ELE7 B AMERMANE (BANKBRBRMREX)
SHEEMRREE

Bt mER MRS (CTEPH) 233 3 ARNNHBED
FREMEN, S%OBE BT PR

BRsEE B B B X
EMIEREFRIE Y v 7 — LRI WAL S &

MEEER

EHmeER iR MESE (CTEPH) (ZABIIRASZSFEALMAR I X o CREFICHE LR &
BOMSIMEREDE CALAEP LRRICELHEEOKRETH D, I T THREICT L TiZs Y
72 FRED AR A AL REREBRANT O A DB R L G HE TH o 720 LA LIE4E, BHEIRMM S MERE 2§ 5
EHENFREFEEN, CTEPH I L THBHTHET > T b, $ 280 bHE Tid CTEPH 1283 5
AT —TNVERLEEE N, LA L s oNFNEEEO CTEPH 2xHY 58 Atkokshiz +
GTERL, FBYLREHTA FIA4 Vb BHRERTVRV, £ TEBHETIE, ARICBITS
CTEPH 231§ 2 SHEARHERE O R L, #rMEWRETHO L ETH L LD, B TF—FTNVHE
WICB L TIX, ERSELIT, Z0REMESEZRE L2,

A. EER

Bk ER M SIMELE (CTEPH) X, bHaF
B TIAF RN R E (WRIER) &
B RATREREGFMATEESREBICEE
SNTVHHERNE  FEREAROMIEETH
Bo AFEIX1998FE D HLERKAEBAZE L BV /28
FIEEVIET D, 2009FEOBEAESHILL, 105
PleEEINTwE, ThE THELAEEOTHE
FBIZTOA~10ANTH B Z L0, FERORE
BI%i30.5~0.8 AN100F N L HETHRTD %,
CTEPH OF#HICB L Tid, BBRFESEELL
o 7219904E LART O E G IRE R & 2 ¥ — B Wikl
78BITC, 1, 3, SEQEFENEEFNREN, 91.2,
73.7, 65.1% Tdh o7z, T2 4FIC&mEER
(TPR) #°1, 000 dyne/sec/em > PL b Tid 5 £ 47
H(340.0% & FHBIAR ARG = IUESER (PAH : fE3kK
DREFEBMEME) [CELLFEARMATHSEZ

EDHIBHL TW5,

CTEPH (I Bl B IR B E O FFAE AL & PR
CTEPH & ER##® CTEPH I2KBI &5, FAEE
CTEPH {3 il B IR s P S A 0 @IS & 72 1) AR
BOUMRETHLILPHLPEROTWVE, —
77, FAHEL CTEPH WIS BEIMLERE (PH) 4
BAF$ B CTEPH Blic oW TR I h I THERI W
BEREGHFELEL 2 ho 7z, HE, KHGH
CTEPH |Z 3 A&y R MEMG & F 5 (PAH) & AL
DMBEALPFIE L, CTEPH (2B % small
vessel disease & W) BEAARBE I N TR TV 5,
PAH 2% L Tid, prostacyclin % & 5% L 72 epopro-
stenol (RRKRAKER : 19954F, ARFAKEE : 19994F),
prostacyclin 75344 beraprost (AFF : 19994F),
endothelin % AREHE D bosentan (FIK : 2001
4, KFF : 20054), PDES FHEE D sildenafil
(BRK : 20054, AFB : 20084F) % &, KE4 O
RARF2H8 T 5 IGHRENT TICHFET 5, 22T
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FAHTREER F 721345212 PH OFRAET 5 CTEPH
Bz LCHli4 0 PAH WGHFREL A L 7-ARH
HEPIRE > TWAHY, BRATIIEERITRER
WHOBEAIIRSIRTEY, RENLEER
BHEM ShTwiv, F7204%E, KME CTEPH
R LTV — A7 —F VvERWTIELR %
T 5 R A&, 0B8R B (Pulmonary
balloon angioplasty : BPA) BB I T b, &
BEHIL1988F T MO THE S, 20014121
Feinstein 2512 X 0 18511209 5 G BB A3 30AL
Sh, bAETL2010F ICEAFRITREEL &
ol LPLINTTBPAICEL, Z0OHR
HRHEN, BEETHER EICOoOWTOFEM 2R
A,
AHFFETIE, HERBI CTEPH %%, SR
B NRREEROBERICE L TERZRAET S
Ll b2, BPA DERERTEFML, £
CTEPH DERERZHIL ST 570 DEBEEHR %
BT 5 EiZH B

B. BARAE

20064F 1 B LAEEA 520084E11 H ¥ CicE &R
FWt ¥ —ICABR LiE#E % 8% L7 CTEPH,
SOBlEXGR E Lz IEREIOHEFNIZ, FiEi198],
408, FHIZ5TE 12 TH o720 CTEPH O
ZHTIZ, BREICNZ, WEXAEE, LEEX,
Lra— - Fy 758 CTPH OFERHEEL
%, BRE—MKES v F 75 DI TREORED %
TV, RWTEECTEMBIRER - HLb7—
FVBRECTHEZBH 21T o 720 MR OKEN B
IREBRE D O EBRICFET 5 2 LRSIz
#l% AXE] CTEPH, IREHAR & D A 12 M
FIET A% KWE CTEPH, MEFOVWTFRE D
HETE2VHIZFHEE CTEPH L 2HT L7 W
X% CTEPH O£ & #H & CTEPH O —F D Hl
ZOWTKRED VT + V=T KEF V74 TTH
(UCSD) 1< & % BREhHR ke PORSEHE Bty o 3B 2 #
EwioTOE,EHEL, BOA L HE LA
DWTIRTA LRI EITo 2%, BRI LFHAE

TE0FEE~2FEEFEREE 1. SERAHRES

BEBE L. FMBUCOWTIIMEH—» A%
HEEALAT—TVRELBITL, HERERF
PH DR ER AL 2o MEPHRAM B X UFEF
BN 2V TIRBBERFIC PH {GH3E (beraprost,
bosentan, sildenafil, epoprostenol) ®fFEH O &
RRETL, MABIC OV TIRENRE L DEET
WL, TOHEE%2ITo 72,

BPA I2DWTRUTOFETHBELITY, £
DOHMBEREBREF Lo $2bb, KIEE CTEPH
BlLCX LT, BAED ESC (BRINLIER¥ L) /ERS
(BRI 23R F45) @ PH BT - 6EFTA FF
A7 EHBAL, RTETA FI A4 VIZiZmiks
NTniwnd, bOETERESIN/ZBPA IIDX%,
ZOERT - FHT L IEREOE CB 5 MiIKE - Wi
HOLSPERHETRR LIZOoWTHBE%ZITo 72,
FOBKFEICH LFEBHEZL B 1B L THE
WEEM L7z, MRONI28EK : BHT, LA
BRiX NYHA ME~ 4 BIGEWEKTCH o720 B
D F—F VERETIE, BB RE 76/31/50
mmHg, ‘LA E 3.2 Vmin, i ME T 1,053
dyne/sec/em > & B OPHL A L 7z, BPA I
ENEER LS L COBEREZITo-0D,
PClAD7 VY 7 Ay — Ak EHBIRANEEL
2o BWIRHICAT o Z-BiBIRERFT RESEIL, &
BRI LY T TAMBIRTER L L. VT
IN—IRA e HATFAVITHAT—TNEST T +—
AR HATFTL T TANY—HT, PTA BT
AF4YT - AF—FVRHRER T RBSE,
IVUS 2 CTIEE R L%, NV—a 75—
TNV &AW TIES RN 1T 72, GEROPIEE
#13, BMMEOWRICHD), Bk - EMHR -
HMED L UCREBEENE (Sp0,) % #kixiic
BELAEICHELT3%ULEOETSEC A
& L7z. WHEICHN - T, BT B THAEH
DY, VIVAFO—) 500mg % 3 HHE&KS
L, BEEMICRISAR- VAN Vid
5,000BL471C X BRI E R T o 2o T WMBROF
T X BHKEICHIET 5 HRT NPPV % #
g L7z
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EAS@AFRRBRRNE BntR B R X
BB FR £ MY 3 R EBNE

HREENDOEE

4 [E ¢ CTEPH (233 2 BHER - RO
DEEREIZOVTIY, BEFEHNHAME
AT, BENMARBRTIIR V. SHICEMER
CIRBEEAZEET 5 2 L2 BEAFERIT
EThTwivy, F72 BPA b ETOEME
FIBIIZL 3w, T TICRBER & o Tw
LHIEEETH Y, ERIZOWTIMmENIC T4 %1E
BT E TV, RN - b S TEBI AR AL
FEIZTHELNTVS, Ld - THREZER
hwekEZ 5,

C. MEHER

*HRBIR, MBIk ER TR L BT S e
BT3B, FKAHEL & B S h Bz, £o
WThE QEET A Z L REETHRERI L 2HF L
7B 6 BITH o720 A CTEPH BlIZDOWTid
R RI OS2, 5% L EH SN, HEROER
A AR BEAE BT O BIE & 35 & L ASHRE R T
HBHZEHFHE L, F-4BREITIIHHEAE
O 2 BH FROTRE & HIWT L 720 FlEDAR e A RS
BT, AR 2381, RO 2 FlIX LRETT
Wiz, PREBITFHRBECE 2O Lo 86
T, BEPH OHFEICLVFHRBIAZ LHES
N7-B253 B, FMER 72300 MATERE B3
ETH o 72WL 5 BIFIE L7ze MBI T 1 8%
v, FIRECERIL 4% TH o7z, WFEIC PH S
TR LEABIT18H (72%) T, #itk PH
DPRELZFAIZ 6 (24%) THo7z,

WEHG DL & HIBr & 7z CTEPH #i, 59
Bid3sHl (59.3%) T, MBI 5B, FEFHH
R2BITH o7z, MBDFLETAAHHRETIIMR
PH BRA7H1 5 BNz, EAE PH Bl 341, FHIE
BB 4 BIOFH 2B AR ERPLE TH o 72,
A TR PH BRAFO 1 Bl % & 45t 4 B,
FAEE T 22BFEBIE 3 B2 BR C 19BIICEEA S
Tw/z,

WEHABEEDIWERIZ, beraprost FTABA%2351,
beraprost R SEAS 3 B TH > /2o F 7= bosentan

Bl 7 BIFFAE L, sildenafil BIEAHIIIFLEE T,
epoprostenol 7% 2 BIFF4E L 7z. beraprost ¥ 7z
beraprost {1 HED b B4 S 1, $IZ bosentan A
BMS BT 126], & 512 sildenafil 25014 2
728125 2 BIFFAE L 72, bosentan BAZGHIIZIE 2 BID
epoprostenol EINBFIHFETE L7z # 1T epoprostenol
BA 45 B T bosentan B N 1T 1 BIFHFE L 72
epoprostenol #F# 4 Bl V3" b BEEREERT,
CORW3IBNIBEICL b o TEHMIETL
T Z e L 72

BPA OFERBICOWVTIE, SEREFEFELE L
A TERIIE 3 oV — i 7 — F IWHERIZ
LY MEDOBEREPELN, BEETFLIVEED
EhkASHHIE L, SpO, DETHEMASHBL 72720,
FhlUbowEHEigFik e Lo dobutamine 2y
/kg/min, epoprostenol 4 ng/kg/min % &5 L DD
CCU IZTHHREBEITo 720 WEROME X &
BEEICTHESVI—R L CRERESBEAL, B
# CT TIIEE L IBALIC L HEH 2 R B IR AHERR S
., FEWRMEMKE L L. F-BEOMmE
PHH L7272 NPPV EE AT o7z, ZOFHR
SpO, 1Z95% VHERTTRETH o720 WEIEH LD
WEXHEREFTREIEEFOL 2 ) 7 HETIZIZ
EHEZIIHEE L7, MERDHERLIze AT VTV
VAT — TV E B CERE O IMATEIRE O
24TV, BREDARIE 1366/25/40 mmHg, LM E4.
4 Umin, HliM&E#EHT 690 dyne/se,c/cm_5 LEL
TWAZEPHERSIN, T-BEEROERL
720 BPA L ) —ZEOMMITEIRROHEI RO N
7o B3RTE PH H5RAF L, AMEINR L34k, ZENED
JRiZ % BPA TGERTTRE & HIBT S L5 SRZB S5
L7z £ TE) —RBOREMMFRZLN
®iZ, 2, 3HBORFHZHRYEL, FROK
B b AR o72,

D. £ =

CTEPH OJRREIXZFE LA IC & % L #FH 2
BROMEICERT 250 LFRAEE
BB ESNhb, fi£o> T CTEPH 123§ 5 G ER
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OBEFRETFEMBCOFELREL, 2VWTF
FEIE D 2 VEBIZN L TiE, B4 OBRERERD
Zloxnt LCHRE RIS A BRET 5 2 L ST
Wb, ABEO CTEPH \IX$ 5 FHERIL, M
WM oM R 2 HENL L 72 UCSD D |2 H#

L, 1) BB CTEPH, 2) B &1 > 300
dyne/sec/em >, 3) NYHAZ I ¥, EE 246
FEDR\NWT EITIR, 4) FWOBSELERED
FHgEEr ToRELZ) AT, 2B8E - Tk
DEMADBNFEY Do 2HEE LTVE, &
DEEIZ X o TFHHEIE & LR BUL595 4123
BITLEDI%ITHY L. ZhE TORKROE
& T3, CTEPH O THEMHEIL L SNHFDE
BIDWTERREN-R LTS  KBPRETH
575, A3B CTEPH BT FHi#E L HEENS
FER IS L 2w EFHHEL 2, o T
CTEPH & S M- EMIX, $TFHPTREL
R THEREROT R LRI T 5 Z EBLET
HHEEZ LN,

FH WIS D % v CTEPH BIDONEBYERICDO W
Tit, BERZOERTH 5 MmMEHEICH L Tk
BEgE, REBREMEICS L TIRBERA, A0
ARETTELERPHREDIR S & K8 fThhTw
b5, LPLAEDFELKETHS PH IZOWT
ERER D T A-BAE LY LB 2GR EICE T
HLYET Y AFA R, 727254, PAH T L
TR3IEHEOHEIZR 2 o 1iGEEN TR I —
EDEEYREFBEONBBIIL D, CTEPH (20
L Zh b ORiMEHRESBBRIICHA I AT
5o

SEOBRETIE, URTHRLEHAFEEOEWIE
I 1T beraprost F 7213 beraprost BEE TL2MED
72.3%I2E L7228, FD46% DB B EHEIH
IZ bosentan ¥ 7= sildenafil D BIMIEGHBTH
TV3/zo CTEPH (233 % beraprost D iE#EEIFIE
HEMRESN2bDTH LW EKIITETE R
WwE B b, — 5 bosentan B 15 B 1T i
beraprost & Il iX 72 <, epoprostenol i& fill % A%
16.7%F7E L /=0 beraprost i3 M8 A8 AE 4 €%

TFRFEE~2FEEMARESE 1. SHERESHESS

RENBEEHDH Y, bosentan ITEEFDE—K
BIRE L INBMEMAH o 7245, bosentan (2B
EWPRnZ LI, REOEHMEERET ST
HHE 2 Sz, sildenafil 1320084E 12 &R S i
e bkERANLEL, BRATEOFRESL
¥exEdT 5T LIZHETH o7z, epoprostenol DFE
THAS o B, HHBESEEFATH-
ZEDBRKRELBEELTYL LD EHBIL,

BPA 19 TIZ1980FACHIEE A & Fi B AR 4k 22
$E R KA MBI AR S22 72 & O SR IR M REH
XS BEEEL LTERSh, 20RelrE
S REZINTE TS, LA L CTEPH iZxt
T % BPA DO#Hi1319884E @ Voorburg 25 0 fE il Hk
EXMDHTORILT, LLEIZ20014E 1T Feinstein
S5 CTEPH : 18BUICH T A ERBMEBEL T
DRI I3 8E I T T2\, Feinstein £ D
X2k B &, BPA BiC1BICHKEDAEL, 3
BITATFRFERPLEEL Y, 1HPGLR
ETHE L, L LEFH TIXEHRBIARE A3
42+ 12 mmHg #*5 33 =10 mmHg -, BHIMEEDT
IX 1,760 = 720 dynefsec/em > 2 5 1,360 £ 640
dyne/sec/em™® ~JRA L, NYHA #EE2E= 6 4
BT AZTICHE L, Th i) BPA R
FAHBIE D % VEIER CTEPH ICK T 288721k
WL R AT RBESRB I,

A4 DFEFII28R & AIE & L TIHEERIE
LML LY, MEREELIIFEELD LOERE
BT, BEERLERSTFREDDTARLIMS
hi-BlTho7zo LAL 1 [HOD BPA FHITLDY
FMTEBREOREFB O, REORME
CTEPH IZX 3 288 L WA RSNz L
» L Feinstein FOHEICHRHBINTWEEBD,
W BB OMAESTAE L, Wik
BEOMBPEIFEL, HFELTOATHRSGEERT
TRBEE Ledo/2h 7 HH O NIPPV GEDS
LETH oz FERMEOFRAHEMAE X
THHREHIICEELEL N,

FHA CTEPH (2%3 % BPA {G# 1220014 0 #t
HURBERITbRA TRV, ThiEfTEIRED
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EEFMHFHARANE BHEREERMIEEE
Bk F £ B 7T 3 B EMWZ

BN RIIFEZE STV B, Fekiotkd FERMS
ik E i Eh AR ZEFL, ML, AOARERER L,
BPA (ZARIGIZHE 9 B 2 S 00 O B B AR &
Thol:l LIlBRTIIDLEEZ D, LA LA
EREWEEIREEM (PCD) WL H
FTTNVRELOERMLE BELTEI L2V
NPPV 7% ETRREFRE D F#E, F 72 epoprostenol
 CPHIEHEOWMBRL &, H4 ORNPEEE
PREBIN, EEROSEICHT AL R &
%o T&7z, BREATWHTBPA ICEL, 20
FERELMERERATILEVHLEEZLN
7o

E. & #®

AF CTEPH D#y503 A A RS BRA O 86
ThHY)FMERIIRFTH S, L LIFHE24%I
WRHERDSLE 2 PH PR L7, WA PH
Bl & EFIRF TEED59% ICNEHERS TR
72o MO BB S N WEHEEE T beraprost
Tho72d, ZOHFHTEINMERPLEL -
72 EJEFNIH L Tid bosentanZ>epoprostenol A%
BTE SN LHEMHSH > /2. epoprostenol FH F1 i
FrICEECTAREFOMAIC DD S FEHHICE
CTA5Ea8Eho72,

KASEL CTEPH, 18IiZxt L BPA ZMifTL, —
EDYENFE L5z, L UNMERIIIPREREZ
EOEPFIREZIIBITLIEENLET, BEELE
BHETFRE O BB LETH 5, SHITHELE 57
R LoD E NS &, RgEoF AL M
UL TILE DL EEZ BN,

F. f2FRERI1EE
L
G. MERRK

1. MM RE*
1. PRAEX : iR EREDEZ L BR, R
BEHRE, 53 : 953-960, 2008

2. PEEX : ZH - RETR - &2 B

10.

11.

— 178 —

CHHEEX  MBIUERE. In: £F

Biti 142 2B FE in BT IE 2 5 . &R M4
fE « FZEMIE & DIC, FREESH, BRIE%
#t, pp61-68, 2008

C FPRE S R A 2 MR R U A DR R

ik, PO, 28 : 190-197, 2009

CHEEX : F 4 EMEIEET -V FY YR

Ty ABMEIIOWT. M EBR 17
251-255, 2009

. WHEEX : WEIEE, EReTHEOEE—

FFRAV I oD A Y-, BEBRK,
58 : 2224-2229, 2009

PR E I AFRVEEIAR M IS - KR
P CEMRME) BB IR & I . PR
#F, 16 : 184-191, 2009

. Matsumura Y, Ogino H, Sasaki H, et al:

Pulmonary artery dissection associated with
multiple coronary-pulmonary artery fistulae.
Cardiovasc Thorac Surg, 11 : 207-220, 2010

. WPTEEC : AEDAR PR TG A DR L T

VWIT=ZAXA BEROBHWHA, 233: 511-516,
2010

K3
B= %W. SHOZWKS, $eh, B,

EZEPE, P904-906, 2010

PP E I : BEMEREOERRE. In: /)
F—® &/ OH - LERZSETI 2T 1A,

B, ¥, P318-323, 2010

IWE B $EEX +H B BREZ:
ERBEBIINTEIRTORT /- VEH
£ H O #& BR. Progress in Medicine, 30:
573-578, 2010

. FERRR
. ATS 2008*San Diego—International Conference

May 18, 2008

The Frequency of BMPR2 and ALK1 Mutations
in Patients with Various Form of Pulmonary
Arterial Hypertension. Norifumi Nakanishi,

Shigo Kyotani, Hiroko Morisaki, Takayuki



Morisaki Division of Cardiology, Department of

and Departments of Bioscience.

Medicine,

National Cardiovascular Center Osaka, Japan

2. ATS 2009*San Diego—International Conference

May 18, 2009

Long-term Haemodynamic Outcome after
Pulmonary Endarterectomy for Japanese Chronic
Thromboembolic ~ Pulmonary  Hypertension.
Norifumi ~ Nakanishi”, Shigo  Kyotani®,
Hitonobu Tomoike”, Hitosi Ogino? : 1) Depart-

ment of Internal Medicine, 2) Department of

H.

1

2

3.

FH0FEE~2EEHAEREE 1. SHERESHEHRS

Cardiovascular Surgery, National Cardiovascular

Cente, Suitar Osaka, Japan
HIKRAEHE D HER - BERIRN

zL

. HERFEUS

L

. ERTEREH
L

Z Ot

=L
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BAESBHFHRRENS @ANASRRREEY)
SERATEHRES
[11 Y v <BREMIESE 1~ B85 5 WF%E
[2] T Vo ZHBERERAE (- B 3 5 WF
[3] WWWEZBPOL L5 ANy AHIEHIEBRRIE2SENHE (HER)
- (PRINWEZFS HLH/LCH ZH& L M)
[4] tR{EPHAEMERY B B3 5 Wi%
[5] BIRUNEY F—¥ a ViZHT 3058

BiEaEE K A b B (Fheo~2148E)
El b e R B v ¥ —NF

mrsEE L |/ — (FHRRER _
B bt i b R B v 7 — IR e - BEIATENR B RT AR ER
(Bt KETHRME : T %)

MEEES

[1] V) ¥ 3 REGREARE C 5 A%

(1) ) U NIREHEE (LAM) B#E T vascular endothelial growth factor (VEGF)-D AS8 1l
L, 800pg/ml BA ETLAM & L CEWMifEDH 5. F /-0 VEGF-D fllEiX LAM 022G RE*%
RBtL, WBEOREL 2D 9 5, (2) Multi detection CT (MDCT) TEE CT BRE% EM L Low
attenuation volume % EEAL L 7z FidREE, M VWGF-D Z &AL 72. (3) MY Y SIREHERE
BEOHIBGHABREHERHELZERL 2. 4) FHR21FEI10A11H, RRICTEREFE LB
Z, FREEGFETHE SO LAM MES 2B L2, 12082 E8mML 72,

2] Z 7 no v A AEIRAE |2 B3 B HF3E

MARBI4BEEELT V7N AMBHEBIRE (LCH) 4081 (2257%) o BRR B 5% BB &
7oz (KIRWREEY Y RTT ho 20104 8 A) . B—REBE L LB, EETLIHTVH 5
b0, BRE WREBFDRZLZTERENTIBREN, FERARN, ERFAINFEFEEL, #RL
LTHEPLETH S,

3] BREE L E LS Y2y AMBABIELSERE (ER)

(NRIIM#H# S HLH/LCH ZER L OXFAHFE). 7 v F ANy AMBMEIRE (LCH) ORiRZEIC
M9 EFAEE/NEMESS HLH/LCH ZE&S L OXFRAE L L THEA L. EFFBERKEHREE
FHEHRF v F7—2 (UMIN) 27z, WEB AT AT A0HEE Lz, FR23EEIENER
FEo

(4] BHPAZEMEREICE T 0%

B PAZEMIR A (COPD) B T3 RILERE CT 3DCT) % v TREIFE D E B AHIR %
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LTwiz,
[5] B Y NE Y 7 — 3 a ViZkEd BH%E

KB OARIBIRL CIMRDFEAE S IH L 72,

RELL 9 2085 L, WEBWESRE T2\ COPD BE T, B®AHR 3DCT I2X % LAV, visual score
A5, BHEREEREEZ L ) RBLL, X )ERED COPD BE TRNEAROMA L h REHELREE % KB

EHEEBZEABSBILEZCOMRER O 27 ¥ED LN, £PEERSIZBIT 5 2R
NEYF—2a VIIHREBIZBITHAEELNVNEY HOLTEEND S LEZ b, SHHNRR
YNENIZATFHREFICB W TERMOBE LRI &, EXOMBROEELHEMS €7, £

FR0EE~2EENRBEE 1. 2ERSHARHRE

(1] YV IREHEE (LAM) (LT3R
A. EBH

(1) LAM {2 31} 5 MM # vascular endothelial
growth factor (VEGF)-D HIEDEZRZHL M2 T
%, (2) MDCT TEE CT RE % EHE L Low
attenuation volume D EBILDOERZH L T
5o (3) BV Y NIREBREELEE OHESRAER
EREEALZHOPICT S, @) EEEEEL
BE FREAFTE 8 N LAM S % T
5o

B. %A E

(1) &Rk LAM B&60 (FR%M: LAM 504,
EHTHEILEE LAM 10%). B3 ¥ b — 163
%, BE2V I MO—-s1%. B bo— iz
DWW TIEF VEGF-D % LI LMME~— 7
ZEEL 7o —EAERTIEBRNICHIE L 720
(2) MDCT T Low attenuation volume %* E& L 72,
(3) LAM BEFOHSBHEREHEERELH
LPCT BT v — MREYER. 4) P
214E10H11H, KRICTEREES L BE, KK
L AT 8 H LAM MGRE %k L 722
(fREERNDER)

IRB TORRE%X %), BEICTHELZETHE
L7

C. HERR

(1) I1#% VEGF-D i 800 pg/ml LA L CH X%

Wi ED S E 5, WROETE & DI, MF
VEGF-D iX LR T BTk %<, HTHTH >
LFLHBIMIIL Ve FLEMK, EE Lymph-
angioleiomyoma % #2% % & MliF VEGF-D i1 %
fE%RL7 GnRH 7+ 1%, F&IH A2
% 5-Ti2Mi#F VEGF-D i3E L L do/zdsT /8
AV VEETERIZET L7 (2) Low
attenuation volume (X fiit#5E, 117 VEGE-D % ¢
M L7z, (3) LAM BZ DH AU EREHE
BREFELN IR, 4) KIRIZTE 8 H
LAM 584 % B L1205 L LB L 720 TES
GEEV LR INT,

D. ERERR

f1{% VEGF-D #fll5€ X LAM O Wit iifE4% b
BROEEL LD ) 5, EE CT REIIEASE
WWERT®Y, Biggee mE VEGF-D % &L HHE
L7:c LAM BEOHSBAERER I -4 L1
RGPl FRERERBCRDOOhYEL
720 LAM fIBBE~OBFOMFFIIEL KE L
LoTwih,

E. W% F. SWMEHOBE B&K
M, G FEFrW#E H EAFEREHR L 20
fis, RFBIFLTLOTRERRT %0

[2] T4 MARIEREIRAE (LCH) (R8T
3%
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EEFBHEHRRRDE BB RERRMASEE
I T - S I

A. HEBE®
NEBIEET LCH OBEREZHSMIZT 5,
B. RAZE

SEP» 5L L7 LCH 408 (208%, /NE 4
PEatr) ORKEGRERE2ERT 5,
(fREENOERK)

IRB TORREZIT 72,

C. MEKRR

20104F 8 H26~27H, KRICTKRERITREFS ~
R L% BAME L7, 398025 LCH L 2H, B—
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(4] BMEAEMMZEEICET 2R
A. EE®

EBHREMMES (COPD) BE TMDCT *H
WT3RTEE BDCT) 21T, ZOEHE K
9%,

B. EFHE

MDCT % FiV>"C Low attenuation volume (LAV)
TEET Do BRI —F — L OBBRERE,
(fREEAOKR)

IRB TORRLZIRE Lo THEMLz.

C. ERR

B EIE T2\ COPD BF Tk, BRAM
3DCT {2 & %5 LAV, visual score 7%, fiikEsEfEE
X DRBL, X )EFED COPD EFE TIIIFK
FFOMEAD & 1) B R ZEMEREE 2 OB,
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E4r@fHFmERMNS (BanREERMEER)
HEREMRBEE

(1) BHEHZEEMYE (COPD) ICk\) 5 ¥EEE L IHIE
(2) BEIRBYIEPFIRIERETE (SAS) DWRE L 25 Kb
(3) =X CT 7 V¥4 25 7 1 % 7= BIE0w H Wi vas iiHEiE o Bit

maEE K A CIN
ZRIBRAKENRN R E B EEIR

MREEE

(1) HEEEODLIEIIBITS COPD BEDORERBOERLHALN,ICT L L L BIZ, E-5844
EOEHEELHLMITAILEENE LTEHRHRICB W THEIIEAE21To 7%, COPD B¥E
1,046 DA T body mass index (BMI) DIETHEE (20 kg/m® Kiili) 1329.3% TH o705, EIE -
REEFTCIBEEOGERDL Z D2, $HEELE L CEBMERE, Btk ORE, HR%E =
MEAFLENRRICAHLTREY, SRMEDSMIEER L AHEEICHEIRD 2o 7. FER
BERTIEER L) IELEE, BERK SRIIE ARV vy 7Ty Fu—20848E R
Mol UEDZ s, HEURBEDEEEOAL ST, RERELHFE D ZE L -EEEF
e FHERTORNPEELEZ SN,

COPD BEILBITZMP IV Y VT TFTARIA M IAVEOBEBITINLOMPRE S K
WL AERLE OFELRET L, MEORBERBRBIBIL2ERERE L. M7V ViR
BMET 714 RAZF 2 EMBELTWAD, MELTF LB ELRD L h ol HERTRIBRES
TR 1 EMOERERDRAIRZIVIZEMET LY VBRBEREETH o7z, U2, MLy v
BEREERICEOLWRENIZERL, 774 RAZF VOS5 WEIREL BET S I LA RE
Ihiz,

COPD BEDEELHHFETH L BEHBEICEEL, BABMEEEEONED b REEE LHE
EDOBEERF Lz BB — I —CTHAMEBERIVEF L MEAZAT A IV Y (ueOC) B X
BRI —H — T 5 MFHEABRIERERE 7 + 27 7 — ¥ 5b 5E (TRAP-5b) iZVFh dAE
BOBIBWTHREEEECRESBELIVIBEZBD . £z, Wb M{F tumor necrosis
factor-a. (TNF-a) 3 X U interlukin-6 (IL-6) & 13#HBE% o R H o720 MiF ucOC 1ZMIEF CT TEFl
LGB BRELEELHEZR L. UEd s, COPD BETIIEABEEITELTEY,
BFIAERLDRPRENMVBELREE, BHIAZPBVI LI RBIN, 72, #30%DEET
BHREBEEOETHEALN, SEEBITOBR,L, BHEEEORERTFE LTERHE, BF
B~ — X —TdH A IEF ucOC BEELE X b/,

2 HMRIEIX COPD OBFE L FEICHET 2EBREL LTERIA TS, BWERET NV
FHVT, BEBREIC L 3 REEERLSHWIE NS 2 EWREDRINIOVWTRE Lz, B
U —2ABRERTIIREREICL > THRERDPHBILA PV AEEROET B LUEHERNEYOR
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P20 B ~ 22 I R i

BRBEOBLASH LN UEts, AWSERRORSIBAREOENLE /26 L, BEE
BiZLA2BERIR2IMRIER £ O systemic effect ¥ EE I L LARBEEINT,

(2) BEIRFSEIFIRGEMERE (SAS) Tid, KMEBE/MEHRA ML AL s THRALREFRIE: &
7oL, DIEANRYIRAFTEY v 7YY FO—ADEHIZ0%2 5, LSS N M ORERE
IMARIEMRNRIZTHESFSBAT AN T, LR FTroOMENEBEDKRETLH S von
Willebrand factor (VWF) & ZDYJWiBEE T 5 ADAMTS13 BEEEM ORI 41T 0720 BHID VWF
PR B I AERERNEMRERR (0SAS) DEEMIZERA LTz, vV F < — BT TIZEERIR
HHOE,S 3BICETRTS ), EBEZICESTF VWF 25HET 5 B TR b SRR H
¥ (AHD PEETH o7z —F, ADAMTSI3 IEHIZ 3 BB TEMLERO bd o722, BEREOX
HFoMAREREEBICRD LTz, BLE2S, 0SAS BEICBITAHMEREA ML AIZL
% VWF RS M/ MR R DO TTEARIE X iz,

BEZEMNMET SAS BR B HBRBOBELEHIRESNTVE Z L2 b, TOAHRF
*EBEICRT L7ze NARY KSR E S y VBT KETIRNERNEREER LTS >
) YFWOBEIRRD LN, FOWFLELTHA2Y v 2 ADP JR—-AEKREER TH 5 CD38
DEBETIZ L B/ 250 ca* OB TAEZL Shiz,

SAS BT A EYWMEOTRENE, EU b=V 1A ZBEKT7 TR } TdH 5 Buspirone z 7
B =B CHRET L7z, Buspirone #%5-13 CS7BL/6) ¥ 7 ADBEEEBER O ERELEFICBITLATHE
BI85 E L, ZOMREEERIZRET ABLUSEDBETEREBEEL TWwz, 2o 0k
EhS, 0 b=y A SEERETRFAHCEELEHE R LTBD, SAS ST 2 BipEED
F—=Fy MIhbEEZLNT,

(3) MDCT (multi-detector-row CT) 2 FIW/:=RILCT 7 v ¥+ 757 1 (CTA) B X UK HIE
DYETEES (perfusion CT) 12 & b BERMEMS MEESN ORRE® M L 72, CTA Tik, OMBEIRS
BHORBIROBIE L%, QUURIIZ L 5 &M, ke BAE QORHEEBOMERL 2RO,
perfusion CT Ti¥, O¥EE - MELRSOEFIET, QMBREREIZBITIIRKIE OBED
B EMELOBATOERET, @FMEMHRICE LW TOMBIEIZD S hiz, BERM
BIEEIC BT AMMEREIL, MDCT 2L 5 CT 7 F4 7574 B X UNERERIC L Y EFET
BBThy, EFOERICL YV EANLRI TS EFTREEZLN,

I. HEREmERE

A. EE®

(1) COPD BEIEMHLHHFRELEHTIEH
MERBE LTEBRINE L) ol DAEIC
B AHFREDOERT ZRBIOFELTHEIZT S
LI, FEBESLEFUREDS L URSWE
WE Y DT WEIRER EHRIEICEH L, COPD O
WEBEORELBN A EEHME LT

(2) SAS TR KMERIE/BEKRA L AL
Lo T4 &S % &3, LIEA XY b

RRAYREY v 2T FO—ADRE - BWEIZO%
VHLBFOBITEEMNE Lz, $72, SAS B#
THRERBNFREEERAE (nCPAP) DEA - #
FEASHREE 72 BE 0T 5 BWEE O L B
EEBE TN & AV COIRRAERZRE H 0 HRET L
72

(3) BESRCEMBMEEN ST FRRAT L
LTEETH S, FI4 MDCT OEFIZ L ) i
D 2Tz & TR ARAY TR T 0 MR 2 OHERI AT B
%oz MDCT X FHVWAZRIECT 7 v ¥4
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797 4 BILUREHEBOERBERIZ L 5 BER
‘ﬁ%%ﬂﬂ&fﬁﬁ]@ﬁ&%ﬁ% BRI E L7,

B. IEAE

(1) Fri204:8 H 1 H~10A31H® 3 » AR
S LA killeh o COPD BEEMNRE L,
AIFRBHE - BfRGIE L LU ootk
BRICREE 2N L CHTRERTo 72, RAE
HEXEH K FFE BMIL HHREE (%
VC, FEV; /FVC, % FEV;, % DLco), MRC A
4 — v (Grade 0~4), 64 E#4THEME, HRCT IZ
& % phenotype D48 (FIER, JFERMER), B
EORE (BIUE, BIEREE BRKE SiF
M, A¥EY vy Ty Fu—a, SHBRE B
B, 0%, EERFRERITOREL L

RREELLHURES L URFWENVESD
SWENRE B HEE B A RENL, SRERRH
DBEMCOPDEE LT ¥ v F S RETR
BERRE Lz BEHTRERAER (BMI=
20 kg/m®) & AERASE (BMI<20kg/m?) O 2 B
2 CHBRES L 72

WOWRNVEELTIESLVY ¥, MET
FARRZF Y, MFBELVIFr2HELE, &5
i2, Iho0EEORERR | SR OBEELE
retrospective {Z5Fifi L 7z,

BERICBITLREORE L HRCT AW
T Goddard D77 EIC L WHREKICFEML 72, &
EWREQCIEL LTI, IMi# TNF-a, IL-6 %
HE L7z

FHRE~—H T, BFBEE~-—V-TdHsMm
FEANVFXFYMEFZAFF ANV (uecOC) &
BRI —H —TH 2 MFELBRIETER 7 + X
77 ¥ —¥ 5b 47 (TRAP-5b) %% L7

JE#E & % E (L-BMD) & dual energy X-ray
absorptiometry (DXA) Z WV CHIEL, HBAZ
bioelectrical impedance analysis (BIA) = THIZE L,
Bih & i fat mass index (FMI), B #iH =1L fat-
free mass index (FFMI) T&FffiL 7.

B EBR L LTIk, CS7BLI6 * Y AR lER

BIUBEVT—-ZRTHBL, 16HRIZb:-
TERERELTo7z. BHICBVWTHREORS,
BUERER THROPIBRILA b L AHEMEZ Oxy B
&7 A MCEHli L7 BBATEOE{LIE, HEH
AEYDOEBERRE R L U pH THHi L 7,

(2) OSAS BEEXHR L LT nCPAP E AR
WKEMARY VA 7574 — (PSG) ZHEAT L,
nCPAP A RT OEERRFTH% & nCPAP B ABKDEER
BRI % 1T > 7co VWF HLE & ADAMTSI13 ¥
HOBEIX ELISA T, VWF <V F < — ik
0.9% 7 Ha— A B IKECEF-M L 72,

NARY—E M TH S HIT-TIS Hifia &
Ty MrBETKE % B EKHIKEEE (inter mittent
hypoxia: IH) T3 X U normoxia T THEL, £
D% 1RO 22mM 7 o ERIEIC & o T
FERICGWMENDL A YA VE% ELISA T
HE L7zo BEIZA > A1) ¥, Glucose transporter
2, Glukokinase, Sulfonyl urea receptor 1, L-type
Ca channel 1.2, CD38 ® mRNA &%V T NV¥ A
A RT-PCR EIZTHEL 720

C57BL/6] = 7 A {4 ® Bl & @ Buspirone &
DVIZEREFEENERS L-0L, TVFAES
T 7F % Y N— N TIEMERSERI R T I TP %
BICEEE L Fx Y N—WEERE D SR
* (10% 0;, 90% Ny), £ L THIBEZHNTH
RS, BREICEKBTA 8% CO,; 92%

0y) TFY Y N—WRZL, RETARISE

BRE L. t0 b=V 1A BSOS S
223 5 HET, Buspirone 3% 5-A 2 ER K o
MoV 1A ZBERT I A NTH B p-MPPI
25 L CRRORE 2T o7,

(3) BERIZHE ) MBI ARM M= T 76, K
BRAEER (BXEiKEL 26, MRM=MDE
iE 35U, BN ke ZAR PR S LS 7 B % AR
& LT645) MDCT % W2 &2 A R L 72,
B ILE DV C19fl R 12803400 7T VT
ZW L 7ze REMREEERD D S 1 FlITBEOM
BIMEAE (4P (TR) =38 mmHg) * £ L TWw/z,
T/, MSmMEZE6 L2 BEEREORE
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(RBEEANDOER)

FRIRT 213 22 RIR 2 R K2 M B o B BB R A 22
HEZRRD L5 VRIERBIENKRZREOGHEHE
BAOAEEZBTHITLL, T/, BWERITES
BEVEMAKZFEWERERREICET (KRE
BTITo7.

C. MEHER

(1) ZHEaRIC L 5 BT FAETIX1, 283810
COPD BEMVEME N, 1,0466] (BH91.6%,
Z18.4%) MBI MR L ko7 £, BMI,
%FEV, DFHEIZZNZNT2.5%, 21.8kg/m?,
63.5% Thol. BREEDTHTIL, stage I &
stage 1 DEEFID6S% Z FH Tz, BEEE
T BMI DR THEEI29.3% TH o 275, EfE
EEETHERLERL, stage IV TlI# 6 HTHK
BEROPRED bz, HFEE L CIBIELE,
B ECERE, #IRW, SIRIMED B =R
IZRD bz, BIRMFEDSOPHERETIZ, EiE
B APHEEICHEIIZED 2 o7z, HRCT IZ X
% phenotype (X734BIBEAT MR E o720 KIE
BI7%84.5%, FEFUERIFN15.5% % L%, [ERT
IERER L Y b BMI MEETH - 72, FERE
BTRAER LY O WMELRE, ¥RKE Sigm
fE, AF¥EFYv sy Fo— 208 ERT
Hols

M7V EMMET7 71 RA2F 213, KE
BB CREEEBRBIURENBEELI YV OEE
¥R LTz —H, REBRABOMEL 75 Vit
EEFRBIURENRBEI ) DEMBER L
M7 L) Y idME7 74 RA 2 F ~ L IEOHE
EARLLS, MEVTF L I3BEELZED LD
oo B 1 EHOBERIRIMES L) » LHHE
REDA, MFELTF >, MET7T 74 KETF
YERBEEABEO LR o, 2, wTRL 1E
BOKEELL IEELZD Lo/,

& ucOC B L UI{% TRAP-5b & 3 IZ COPD
BETIEMELRL, REBRIBTIIERRLD

FROEE~NEFFRELEE 1. SERAHARRE

bEEE A, T2, MiE TNF-a & IL-6 X
COPD BETHMEZRL:2, BR¥M~—F—-¢&
1BIEE O Lo 7z HLE ucOC B & UF TRAP-
5b i3 %FEV, L HE*ED L ho /25, MiF
ucOC IXRELOREE L HEEHD /2.

COPD £H& D#530% T L-BMD OET 255D 6
N7z, L-BMD (2B R, % ucOC, %DLco/
Va B2 D2, EEFTH TiZ L-BMD O
HERTF L LTHERGE, MF ucOC FFERI
720

BEREE B ER T, BERERGI2ALE
Tk, BEABICHLTEVO - ABRERBETEH
BELABEENOBRH L RBD:. truo—ARER
BT, MBEA P VAEROKT 2580, BHE
BABTYTIZINTBREO LA L EERIEE OK
ThHALNTz

(2) B¥lo VWF HUEEIX AHI, 3% ODI &
B DRI, lowest SpO,, average SpO, & IXIEDAH
BE i, 2N — @i CiiERA#Z TEL
PV ARE, BERZICESTF VWF OEM%EZED
5B, ERRZIZEST VWF BHEHETSCERO
3EBICOETERTHo 2. I NV—THORET
3, CHETERY AHI EHETH o 72%%, ADAMTS
13 IR ED L d o 2o B FHEBED VWF
<IVF =3 AHI % 3% ODI & IEDHEBE %D,
EAE OSAS TIRIEMDOR VRS TFHIRD VWF <
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