAD I &
NEETHHEBRIN., PCL, #F
SR IEIL PAH I LS THH L
BEREE R T,

CTEPH #i : CTEPH 132 MR
KE 0D — 5 D fiE ) T Bl Bh AR PN i A A3 5
ZITHBETHELMRGE TSI &I
EOTHITEEEZSNTNAEMN
AR/ RIER RIS A B OBRBTH 5.
1997 EEA AR A 2FAE D
EHEERNEOHERE TR, FEDOE
WIZPT 2 REHE IR 450
(95% (2R ] 360~530 #i) FE &
HEIN, FHRIZDOWTIL PAPm <30
mmHg O#ID 5 FEAEFRIT 100% & E
- THBH, 30 mmHg s PAPm < 50
mmHg D #TiL 63.3%, PAPm < 50
mmHg DO H T 53.6EFRRTHD
TERMENTWS, BIEIZLT
bERIDETANBBEIIFELL,
o 7248, 1990 AERT&IZKE San Diego,
UCSD @ Daily +« Moser - Jamieson
DTN — T HFE A& OB
Z MR R U T I Bh i o 44 PA) 55 R o %2
SERIEA, 5 OFKIEREER
DB, ALDMIC X 2 2EARBER
EBEAER (2000), MRMTERELL
BERHO, M TRV T
HIf Bh Ak 2 T BE 2 & O R E BRI I
RNERRZITO I EE2/HEL.
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BEiZ 700 HILL D FMHEHRE LT
Wb, ETOREIT, FRENK
B E N 1990 R LABE D Rl 500 Hl
BOWTERER 64% TRBEDBIFTH
%, L/, L. San Diego 7L — 7L
NEOW|E TIIFMECE 3% &5
T, 12 PVR > 1200 dynessccecm™
DEFTREREENIBRTEEZE
HI/EINTND, SEHRIRA OHE
TR I AR PN B B R AT 12 0D FE A 3K
vk 7 BITH AN, EEFHEEEE S
EZZHNDEHNT 6 H (10.5%) TH
o, ZONBELHLARIZIHD K
PLEE LU TEWICEAY -2 3 #1
ORCHNRFEEL, BEAIRLELHL
FEOIREBIZ P D CTEPH 134350
RERSRWAIRRESAE X ST,
F -+ ONENER 2T WKL E
BB TN 21T > 7=H O FiE
HFECIL 54 Fiv 3 B (5.6%) WBE
', HoBRADNHSHE LZEAMOE
Jli i B HE LI 12851484 dyneesececm™
& EFEFDL Mo I BT UL,
P& OLAEIL San Diego 277 )N— F Iz L
BT D RIFREREEA. £ E
WIrRIicBL T 3 EAEER . 54E
AR 844% & BT, FRIC
FBER T FI &M 10 » HEOKE
BRI A BH O 36 4 LASY O i 1 2 il 4=
HAFEL, TOMRIIMmD TR &
AT,

E. #5m

PAH {29 % PGI, f¥keapiE ikl
CTEPH {Z5%+9 2 Jii Bh AR M k2 PN HELHE B
wieNE, Kx OEBH ONIMTENE
ZEWCHEL, MATEOEHRE
WU THEREMYRNED L1,
PHHNZ I DA HiaR#ikEE A .

F. BIER

1. FCRER
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chronic effects of pulmonary thrombo-
endarterectomy on exercise capacity and
ventilatory efficiency in paiients with
chronic  thromboembolic  pulmonary
hypertension. Heart 86; 188-192, 2001.
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Pulmonary  artery  reflection  for
differentially diagnosing primary

pulmonary hypertension and chronic
pulmonary thromboembolism. J Am Coll
Cardiol 38;214-218 2001.
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brain natriuretic peptide as a prognostic
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pulmonary hypertension.  Circulation.
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RAEHE, . MemEEOESHE

B WEEE 20: 979-983 2001.
SASCHE, A e R E FEAE A A

SXLICEET 5 R EIE i
MEEDRREE L TORERALRR
¥, AABEEE 59 1053-1058 2001.

HHEES. B BEOHDH THR
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MR EEORNER L RANE
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2. FRHER
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of exhaled nitric oxide may predict a
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HAEE REXHE., K858 &
HBEAN, KBEFH, PHEX MS
MEMEZSH L ZBERBEICHT
B5TORTHA 7Y ERBEEE
ODEHMDR ¥ 98 BENR¥2
2001.

REXH "THEX, RAagH, #
RN, ADEE, KOFH, TE X
=, BEE - BRI REI
w9 B fiti Bh AR M ke NIRRT R O &
iz onT 5 41 [ R AR S
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1. FFaFE ¥iThL
2. ERFEREG Rl
3. FDf iz L
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BARERRRRYS (kB EIETE)
SRR

(1) COPD IZ BT M1 > AU R ERF 1 BE SBRIEN 8 0lEE
(2) BHEBEERINVERINER RS OB OBKN
SHEBFEE AH A REREIERRENEZE - 80%
PIAEE [Kd 1] Ll COPD & TiMmift-1 > AU Ak ER T (inslin like
growth factor-1; IGF-1) BEZHEL, BREBIOENES &L OBEEEZREL 7.
3% IGF-1 IBERAERDOH S COPD BELRFAETEEEL2ADAN -
D, BREBDOBVEETERLTW/, I IGF-1 BT A SAERED
D75 COPD BETHIEH BORE LA SICHEL 720, hEB D D H 5 COPD
BETIHEEIAS AN /2. COPD BFETIE, RBEBENETTSZE, B
TERFE DM, HHOBEEHNE LEKRERINE (growth hormone; GH)
® IGF-1 OB 5-OAEMEWATREENRB I Nz, Bt 2) SkdEbedh 0B
fi- COPD 54 40 #1T. HEE (bone mineral content : BMC) # dual energy X-ray
absorptiometry (DXA) THfiL., REXIHM LB L. BFEHTIE BMC &
PRE, N, EEIGE S OB E R L2, BEBO BMC 3B ikl
FRICHALTHY, %EEAE - FRAMEZRD . BMC ({38 AEEREH

(FEV,%pred < 35) TITHEICHAL, BARRERE (Vomax) &HERA
RERBH-. KB BMC I30EEERSEEL, BEATIRAZICRILT

RY Sl

A. BFEBER

gt 1} BRIEEMEOR A coPbd
SHEOMW M A, EEHEE, AR
QOL LBHHE L TWBZ LML XN
TWaBEE, TOBFIIREHLSNT
72w, IGF-1 IR KM% anabolic
hormone D—2D T, HITOY I /i
%, HEEHARZREEL, HEADOS
REMHT 5. IGF-1 BEOE T M
BIZESHREHROBLO DL
AbNnTna. /=, IGF-1 BT
HIKEBERBRL, XBBEBOD B4
BERBEFTERFIREIN TN S,
I TIL COPD BEDXEMEL
IGF-1 OB ZBHSMZT 520,
HEBLOH S COPD BHF LW
H T IGF-1 #WEZBlE LI
BEOEME LB L /2.

(kEt 2] BHEBEIEEE®ICLS
ADL OETREIicisEMEAKR
EE#ED QOL K FXR3&EKK
BRTHSD. COPD B TIIBER
EMisaEIc K SIEEE DK T, |A -
NIRRT O R EDOEKRE
HREOEBRRATICEELTHD,
K TSR EHBEOCSHTR
HMERHEATHRAREINTNS.
i EEE > O EREREFT
HY, HHBED COPD HBFIIRN &
Bl TEREOLED A HENEL,
FHBREOAMHIZOVWTORMIZEH
FrLEZONS., /2, COPD £#
TRERICFEBENRD SNER
RIESOBENHERIIND. 5,
BAE3ATO0A FO2ERE5%2%2T
TWiWwLER CoOPD BEDHEER
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EREL, REMRBIERTLIELE
B Iz A IR IB i B A B L U EBhRE
EOBEERML .

B. Bt HE
*R

[t 1) gideeo B CoPD
B 36 #il CEE4E#E 68.6 + 7.0 i,
Y —fpH 44.16 + 10.1%) T, BH
BEEPER - ERE —BIBBEA 4]
Bl CEXER 6936 + 3.9 &%, Ei9—
FOH 88. 16 £ 6.4%) ZXIRRAFE L /-,
FRIRBOEE EL T body mass
index (BMI = K&/ B E?) ZR®, B
Z#E%Z BMI < 20 DHERDPOH DB
EREE BMI > 20 DBERDPOLEWE
FRZ T TS L =,

[Fast 2] FRITEH AT O B
OEFHEEERITTRWLARER
() COPD B3 40 #l, 2HIHBHETE
BRI 684+ 5T R TH 2. 124
DIER T B S H-¥EBEE20
bo—NBEELE. SREBEEFHI
American Thoracic Society 0D3&UEIT K
VT FEV, %predicted A% 35%LL £ D
FEEER (A B 23 #il& 35 KHMD
HAERE (B BF) 17 #l0D 2 FHiIZH T
Bt
W RE R R

FUDAC 70° (72 ¥ BT #H) %
FAWTERN ik TiTla- . ik
HEEIT 1 BITHE, HKBREAUD
LFBHRIETHEL 7=,

BR3P

(Bat 1] B oBHETRIZTY, BR
BN EOEEZEO EBif%H (arm muscle
circumference; AMC) ZHH L/~ H
FRE T BIA-106 (RIL L&) ZHW
7= bioelectrical impedance analysis

(BIA) BT\, FRIENE (fat free
mass: FFM) Z3E, HEIC K528
EERBLOEE IR TAHLE (fa

free mass index; FFMI) TRl L 7=.

(Rt 2] Lunar DPX® Ob-—#L84)
ZM /- dual energy X-ray absorptio-
metry THIRE (bone mineral content :
BMC) %JfE L. BMC [JFEHEAR

(ideal body weight : IBW) TErL 7=
BMC/IBW TiFifiL 7=, *7, LI,
Tht, o 3 8620 BMC Z2{E5]iI
LS4 OREREICHT IR
TdH 5 BMC arms / IBW, BMC legs /
IBW, BMC trunk /IBW ZHH L 7.
X512, WAL BMC A2 5O BMC
DS LETH S, BMC arms/BMC,
BMC legs/BMC, BMC trunk/BMC %
BH L distribution & U CEFE L 7=.
EEA TR

PG AH AT FRRBEBEEIILTA
— & — TS 10W O3 > TERMITK
HEEGAMARET Lo L. HHA
713 symptom limit TV, HBRM
FIEHREA (maximal oxygen uptake ;

Vo,max) ZHIE L. WEEH X5
I Vmax229® (SensorMedicus #%{)
% T breath by breath A THIE L
7=
5 BFIEVEEORE
M4 IGF-1 W\ LM GH REER
radio immunoassay THIE L /z.
(REENDORKE)
WKOBEERERMICRABT S
ZEFLEwWZ EEMFL =,

C. TR

[dd 1]
L BEHEZOMOD-INEBIZBETS
IGF-1 JREE D HLg

HEBDLOOH S COPD BERHD
BMI (17.6 + 1.4kg/m?), AMC (20.8+
2.0cm)yid, EB DD\ COPD B
#2222 + 2.7kg/m?, 24.6 + 4.0cm),
2 ERE(23.0 £ 2.9g/m?, 242 +
2.5em)IZ LR TAHEIZHAD L (p<0.001),
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HEB DO COPD HBENTIIE
WxMRE S BMI, RIEMRICAEE
i/l REELOH SBER
DOILEE IGE-1 L 86.4 + 28 7ng/ml
TR BERED 91,9 + 22.8ng/m! &
BREF o0, EMOOR
WEBHBEOD IGF-1 EEd 1464 £ 752
ngml THERIOODDEBHR
(p<0.001), B% XTHEHE (p<0.003)IZ1L
~NEBCERLTWAE, 3 #RITHI
BRERINECBEICAEE>LS
=7z
2. IGF-1 & BMI, MEEED
) 3

e MEEOIMmE IGF-1 BT

BMI (r = 0.495, p<0.001), AMC (r = 0.48,

p<0.003) & HEIWCHBI L /=, cOPD &
#ZEKTH, IGF-1 BEIT BMI
(r=0.509, p<0.003), AMC (r=0.684,
p<0.001) EFBHITHBIL 7=, KEMD
O W F R TI IGF-1 BEIE AMC

EABITHBEL 7= (1=0.764, p<0.003)%%,

BMI &3 Uisho =, AREREAD
O AHBREHTIE BMI, AMC OWT
nEbEELEN>/. BIA ZH N
TR A HTTH, COPD BE 2K
(r=0.560, p<0.001) & AKRER/D> DI
FREr=0.634, p<0.03) TIMHE IGF-1 iR
BESRIENBEOEED FFMI & H R
WHBLEY, REBLODBEBE
BTIIEEL Mo =,

[#aEt 2]
1 BERLO FO-IIBIZBITS
BMC O Lk

BMC/IBW 3EBHEH T 3.6£0.6%
A O JIVEE 4120T7%CHRHLUE
Bl LT (p<0.05). EHFR
%I1BW TRl Ta> ko)
BT EE, KEEBEOE (40
+0.5%) EBREAEROHE 372
0.5%) TREBRZEEZARDLRN TN,
FEEDL EORER DT 33L

0.4% EFRIZEAD LT J2(p<0.01).
2. BERIZBITS BMC E5miRiE
& DA

BMC/IBW 12%IBW & B B/ EDH
RE % 288 - (1=0.419, p<0.01). F /=,
B AL O BMC B & U distribution
ERIBW DMBEREI L. B
(r=0.393, p=0.011) , F B (=0.416,
p=0.007), & & (=0.492, p=0.001) D
BMC i\ b%IBW B BRED
B ZR LA, HRERE BMC & O
BEmBENAEATH. £,
distribution & %IBW & O B E T
BMC arms / BMC & BMC legs / BMC
/3R % : X ¢, BMC trunk/BMC i
A B 72 EOMBE@=0.45, p<0.005)% &
Hi-.
4. BEBICHITS BMC &R &
] pit

BMC/IBW |3 FEV1%predicted &4
AR, FOMOMBAERES
bAEBTHEZRD M. A B
& B BHOLEBTIE B HicBWT
BMC/IBW(3.440.5%, p<0.05)BLUF
Jk(13+02%, p<0.05), HEHEO8E
0.2%, p<0.01)®> BMC Of BRaEd %
DM, FEOBMCIRIABZEERR
Dl - 7. distribution @ 8T
BMC trunk/BMC O A7 B B THEIZ
K T(244+3.8%, p<0.0) L T,
5. BEBECIT S BMC SEBIRES
plEps:k

BMC/IBW I3 VO2max &4 &72ED
HIE 2R 7-(=0.37, p<0.02). BALH
T T & A5 O BMC i VOo2zmax &

HEZIEOHBZR L 722 (p<0.005),
O BMC 3 #8388 aho 2.

D. B8
[Kigt 1] IGF-1 BEIFEIRE R
R LBk A TR EEEOD HEBTE
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TTH2TENRMEETNTW B,
COPD & TOM OHE I/

OB THEM D> OH 2 COPD
BEBHEMTEBEET IGF1 BIEI
ZWRL, REBDPOLLWEET
IGF-1 BEN LR LT, /B
@ BMI OBWEERET S, COPD
BHE TIIEEICE LU T IGF1 BEX
EREmMIISBEELZSNS. LY
L7zS, COPD BE2KTIIEE
FHRFEES A U < IGF-1 #EESIE BMI &
FEICHBEL, EBEREBERBL T
WEHRTIIREANERETH 7.
IGF-1 [3EN /- RBRET, FIIEA
FEREZ LS KMRT S, LFERM
TLEREETI BN Y —2HW
JofRET COPD BETIILEHMTY
HEHAKREERAMMIITHEL, EH
HORBMEENTTEL TND T &M
BEINTNVS. SHOBHNTIIN
HUEPLEAEDOAE - ROBHN
AT RZ TWia WA, COPD B#
@ IGF-1 BEO FHIZERRBHNE
DIEEZRBLUEZDBOTH DM
WIRMENS.

VIfE, COPD BHEDRIEMHEDH
mEEKE L GH BENREZIH
TWwa. GH BEEEARKLIZ@BE
FT<, HFTO IGE1 FEEZAML
THERZRBTS. ZHFTIZ COPD
Tid 3 t:D GH HEROBELRH D,
ETOHE THEBNAEZE SR TY
50, WH A OuENRD S
D3 1 BOATH-. SO
T, RERDPDOH S COPD BED
IGF-1 RE LRI EICHENR SN
ol T &I, REBEO#TL
7= COPD H# Tid GH ® IGF-1 # 5
DA TEHBRN TR ICBES NN
HEEEZRBRTEILOEEBZ SN
(et 2] BENERBERIZIBLTYE
HBRE 2R R T A HE AR P Vi B

WHEBENLZEEZRITL, EEEHR
iZ disability ZB)E L THEBZELS
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