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1t, FERB0EHHRE & 2 o 7. XIEE T3 &M bk
REEFFDL, Ta— EPVOIRRTTEN TRIEMM &L L
TR NOWRAJRE:, AT 04 R/ AREZDOETE
BCE L, HE6TIHE. L2 LHEMNIIREE/LL,
H#R751 ~ 5%, HFOE B 1T o 7278, EIEEZ#Y
I U A (AR SR IE ASHEAT, HER96sEL L7z, HkkT

LT,

RS

Wi
W
PR R

=l
(i3]

68 |

| BANRREIRGFRMS $255 $55




725

13PVOIZ 7 {, B % lymphangiectasiads7Zod 57z,
lymphangiectasiald ZIH LA CIEBIIAHEE T, ARG
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5.
4. TAM (transient abnormal myelopoiesis) & pulmonary
hypertension DM (2 DU T DIRET
FUIHIE A= 4F 97 e/ R
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DUF Tlx10% IR AF s T % 588, 70% DL BTt 5% 12
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IR S ILE % 220 72985, F NPl L TlE16% I FEAE N
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6. Non-restrictive ASD % &1 U 7=PPH—UEREIREA
BNEL D 2 fEHI—
B RESNEER Y 5 — TR
HAR R, PR OWE, WA OHE
ER K AW @R, NI #

ASDEBED PPHZE 2 BI#EER L 7= THE T 5.

fE B 10105 e, PPH(+ ASD) & I 5104 H.
LVDd = 64% N, LVEDV =69% N, RVEDVi=246% N,
TR : mild, ASD = 18mm (/c458f7), Pp/Ps=1.07, RVEDP=
11mmHg, Sa0,=89%, Qp/Qs=1.11, Cl=1.7I/min/m’.

FEFI 2 1 127% B, W2 5114E. LVDd = 80% N,
LVEDV =75% N, RVEDVi=163% N, TR : mild, ASD =
10mm (4 /8 A7), Pp/Ps = 1.18, RVEDP = 11mmHg, Sa0,=
85%, Qp/Qs=0.55, Cl=5.6l/min/m?.

2 Bl%& BT A L E & b EERTSILE + non-restrictive
ASD7E7S, EBI 1 DT BEEIEKRDH ) Sa0,b &<
AR v TDITO =5 i ikiR I 5B B (Ea) 7
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$iEf 1 1ZASD, small muscular VSD, PH, DownjiE.
HERMAS L SO 72 OMEEROBASH D). 155 A Th
71 74T, Qp/Qs 1.4, Pp/Ps 0.9, Rpl 8.3U, O,ET TG
HYThotz 2 7 HEEFMHIEIT. 10 x SmmDASD % B
BH. BRI R REBXSBTH o7z, PHIZM 11
HCHEEZMHR, 0, FVF—, NO, 70— Y Ofiif
% L7z T, ALWPRaEmamEmms, St &
Bf, #if: 3 7 B THLE L7z, MEHZOPHIFENDIGED
ENPHETH > 72

JEB 2 1IZASD, PH, DowniE. A% 6 7 H DL 7 Tl
Qp/Qs 1.45, Pp/Ps 0.85, Rpl 8.6U, QAT TRIEH ) T
Hotz. FIMEMET, BHE H%117 B TFili%
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#%# 0 Qp/Qs = 3.2, Rp=3.75U -m*Tdh - 7278, M -
NV ARG L. Mg % 61T L IPVD 1.9,
HE 3, fii&EREMXSETH -7z, bR %
WitT L, FEEmERE: - N5 702 NARE N, drek 1
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9. Central PADRIE L 7=TOF, PA, MAPCA® 1 {5l (f=%R)
FOR B A R AL R SR A BRI B 2 A8 B T 0B 36 32 7 R
NER

e REN, Ki BF, THEZER

AL TF 7/ —BIZRZ oI, BT ATEE & 5
fili S LT\ 7zcentral PAOKIE L 72TOF, PA, MAPCAD
IRAS, 1 FEMOEEHERFREODL 25% 9 1 H Thilateral
unifocalization3s & U'palliative RVOT reconstruction (RVOTR)
& JAT S IR & WEAR, S L7 RGBT I,
KEMIMEROEFT X HMWE LT, EEHBEEE
beraprost(3 % 1 77 A 7%°5), bosentan(3 /% 7 71 A 5) % B

ML, 4% 8 7 A CTHRIGTFT (unifocalization, PA plasty,
RVOTRH X UNVSDEASHAN) 2 #EdT L7z, BIAEIL, FAlraio
LW, beraprost, bosentan# #kf5E L T\ 525,
FEICERETETH L. 40, RiGHEe 7 HTiTo7z
L&A T — T MREORR % &, IHFRERETHRET 5.
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EEZS5NETGA(E) D 1 f
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Hifh 6 124k AbE. d-TGA(I) £ 2 WF. SpO,= 507,
ASDIZESG Y v v MERL TRk {, BAS%ifT. Coro-
nary Shaher IV, LVOTO(—-). LVp/RVp = 0.53. ASDIIHLL
KL7225, p0,=225¢ FAZBOLR»ro72. BESLNOD
#:%0 T, PGE-CDfliHl 4 % LPDAIRBI RS 5 2 & 3%
Mol BREHEMEZEOKT, MERT, 7 F—YRE
1t % 2> B Zmodified BT shunt(ePTFE 3.0mm) % JitifT L
7o M, MR EO¥MMA RS- 00, HET
& T S EYE & SRR IS 3T IR S 7z,

FIMAT R TR EEREORELED > v v P OKAEL R
D 7o Tz OB TN N B IR BN 4 % R
9, MitEEREE X SE (FABEDIREIE) Th - 72

B ME D TR WO BREEAED FR % E
I L7, IREMOBIRE RHPMESRRET, £E
DFTRRRC X B HRBEE, Wi oM, MBI IRIE R
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11. MHRRPZFENBEOVDR /S ERBFNICRE N
F-EIhEE £ 5 MAMEAZEIBED 1 Filifl

FLU RN R

B AT, EROE, g B

s FERE, ok R
s s R

flik TR, &K BN, TR e
H il 1 & W ZE A

JNE Eif

FEBIE 6 AR, A#121 YBE~FE A&, DORV (sub-
Ao VSD), PHEZIT. HEw130.0:% 7 TMPA = 90/35,
LV = 90/4mmHg, Rp=7.0U-m*T& - 7z WEEAN T A b
WZBUIE L 72 72 D L NBIET 2 4T o 72, BB NEER 1B B
L7z, #itk2 & HoL s 7 TMPA = 75/34, Ao =
83/44mmHg, #lif% 1 412, LAE (BNP > 2000) TARE L
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7-. Epoprostenol, beraprost, olprinoneZC&EHLL, epo-
prostenollxZ D% 1 4ELL LA, Sildenafild B Tepo-
prostenol > 5 Bl ¢ X BFE. & 5 IZbosentanx 3B/, BNP =
400~500. 6 j#%HE, LPA =37/13, RPA =57/10, Ao = 82/45
mmHg, Qp/Qs =13, Rp=27U -m?LxEMNAS L.
PR, TR, VSD#FEFHEIIH L CHEIIZMAL, BNPIZ
2003 VAR L7z, [RIRRRICAT o 72 24 TIZIPVD = 2.3,
Hp IR IR A3 s B C N AR AE PRI & o CTRAZE L 7ol
EHPBEIEESIZEAERVEVIE = 21T, MEE
WIGFMUFICTE /2D O, BEIIFEMN 2T 2B
FEORMREHES NI, FRIIBELVWDOD, HEDE
T EMNAFOWRMELZ RS b OT, HiM#ZkoRE
AR S N7z

12. JL2 - 7422 RBRICE T BHMAES > FrR
B(R-LY ¥ > M) DR

EVIEIREE & & —/NEARBRER SIS
e W, Bk KN B
IWHE

Hiy: 7L~ (BDG) - 7+ » % >~ (Fontan) fEBRIZ BT %
EERMAEDERN & LTV-V> ¥~ b, baffle leak, Hfigh
BHEEIC L AAEEMPBT LN, EEMICEHET
% Zmodalityld b7\, flilie > >~ F % v ChH A%
(R-LY ¥ > 1), HEMIMF (RIL) % 50 LG L 72,

X5 1 20084F 6 ~11H (2B > > F (" Te-MAA) % it
TLR-LY ¥ >~ b, RILZ %M L7zBDG 6 #l, Fontan 10
Bl 4R 7 7 H~23mk (ROl 6 ). RIREEIICREAT L 72
LA TEHEORTR E L7

#EH © Fontan® Cl3Sa0,%%81% & EHE & MUE A58 5 T
I3R-LY ¥~ FA%M0% & mifE % 7R L7z, Fontan# TIZR-L
Dy MERIITHREID S LE2S OS5 0139 P EEE
AL7z. ZHUIV-VY ¥ v b EREIREBIZIGE L T
LHIEERRBLTCNEEEZ] EEILOHESTED
PO MEDSHZE L TWA54E, 7L VIRRICERT
B IMFEN A IR ©40~60% & HEH S 7.

#igh VLY 74y VERIZB WO Y~ F
AW ChHEEMEOERIFHED TR TS 5.

13. Norwoodffit& DHLHSHIIZ & 1 3 FEARDFEE —
Norwoodfi7 i & |+ 2 RV-PA conduiti® & BT shuntis & D EE
B

T Z &b IRbE Bkt
= S = 1 T i R o =
#HE Az, wh gh—, ZH R
el kK—, F2ERm, FI E—

A G ERA
KEIRE A

N2 A% s
B FHEk

T - HAY  HLHSIZA S 2 85— B F4iNorwoodffi (L

T, NAfir) 121ZRV-PA conduit(RV-PA) : & BT shunt(BT) %
BdbH, WEIIE —R—ErHH, BEDELIIAY
Thb., 4H, WEE7L OHEHBIREST OB S5
FEAL L 72

R - HE: RV-PA26%I, BT176l. 7 L UAlfRiG7 7 C
DPA index (PAI), LPARPATELL, THEPAIE, RV (IUEHH,
EDP), Qp/Qs, Sa0, MEEX#CTR, UCGTMDRVEF, &
ETREIFL, 7L VHiiREOPATRIEE, FL—CHEB IV
NAfi e 7 L Uil & TORAE HEU: & % BGT L 7:.

Mi®  RV-PA BTOJETHERHHDART. PAl =
187 : 168mm*%m?*, RVIUH#EIIE = 80 : 90mmHg (p < 0.005),
Qp/Qs = 0.9 :1.2(p < 0.05), Sa0,=77.5:78.8%, PAJEIK
# =31:18% B L UNif — 7 L ViR (median)= 184 :
236H.

WAL D RV-PATETIE, PANZT LA KE WD, c-PARIE
W7o RN 7 L AT H 0% <, PATE RIS
V. C-PARBEOBLE, 5L, BTENRRENTH D,

14. ¥ 3y 7 THRAE L - hEARiER S mEE DL R G

TR B RV BB} Ko7 R A B s s/ Ve e
VN B, Ea RBEA, THEZRR

eGR40 6 H, 3,578 CHr EHIRIICCHA LA-%c )R, Ja
BIa— Il TEHEOKTEZERM S, ARREICE %
DDA LTV, A7) ==V 7 O.LT T —T/NE
MoOVSDE Rz, 1 7 AR, HEREENGE oS,
BLWKEL ORISR ARG - Y ay s REE R, AT
MR T IC Y B k. ABERE, AEMBEEIIRTT
Ho TN, BIREZRWGD O OHEEALELEI1L70mmHg T
HY, vavrdMimmEs Y —¥ L HE L, 100%8%E
& NOWR A J& 1% (20ppm) % Bi%A L IMATEIEE X RE L 7. &
EO=ZRAGERIN L 5 ZRApu e, AELKLAE
DOFEWLRILK % B0, F 725K EEH & ML AE 2> 56 KM
SRR OHWIFEE L /2. whel14H H OGS
F—F U, MBEIRE R, BREB X ONOHFIEL 72
KRETREMELHFETHY, BREBIUNOKSIZLY
HIMED 7 HFTET LA BE Aery &5 %H
MG, WBLREBE-EoTHBY), META.

15. BR/» SMHBHEE CHERRPBR T & 4R M%

PAH® 1 I

BIRREE R v 7 — Kb/ NE R
il g MR IR B b
wmH OB, BE BT,

ALK 27 Wik 2 R Al R
KA BEF

IS
FTER T

Wl IR RS R:
S S T

FEB38HR LM, A sl HE 72 5 72 VN B 2 S E B 13
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T PHOZREREZ L, BMPR2RALKID MG TRE %
L. 12/%HF, WEIMIC TEHR. WIS T MR MM B
WRARZE\C & BPHE W, EHHIR S Nz 17RO H
TICCTHREMMSIE EZR SN, 7—7 7 Y%A,
ERRERITEBERIIE VT WS, 20 A% ELIRIE
WEIMASKAR. 30ReLIE, £HMIE*BEET 2 HEPHEY 2
LSRR TS HEBR L, 328 X DHOT & 2R 711 2
T = VIR, PRI A R Y R 7z oM R EE, s
B DB IV TFF 74 VReRE ¥ v 0BEMN%E R
A B BHADBEWEMO oW b D' TR Wil
AR T IR g%, BFERERTENG %% & HF 5 L S A IR
& o 7 ASRHEEE THEEPL B0 o ABBEOEK, 355%
BRI B RSEAIERE. 2 4F 1 7 H O AR & NI #
M%7z, i L2 RR X Heath-Edwards 73481V
VARG (GRS ). ENRER & BbniRiE§ 5.

16. FIRKEERSY v+ > ML ZPIRMEMELE TET

L7245l
BEBEANBE Y v 5 — B AR
AHFE—ER, hEEKEE, MME B3,
bR
BE %

WU PIRMG S IMEAE 1L, IR <R T P 8 1
7 &2 XY FOBR I AR B A LT 0L R A
SIUEIEREICELRETH 5.

FEG] 1 SERVENREBSEAED 720 2 5 B I8 16 Tl %
BiAT S At TREBEBIER S T2 B, 18REF IO
SR RIS M E 2SS L S e AR IF R AR 0 @5
ERDNTDH LI o7z PGLEFREE, Vv
T AN, Kby CEIC K LIRYPEE R T L7225, 24
®CIET L7,

FEW 207 7 ABIIUAED oYYy ¥y —% %%,
FKOLIEIMNENE & large ASDEED 2. HAY —HRET
TR, FMIC TR, BT -CIERERER
<, MBS MR A3 23 AT L 72, 15 RE PR 2 & T
HIRICEL BFEMESFER SNMRKERS v~ M@
Wi L, SEWpHEE: % kR L 72 A%160 TR L7z

AR PR R L A SRR IS R AR R T, R
SR LB R IRESLEE BbIL S,

17. BREMEFEZFEICH T S MEIRORICHE(Z v MME

HEHEIARIC & 2 ERRAUARZE)
)7 T EMREb S R R E R 5 —
ER %
B EERRFREER Y v & — a8 ] B R
iy —
F21 NI S
BRI A/ R e A Ja R
[T AN
B ERFR BN R
RE % B N

B8 BRI & 5 & Vg EE oo i & ~ o 7
FACEE S % 3R 22 22134 7 v,

Hg B8RS v B IR © &8 A (EBhSE 1% 3 % I
HRRR IR & ST 5 2 &

i MESDT v N OREIIRY v SHEAR Bk, MR
~1mm) %, 95%0, 5%CO,RA N ATHA L3TCIZMHK-o
TR BWACTHRIEL, DOA, DOB, EP, NE, ISP, AVP
DWW CHEHI R 2 B 0912 (L S & CRAZ L 2 5
L7,

FER L AFEANC X B50% R LA E RO RETEN
ZNDOA : 5x10~6M, DOB : 6x10~7M, EP : 8x 10~
8M, NE:7x10~8MT&d -7z, ISP, AVPIIEEIED,
ZFNZFN10~5M, 10~8MF ThH T IIibfz L 72

% %2 DOA, EP, NETUUHEBUSAS A & 17 & i Bl
i, WMEINTws e MAEOEBYERL NV 53R
FIF GO M L~V E AT T ZHBIZIZIZEHL T
W7z,

18. ¥ A EBEMEMETETIVICE T 5 BBEAFE
WMEOBSEEREL 2L 2 EBEHRERERIHEAD
e

Yo B RFRFEEF AR NER
g K—
SEARFRFBEES R R NER
oEE oK—, =4 Fedk, E@H
Ak, WO FEA, BWE 3554
F &R
MiE IR, wHOEE
[F AR E
il EF
&R
i —5
[F B ol o4
iR HA

By o il & MUT S O R 2T RS 380 2 B H Rl e
OG-, Ry sy rogiilkefiagE~oLE %
HoERIZTHZ L.

J7i 1 C5TBLE/I~ 7 ANTKT L T A& & OMNEAsHk gk
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* RT3 HeGFP~ Y ADEH A BHE L 21212, KEERNE
MUEE TV EVER L7z, BRI 28 MA M2 v
L Mg 5 T, BOBOOMMERENDEFS %
HEME Lz, S5t Kery v oligit~y A28
V% B kA B R D S B & WA L7z

AR AT A T, MBI L 3 IR e A A o
W, ~7u7y—J3ENHEMBIHHRETH 72 &
72, R vy VAEHR A o M N Bz wiBRHIAR, i
WA TOEMARIMENEZMB LML, Fhfk~ s
07 7= & L7

MR R B, < AEIME MR
BT 5 MRS L, & iR R
Yoy oH T s IE IR & 2 B T REME ORI
ah.

19. FhIM & A B2 # A2 (C & 17 Bbone morphogenetic
protein receptor (BMPR) & 7 FILICHT 2 I X hOSF D
SR DF%ET

KRR R B R = R W 7e RN E R4
TR WE, NME s, W B
AH O FHH, BHE E, R HE
WH B, K E—

T MEMEERSEICEESFAET S I L idash
TWBED, ZOHTAHZAXLIIOWTIEHS TR,

H 9« il M4 PR IR 3\ Testrogen?sBMPRY 7
WICRIZTHELZHOIIT S,

Ty Mg AR E v, BMP 2, B-estradi-
ol (E 2), ICI 182, 780%#%5-L, BMPRE#E ¥ 7+ IV 5rF
DEALE WES L7z

#ER21%0, T CE2% 3 N¥ % &, phosphorylated
Smad (p-Smad) 1/5/82 1, 1dl mRNAIEHIIL, 1%0, F T
DE 2T L2, s 03B 2L IC] 182,
800FHFIZL ) F v e ENz. F, 1%0, F CTHIF
(hypoxia-inducible factor)-1 inhibitor % ¥ 5-3 % £ 21%0, T
LEBRD G E R L, 21%0, F TCoCl,d %\ 23 deferox-
amineD¥5- 8 L OMEFIHER HIF-1a 77 X 2 K% trans-
fectiond 5 Z & C, 1%0, F & RO sz R L7z,

g 1invitroT, E 213&EEFHE T T BMPRY 7 ) VR E
ZIHIL, ZOERIZIE HIF-lah 5 L Twb 2 L HoR
S 7.

20. MHENERIRERE ICH T2 BETHEMOER

EVIEREN L v 5 — /NG SRER D
mHE F%E, LH B

[ DEEAFR
BT EHC

[ WrgeeT
P

W5 BB IR (PAVE) (305 (1 H i =B 1l DR
JiE (HHT) R Fontan T2 120 5 . HHTIZ € DR RER T &

LC, ALK-1, ENG (endoglin) 7¥ti5 ST 5.

HEY : PAVFEEIZB T 2T OREEZHRET
5.

KR JiEE Mk F — 12T PAVFE D -1ANEZFD
KiE 4 NOEEI8A. Bt s A, 10N, ZWikEln
\& 9~58 (1 JLfE28.5) 7%, FRRIVICHHT % SEb L 7-E R (H
#) 13 6 f1, Fontanfiffz (FEE) 1% 6 B, IMIFEMDOPAVE (PEE)
X 6 BITH o7, ALK-1B L CENGDE LTI % 1T >
7z.

MR 18l 8 BlCEE T RE 2RO 7z (HEE 56, P
# o 3/6, FHE:0/6).

K HHTOZWNC B W CRERIZETHITIIARN TH 5.
Fontanf2 DPAVFIZ B\ T ALK-1, ENGOR 5 1ZZ L\,

21. BEMEEFEEH) Y LF v ZIVEEHORKRE

R ERRFESREERFA Y AT 4 72— b
TILEET

M AEERAR/NER
MR ROk

HE : BghIRILAE OB BEIAG IS & 0 L ERR 5O
ERICES TR L, BIREGIGET 5. M O PGEL
RIGEEM CHIM S A, BEEMIZFEICH ) 7 A (K) BRI
Lo CTHETENS, BIRE % 5 CICMBIIRICEE T 5 £
REEEAMKGEE S ) 7 A F v AV (Kv)ah 7=y b E
15 B1¥72=v F12THY, al5FB L2I2L> TR
EH b RESINAOHE L2 5. KvF v 2 vHl#Ho
AN A NFHEDT2D, Ky 155 L UKvB 1.2%HEKAE
B AR S, 77427 4K LUblue-native/SDS
PAGE# F\WCikEimit L, MEMEHT 25 237 Batk
L7

FER D Kv L5 A 1K12630kDa, KvpR1.2#41K13530kDa,
Kv 15/KvB 1.2 4 1K13800kDaTH V), y7 7 F v 2 &%
SOIBMELER Y 3y BhFE S N,

22. EEMRA(P) # &7 L, epoprostenol (PGl,) $5#t
BEICLY RREEREI ZFK L ZNorwood$ & U
bidirectional Glenn (BDG) #fi#® 1 5l

EBE 2 & kb imsRest
WA GEIF, N M RER B
A #OK HE &S HE 2
HE g

ERRN AR
B MR, WA EEE, MR ARHD
AN /N

Z LI PGLEHEIZ & 0 IPOBATE % 30072, Ik
72, KEEB I ORERIEE, KEIRFEZEO dy B %
WET 5.

SEB : Norwood (6d) 3 & U'BDG (7Tm) fifT#%, (BRI
JiE (SpO, 50~60%) & ZEMIBIAR M RIL T 2 A U, 1ylE/L
BT shuntiBfil. LA L, {RERRIMIEIZSES S, MBhRE
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L5 (mean 25mmHg) |2 & % L REHIRIERRE (SVC synd.) %
FAEL, BRMOMFERS ot Sh. 3y, 4k
~NERPE. R RREIAR S EEART RAT L CSVC synd (dckEE L7
A5, HHTE O F B T IdHt &, KL-6%2,060U/mlE F&-
RO WECTOMEEI AroIPL Bl LA LIP
OREKRIZBER, w1 VvAt ExELERETER
Moz, E5HI12, MEREET BT PGLAHERME,
IPEAREE R MAE DIIE S 2 72720, PGLIkG 2 dilk, 2
TOA FiERETHE L.

EER R R 4 & SVC synd 2 X B IR M
HAKIE LA RICH D IRRET PGILIC X 2 I8 & 47T
AT B OMITIE 2 im S 72 L 2 b

23. EELGHBEEMNEKL6EESEERLAIRTO
27/ — IVEEFRIPAHD 1 fi

BIRREEEE Y v & — Kb/ NE R
il g R IR IBH EDG
mH O E—, BE AT,
Wl IR AR
N

FEBNXL7E S M. 20024F 569 D FFE1EPAHT 5 42k
RTUAT ) — VFREEHERE . PHORREIL V08
BMPR2DEIET-EHH 1) (exon 8, 9/KJ). NYHAZ 5 A
H-11% HERE LT 722320064 7 H DR, FEIR7Z & OV I
TEVREDSTE. Kt vy v osBin SN2k i <
REREEDSHI L 1 Tk B L ) L8R OSpo,7s
T (EWNA TI6%—90%) L7z, 20074 8 HIZA= KK
HY. NYHA IVE R Y FEI08 25 A B LU O AR e
AT 27208, FHEC I IE RS O DA SRR BRI 2
b5, ROIFREE G 1220 %K, BHke &b
KEDOWEMZ R0, MWECTIC CHIE®ERE OB, 1mh
KL-67%%1,950U/ml& L& L7z, RN A8t b 72755
FESERILSTIZRE N, BRGHER BER b BEN T A MM
M & B L7z, 7L =y v (PSL) 5 Z5) LI
MUETH 2, BREAREE LW RITEREma Rl 3 4
BHBOKL-6IIIEFIL L7, FNRIES L Ebhsd 5

24. YIWTFF T4 I OBBEOET Y POV
L EAREUBBEI»NE L - BOEES

R RSB/ NER
NP BH W, R BT
R WA

FEGNE 7 B IE. BRNIAETHELE, TCPCR. &8
DiFNE % EFRICRBE. TP 4.9g/dl, alb 2.4g/dITH - 7.
PLE%Z BE\>, FIRFIEE L, HHEIIETUHE L7225 alb
3.0g/dIFitR CTho72. ¥ v F VI L TPLEESITL. L
77— 7 VT, PAP(mean)16mmHg, Rp 3.51U m?T
Y, HolterLEMTEIBEEEEHHEILETH o720 L
EHREL T A0 028 — V%, BiEER
ELTYNVTFH 74 Va2 #R2IITP 7.3g/dl,

alb 429l EEL, 3 HBABEDY VF 25 A TPLEIZEFEL,
Lo 7 — T IVigFE E, PAP(mean)14mmHg, Rp 1.95U -m?

Lt L7z, HolterLER THREERIZIIZWHFAE L 2o 72
HPACHENI L 72, BIEDOQOLIZPLESAELIRT & D er3E L
7z.

25. ARHRHOEEERMEODEEDETERICSHS TS
sildenafilD#F L WX E]

ZHRNFREREET RN SEE S
R BT, 245 #E OKIE B2
KEHE—RR, I 5k, Bam  2E5L

iy & LRI R L5 B (CHD) DAV EEFAT,
BT EERERC, REBRRMEOBEMAREE 25 2 L8
5. Sildenafilld, PDE 5% BHZE 3 2 S4R M I B HE5RH
T, MEIIRMERT & ME CORMEHE SN D, 46,
TEJEARER R IMUE % 1 5 CHD O FLYE 1 2sildenafil o i Bk %
WET 5.

R EFE AR, EH% 3 P ARBONICUABEF D
3 BI(EER 1; TOF, hypo PA, MAPCA, pre UF, JEf) 2
DORV, CAVC, PA, post BT, JEf 3 critical PS, post
PTPV) C, MKEEFRIIE DB B HEFE S 1 sildenafil (1.0~
2.0mg/kg/d) % BN 5 L 7=

FEgE  EBINIRET TSp0,7t > 3% EA- L, #%5-HiSpo,
B3 T DI - N B

#hias o LRI R O CHD O it i # O AR 35 ILIE o 3 B
IZ, sildenafilldFr 72 2 MWGHE & 72 2 TREEAVRIZ S 1L
7z.

26. Plastic bronchitisEIEM#F (BT 2 E R —Fontani&
RICABFL /- 1 fl—

TS & bE - G & —TEIR#F
ZH fE, A RS
M A G SRR
HEWEF RS
MRS SRR vy — -
JRIEER g R
HRRRESE, RIRE 1=

SUESCHF RIS 1 & 0 &GEPHZE % 2 3plastic bronchitis
(PB) DIRREAEB I AR TH 5. FontanfiERIZEHF L 72PB
DIIERRFIZONT, fli) w7 MERZ LI E R L7,
HE B 10 5 PR 7 RE A8 A C/E AR ), VBTG R 8
T, MR- AR v > bo 7 IR, FiiAR 3 F£Trk
ML, POBLEECRESIRE & W, P ogERIE F
M54 5 4 CPBEE.  RHVAR R BERS WT 13 Seears)-4Hacellular
typeT, A7 04N, SEIRER, HPFHNIESUME O
717 CTIiXCVP = 15mmHg, PAWp = 13mmHg, RVEDP =
13mmHg, TR 2 &, Rpl =058, Cl=5.0TCFontanf§3z(17F
BHANS, ERLFER, HFEHEOAY—TI—, X
TR (I 8 REWE, AFZSTREL) 2 O FFEBERE & 5o
7z, PIBRIETUAE (24cmH,0) L, FFAEM CHEREZE & 22T

CEDEHE T =/

74 |

| BANRREIRGFRMRS $255 H55




731

JFREZE - PIRETCEOEST & & b 12, BRMEMIK — K&
Bk v > b s LR S BN L 72 72 3 £ 8 f AR 8 1 7
KL, THECMIRIFOZ Y M) Y (ET-D B
L0t u b=V G-HT) SHEIAR IS A L, & 72 R
H02 X 0 MR G RER A & O5-HTHHE 242 LAt ) > /8
BNE - LA LA FontanfGER 12 X B @i LEIRIE,
B IR B O TG 1) > /S e R BE - ke A T =
H, SO4HM) YMEREE LRV Eo0EERE
REDSHEIR S - 1, %mﬁﬁﬁm%%?ﬁ hz
) oRE LTHRR T E W7o DSBS, M
L%%“fLK@Ti&w#t%%Lt.%%/?/i
— R I BRI A R L7249, Z OEFIOPB
it MRl 0 s = VOB AN ERTH S
T HEME DRI S 17z

27. Rt &> PEITH - F=Fontan candidate® 2 {7l

TR & &b ke R
WY T, i
ERIN AR v
] AAT, Ak BE P E—

FEB) 1 REVIRFEZE B & & L C H #2212 KB IR 72
M B - B EHIRACIEAT % MifT S L7z, 2 ORISR kA2
DOEATD S ZUEBEIEIATREE I SN, 7 7 HE
Norwood 47 % JEfT S 7z, 1k 4 7 A7 7 T
Jifi & IR E (MPAP) 19mmHg, i L& #K 5T (Rp) 7.9 47 T &
D, BBIEMFEDOOT ¥ » MEEINL, HOT, X770
beoRbryy CHMRERBLA 1 EHICIE mPAP 16
mmHg, Rp 6.1¥ALTH Y, 3% 1 H HEEGlennTFAif % JitifT
LY AA

FE) 2 0 ZRFPASH, THBIIRFE I, WS v o b AT
%, 2 W 2 & HErmPAP 25mmHg, Rp 74HA7.TH 1,
HOT, Rt % YANRZHME L. 1 4FEHZICIIMPAP 11
mmHg, Rp LOHALIZIKT LTHY, GlennFifitidh Th
%. KR+t % “iZFontan candidatelZ 5\ T HmPAP, Rp%
TS, Bl NA 7S AT O #IG ALK T & 5] Rek
Nh5b.

28. EisenmengerEREICH T DRt 2> OFEsIR

BRI F ER R SRS N E R
(15725 I 535 oV [/ N 1 1 5 G
B OB, MR B, hEE U

HE : EisenmengerfEEHE (ES) BT L RE V7 v o
MR ERETH L.

MRy sy VRGPS 1FEERHE L ZESO1L
Bl AEEEIE34 + 127%. Bt Kk =417

Hik Kv vy S50 % ONYHA class, BNP,
Sp0,, 6 FHAATT A M2V THETL 72,

bR FERE R BT VSDAT 6 B (1 BlixCoAE & BE),
AVSDA 2 B, ASDZS1 %0, 1AA - AP-W7S 1 6, TACH 1
Bl 5213165 + 70mg/H. BB IC 701 1) & f

AONE =

HALTWwWnld 6 B, EEMBERLEEZIT>TVRZDIELS5
BITHolz. &BIH1LEL LS ZiH L7z, NYHAY 5
AB L UBNPIZARETH o7z, Sp0,id 6 BT 5% LI E o
M%%bt.§%K6%ﬁ$ﬁ%XF%mﬁL%8m¢4
BICHRATHEEO M % 320 72, BIMEHIE 4 BIICERD

h, 2@ THG &Rk

MR ESICBWTARE V¥ v G o h IR R BRI
FERI DD 5 .

29. IREEMEERZEICEFEREL 2 DEAE
BERRAR

B IR R PR F A TR
MO HEE HF WAV, BNSRES
B ARt
Wl B/ NER
BB e, REE—RL, TTH T
[l EFIE—IR
TS A
SIRERRF/NEF
Jel T PR w2
IR R v & — KB NE R
mH E—, i ®mE ki @

2008 FEDAMIEA T, ¥—2 - bT 7 2 mERMTIA
SICED S EYFRMITEIIOWTEELL. 40, £
Mgk LR TEM L T b RE Y ¥ v OENEIRERERIC
5 RN R ST 5. F— m$@$k/7/%l
JAM L SAEIRA L7 /N R s i BT 2 S & L
THREOERI & 3 FFRIZICERIL L, HPLCE H\v Tz
BETo%. by ¥y o5 813257 + 0.74mg/kg/day
ThY), E—2 L b7 T7OIMPREEIZTZNZN356 +
228, 82.8 * 110ng/mITH o7z, IERIRAEETIVIC
O BERBEYERBNO/R, ROV TIRE
R O3B OF I ME (+ SD) I3 Z-27110.44 £ 0.131/
mmgL%jﬂmme%U,ﬁ%iﬁ%u%6+le
LEIMENS. S Kby ORABIEICEER R
ETHTFEHLPICT B0, FEFIEEML TR %
THIFETH 5.
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