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1. EXUEESHHIKECLIMSnEEICH LIRITORT/ —ILAHRERDT-
1 45
(ETAPNEZNARESE =411
LN
SR BERERE & BB N R
A ET
RER+Fimbe e
KEFFFHS, M B, TANE—, mILHE
RIS B B o 2 — bt s F
/INET LR
BRI Z &G RBesEe - EhinEe
AT 8
JEFII R 0 o4&, HAERND, LT, F7/—Bxiol-. Al 3 12
MRI CHEEENFARE &L 2 sz, BEENEEELZEEL S > MiF, DIC 2
LIz, B 5 ICmARTuT 27 ) — V&g LT 2AE Lz, MlE
REBEMSELZENPREQBEREEZ N,

2. TRIORT/ —IEGHEERED, SRl ZHA - PAH —HIOBRKER (B
HRRFEEYE 2 — RN ER
g, B, BAEEDE, ®AE -, MERT, L @

JEF] 0 19 w57, 8 mElFIC iPAH (SMADS ZHEFR O BN PAH) L2 &£
FLEEE, WHO #EEDE 1T & 722 0 2% 7 22 A T EPO B%s. 34 H THRK
30 ng/kg/min |27 L, mPAP 56 mmHg, Rpl 9.6 U - m2, Rp/Rs 0.56 F Tti#.
SNVTF T 4V EBIL EPO B EITH IR L2 ER L. BEOROHENDH Y
SEEMNLREL X U ZBEIL, 2 FT T EPO Z#iEH IEL7-. 1 1% D mPAP
55 mmHg, Rpl 12 U - m2, Rp/Rs 0.69 LEEFEHIEE L TN o2y, 6 2T IERE
614 m, CTR48%, BNP (% 4.0 pg/ml & ¥ L. (HME/ EPO BFE) LK S
WEH7: QOL k> T\ 5.
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3. PAHIZx9 %8 PGlL, D 2R S5O KIEHE
RBRLZ C bRkt TERERE
BT, LN, WEREGZE, RHREZES, R RREE, SRR
J37) FE B
BEY : PAH (2%t % PGl ##FEIC L 2 2 MM EILRREBE OB x5 & Hik
PAH 6 JEf5, 5~17 i%. PGl #&E5-/it: THOEK /T A —4 —, NYHA, 6 5 BHA1T,
BNP, {REREIZIT D EREt. R Clix 44 £ 1.2 & EH L7228 AmPAP
1% 6.25 + 8.1 mmHg, T XTELKHT 10 [ETHEA. ARp/Rs $ 0.26 £0.22 & 11
[E]CEEN. #5870 mPAP, Rp, Rp/Rs, CI iX AmPAP, ACI (28243, AmPAP
& ACI 22T NYHA, 6 43f#1T, BNP &R HMEBEIEZR . FIERE T
AmPAP & 1gIE% O mPAP OZALIZBEHEMM AN Hivic. e : PGl SMERBR I
BRSO E D Z E R TE 58 L.

4. Ca¥EfZE & beraprost DHFATERRAE R E L T U 5 f S 1 MBS AR i = i £ 5 O 1
15
LT R N R A
R, gk W, HEUEYN, B E
(L B ST A s s N R R
REET
FEGIE 24 7% 00 R FE MR ENIRIE AT & ML FEE D &b, 10 Fiip | EBRE O B4
HEL L, FEARE 75/39 (52) mmHg, Pp/Ps 0.76, Rp 8.3 B - m2 T, nifedipine
WIS #5317, Beraprost, nifedipine, digoxin, warfarin & HOT TiGE %
BAtA L7=. 24 &k, WHO class IT & CHEIkE 48/20 (32) mmHg, Pp/Ps 0.49,
Rp 10.6 BEfL - m2 Th - 7-.

5. Down JE{XE, DEPRRER, BRERFICEH LI-MESMECXT S beraprost,
sildenafil & bosentan O #f A%
LT R N R A
R, ok W, NEUEYN, B E
(L B ST A s s N R R
g AREETF
SEGNTOEFRARE, BRERE, MEME, Down EFE#EOEIR. £% 2D
A T beraprost % Bi#a L, 6 7 A FEMEIRIE 55/19 (37) mmHg, ffifAIn it &Lt 1.7,
Jifi & 8 40 5.8 B - m2 T, SR, NO IS & - 7o TEEBEFIRE & sildenafil,
Z D% bosentan ZOFH L, FEINREIZMT L ASD IZBERMASH L7z, 2 mFpifi®E)
ARIEIE 32/9 (21) mmHg & tk#E L 7-.

2011 &£ 6 A|




6.

8.
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LBRDRE 24 AR
B ER KR FEFEH /IR
EHY—, SHEBGE, HE8, BT, S, LRk

ffim i EiE (PAH) OJRREIZIE, MMEANROBEELI R MU U %21F0
D ETHMMENAER T - EER T RNEET 5. PAHIZXHT 2= REU U2E
EHEETE (R &) ORIL, KEEBERRBR TSN T, ST
NETICRE U X o E2EE LI REREBIZHES PAHL6 5] (0~43 %) 1220\ T
WG4 5. EEEEIT VSD, ASD, AVSD, TGA, Fontan ffit, FHENIREIS,
CLD, JeRMEFIARKAE. EERBWERIZZR2 >7273, 6/16 il T PAH O#1T %
flCET, ZNOOEFMEFLICERTS.

TLUHMROMBEREEICHT 2Rt 2 Y
PN E DNE S VY NG 28
OB, BN, & ORE EH OB
KPR R R B & 7 e LRk i, 2 1R
TRAEAHR
A VG [ B R b B A T s e/ N R A
aR O, PNLEE
7L AR OB REEICHT AR 2 OB EZREFT 72012, 4 T
BERIZOBEKRGZFAE L. BEBEBIIMEFEFIRERZ (TPG) &E, BERfa
g (Sp02) &fE, ¥#fE. TPG (X9 mmHg 7°5 5.5 mmHg ~& KT L, SpO:
X 78% 75 85.5%~LiE (RTHRE). EITREL TWEI LT T 4 AR
HOT ZH ik CEZEFNH Y, 2HITT ¥ L NZBE. 7L M OREERE
FEITH L TARE 2 AATERTH L FTREMED R STz,

ISR SIEREICNT 542 45 7 1 ILOEREZER
HERNNERERERE ¥ —ERERR
B W, MLEMERER, TRk, I ES

PAH /NREBEHE 2O LI VT F T 4D B E X T T 4 V~EFE Lz, ERFIE
13 B GER 1) & 15 mFB I UER| 2) C=ARTr AT ) m—/L, REr &,
IFF T 4 VTTTRET. EF LIERSGELZHIFL LT T 7 4L 90 mg 4y
3EAXTT7 440 mg oy 1IZEE., BEIIRMER S CEENERIIE D ST h
BT JER 2 1 IEBEBREDO VAT T 7 41 80mg 5y 832X X T 7 4L 40
mg4y 1IZEFE. 2 B L VIR EZRO-0S 2 -EA~EF L THEL. & HITER
DOEER S EEILFEETH Y BHERASEWENZIIy 2 BEPE TH - 7-.




9. MifEIRMEE (Eisenmenger SEMRBZIR<) ZH - -HEHMEXRMDKRBICHT D
tadalafil O {E FA#EER
SERFRFRESRNER

B FH 3254

B . ARERANVEHGIE, BT — 7 WIREDORICHIILERE & & 0F LI EBMER
PROERBIZRTT 5 tadalafil OfFEHBEBRZIMET 5. ER  HREBITETHEOT
7 ) —ERWLALREEZ R LT Fontan 772 4 5l (BA%E Fontan 7 3 f7l) , 1K
FMEINRZ £ 5 BT shunt iii#% 2 . & E5BMGERIIFY 6.6 5%, SMEDROFE
BED SpO2 1318 5 1~3 Rfi] T +2.8% &£ 72 0, 12~18 Fefiite & ¥ +2.3% &
M ST\ 30 AL LB R OFBED/NLLA2FEZE NYU PHFTIZ 9.5
MoT75 R E L=, F5EE : tadalafil 12X 0, ERFMZE L7- SpOz OEF N A]
HEThoT-.

10. PFENEY S Iz JTARLFEY LE-ERETHREZ &6 L-IhshEE
n—#l
B RFERE Y % — K EFR N ER
EHFIZ, WSHEEY, HILUEE, RERT, G f
M/ R SRIEFER 7 (PDGF) SHEEOZEREEE THL Y T 7 = =7 %A
e I3t LG LIS MEE (PAH) 2AFSh L-ER 2 &8 L. EFIL 34
e, BRI ORI A C.O B TR, PAH %R, X7 72X hONAR
Bta O bk, ZEBMHHENET. ITROFEBIZH L TY 77 = =7 0% 56, 3
T % O DIBRBEEHEEICC TRPG X 81-51 mmHg, 6 ZM#1TI2 THEREN
260—416—432 m, FEEAIFEFEFTIE ORIEMEN 76-585% & ikE. FRIEMFERE,
THIOBRWERIZ=2 Y ha— /L TEXTWA.

11. B%FAf, PC2 AFABRTHOLEEROET2RO-ZEE - BAXOLEAER
g - SEMSMmMED—FEBEH
THERMERZA T o F — AR LR EZEENEF
WREE T, A EER, afots, B %, JIEIERE, REET
FEPI A —BR
47 W BVE. BT BE - MRE G EE - LDEFRXIE - LBEFRRXE -
TREFIRKIE - FaFHAGES - BOMEFIRERRET - MmilE. 2 #e s
£, 24 ¥ Eisenmenger JEERE & 2. FE SpO2 83%, EIRE 106/33 (61)
mmHg, ZZ=EE 104/edpl13 mmHg, Qp/Qs 3.2/2.9 L/min/m?, fim&#H (PVR)
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16.0 unit * m2. 3%, PGL&EGTPVRIZIZNFI 7.1, 79unit *m2 &€ F L
7. AREFIO L HICHER T MHMmE O RS IMETZN TWAFRF01H D
EEPVLETHD.

12. L URIROIMmT S Ot
E BB AR e & v & —/NR G BR 2R A)
AABET, iU &, E f&, LA B BE 2
B : BDG 1 O i 746 K OV ARMEIEINAT (CA)DFEA ik > F
(ffi RI) T L7=. x5 - ik : BDG 5@ 28 fil. BDG 75 fifi RT & T H#ifH
1% 0.6~18.4mo. Ml RI{Z XV R/LCA OFHfie LCFENLD RIFSTLR Y
¥ b, CA-R/L #&H. PAP, Sa0s, Qp/Qs & L7-. #E % : R/L 2.03+ 1.6,
L-R> %> 336+ 10.6%, CA-R/L 1.16 £ 0.46. L-R >+ > & BDG 75 Jifi
RI £ COHRNICHEEA3R® 7= (r=0.64, p<0.05). CA D=2 AL E R TLR ¥
¥ MEFEH) 40.3% 05 31.5% IR T Lz, £ @ 7V U ER TG &5 4
RN IR AT L. 7V INBRHIAPRELS 05138 CA B ET
DM, aA NVEERTHEDT 5.

13. FhEIAR - BIARE O FZFICH S NEHIEICE T 5 EETFHRORRES
W& FERRFIERZ DR
PILEET, FrEsE

FEIEITFE D ME G A O NG SO EREFTT 272012, ZRBF

(day-21, 27, 30) ffiEIR (PA) - BIIRE (DA) OESEE(RF DI BL% real-time PCR
WEVEELEZ. V7 7 PrZRE (RYR) 1%, RYR2 WEEE TIZIE -TEITR
¥ L, Phospholamban (X PA>DA T > 7-. RhoB /% RhoA L VW BEIZHEHL,
DA>PA TH Y, DA Tif day—21>27>30 Tho7z. PAIZHAT DA DU
HfEIZ1X RhoB DFENEWEEZ BND.

14, A2 FEOMER, BRZDHERLEBBELEMIZDOLT
A A fifi 1. & A S0 R
J\EH M

Wpk 21~22 4 (10 A12) Ofii4R, HIREZBHEFIRIT 192 Th-7-. Fhp
RERIT 1 s nd 2 < 101 T, P TH 1 ARMA 31 fil& 1/3 T, FEFNIT 8
H A ARFEICEF L2 B ERINGRIZ VSD +a (Down 40) 69 5], AVSD (Down20) 24,
CTEPH 23, TAPVC 11, DORV 10, ASD (Down 6) 9 , IPAH 7, PDA (Down 3)
6, HLHS 4 , TOF 3 , GHi#EiRKEAIRE26IE 2, TGA 2, Ebstain anomaly 2,
Fontan candidate ({B#.00A7) 16 2D 4 Th o7, MERZEHER TIX, A F
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Witk £ -7 < BV 31 i, B FM5E, WHPRIE, 1ZEMEIE S 72\ o3l £ 13 5%
712 56, C FIFIE, IWBEFBIL R WA ERFED FTREMEN D LIXdH 2 29 5, D F
WL 22 WO DIRBRIENIERRFED FTREME N E W 31 1], B FARFEH R BEAE 12 1] 7.6%
ThHoi=.

15. BELAPHEIC K VARICHE L% R 1M BRI S M E5E O — % R4E
B EESNEER Y 2 — B
FRENT, & KB, EARMES, 28 Mk EHaES, NI B

Jii B A4 i = M = E Lo % LT, AR O 1% PG # MEhARE R &1L B A9 B T
HELBHFRIBERELY HE. Fx i PAH (o3 LIRJR S & [FEk, PGI: % EHiH
THE LEEAZ{TV PGLERICEE L CODEMRERZRET S, EMIT 14 %
. 4 7 AFFIZ ASD L2l F0t% PH OEITROSEMEILERERA, HOT
DAL, 13 BRI MWD DO &EHED S PGI . A% ASD 13EFERK
L, LDALOEEIZEE LEEL TW5A. BTE 28 ng/kg/min ¥ THEE. LARE
WIXEZT PGL ICHE) TR GFERICHED EFRMOHEETE TITIREICH
BELTWD

16. ZRMRMEEMBIREELEZ SN SMEMEED 1 4
FAESTHE Wb R R
miE %, RAERT, IWESE, SIFER, BHREHR, BKEZ,
R IEfH
8w A 6 ke, JIIRREERIC I EILE. R UERMHES. TR EICIGHE S

MEATER. L2 —TEETR. LEFROLEZE[~OEHZFEO PH 5o 7.
DB 7 —7 iR A C PA JE 83/14 (44) mmHg (Ao JE 88/32) PVR10.8 U + m2.
RVG CHi#hiRf: EIER D Z2)R 2 O MR 22 X B Ty PA IZIUHER] CHZ &
Fr, WEAEHACHIL 2R DT AMES D v TPAH O UENIR S ITE 2 BiC L, 23k
PPS L& x7-. R XU ZBB LN, BNP R EFR LI AT 7 41, XTT
oA MEEIEZBEM. B LR, SL— U EERIIREE T, 1T CHAiKES PH
crisis &t SNANARIBE Z L T\ 5.

17. TOF, PA, MAPCA IZx LT 1 &% 8 1 BEIZ one-stage uniforcalization, palliative
RVOTR %547 L1=—4l
HOR E AR g R RN R
B B, A BE M) 5 ExoREAN, TEILOER], HHE =R
TA L E R RN RO R i R
(L1
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iR, PMAEMET Lok, 2/ 2 W HREO I T — 7 LT Tk PAp 44/8
(12) mmHg, Qp/Qs=1.5, Rp=1.1U * ni & EREIX BAFICHIE S, EAK
MHIFEIIROE S BRAF CTh o7z, s EL &L, AERHBELZEED
TO%FEE & T H AR CTRAF BRI\ A 57

18. E43XVBRZIZKYEAGHSIMEZEK: L-—H
MM RZEM B /NREEREF
ez, & &E, mIIRE EE 5 sAEHR

EFNTESHREREREDOH D 2 MR, KE 2RBIHFRTENHEL, TEL
%%, R CTORE BAORE - fisiEZ7R0, JFIEMENNE ML EE DS TH
HERHREARE L 2 odz, 1 REL YV REBERZFEO TEY ABRROEX I B
FFELWVETZRO TV, D EXYfmLEDCIRRE L THSRELNEZ bR
To. REREOWEITHEVDEREIZSE L, BRFICIZIZIEER LR/, 4H
B4 XY B RZICK D TRV S MR E 2 #88R L 720 THRET 5.

19. HHFHFBHERTROEEIZ Epoprostenol (Flolan) NEXTH o 1= REFHFIARR
BIZESHSmMED 1 4
G VAN P 517X = ey S
BARZR, —H30h, BETE, vk —F, FERET, FF H,
& pRiE, W FRRE, FEERE, ELA
FUE R A B b N R
+H
FUHL R A I B AT AR A R
7 R b N 2
UEFI#RE] 5 5B 8. 3 mBICflimiLE CE - - EERA LRI L 5 EikEE
[CCHRIE. I o —REIC CTRERMEFNPRKIE & 2B s, 5 BRI AKRE
Oy RS HE % MiAT. FBRERTE O ffi fE O EFIC Flolan 2 /H. &M% 11 AT
Flolan 7> HBEfR. BHERTE OEFRIZ Flolan IZFEFICEH CTH - 7=,

20. epoprostenol {ETIZEREHFBMEZL T L -PARIGEmE (portpulmonary
hypertension) 7 SEEFIDFE & &
FERRZ/ N R
TH m, BRXE, FLUET, BNEZ, FRES
FUE R AT AL AR
AR
AELTE PR SEOE fth o0 P58 BB A 5 B ARMERS & i (FIARA & i, PPHTN) (2t
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21.

22.
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THMRAREEE U TIFBEIBRE S50, FmE2N S WSS BT 3
D@, SRBBEOER LB X D H H 5. 413 epoprostenol (UL T PGI2)
THEBAIZIERE L ECHBELZ Be+ 78t & L, BEE O PPHTN %5 iFRE
DERE 74K LT PGL THimMEsE =2 ha— L U=, ERESFBHE L i
Tl 1A% REICEkST20, 6 40 EFEL, 26 44 CllimilENdE
L PGL: 22 BB C X 7=,

PRAIZE TR DEBEZVHELS LI-HREDHE 6 GO MEREEO KR
KRR ZFER LR EZE R NER
RRHE 7%, NMEEE, KEE—
RIERZFER B E SRS R E D

e
RIS P ARG B oM 5 A1 R
e

B A AN SO REE (5 O BB AT 14 O R SR BN B O FEM 21T o 7. kIt 5
2001~9 F LB % iEfT L 72 ERELLAE 6 B0 .ORBHERTE O L&D 7 — 7 v
BREFT R 2R L. &6 CBMZICHERGELR . BEa1 PVRI > 3
W*U*m?2 @ 3 fEF & il 1 F CMmERTUISE L7122, BREEIRE O E
Ko ERER, ECMO fifT23 312 2 Bl - 7=, B R & i E & 4 5 EGIE %
R ANY, WHORBICEETILERH DL EEX L.

INREAFRETE DR MESE (23 L THitHEZ 1T L 1= 4 EEHIOFRER
KPR EB R IR e N
mEBAFEN, NMEES, KEE—
KRBT R R I e P e

M IEA
KRERRZFE LRI R RBE B = — T ¢ f— 5 —
T T

/NRHISIE O it IUESE CTRBIEICE o7 4 JEFIZRB L= CHET 5. xt
213 2002~2008 |2 HAE 2 T L 7= s fLE 4 JEF, FRFERIE % % HF1RAIC
T L7z, ZWERrER 6~7 5%, MTITAERITIEBRE 2§, IEMERRE 151, X
MM 1 FlCh o7, 2F TRERZIZOLERE - ATEREDOWELTR D 53,
i L ERESIH O R W 1 JEF T OREDEIENFELHTh o7, 4% H/hNEH
RIER B COMBEERN %2 B/ LRFT 2 0LERH 5.




23.

24,
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PAH I=#513 % GM-CSF D& & —RETORMBHEMIZ5+ 38—
SERFPEFNER
EHE, —AFEE
S ERPEFIREE
EHES, l—%
AR T g — RRFESE/NER
2 M#E L, Marlene Rabinovitch
FREIRME AT & £ (PAH) T, BRFRAYEBRAYICRIE OBE A RIE S LTV 5.
BT GM-CSF O % ORIEFRBIZB T H2&ZEINEE S TW5b. SE, BERH
fifi L IEMERH N —fiA2 AV, GM-CSF @ IPAH (281 5% & # st L7=. IPAH
fifilz B T GM-CSF @ k&, GM-CSF OJFEEIME ~DFE, GM-CSF L& 7 #
— MR RE OB & A &, GM-CSF OIREA & O BEE N RIE S 4172,

INRIRBHEEEEFEORK ;s BANMNRBRBEFRLT7 V07— FRAEMS
NEERGFREREEEZES R VX% —
BH 3%, NEZAE, GERE S=EES, ENESE, e,
TEKERTF, ZHERE, BENT, MERES, B 8, A)IIFE
HA/NREERSRFREGBEZEE S TIE, 1997 F£I2iEBE 5 £/, 2000 FE2iE

% 3 F M DL - il - DB REEISE OEER 21T o 72, 2001 FELAREITE 1 EIFRA -
EHEZTHIZ L L L, BRBBEICOVWTHFEMAREREREZITIZ L Rom
2003 E2 5k, £E% 8 HilglcpEIL, Mk T & OEFHEITH> T 5. 2009 4
(21X 9 5] (IPAH, 7; Eisenmenger, 1; ZOfth, 1) NHBMEOEL & Sz, K7
Y= FREOBMEIZOWTHET 5.




