% 16 [l H A/ R BR0E 78 &

H BF 12010 4FE2 A 6 H (1)
& B IEASEGE 1, 25%E)

HERE | RN (BERARAEE/NER)

1. BT THRER L 7= 15 B LLE D Eisenmenger FEI

I, 2 & R BefE B e B
WA —F EE &EmU EE BN
FH Rz, HAR O OH KE B
& Bl WY ORE, e Rk
NP R

[F A N
Hrh %

[T SRR LB SR S s MU (PH) 2R L F-4l7 58
e S RHEFRED A L SNIER S L \As, 4, i
BILRSE, EEMRFEESICLDHEILEREZRIT T
4. (B - FiEE] Lk CREBR L 72 15 M LL_E o Eisenmenger
LL72 14 BN O W TERERE 5, BARRESE, BIFICo &K
L7z DRESEI4ER - b defl 24 7% (16-32 %), AR,
VSD 6, ASD 2%, AVSD 2%, SV 4%I, 9 % Down
FEMEREIE 6 1. FIRsmedry - POufE 1 7 H (B 0-5 7%).
FMABEIS & HE SN FEh: PRME1EG T A7
W), MRS &I L ZARIE, B3 B, A T
8 B, MFEICCRW 161, 2 BNERIEALA T - Fiix Ay
YL ehorz LWNBEUIO T Z KT L7203
B, gmIF A 1Bl BT 2Bl ARBH 1B [ER]wR
25 FMAEL L HE S b T TOWBBAEVEITNIZH
D WM OART S L% & U7 eI % 205 72,

2. RIEPASHIE % &1 L 2% XM/ UK & (atrioventricular
septal defect with unbalanced ventricle) DS & =
EIRERREENER
Az, B TR, JbR T
MRHTE, BIL K
NI RER AR S
BH R
(13 U (2] fssE PSR (BA) % fF ) S K IEL 88 (CHD)
DERIIIUT D2 0D EETH S, 1)CHD O
FHRE (COOE/ HOEBIE), 2)EABEIC X 2 MifEER
~ORE(WPENLE) . $F12, Fontan candidate ¢ CHD @
& IHEBR O R /MRS EZETH 5. [JEHI] Atrioven-
tricular septal defect with unbalanced ventricle 19 CHD 8
L OVEA DIEFI % #EER L 72. EA I3 long gap D7z — K
Y& % e L, BEILIERC L ARk E L7, CHD
I¥ Fontan candidate & & 2, A% 1 4 HERIZHRILGEE NS

xF U CI B ARACHEMT % MifT L7z, 1/ 6 7 HIEE, BA 12K
LM aEEm &M 2 T L7, LaL, MESLo
REANEERY R L2 R IERA L, s
DS 2 RIS 2 5 T A, BIfE, RIZ3MT, &
LARDIENRA SN, TLEBEOWREMED TTE L.
[FeD] R/ HOUEBHEOELL LB LWVIRITH 5
BN D W THaEx L7z,

3. [HERAREARMRE / FHEM/ MEBENEHN D 114
REE 2 &b Rk e et

RIF WK, AN M, OEM EE

RER HS, R & NHIRON

T H A —HE

[BFH]/IEO PH OJFE K & L C BV 8 R il IR B

ZEM B (PVOD) /i M & M AiE (PCH) IEFE TH 5. [IE
Bi)7 A AL, RS A XD REBINARZ 20, i
EO7-OREZS, PH & IERM S Y EARE [Bas] A
BEks CTR 62%, [>T 2 —TRVp>LVp ® PH & &, #
A 72035 CT frik, M5 o il - WK EE % £
L, %, FLJF =, NOW A% KL-61%249
U/ml CTIEH. ZOBINVTF T4 - REry v EBEh
L, PHIZO#E F T3, 11WHD CTIZThERLED
RWIEHIE % 50, PVOD % 58\ 14 9% H I8 % H
7. T EEALAE L3055 00 70 il B bR BE o0 LI - i S T o
W x RO -5, MEIRPAZEEIRZE (—) THEEZBRIC
FEo T, [EZ]EE - #RET R A PVOD/PCH (23T
WS, IR L ) PH A L, R & REEET
AAR—FTH 5. BMIOEMH2EST-0WRET 5.

4, EBEMHOMEMELRED 3 TR
TR FER R LR v 5 —, FERARR
fadt A, WEAKRERT, BE T
FRdE B, IR EE, BB EX
T e, PR UZ
(A% 1] 50m & 15 M), B CoE, M CT
TEHEMAGEITER R % 780, MishEIREE (PAVM) & 251
AT =T IIZTa A VERLL BEMNSLEPH &
0. KES9RDIEMD Y, Sl LMD PAVM % 72
»525PH 7% L. Endoglin iz TERH ). [FR 215
FZ 1 PAVMEPHOW F 230 5. £,
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B, HHEE, EEEHs RN BHX PAVM, PH % L.
ALKl OBEEFERS Y. [FA 3] Em#E L 34 L m,
IHREFIE I C3E. PAVM & L, BEPHD Y. FHIH
WMo A, PAVM 7% L, PH7%& L. ALKl OBEETERD
V. [H#HIFECLERNTY, PAVM & PH OM A G DY
ES KT, EHE % o 5 OB S.

5. 23y U TRIEL 4ERMMENRMER S LEFEDIL
2451 (5 %R)
TR R BB R AR 25 b I o Bt /s e Bk
e REN, FHH W, oHANET
WA W, LHEZE KB B
MG RE 2 e/ N R
1IN
H ARl i 2 T 22 P
& FEiE
HEEEDARIFZE ST, Al 1 ISR 2 22y 2 v 2 T
BEE L 72 0558 P i S DR VA 7 I i (EESRE = S 7 3 i &
AN U EE IR B AE & O R IR R BE O A 5F) O FLIEBI
WZOWTHE L7z, YRR, NO WAL TRy L7z
B, BEREOMEIMET, LAE, BLOMFERAEDIREE
ASHE\V 72, Bosentan, sildenafil DB EZEAT L &
TNOWRA»HHMEN L, WBRBENZLE L KB T=5%
FIEEAT, 3 & OV I RS FL R A % 54T (H &6 7)
L, B8 TEIEE o7, FEEMFEHDE, bosentan,
sildenafil & fikfe L, #itc 7 7 H (1@ 1 7 B) THiAT L 7200
fig % 7 — 7 WiREETId, Pp/Ps=0.37, mPAP 18 mmHg, Rp
1.8U-m* DGR EH2. HHEEEICOWTHRET 2.

6. 7JO—F KEFEVEVTH>ZPAHD IKL
=
B ERSNBER - v ¥ — G852
P R, B W, NI #
E45 K, 'R @R, B ER
JEBIIL PDA flifk, FFYMPIIREASE, PAH @ 9 mEic)E. 35
JETH A, PDA RIS L1 4 A BRI FATRET. F 0
o, Wi UTAE (ZRRO TR 427 A, ks
BRI GIERZFR®, LTI —TTR=54m/s THo7z.
#7 T Pp/Ps=81/93 D78 Cafi¥i#l - NI 7u A b %
BA#G. 57 11 /1 H I Pp/Ps=60/89 T/NEIRFETH - 72
7, 6% 8 H HIEIZ Pp/Ps=97/91 L AL, Kt ¥ v H
WEL7AAT IR, 610 ALY 7 —F
=BG, 2B T2 ng/kg/min & L7Z2DEEALNT, 7
1% 2 7 AEFICH 20 HIEC 6 ng/kg/min ¥ THE, EFRIE
ROYEENRD SNFz720, #2 5 FT 32 ng/kg/min F
THE LA ZOBRIRTHEELR, 88 7 HEIC
48 ng/kg/min C Pp/Ps=43/78 ¥ TYFE L 7-. BELED
WMEZHET DL, RRBZERTHL.

7. IRTORT/ - 5msgrBEr SEE c& A4/
PAH — 5l D ER R A%
BIRREER Y v 7 — Kb/ NER

il R, EIE Mz, E R

WBH 16, mH &, RE T

il

BH LR 7027 7 — VG EERE (EPO) 2> 5 & 1

PAH 3EADY) ) 2 % R A 7 HE B % BB L 72 0 CHERRE
WERGET L. DEF]18 BT, 8mFFIZ iPAH & T
BZOBIZTIHAT SMADS Z5EA D7), heritable PAH
EH. KEAOESE, WHO/NYHA I & 5RiREST 0 72
W, #Witk7 5 B TEPO % 2 ng/kg/min % 5 B%h. EH
B 72 AT B AE R % 25 12 EPO 2 il L 7. 34EH T
K30 ng/kg/min {2 3% L, F ¥ il & IR & (mPAP)56
mmHg, UARE(CD4.6 1/min/m?,  Hili I & K PT (Rp1) 9.6
U-m% Rp/Rs 056, 75 A1 FTWHE. VT F 74V
ZB0 L EPO ¥&E (I Ik, Z D% 4 FHTH 25 kg DK
EHNA R0, 74EHICIE 18 ng/kg/min(— 40%) & 72 -
7275, mPAP 49 mmHg, Rpl 9.1 U-m?, BNP b 17 & 3§
L. BEOMWHENH ) SEHLL Ry T V538
oL, EPO (%2 HM%Z 0.5-1 ng/kg/min 3 D9k L 72
2T CEPO Wik L 2 7 HEE L7248, BRARIE
K, MATEIRE, BNP, 6MWD 3% 5E LT 5. [fim]E
1 EPO #%5- CRIR AL E L 72 E B D — B0 (L Bk vl B 7
FEBIDAFAET 5. ANRBNZ BT 2 IEFHER L FIEICD W
TIIMFTRETH 5.

8. MEMESE % £ U 7=/0FE TR RIBE DRIEHEZFH

i

WILRFRFIRES AR 64, FEEE SN

IR AR i

A AT
H A & 7emT (2 s A 1)
JE EME A AT
il A M (F 703 B0 ) % AT - 72 il i I % £ 9 /IR

ASD JEBN i BAH AR A ETHA 2 47 v, R B AR S- 0
DR RET L7z, WIS RIS I 2 £ %70
B ASD IZFR & 5 4 B Jifi L4 9 2 (3 B 2 4 it i A8 i 22
(plexogenic pulmonary arteriopathy) 2SK-"Cd 1), FAir
JELRELFS W 25 #€ & | C index of pulmonary vascular disease
(IPVD) THsE L7z, F 72 ASD I F5 4RI O S S Al w85 1L
JESE(IPAH) 2 LIE LIEABEL, 2 OFmBLHRE AT FLIE A 5
AR O Wi 2358 <, FIEDOIEIE 2358173 % O D3HEEL T
Holz. w5 AHMEHA O percent wall thickness
(% WT) Tl 40% Lh 2% IPAH & HF QIR EISWT362E12 C &
% &% 2 72 IPAH OB A3 Z OFREAIMRSE 0 R R & 0 il
MERANDPER ThH D L E 272,

| BA/NERRSBFMRS




9. fIEMEETIVF v MMIH TS recombinant annexin-2
(QFIES
B ERF R R SR S b e s Bt A ek
e REN, LIEZM, K B
W g
JH il
M At v 5 —
aI FHAN, FH O OME
(35 5= it B R P2 it s L 5 12 8 U B PLsE s I3 B
Tdh5. FkAld, plasminogen & tissue plasminogen activa-
tor @ co-receptor TH A IFEY > 737 annexin-2 OFLMAELE
RICEHL, ST v A OHEHRERR 2 e L7
(- wERlEe/s 705 VERNEMLES v » (60
mg/kg B2 TS & RIGHIFE LA R Y /%7 recom-
binatnt annexin-2 & 5-# tAnll #:. €/ 705 V5%
14, 18, 21 H B2 1 mg/kg MHEN I 5:) 12517 TR L
72. 28HHTORERE, AHFFE LIZrAIHTHEIS
oaE L7z, WGEARCIE, rAnll B CHE O JEIE & i b5
AEH S, TR =T AFE ST K] an-
nexin-2 IZHIEIMEET IV T v MIBWT, PullifeshE s
VETY AR AN LT, AEREEAFEREYEE L.

10. EREHR ZRTESIRENE BV B - Ak

EHMERFHEQBEDER

WL FERRKFEERGERSA VAT 4 T2 —

b

THUEZET, e #u
W {EBRA/ R
WY
(B - 7] Eh IR & A B O PP B AR 1 & 0 if e AR R

GHED LR TR L, BIIRE GRS 5. BEo
B & o> CRAECHRERBHIZLE T L5 V37 ]
T EIIR R B AR O R RS ST ST A T REEE A S
V. BRERZHEOBELEMET L7201, v Xk
OB - BIIRE %, (REESE (95% 28 3/5% B bk %)
b TR TR (95 Bk FH/5% _BRibikF) T A ~
Fax—FLTH 7 BRI L, SRR ROLE
KikBhdis L OB RSHTE TOF/MS % Jiv CRET L 72
[ RMCER R 4o CHRBDSHE N L 72 spot 13X, BIRE T4
i, MighART 12 CTH o 7. BEERSM TRESHML
7z spot i, BARE T 11, MiBIRCT3MTH-7z. 5T
BOEEZ IR L7z spot i, BIRE T2 MM, MGEHIRT 2
Thol. AmaolE hooLE%2RT s /8
7T ALE B LA I L AZBIRT % b DA
bRV (A

1. NBODEBICH 2 iM% SPECT/CT fusion
image Mk &

ESTIEEREHR £~ 7 —/NRIEBR Ss S ED
WE & I Je BEF fE—
W B oAa &

[ix Udic)im4E, Ll SPECT/CT fusion image %
VTR 72 5 B IR S AR A 00 0 5 IR BRI 23T AL T
% . Bl SPECT & FEEIC CT % fifT L7z 3 iz o
W fusion image # A7z, [X5 - HE]F%IL PAH,
TOF PV absence po, TA/PA po bil mod-BT ® 3 %1 (8 #
A~47%). Filfli% SPECT (X 99mTc-MAA % H\» 2 it 37
Al y 71 A Z (ADAC VERTEX) |2 T, CT (& Dual Source
CT(SOMATOM Definition) \Z T LT — 27 A7 —3 a3 &~
- C fusion image % TERL L7z, [R5 BG ML5E 547 & sk
R, DIRofE - K&, KmE - i & ofriER R
MW TE, EROMABRIINT 2SR D/NT ~
AEDFMATHETH o 72, [F & ®]HilF SPECT/CT
fusion image (EMIWEANC 3505 % 22 [ B LT 5346 % 3P4 C
5.

12, MREMRE CMEM0E % &0f U 72 i mmiEini
DR E 8 DR RAZE
IR AT Z &b B B E

B B, WP, HE ol

FEH i, Ek K, 1k %

NI HE
JEE X G E TR MR BAR O AR IR/ IR IRRE 2
R, ST % 5 L 72 Bl i i B AL L & 8 il o B
PRAEE A KRG L7z, iR E DAL 21-trisomy % 5012 L
7o M MR IR 22 4 B, AEPASHAT B0 1 B, SRBJEE
fiRE 3B TH o7z, LREITE ASD 361, VSD 24, AP
window+ALCAPA 16, cTGA+VSD+ ZEE&EET T v 7 1
B, ORIELGETH shunt 2 1 FI TV S.OH0K Ll
WHRIGERT 2577/ —Eimt oz, @622 4 H
DU b o> B 5 0 R0 Il I IR R v 2 A7\, i s ML R 9
BRI 4 BICCEEE, 4BIAEE I E LS. &
H3BNLCT AT L, @h%PICd K SIAH 2% & fERE
L7z, B, MEIRBEEDE R T % h o 7EGNZ Y
B 02 L = % AR AL F 22 IR L 72 9 2 i M LR
L& ke LIRIE O U 2 70, e & O @b E
FE R MK EREDEFRICB WA R TH 5.
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13. [EHILE, MREFR, EAEHEEREICHSMN
[EfE % &6t U 7= 21-trisomy FEfIIC & \F B A RRERRES
HOA R RSN R
A HoAEAAREN, THEZER
s ] N G o

ST
AL T BRI KM > & — B W
i
IS
H AN L RS2

JAC I ¥

GEg]1 27 B, 50, [BAE] MAER XY 21-tri-
somy, ASD, flimiilE&ZHrEnTwiz. AHE3 1257
J—YEEEREL, URHIERESR, KB RALETH B
L7:. A6 TIrozblgh 7— 7 ViR TlE, BE 05
17585 T T Qp/Qs=1.9, Rp=24 TH o 7=7%%, BFEP Ik
BICHEE O SpO, KT & F i < i s il E o 3 1
(Pp/Ps=0.8) % 5B& 7=, AEBI O it MLE (3 & #RALAE A
FhEEZ, AWMTIIHNATY MEZRRATLZ. LD
L, WEIIEES T, FHERICHEIT L 720l &8 C )L i
DOFMEIRZEALZ RO 72720, AR N EE~ O (7R
HIT, HEs10 12 ASD HSEM 217> 72, £ 72, Hlimit
WINOFEBELBER L /2%, sildenafil ZEA L7z, 2
L0, Fr/—XuddEL, Him 2 IZHEICE- 72,
[F & D]21-trisomy D F 7 /7 — X213k 4 % BERAES-
L, {HEICHNT 5228050, REFITIE, BEREY
IIEEEAT) 2 & CTRIFRBERIE LN

14. Glenn iR IR HAR WA B & 5] O R R e AR 117
HBORMES
ZERFRFEEFSRIER/ R
NgBET, =85 F|E KE B2
BN ek, Bl 9554
I O W A= AT e
A B, Ak # Bk HA
ERB 113 5% 8 7 HZE. SRV, TAPVR(Ia), CAVV,

PH. 7 7 A E§ Glenn 7 f 1 43 b RS0 SR IR % 5 BF L A%
MEAT A 2 B (2 BE B O &) AT, AREESR MM S L & &
% sildenafil 2 ¥5- L7z, &l 3 7 1 7 AREIZEE RSV
g T AR % 521372, VV shunt 384>, GIEIIR O 5
H, WERERTEIONIZEED 5 b, GBIk O & EH o
run-off I ARECTH 5. [ESBI 21352 7 A L. SRV,
PA, CAVV. 1% 3 % AEF Glenn fif % i {14 Fr Rt 508 i o
& A BE L REREMT % Bi4T L sildenafil 235 L7z, a2
W4 7 HEFICERE RSV B C AT EE Y 2772, il
BIRE LS, VV shunt, APCA %32, (REEZILE b E(b
BB 5. [F55E] Glenn M7 (A% AR & DR DA%
MR OMBERE - MEREEIIS O R 2 2% T 5. 2

WU ECTOEERSVIESED) A7 ZHEWEEILETH
5.

15. FEREBUEMEZCEH U -HSLEEICHT S
sildenafil D 245HE
PN NS g AT N
FoOWR B/A B & RE
IO
(75 5] 1 i B8 (CLD) 1 &0 L 72 il 25 1 i (PAH)
IR BRI L2 b 00 v, Ferld, AEOf
#% PAH 2% 5 sildenafil DRI &R LT 5. [HY)
CLD (248 L7 PAH 12 BT % sildenafil DZEAMRI R %%
5. [FERATLEY 7 — 7 VREFITV, BEE
17+ sildenafil &7 % fifT L7z, [ ERRTIC &6 C s
JELl O PAH %2R0 72, BRFEHAM - sildenafil B IC &
D, 3FEFICB WV CEMBINRIE (mPAP) - Al & HKHT
(Rp) DT # B 72, FIHREIRE LB % T
o7z, mPAP-Rp DEMHATHZOZILERIE, RIEEM L
WL, sildenafil A CTL W K& o7, [EE]CLD 12
A BF L7 PAH 128\ T sildenafil D AW E %Rz, #
DOYERIL, 100%EF% & D iE <, sildenafil 25 %) 7% (G #ESE
THHEEEND 5.

16. 8MAHRE, Eisenmenger EEFEEASHFICHT S
Pt 0 55 R 5 D (5 PR BR
HCHR L E /N R BT B AR R

KA A, EH B, kB &

Bod —H, e FFy OBE &

=W K R M
[##ES)18VEMZ A (CLD), Eisenmenger JEMHE (ES) & BF
B3 2 fili i MU VG RS O R BRI 20 v [REBT] 4
WS H, R EMK225ELH, KET19 g THA.
IgM E5fiE, AT #E 109 HE, CLD(Wilson Mikity
JEERD) APE A ¥ F A5 2 U85 L BIIRE T (PDA),
LEHIBRIE(ASD) fF. TEEMFHEIHATT 7 Ak
BT 4 BESREE. 1wk 8 7 AW, IR GLE 1P S A S
D= OFEAEE. FURHK, ¥ ITFT UBE. 3k, Mk
S PDA 49 mm, ASD 4.1 mm, & bIZHAEEKE, 3
SRS 4, 2 BT EN IR A7 B SH N 4 Bl I A R BT
(Rp) 143 (B FE T 9.6)U-m%. ES LB, ~NF 702
b, RKEry >y YUTFFT4IVEAN 34T AR,
Rp 153 (AR EM1£9.00U-m*, 4 %K, Rp 14.6 (HEKEfT
%9.DU-m* L WHELRDOT, RAIF T/ — LHiH
[EZEICLD 12 & ZCEESR, M0 K9y - &8, MmER
WA, EORLIIC & 2 i B 2R O#EIT O 720
FHRARLEZ OGNS,
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17. YIUTFF 71 VEHEBICE Y ATHFIRERE, NO W
AL LB T X BEHERE - BUEMES - islE
D1ELR

BEHE R R /N R
EIL SEF, SeH muE, hE
TAE etk miH M, WE
i e

FHLFENEEELENH D, 2683 H359 ¢ PET
TYR AL, MR EEEROZDY—-T 775 v+
PG &Nz A0 HE O N LIS EM, Hbifk®
P ACTEE. Hili 100 (0B HRERIE, s UE 2572 o
b, N FOX MPHB SN BEESTR, R
EoTE LTMBMESHEE LR ¥ v iHf
L7205, DASIERPBEZFICZ ) k. HEw 190 12 A
TR EHRO ENOWAZRFHIG VT F 714015
mg/kg OPEFAICE D HE 210 IS NO A HIET 5 2 L 5T
&7, ZOBLZEOMEIMESEY R, Hif242-260
IZNOWRAL, YIWTFF 74 )3 mg/kg IZHE=IZL Y —
Hogs:, Hiff 320-365 IO NO AR E L7275, Vv
F7 4 )V 8mg/kg T THEIZL ) AR, NO WA
MO L 1 a2 7 B ARE - BUERIERIC
P S EAEN S MEAE OB L CHIREEIR IO W T#E

gL,

18. MEMIE%2H ¢ 34A/0/ N1 /XX FHREICEEG] (2
HITBRE 2 OERM%
BILRFESE/NER
[y B, BHRETAS, A R
B —F, THH BT, =k OFB
WA
W BEEA, K EE, HBE A&
P
[ BRG] Bl w6 L 0D 72 5 W2 AT Lo 2N A 2 A T4 38 6 [R e C

Ho BRI LT, Ftrg ryokigzirv, 20k
AL FEEERIIOVWTHRFT 2 2 &, [HEIH RGN
BIME*ATAHLERES IR 24, KRe%, F
WM 1) Th o7z, Ky VG 4 BBk
KM E, 26IE BT ¥ v~ MiF, 5B1E 7 L > Fiiias
JEAT STz, &fl e b E il K & B IRE o
72012, FHLNA NAFMOBIG A SN Tz [
BIARY Vs U85 L) MRS X O FERiEiIRE
XA BT % 78572 (PVRI; 1 5.743.3 pg/ml, % 1.340.4
pg/ml, mPAP; §i 21.147.2 pg/ml, % 11.944.1 pg/ml,
TN p<0.01). £BIE LKLy oG5 ICEIERIZE
Dol EFE QA LNANRAFME HfTT 5 &0
TE7z RIS M % A 240734 73X A Flf o #
ISREERIC BT, Ky r2EHTH2 LT,
Fii MUEOYESH{ SN, FAESZ -T2 AR S

N S8, ENL LSRR PLETH S
EBbh.

19. Fontan FMiBOMBRESZICHT 2R 2>
DIERZER
ZERFRFEEFRERNERF
KE Bz, =4 FE ORI HR
B 3554
g Lo i 5 VA
MR B, sk, itk BA
[ H 9] Fontan B P4l #2 |2 Il fE R 62 4 % % 9 B Bosen-

tan G BIOMGET. [ & A5 F]Fontan B4 52 5 B¢, %
i ¢ U1 HLHS 3 f, trisomy21, UVH, CAVC, PH 1
5, rt. Isomerism UVH TAPVR 1 #. 3 /7 =2/3, 4G
Jufil 7.4 7% (6.9-7.8 7#%), Fontan i REILEHIM 5145 7 H,
Bosentan ¥ G- AN 2244 W H CTH o 72, EAHH
X, BEENIRIE O L5 (B &R T Spo, DIRT) A33 #l, #&
H iR A B (PLE) 28 1 41, ARERIRAGERIREE (VV) + i
BN 1 BITH o> 7. 21 trisomy, UVH, PH O 1
THIgIRE, MmEKIOK T2 S5, UVH VV #liE
Sa0, DILFEMEIN & 72, HLHS 3 Fl Tl MATEIE 0L
RO Lo 7. [FEEE]Fontan BT £ 12 06 BRI 55 % £
I FEBIOHIZ, Bosentan HRIBIATH 5 W HEPEDTRIE S
7z

20. BLERHEIIBIBIREL2UBE—Tr5
fiiZEKICxt T B REDR—
UMK e N JE R
AT E—RE, JkH G, Rl
B SRR
[ERRIN AR 4% S
M b, | #—
FUIHIE A 4F 435 b/ VR
TN EBRIAT, SH B
KEF IR, W FhkE
M ORISR
A OHE, AR W MEE M
(7] 7+ v 7 Vil R oMK 13-39% 124 5 1,
EWMEEIUL ) A7 WFOVEDTH S, MklF
BIcxT s REr 5 v oRERE LG TR, [
% & J7E]2007 SELLE T & v ¥ RO BIKIEEE 11 F12
SFLTCREy Y v a2 L5 B#) L Likdho7:66l
(NBE) OER T — % % ikt L7, ER]B #/N B2
NZNIIBWT, DATHT SO,(%)8613/8315, 2) i Hil PAT
228+78/288+73, 3) i il Rp(R.U.I.) 1.53+0.48/1.58+0.48,
4) AT PA £ (mmHg) 9+1/10+2, 5) #7# Rp(R.U.1.)0.87+
0.47/1.1440.58, 6)ffif% PA - (mmHg) 10£3/12+2. B #T
VAR Rp AMER VB H D, 3 B CTHRIK DS L ERR 1Y
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CHBTH -7z, Bl 7 + v & VRIS EEE L
7S BUCR LR > 8 v oG RT3 BBV TR
WA 2 TERE L 72, 50 B0 LE B L 3 I B 12 % EV
TH o 72NN S FEET D720, 5HBOES 5L LG
NUETH D,

21, MEMEEFIEME BV RERTEH-4A
BIENDESR
ZERFRFBEEF AR NE R
=/ F/E, lsyikr
i BREER PR AR N R R
g K—
A 2T F— FRFEFERN R ERZ R
EEH
HAE, MimmE o L CBE R E 210 & L7k
IO BT 7213 B X D BB ESER I NCE
B, SO hDLTHROUE, BHEICOT T 280825
DEFENOBHEPEECH L. LLET2 S IHEET I
i, SIMEET VT v bABUHEN TV S, RITT
EETFREY YA, FHF AT AOFADDIC
RURAETNLHENE, AN, SRR LE €TV
B AL, B (IEIRENRE, Mg HRE, AL —
W — BRI K DR, T AEWEENIRAT) T 5.
BMPR2 %, 4, $RHMIAR 7 &5l oo Bifi o5 I 9 HERF 72
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