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ffewg B, NP SO, s EBE

W B
RN

wE s
TR T

s BT

P850 o Bl D BRE O $970% 12 3 12 1 B A I A I BR AE
(HHT) 2 &6F L, HHTEE D20% DL E i B Ef DRI AT
P 5 2 D ME SN T WD, TE, BETEEIH
L7200 H DIRESEN S NOOH KR TH 5.

xS, i 198410 A 520074 8 A F TIZEAE
BRER Y v & — 2T a4 VERNTZ T SNz A B 16
N, ZHI0OAN DEF6 AN CF4395%) xR & LT, RILHK
AT IRBES DR IE B L CHHT & OB, & fn T 2
FAZOWTHRE L7z,

M PR B O SR BRI R R R E AR S T 7
B, MR IR S 6 B, STEREE G 3 T o 72,
BB R IL 6 BITEHEMETH Y, 4 FIHEEL, FB
3IERICIERANT & BN THEAT S L7z, HHTOBIE I
S L&t 5 Ldefinite 5 5, probable 1 1, unlikely’310
BITH o7 BIZTREOFBIBLNWEHTH L.

22. FontanEISEE &) 3 FmENEARE DZHT &8

JUINIE A 4R 43 e /N Ve B
W E AL, WRE O ARRE, KB FRER
WFHE—E, H& &G BRANEE

ek % Mk BT
W BRI SVE
Hh EE R WE B

5 Fontan (FfiT) #)0 E3 O i IREE (PAVF) 1,
MithF7 /7 —¥ORERE 20, #Y) % Z WL G AD
BETH .

Jik T 10 TPAVFE I S M7z 157 ORI - AR,
A B - heterotaxia® G IE, B ; AT, C: Wk
W - HEE DL RORR - L B &HESpO & MG L
7z.

KR 81 7-28-322%. ASSRV3 ECD2 %k
TIVC defecth™ 7, %9, #ER 2. B BT shunt 11, PAB
3, TCPS7, BCPS7. C: #ZiEHIITCPCH 7, BCPS

3, TCPSt% 5. &fllcmiEi, 1423 A bza—
ZWEAT. D 6 ZITHEHEA AL 5 A TCPSEEED D . HH)
TCPC5Ek 3, T IMLRIGEE 4G D 72 ¥re-directon 2, coil em-
bolization 1. E ; Hi&413k TOSpO,ILF490.9%, diffuse
PAVFTIRIEAT], FIERD 2 6% kr < £93.7%.

EE L NE, TCPSEEfE, MG/ Ai A IZPAVE
DOEATER T, high risk caseTld#EY) 22 BHAIZ NS © 2D
ENTFMGE 2 5 AFA~FET 5 2 EQEE L Ebh
7z.

23. Pulmonary arteriovenous fistulas (PAVF) IZX$ § %
hepatic inclusionDAFRDE (€ D & 5 HBEFIZHRAZ L W
DH?)

Mol L E i e N YRR
WEE SERE, W RS, AflEERT
AA BN, (EREE—RR, PR BRAE
FIOBEE, VL BRI, A 2=

Pt AERENY HLLEE T3S 4 staged approachiZ BV CHf
ByEHIREE (PAVF) D %8E 12 12hepatic factord B-5-7335H &
NCTHBY, hepatic inclusioni?: (HI) 12 & ) PAVF2STH AT %
FEBIAEBR S B

xR - J7ik  BDGE 713 TCPSHi % ICPAVFR S8 L 72 7
BlZzxRE L, HIFEOPAVFOEIMIZOWTHRE. HIET
OHIM, HIFEATH, HOPAPIZ DWW TG, PAVFEZER:
X, HIE ToOMIIZ407 B, HIKETTRIOPAP 12.3mmHg,
T OPAP 10mmHg. PAVFEEFIEIE, HIE ToOMIfIIx112
#1 B, HIGITHIOPAP 12.0mmHg, Hif71% D PAP 18mmHg.
M EIPAV FOJE R Chepatic veinds A 2,  [EHE o &
Wk L7z

FERE D PAVEYTH R LIS WERK & LT, HIZToM
., fiTtROPAPEE, hepatic vein® 534 A3 a4 S 7z,

24, TCPCFMitAICS4AE L - MBNESIE I & 2 1KEEZR M
FEICH L, alEAEECHEEZITL, QOLDUEY
BohiEEZSN 14

HE A e B VL B A e N R B
flizk IERI, THE fF HHROBT
B2 E—, g 7, il B
WAREHIE, #F  HER

R C & IRPEEGE £ > & — A WA SR Bl
Holg e

M Eh IR L 7 &~ & ¥ FCAE ) EEREIHED —
OTHY, MBEMELRT 720, MKEEDOZDDOH
Fii, HDVITT A VERMN R EORELZLELT S Z
EH B, FFM, TANVERKOVT IS KRS
A, Tl L VG AR R IMLAE & S35 5 2 TTREMEAY &
L3, BMET 57— 5134w SEbivbiu, TCPC
FMBOMBFIRE D 720 12 EEOREERIMIETY 2 L7
W LI LT, = RTaRAT7 /=N, Y VTFF 74
W, Ry yOENTNOERLEG L, ZOFRE

76 |

| BANRERGFSH $245 $65




745

EREMEREI L, YVTFF T a0, BIUKREY S
YR T, EIMIAIE B S R AR IR Sk
Motz TRTOAT ) —VIEG T, EKHETHS 2
LEBEHAE O LF %380, FEEOIEHET % b DA
PHEMTHLURES RSN, DEEEEL, N5 T
AL, BLOYLVFF 74 VONRE B L 72/ E,
HTTIEDH LD, QOLOLEN LD L7z,
25. ZRMMANEROEED 3 EF
INIT NN S = e N Y
IEE A, NH e NI B
WE B, HFH T ORH
WA R, AH M, KB OE—

PR R & P b 70\ 2 S5 AR BT B AR 81 RY 147 (RN
EIRIMENE) O 3IEGI % B L -0 THET 5.

FEBI © D 4 55 0 FA R & 0 HEE T A DA TR
O3 R CH A, MR & BB S s, BEBCT
TR MAE 2R S, M S CTRENIRA 5 it A
22 ) R DWEAT I % FR 72, T A )VERA 2 7 A
%, ZERBACHOME 2 5E - KA LRI —BE%T
Holz. AR TIT. @ 3K LS %I 1
%107 A Cl. 7t 6 Mo ZEAli % 47 b IEI % 4k ) 3K
LTWb. BEPRERT, 34EES 2 T2 R ICk
BIEMTHE. @2k FrAERNLVEEETALA
ThEE. A 9 7 AIRRLIER % 22651210 2 Tl
Wil BIAEBEG R CREE B .

FLw BEMBENMMNIC A Y b7 — 27 ZE L B
3% EARIMAEE 03 2 RARGHE T v, RIENESE
JERHEETE T AP A DGR EARBBIIL NS R A O
R RDEEDILS.

26. HemangiolymphangiomalZ&f U 7= 1214 2=
e MRS MEED 1 4]

EIRERRNEFR:
R Rz, B TR, bR T
AN o B

E DI /N & ) FEEEE L T b £ 58 hemangi-
olymphangioma(HL) % 4 3 % 205% 2014 | 2 P2 A Al I AR 224 14
Mim ME O & B &R L 72, BIERFE B X S H%RoGE
Jigt e BET T 5 9 2 THEBREVIER & Db o T
5.

SEBI AT X ) AT B G VEHLISR LR 4ty
AT L7z, 2ok, ALFFEOH 21TV, HLIZ&H
AT 2500, F 1 OsREREEZT->TWwz 20
RORE, Ml X OBRITREEE 2 ), HEEZH L
MW FEIMAE % 2900, 0T O — TS5 BT & E & Wi L
7. BRILTE S > F IS CHISERIE DB W SHEE L, Ik
fRiE w2 fan L7z, Wik, hEEOM ST £ T
H#HL, BIEVBREETTH B,

B Y YT, BAFT AHLOEBALIZ BE HER T

LR 51, KERAHLER L, NEYIE—
BRI F RO B M TH o 72, ZD7-8, HLIE
WA MK DS, RERIRE OO 720, 1BV ZER % 5]
S L, MEMEICE-s72EE 272

27. HHFHICRAE L ZERMERY > /NEHERED 2 5l

IR Z & JEbe N R
WY ET, i
ERIN A K=Y
WH &f, Hk BE P E—

JEBI 10 7ERG38I 1 H, 29999 THiAE, 2181V 3 —,
TOF, PA, AVSDY Bl Sz, HAEZICEIRSED D
LN, KEWZHLUHB L &M oEEO R ET L
7o BHMEO) VONEPRIER SEv, VY MRS TR
ATHA FIZEDEELTo 20 EH R RE %<, H
HASLIZAETE L7z, WA Cag Mo ) o VERE &
ZWrsnz.

JEB 2 0 7ERG38IE 4 H, 2,744gT A, HAEEE»HF
W] WA B B 3300 B A1, MEBXHTIITR 9 0 777 R K
TdH o7z, SA, SV, CAVC, TAPVC, PVO, MHEIERH
LWL, Atk 8 KR CTEAETAM & MAT L22S, #anT
Ehhorz, TR CHBEM RSB L O v X
EILHRAE & Bl S a7z,

F L ERMM ) BRI, &tk voXE
PEERAE O — 5B, MEIREAZE % £ 9 e RV ORBIZAPET
50, FEMEOMBERE 2 SICHHEEINL. — ki
FBRARTH S5, BEMAEFHLHRESIN TS, B
WZOWTIIME P LETH 5.

28. PPHDEMTH 5 11F (2 ZFME O R A E ARk
ZEHFIBA L 7= 1 6l

SSHURE B E - /NRE S
& s BH EH, BfE
WEmshi—RE, =8 BG—, Al %
g

FEG] 235, B P 1 AEOFIECGHZ THZEE
KzEfRFE s, OF FRBEC CIEIREO LA, A
FIIROEEFT R 2 & LPPHEZII. N5 710 A b
ACE-l, TAYY yoOWNRIE B L, YEREEpg: L
Tz, 20k, 4EOHNT— T IVIRETITV, TEIRTE
OFE % RIS, BEGEALZALSNT, JEKINYHA 1
~2 EREOF FTIENB L. AL RY, 550
Jigt, followz &R L, MMEEMEHREENEA~TNL, [T
LA TREELZE A, MigIRE 1396/33(56) mmHg
EERDY, 502, EAELICHBIRENL VTS
FEVEDIRZE D FRD B, KRR EIIRBE A & S s
oo A =Ry aybEELEPLBIETTH L
PPHIZ L TIHETDIER ITRIE ThH 2556, Mo EE
BOEBBIZANLZELHML TV ZEHMELEZS
nr.

F,ONE R

Fk20F11H 18 |
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29. FLEXRMFIBRT AEEARS + > M & Dhepatopulmo-
nary syndrome (HPS) & portopulmonary hypertension
(PPHTN) 2 &ff L /= 1 51261

RIEERFR AR/ N
b g A R Rl AR
WA B AR BRE B

IO =
2 ARAHE, RRAVEIRHR, [ AL
— AL R
o ERE
FEBI - 8 IR, 2 RIS IMIRIE ISR & 224, PIART
KRS v > &, OV F AEIEHE IR, il L % F64
ENEAMICRBHEIN TV 7TEEBEOY 7T —7 ViR
IS CTHiEMEDEAL A FBD /2720, K v v ol
ZBE L, FHEIRIE (MPAp) I352mmHga* 5 24mmHg
WZekss L7z, v v PRAZERBRIC TMIRIE O LA 28
Th D, B X D RN E T L. AivtR, MEhE IR
B9, SpO,IE100% & IEH | [E14E L 72. HPSE PPH
EHEWICHI T 2R TH 555, RIEGNL, 62T
L7z TENLRIE[TH 2 L Bbh/ WERICITT
YRRV UET-DOBEEGPEZHNTBY, FKEFTDH
ETZHREMETH LRy & VO MiEIMEICH L TH
MTHY, vy MEEMOMIERICHEHATH 72,
TRy VEGH L DUEL T DB D DD
SIEDSERA L TBY), 4% EELFBBIESLET
5.
30. £% 1 HAMICREL, ZTORUEL LaiE
fED 1
LTS I 28 5 53 A AR B A 25 R i /N VL R B 4
F2 i NI T o NI ) & SVAN 22 k) /0
o B, W BT, R0
NN EIGRS AR e N R
KE —C, TF IF
JEB) - 1 7 Ao B. fEfR36H 6 H, {AHE2,686g, 7T
R THA L. 17 ARICHAARDSEBL, 77/ —
Y, LI & M & fedi S, I KRR RN R
BHZABE L7z, 1AHE3.9kg, SpO,IE80% & Td -7z, Kl
XA CO I ER L 1355% CF FIE IR MR 2 D 2. LT
I—-TLHEEEE L, BEOREIE & JIHFLT O
HlaEss &R 7. NLIRE, NOWA, $iAmE o5
AT, BAWMLCOMBIIELGEREE 2oz %
Dk, sildenafil OFFIIF G- % Bga L7z, Mis M+ 13 deE
L, 4 HHICNOW A SEERL L, 10H BIZIRE L7z 2
JAREIREEL, BT B CHRE R R L7 9
B A BRI 7 — 7 VIR R ATV, fTE T 2 2o
7z.
FERE © 1 H BRI KA o i FE Ol I AE % 2k L 72
75, NOWLA, sildenafilZ D5 %47y, MBI TH o

=

7o REB) & el L7z,
3. EVEVREAH L MERMEMSOLEED 1 &
12 451
RN Z & fRbeg st
Wi B, I ER RNV
e R N L N R = - TN TV

T EYEYIHRE A0 L7 I8 IR 4% s i E
(PAH) X ENTH 5. W OPAHIZAT T 4 I EILRANE
FITEYEYIMEDOIEL 725 L, HILO7dOEM
LML E S TR D B

JEBI 9 BRI EY EVHE, 13REFICPAHE B S 7
78, FEhARIE 100/45(66) mmHg, Pp/Ps = 1.1, Rp = 32.4
THo7z. PAHIZXT LT 70 —5 »°0H%5 % B4, 2ng/
kg/min» b A% —hL, MEBAY—-FNIEWO 12 O
0.25ng/kg/min/week & L7z, B T & ISINIILGTE > ~ T % Ji
1L, WmmoORE LT, &L 7a—5 ¢
7ng/kg/minkl EC, B EYILE % &G RIIE AT O E M 12
KT T ARSI, HMEOFEZ %, 85ng/kg/min
TREOKRDIEEERE Lz, B, 10ng/kg/minTHEdF
LCw%. BNPIZ320pg/mi7» 543pg/mliZfE T L, 6 75
1T13215m#»* 5250miZ, NYHARINAZ5I1Z% Y, QOLi:
BELGE L7,

MERE D PAHICEYEYRA A LA E 7 1 0% £25
L7 iy v FTcra—5 UOmE A2 BT A NI
P LS, WMEICIEEYELL.

32. HEfRBEEEMIEICHMmA S > F A IEFE(E L /- 1

FR TR RS R /N R
I RERR, WEAKELRT, N R
A W, wE WA 3EE
[CLAN/ 5 S - N Vi

i MR O ML > » F~OEEIZHT 5
WL,

JEB 1/ 7 7B, 1KE75kg, KR B 77y u—
DUBAE, B IR B AN, 3 AR I A (MAPCA).
MAPCAIZDAO HEAGIZ 2 KT ORIGLTHBY, Wi
beentral PALZSEH V. 6 4 HERIZMEAEAT, uniforcaliza-
tion. 1% 6 77 AWE, (LPUBHEMN % ifT. itk miHIEERE
THRR R 2 FROIRE W CH o 727200, F 9745 1 b I il
TEM & AT, TOBRANTIRA L DRI L2 00%))
M 255547 L, room air TSp0, 85%. A5 DFTEIIRIZHE L
S %73 o 7208, MM > 7 CTRIL = 99L& 3%
Atz Rz EMERREEEMNRET L2825,
B > » FRIL = 57/43% UiE % B0, WUIREE b Z225%
L. roomairCSp0, 95% & U3k % 72w 72,

E T — ORI E EMT S, A o> A B R pR e
RE LY A, BRI S > F TR % 5% L 72l o 2587 72
BRIt O T % 78072, flidovolumefk T, COMFHEIC &
B Nl M A 72 &A%, Mo OEKFEZEZ 5 Nh
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7z, BHIIHE 3 > F 13 R8 M ] 2 Al oD s i e D Fa A & 7
BN D 5 .

33. Central PAOXRIE L 7=TOF, PA, MAPCA® 1 fjl
(k)

RARERE R KT PR o 48 G 9 56 & W
NGRS
e REN, K #F, TIHEZ[

20074E DARIFZEZRIZBWT, HEILTT 7/ —EIZA
v, BRFMAT]RE & 5Ffffi £ 41T\ 7zcentral PAD K
JHL72TOF, PA, MAPCADILIBAS, 1 M OELHERE
HoODE 2% 9 4 H Chilateral unifocalizaitionds X Vpallia-
tive RVOT reconstruction’ fifT & L7260 % #hds L 72, Rk
FATZmT, KEMIMEROFEEEZ B E LT, FLH
TR O 2 beraprost D5 (3 % 1 # B) ZBAG L
7o iR 7 AR (3K 4 B ) THIAT L7 DR S 7 — T ViR
#TlE, Pp/Ps= 06T, FilERDOIEENATHTH o7
728, #2107 H A Sbosentanz P H L 72, HAEIL, HF
BE~EETREZIRETH 5. 4lul, bosentanBfH 9 7 H %
WZAT o 72 B 7 — T VIR OFE R O R ) R % el
L. A%tz onTiEs Lw,

Uy

2
H
oy
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