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[EXEDEBBEEOIFDRFMICHS T DMEEERDIER] (ERICHDOT

RO B (congenital heart disease: CHD) DH#EEE S KIEICS HEINR R, LR
WHAEMAGELEAMZL2RR5E912ho72, 20720, CHD BII/NEINIH R AZ L Be T
BIRBOARLRLT, MG EMER B ESSITII ORI LT, DLV A MIIELIE T B
SOZ OB A2 Z T AEA DML TEz, 22T, ZNFTCHD B0 IE L Tt o ik i 45 #1L %
f1oC&zy BMIEROMRIEHE DA LSS, JEH MO CHD B IS OMEE O ER O D 2 Fk
BHEED CHD B O I DI T O RRE S AT )L B EL TE, ZOMBAFEICEED 2 #H12IE
CHD DR A B2 ISP, M-S EOMENEZ ORI E A ZLEDNH 525, CHD BRI
EHOREERO D\ IEE M i Ek ORI FFRIIEE S TR BRAT M TR M 2HHb K&, 22
T, CHD BEHDOIFLIFMEZIH YT LRMMFE, ZLTIOIIREBRICHDLIITSIREFRMLEFH
A G, CHD B H O IO Tl e O R o 2 k) LA HE L CCHD OJR AR, FRERE
HEoMEREEONIEETED iR 2ER L7z,

NEBH A Z DT IO TN 2 Z 2 BEDPEZT0EIE00, RIGHOFIRIIRADALS
T/NREEO24TOCHD BETHELBTRZZITH0EL, S TR0 EEEOIELIE
FMNZBILMEEBLOIRSE ] &Lz €072, BIHLZCEIZ/NREZSRET LD, AZTHRE
FTAHLDPRMAEL T BDTAIFE OSIIFIIZFEEZBH LW,

KIS DONETHHD, CHD BEZFICLLXIT, EOIINBRBEPIZITIDNEVAIZED, LD
R EICRR T, BHICHETE, ZILObDETHIEZ AN HELTHAEMIHEBI LD
TRNCEEIR T 5D TIERL, HAHREFPOMFE, RERTLIITEDMRE L7, KRB ETS
HHERRELTHE 1 BAHH 5 B0, JRE, RBILICEMMRI 2K meLTH 6 2ICHRMICT
EFVARBREL, WA LB L7z, EMRENOBEOES, EMEAOIVFVT—2aro
BEROHB OB ELLCTIELIZDIZHE 3 BICEZEDVAZIZLLRBERILIZOWTS kL7,

RIFFNCBIBHERR S FALZE T VAL NIE, GO EEDE K MEZHHBL, ERDOFTAFTL &
FARICER 1. 2R EARAL:. BOBWIERE L2287y RAEEFELhnd, ZHOE
MADOHZBL CHERINIZNETHY., T REHTELLDTHHLE RS,

BRBICARIGHIIHLE TR THY. EBROBRIIBVTOBETEEHTIHDOTERV. AEIZDOW
TIEARIEEERZ B S ICE LT TIIRIE T4 EBIITbNZEHFOMERICHLTIZ, ZhE
TolEHRBACEOFEMIIITIET 5. /o0 CONFIIERBRBOSEERNHDONLILEREL T
VAN b SN - AVAY k= Y/ Al TS
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RABFER DB R R IBIED &) AR 2 v 2 MORE2 S, ISR 2 M5 A3 I H RS T 7/ —
Y& 595 Fallot AHUE, LES—DO L% WHLE T THREOSIRMEIIIFF ITIRIA V. SERMOEE
DWNFHY « SRR AR O] R X0 B RO B EE O PRIE#E 2 30 4 TREMICEGE L2, I
VT A R NS 3 2 D B LA A4 AR 131980 4R 590 EIZHF TR ECHEEL, MRELTIDR
WNCFAM 2 20 72 BB DSBUAE 30 1A 540 ISEL T Wb, NSO A KL B EE IR LT
AL, BBEILETHINIZOROEMPHELBLTRA MDY A IV 7 THEERIEZ E 2
B E MR L ETH D, TNAFHICHI L THRAGKMIOEE] SV HIETH B,

HASENZ BT 5 R CHE B O BHFUL1997 R TL5 A O BE 2530 HTAL 15 %L Eo B H
E31 HATH 722 EHHERINT VDY, R OHEBOFEREIZN1%TH 5720, AEIAL)
WA $ 2 L2 TRERIELEEDBEBIWA T4, —T, WAL RIEOEEBERL, B 1
HAFOBMLT WL, 70BN To RN uﬁ%u,m%‘iﬁz%%«ﬁﬂfmkl5 ARG ORI 15 77
A 15 3% DL O BFIIST TARE L 2% ALK LR BEOZHI, BIMEEOEE. AR, B
DREBEALPERRZS, BRI, NE PN #e s, R BB Wik J#tcé: P HZE DD OOIFREIN Z NG
WRED RIS DA IS DS LB L), NERDBRDNY 7750 N e fio 2RI TIEANN—TERWHE? K
GGEIET Do MR RNy 275 Y FICHOEHIAS, BAFBRO N —= 07 2217 T AR
BRHRELLTEBHERHOPLELREZDE—DDHIETH LD, TN DO NG RO BB #E K %
LRI E T2z, IERBNRIZ /Ny 775 2 FICREDR AR DR BEMEZE
TTOLLENEADH B, é%mn%w%%ai~ﬁ§w\tﬁ%a:;ﬂanbﬂiﬁiﬂﬁ%%%ﬁkfmi%{a*ﬁ%V)\ z
DRERFEREEIIIE, BRECEBOMATEEL T (2B L 72K FHE OB 525k 6 5,

AN ORI BB EIE I NE TLHE R RIEERLOE R RIBIEZZ T 0 & L7 By il 2
DIRBPETH o7 L2 LESHRIEMHE 30 4E2> 540 £ R # L 72 Fallot lﬂlﬁiﬁf%kmmiﬂir
Fontan & fEH 7 & HEERE A S EE O S KU BOE GBI 50 FEOIET M B B 72 2 FR I
BHEIZINOHREIEL S EEO R BORRE, &I ;ouxfﬁﬁqﬁf&_c‘:ﬁ\ﬂzb%ﬂ%o 25612
EBEOZHFETRDODONZAFITITOAE, AR, S MEOEMASHEETH), NEIEREE, T8
BRERNARMEE, DRSS R & O R IE M A N EETH LY, T THBAAOWEETH - 720
LT % A BE U7 28 RO IS0 35 Treat and Repair #6355 °. 8 A B Fontan #ifs B# 2635
RN E DS O AR FRGROATF—F LT 7L —2ar? b BRBAHEISRD SN 54858
HIZEHIZIRLTWCE- DN S,

FEX R B RhteE 7&%%’] BRI D

Je RVE IR RO BB ARTIRE S I 22 < 2EE TR OB BE MM L o E#EA TN %
AT ORES LEN L, Jﬂi’G/J\}Eﬁﬂ@%ﬂi'ﬁ«l}%%@%“ (2 [ EbwbE ] DOFEBRAIEHE
K&M o7z FFICENOERELEEDONEHER I LI 2 & ks L& H 2T & 72,
NERER O ERIT RIF 2 FRREE AL T, AR OERELEBEZHRIIZIOL) REHLT
Mk COBEIATbNTEZ, FHIRD 2 &b ke & /N EE B 25 B P ’\k@L?%T/J‘BEu,E\H@ Ak
IR LT &7z,



£ 1 B ZXMOERROESF

UL BEEHSPRNIEL R TREIELHETOBRICIII TSI LMEP AL TS,
RN RME R BBE OB R EIEIID725720, BEHE ORI - EFN RS D% kst TE 5
CENHEETHD, ZOZEDHHWNLRIECHEEE ORBER 28RN RO R B MEE
A BIEERGNEER CEETLZEAEETHY, SHICHEZHIIHIBONWREHEMi (L3 L
WAL REOCEEFEMEZLEEL V) R0 )2 E (TERGNFEME) (12X 22808 2
E5HIED, HETH D,

HAEN e RO B R 538 2 N e RV DR BB Rl i (3 e E O F X TORBERF IS, &
REB MO HEMEHEMLLTHY . TN ODMHRITIZERIECKEDRIEHZTH)ZLDTES
R EMEPDLETH L. NSRRI NG RO EZ RO L L), 5122 ORHE
B B i & 2 ) 235, BB OB EREL 5 L) BRI Z B LTwb. 4tk
NS DB ORI REM A HEDOIX, BERANDIEAETHHIR TEDREHIIZZ § TN KM
DERBOEMBZHEEZTHI LN TELONHBH AL, EMI 2B RRPMHLTH LIl hbE
BfEshTwad, 0L BB ARHREZH T2 81E, ANEHA»SRABIZ D20 EHD R WZ# K
izt 922 LICWHRICL, AR OEEDO Ty 7T b2l Eil%5, 612, REHARE
BHEHEP DR MM ZZ 0 WEEIC A5 2 8ICE-T RYIOBHRAAZWEIZL,. BT AER
PR BB OAG FROUEISHFGTLURMEDVD 50 WBIHIBWTH, RASLRIE LR EHMEIC
LB BIIBEORMAELFARZYESEDL I EPHERINT WD,

SE

1) MANERMEOREZETANTAY (2017 AFYETH) PR 85T HAREBRSGFESF—LX—TU R (EE)2025
EICYETMS TSN T

2) Shiina Y, Toyoda T, Kawasoe Y, Tateno S, Shirai T, Wakisaka Y, et al. Prevalence of adult patients with
congenital heart disease in Japan. Int J Cardiol. 2011;146:13-6.

3)  HRARME. HARIIBIT AL R IR BO BEOBHROILY,, AN, IEERENE 2022;91:3-8.

4)  RARMWE. ALK BOMZE. FoRE, MEFEY, LR, b B —, A —, s, RS2SR
TV—=b ERMEOEE - MR E. 74 10-17:2021

5) Takaya Y, Akagi T, Sakamoto I, Kanazawa H, Nakazawa G, Murakami T, et al. Efficacy of treat-and-repair
strategy for atrial septal defect with pulmonary arterial hypertension. Heart. 2022;108:382-7

6) Ohuchi H, Hayama Y, Nakajima K, Kurosaki K, Shiraishi I, Nakai M. Incidence, Predictors, and Mortality in
Patients With Liver Cancer After Fontan Operation. ] Am Heart Assoc 2021;10:¢016617.

7) 2022 AEYETIR e RV O Bt i m B I o B - RGBT 2R T4 >
PR RINFHETHE] OGBS 7R — AR —T R
1 RS R MR B OB B EREE S8 CCR1ED)



5 2 B IBDRFHIICH 1T B XM IEEREGIKEF
1. fli&DERRE

M OBIRIREICELTIE. BRI ZEsh5,

BREM I3 SRR OEE BN S RDE V. THhudsomatic growth IZEEI DR E DHAILIZEED
bOTHb, DVTHERICBITD N THBEHM AL Ve ZIUTF K OB B di e L DI B i d &
FNb. MEICES>THRMIZELRLAS EHA (KBRS WERS) OB EER EIEF. =RH7)
FOBEAE . FETREIOBERERIBOEK v bO BN AHIETH —EOHE (4.1%— 4.6%)
TROHLNEY . CHENBHEIZESTRE T REBTTHY, NEW O R G2 HHEELZV,

FNENOEBIZE DS IEBEIERLM R OW BICED, B ELERIBEIRP L &b 525,
LALARDHFERIIAN THEEHVEIENE 2 DY, Ol AMERH BT 2 E RS IOV TR
BIREE T 5, F7o. MO R EBERH 722 M XU L7t SIE ORI L. E L THIRIHRA 725
W22, AR BLN 2 D OIRDUH Wrd #6216 5 5 $T O BRIUCHETH S,

1. ATHEORAE

M, WEMTIESESEL AN TAHRPEH SIS, mERHEROM LIZFHTHLHS, &G £
RAKALREZEZH, BMERBOKRMIELGEAEBTROIAIANEELRE, EYEL TOREIIFRS
NTWaV, LAt T ZIUSE BTN, HFMzb e 352050,

(a) J\wF

2y FIERAB LA SRR 22 SR K D 7= DB SN D0 M-I VT — V7V Fe R 7-HE O, 2
FLBE (v, 78HkRE), AREMicESse-aCMBH kO as—7 Vi, R 257v
(Dacron). EMRY)FIF7NVFuaxrFL > (expanded polytetrafluoroethylene : ePTFE) Z%&EW3dH 5,
WIENLEE ST, MR SR (RENED) b, 2OBRDOAIKILIZORD3%, FrfE -
PO OEE, ARG ZZD, S (EEERKEIRIEZRE) IS HVLE 58
LT 2fEREsE V. Mk T roFEEe e EIL. BCHNEMBIZES NI BRI L0 Z MR )k
HAECIKL, FEEOWRMELHIFFSNGDS, KR ETHD.
(b) AIF

N BRI TO N TR MERHIIETA X IRAERCHIE ER L OWN#HE S 2EH OME H 5, HEART
EHEMSE, FFESR (homograft (KEVIRSE. MiBIIRF)) 23HB. ARFTIIFFITHLRIZBWTePTFE
EHCFBORIEFATHAON TS, NUXRERE, M7 ENEA N TR HEREA 23T F it o
NEZ%bo MAT. AERBEEIHHECHA XTI EL LD, @Y REEHEY A X, BRI (IR
BRI KOER2E) \ZOWTHCRETT 20835 . HOEMBIIR 2 M 72 KBRS 6
(Ross FAli) TIZLESFETE, PUBFIIAETH S, — . KEIRTHEM OB BEEZKEIIR - B IRk
THROMEICHARLTLED WL D TV EY, Ozaki T#d. FIEME A TFHEHEOHHIAE S
BEWLETHD, IV —NTIVTeNLEZTo-AC LR TEAR R REERL, A2 - KEIRES
AL T Bo FIMATENREIENLESNDAS, MR - EAEEICBTAENKSIIANTH LY,



£ 2 E IBDiEFiTICH T DR VEERERIKEA T
2. EIFBFMAESICH T DHAFFILER & E/SHTTU

(a) fmEiRA+HEER=

i A BLE L Cid Homograft O 25— TH Z05. RIFTIIAFHIBRO0, SFLFT0HZMH H
EDRAASN TS, ePTFE membrane #® fan-shaped tricuspid valve 2 L72ePTFE conduit ®
HBETO BRI REHES N2 s BUE TIRHBER O YRR I B IR 72 4l & & DA 7 — 7 VIl B IR 38
B (Transcatheter Pulmonary Valve Implantation: TPVI) %52023 4 3 HSBMG SN 7z, Bl X
2B BB IR A P SEAS A2 3 A B IR 77 & #2487 (pulmonary valve replacement : PVR) @it id,
HEOMENRTBEHRADY. 2O FO~BDWTNAERBOYGLE 26N, Thbh, O L%
FERCE BN 2R REDIRT . @ AEEELL oA BIRPL G ZMEEA 2. O#ITETHERD LEATENRE
IO EANENRD DS, PVR OBEHELNCOWTIRSTETLERDHY, RIS — RRIESHTW RV,
EHIFADBEBEIC OV THDIEHSINTEY, EOH BAREHRNFLLTOLEERBRK TAVEHIN TV
10)0 DA EOICFABEISIZB VT, BIEDOAAFTA AZHERSINTHLDS, LHEEEORHIICL), XD
HOWBHEPILENSL, TOMHEBIZBWTIE, TPVIIEIH -G ORI L o728 I3 FHFETH S,
(b) Fontan conversion

1990 4F LA D FEHE B9 24 35X C o o 7240 5 — M B IR 46 & Fontan T4l (atriopulmonary connection
Fontan : APC Fontan) % Bjork Fontan T Ti&, #ERIICAHREILRZE7-L Fontan fEERDBEFER O
NI, SRR E 2RO L, ZHLRER T LT KREIRGBIIR Y4 (total cavopulmonary
connection : TCPC) ~®conversion (3. Fontan fEBR%z§#E T HLDOMELRINSY, LLid b,
HAETld Fontan M2 O A GHED FIEE Y, W LEAOERATDRET I TR,

(c) KEik. BRUKEIIREBBDILK

fEH S BT BIE % EATKENIROIE K F120.07 ~ 0.02mm/ SERREETHY, IEPEZE Y - BIIREEILIC
X RENIREEDZENLIRFIEEESE (cystic medial necrosis) #E$ 5, HAEH THoTHIE RO B
%R (Fallot MBUED I A -3 v yMRE) IZBWTE, LXTKENRA LR TRAL - fffEx 4
U720, EATKEMIREE S IERICED Z RO KBRS 22 G L7208 0H 5. ZORBIRIL
KEZLR T WIKHIEZ aortopathy EIFOY, JHBLARICIZ RS RO ZEIL 272D 5, Fallot UERED L9
AT MEBIE, aortopathy &b F A, KENROILKIFLEZ RO, A DHLHEL [FERI KB IR I
HBBLOKEBRAFMZTI0, HWICEKHIEZIATH S, — . KiLEAALvF FAli (arterial switch
operation : ASO). Yasui F-4f %> Norwood T &\ o7z, i H) 27 B9 Bili B IR 77 % % 58 19 KBDIR 7+ (neo
aortic valve : Neo AoV) L TR M TIE, I REEDICKBIRFOMFZAELTLEY, 4%
Neo AoV OFMABEMTHLEZH5N5,

AEHY PRI L TUEIFTARTA AZEDZ D DD H S A, Marfan SEBERE T KB IRPEAYS0 mm DL k.
F720 3 IR DSFRDO ON DY IR EINE SN L, EFEIZANTHEAN LIMEZHAGbEBE7T
78 b Bentall Bl AZ:59 . BCAF KENIRIETEIRM (David #%° Yacoub i) 23f7bh
TWbe F7 /=1 CHD B84 4O KEIRILHRI 3 2 KEVIRIE B T, [ G RO BB
HARGA Y (2017 4ELETHD) | TIRARBIIRIEDSS mm %82 BILEAFEDO SN AR A IS T VR,
TARFPICHAL T REIR IR E DGR B AT R EIZL DR 2D,



5 2 & FEDEFTIC BT DKM 0EERhEERRE T
(d) flT&F&

B LIED IV aRZT R EORHED Fik LS B e R BE AP EELINDL, TRHOMEHLY,
GBI ACHD O REIIE R BRZL -5 LD WME SN TWA", Fallot DU, A IMAS 45 5= 4
REEKME TN R E DL OB BTH RIF 2 PR ONLH, ORI FHIIZ oM ERTY
25", HLEEIZBW T Fontan FATO B E L72AN ZOmFalE CRIIMRELTE V. BAED
Rk o QOL 11 EAHIFL M OW RAME I T D FRiOwE Y254 I 7L F4li it v o
72DIiE, NRFHE, TEBREFNFHE ., DIEAVEHE 2 D72 SRR ED AR R L E 2 55,

SEHR

1) Padalino MA, Speggiorin S, Rizzoli G: Midterm results of surgical intervention for congenital heart disease in
adults: An Italian multicenter study. 2007 ; 134: 106-113.

2) Vida VL, Berggren H, Brawn W], et al: Risk of Surgery for Congenital Heart Disease I the Adult:
Multicentered European Study. 2007 ; Ann Thorac Surg. 83: 161-168.

3) Masuda M, Kado H, Ando Y, et al. Intermediate-term results afterthe aortic valve replacement using bileaflet
mechanical prosthetic valve in children. Eur J Cardiothorac Surg 2008; 34: 42-47.

4) Ibezim C, Sarvestani AL, Knight JH, et al. Outcomes of mechanical mitral valve replacement in children. Ann
Thorac Surg 2019; 107:143-150.

5) Buratto E, Shi WY, Wynne R, et al. Improved survival after the Ross procedure compared with mechanical
aortic valve replacement. ] Am Coll Cardiol 2018; 71: 1337-1344.

6) Etnel JRG, Grashuis P, Huygens SA, et al. The Ross procedure: A systematic review, meta-analysis, and
microsimulation. Circ Cardiovasc Qual Outcomes 2018; 11: e004748.

7) Baird CW, Marathe SP, Del Nido PJ. Aortic valve neo-cuspidation using the Ozaki technique for acquired and
congenital disease: where does this procedure currently stand? Indian J Thorac Cardiovasc Surg 2020; 36
Suppl: 113-122.

8) Polito A, Albanese SB, Cetrano E, et al. Aortic valve neocuspidalization may be a viable alternative to Ross
operation in pediatric patients. Pediatr Cardiol 2021; 42: 668-675.

9) Miyazaki T, Yamagishi M, Nakashima A et al. Expanded polytetrafluoroetylene valved conduit and patch
with bulging sinuses in right ventricular outflow tract reconstruction. ] Thorac Cardiovasc Surg. 134:327-332.
2007

10) Andrade AC, Jerosch-Herold M, Wegner P, et al. Determinants of Left ventricular Dysfunction and
Remodeling in Patients With Corrected Tetralogy of Fallot. ] Am Heart Assoc, 2019. 8: 009618

11) Mavroudis C, Backer CL, Deal B]J, et al. Total cavopulmonary conversion and maze procedure for patients
with failure of the Fontan operation. J] Thorac Cardiovasc Surg. 122: 863-871. 2001

12) Oh NA, Doulamis IP, Guariento A. et al. Staged ventricular recruitment and biventricular conversion
following single-ventricle palliation in unbalanced atrioventricular canal defects. ] Thorac Cardiovasc Surg
Open. 13: 278-291. 2022

13) Kido T, Steringer MT, Heinisch PP, et al: Surgical reintervention on the neo-aorta after the Norwood
operation. European Journal of Cardio-Thoracic Surgery .62(4), ezac117.2022

14) HARIGBR B2 4. AR BZIETANTA 2 (2017 4ECLETIL). https://www.j-circ.or.jp/cms/wp-content/
uploads/2020/02/JCS2017_ichida_h.pdf

15) Giamberti A., Chessa M., Abella R., et al. Morbidity and mortality risk factors in adults with congenital heart
disease undergoing cardiac reoperations. Ann. Thorac. Surg. 88:1284-1290.2009

16) Neiminen HP, Jokinen EV, Sairanen HI: Causes of late death after pediatric cardiac surgery: a population-
based study. ] Am Coll Cardiol. 50: 1263-1271.2007
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2. fislE
1. WSMEDER. WEDH

Jili f L O 52 X E B SRS B WUEIAERQSLNTEBY, &8 O % 3%132018 4 »6th World
Symposium on Pulmonary Hypertension (WSPH) IZBWTED SNV, FERIE [ 20 FiiH)
BRE (mean pulmonary artery pressure : mPAP) > 25mmHg| &EFRL TV, FEAEENAZE
WHTHLE D [ZERFO mPAP > 20mmHg | (2t 67z, 72, RESEIZESC/ERS 1 Ko 4
P BLOTth WSPHY I2T®ZE S TwaY, mPAP > 20 mmHg T V., i il 45 #€ 5t (Pulmonary
vascular resistance : PVR)) > 2 Wood Units (WU) 22 By IkREE A E (pulmonary artery wedge
pressure:PAWP) <15 mmHg O3 A&, TBIRAS EIRE AL & Z 2 S0, A B P & i+ (Pre-
capillary PH) tp¥iEih s, 72720, /NEOBE ISR 2 AR FZEE THiIEL 72 PVRI > 3 Wood
Units'm? (WU-m?) %%#E&§557 —J5, mPAP >20 mmHg T&Y). PAWP > 15 mmHg ¥4
TR EIREIRALE E Z O, BEBMIMAT i & iE (Post-capillary PH) &8s b, ZDHH,
PVR<2 WU ®O3;E 13I8 £ T Al 45 P4 i = 1 (Isolated post-capillary PH : IpcPH) (ZHl4- &4,
PVR >2 WU @ ¥; 13 {8 & M % Ml i 2 7% W & 1+ (Combined post- and pre-capillary PH:
CpcPH) ZHilsr S s, b, KREGKRIBILEZHEIHEIEPVR. PAWP 25IEH Tdh o T b 8 5 2 il Lk
XS MEZ B35 60555, ZOX) RLGEIMAFOSRICEELL 27z, K58 e
(Unclassified PH) IZfZiEfHTF S5,

2. S mEDIEKRS %8

Jili 5 ILE 1 Group 1 265 IR SN DY o DU IS RO RIS B BRI DWW THERL 5 %0
72720, BRI BB EIIEBOZENERFOZEN L, FEHCRARS Group 1§54 T 2885039 5.
(a) Groupl FhZENAR4AEIME (PAH)

DBHRRRIBRERE DY v e B S R GER BT, Tl EIIR 2% 8 58 1L 5 | 2B S5 28I XD fili
M4 % (pulmonary vascular disease:PVD) #4:U%, PVD O#4TIPVR @ LAH%ZK7-L. Hidh
BRERT B IME  (congenital heart disease-pulmonary arterial hypertension : CHD-PAH) #3$4E$ 5
(Group 1.44)"c CHD-PAH IZLA T ®5 D0H 77V —FZ 5S35,

A Eisenmenger i % (Eisenmenger syndrome)
PVD OHEATIZENE - I ELIRETH), PVD ORAXTLREE SN S, ili L 95 28 AN W] 30 1y
THOMMAEPLERIEAND BRI Z LN EDL 1,

B A-4ivxYMefl) CHD-PAH

REGRBILPHFAEL, E-AIv MR T 5WETHL, PVR O EFHIIPHEE 4~8 WU) THaZ
ENL L RIS LR RE D] 3 PE IR DR E

C /IR / BFER#EZ ) CHD-PAH
INETRRILDAEAE T A0 ME D JE N TIZ R WIREETHY., MRS M EICET 7 wREE S5,

D ERMECHBEER#%DO CHD-PAH
RABFLE SEM A DM B MU E A A F /-3 R LR Th B JHIBIIAT M TH LI LD\,



5 2 B IBDRFHIICH 1T B XM IEEREGIKEF
E IxYFAAELEW CHD-PAH
Fe A MAEL 2= e T, A KA DL B 1 ~ 2 I OH S M b 72
5B

)

/

(b) Group2 AREZRICEET DiEINE

DAE, FRRBRELEORIHEICHEE T 20T (PH associated with left heart disease : PH-
LHD) TH»h, FERELHEEICHEET 250U TRz, RIlFIRE R EE, = 0B 0REMN
H5 (Group2.3)”s FKBEE. Mi#IRIEDOVTNL, HDVIEW ) O LA ORI L2 MiEILETHY
Post-capillary PH IZ#%4 5 % MEIRWEZ DRV (IpcPH) 1372602 O U K0 il 5 1
EOUHEDIFETEDA, MBIRHEZZMEHE (CpcPH) HHIEHMEOY AHE W,

(c) Group3 FEEH KU/ FlclHMEERIMEICHFDMSIE

Yt ff - IR T-RE (Y EBERE,. TBX4, FOXF1, SOX 172 8487 L) 1CXAMMITE A 4 A 5 i
JEDEHELDH5 4535 (Group 3.7)"

(d) Group4 FhENAREAZEIC K DAmSIME

i Cladahs, RRYEMBIIRIZE - B 2L KOs L E AE LS B (Group 4.2) Y
(e) Groupb NEAEFIFEHDERICKDMSIE

B L T B B 5 U & L C BT D96 EA & EN S (Group 5.7)7s
1. HL.b%E (Fontan M5t )

HULERBISHFL T NAGlenn FAfi. Fontan T Cld. MifEBRICOGEIAFAEL W 2D B 2
DIFHBEDOM MR E 25, ZDXH7% Fontan 9§ BRI Ll H Ol i LT O #4835 2 L1348 #
BTHY), DT ORMEDRIBEN TN,

o PIgREiEEcAE (MBIRE - OBE) >6mmHg

e PVRI >3 WU 'm?

2. 5y B PRI S LR B o0 BERINC & 2 il s i

A R Pt 8 R R0 ) LA B8 Re 20 M Bl DR e 242 203 AF A3 B 355 4 Vi v ML BB A & TR BB AN IRAE § A 2 &
Bdbo F72n YIF—IEGERETIEA MBI, SRR, AENIR2SOMENMmAT, HliFH k&R S8
BOFERIZEBMEMEEZ K723 SNOEOREBILEF DERITYTTESR WD Group 5 125 FHEN S,

C

3. S MmEDREEE

AU EIIREE RN D BER BV AR D R0, TEARAOIEEDMENT o & L 20 LA O
FILOHEKIZE) DI EEAHEFRF LI T205, RATHOBREMME TL, AO0REMIEROEE (Hy
TVYT) DT o TOEBETHORIIILIRL, SR FHIMESTTHZETHORAESITILKL,
Flb R AL T EMRT §5, ZORR, FRIMEIFETL, SHIH0EE BRI S EE
TEIEHIRENL720, HEANOBEMRIAN RO R IMDFEET 5o DL ORI LMl & ifiE B
TIHEOAER O EIAEL) S, B [HigfE2)—+E (pulmonaly hypertension crisis) |
EIFIENABACIEBRE B IE R LETHS (673 [MimiLz] ZH).
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4. iSmEEREDOTFE

CHD-PAH B#H D5 AEAAFFIIHK 7T1% THY, FFEMEMEME (F 75%) LA BEIRVEREINT
WaY, 1272, BTV —T T HIEREER LS, Eisenmenger fEBEREILESD) - BRI EIZA R T
HHN, T RIEIMOY TN =T IVEIFTHDH, ZOPHIE, Eisenmenger FEMBEAEIZF 7/ —EI2L
DEBDHIRSINZDOD, H-LEd v MIIVBIEER O LI EAHER SN, H.O0EORER T 255 Rk
TWBIENEZLND, —H. MR/ B KRIEZME) CHD-PAH 1512 % ® CHD-PAH O ¥ #
IR THb, PH-LHD BHOFRIIIEBER B OEE LI BEINL2D, HRHEHM S LETH S,

5. JEEFiigiSDORMEU R I

Jiti 25 ML B D FE U i T A0 5 0 SR AT I 9B 2 3131 ~ 18%. A PFFE TR 3136.1 ~ 42% L 5h 30, f#
WHELBLTIAZIZH 3 ~ 4 5 ThHDH, TR THECITBEEEREEMNE ", oMt orads ™M, A
DALY R Y, MATEIREARG ERIME 2 BRI ¥ A5, 72750, TRLOWMEITIZER
DR B LA O S MR D & FN A7, e RO B B 83 2 il &5 I LR B O FFfi 25k H H b,

#1 B E O ERRR 28 Ok 14 X0)

B JH IMAT By RS FE A AR 5348

Pre-capillary PH mPAP>20mmHg Group 1,3,4,5
PAWP < 15mmHg
PVR >2 WU

Isolated post-capillary PH (IpcPH) mPAP >20 mmHg Group 2,5
PAWP >15 mmHg
PVR <2 WU

Combined post- and pre-capillary PH (CpcPH) mPAP >20 mmHg Group 2,5
PAWP >15 mmHg
PVR >2 WU

SEHR

1) Gali¢, N.,, McLaughlin, V. V., Rubin, L. J. & Simonneau, G. An overview of the 6th World Symposium on
Pulmonary Hypertension. The European respiratory journal: official journal of the European Society for
Clinical Respiratory Physiology vol. 53 1802148 (2019).

2) Humbert, M. et al. 2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension.
European Heart Journal 43, 3618-3731 (2022).

3) Humbert, M., Galie, N., Rubin, L. J., Simonneau, G. & McLaughlin, V. V. The Seventh World Symposium on
Pulmonary Hypertension: our journey to Barcelona. The European respiratory journal: official journal of the
European Society for Clinical Respiratory Physiology vol. 64 2401222 (2024).

4) Kovacs, G. et al. Definition, classification and diagnosis of pulmonary hypertension. Eur. Respir. J. 64, 2401324
(2024).

5) Ivy, D. et al. Embracing the challenges of neonatal and paediatric pulmonary hypertension. Eur. Respir. J. 64,
2401345 (2024).

6) Omote, K. et al. Pulmonary vascular disease in pulmonary hypertension due to left heart disease:
pathophysiologic implications. Eur. Heart J. 43, 3417-3431 (2022).
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hypertension on the outcomes of noncardiac surgery: predictors of perioperative morbidity and mortality. J.
Am. Coll. Cardiol. 45, 1691-1699 (2005).

12) Kaw, R. et al. Pulmonary hypertension: an important predictor of outcomes in patients undergoing non-
cardiac surgery. Respir. Med. 105, 619-624 (2011).
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£ 2 B IEDEFMICH(F DX R ERFEGIRREF
3. D42
1. DAZE

#190% DS Kk OB (congenital heart disease : CHD) BEAKACEET LI h-7-810E
L DBEPNOAERAEREZDEIF DR T M2 11T 3 2BH2E, OAZORERLWHRBOBF LI TH
%o CHD O/NRBEFH OB LALZDOHHRIZ EALTEYY, EEOH L TIZCHD BFDIHA0%D
ZDM T 20 DI BILOAEERIET HES LN TS, CHD D20%I2H DTS B E ASEE I DAL
WA G SINDHEENTEY, ZDHH12% A H AL B T0% D EAE MR R TH DY o A 421d. CHD 74
O—HDELZFEHTHY), AP HKT—HAFBETHHLAIEFBRBERICAETLILIIRLEINETL
RV, ZOPTHYRHCHLEBE I THRIENY 22 ACBITAME TOOALIIABRED13% &
THBY, LAEIZES>TARBELZ ACHD BHIZZOMDFIRIZIH S 5 ERTH W IEDTRIE SN TEY
7. ACHD BEOFHETIREK (20%) THoHILIRINTWEY,

2. DARZDER

CHD IZBUF 2 0A 2D % FE I & I IE T 2 IR B AT VWSS, [ E/21E
I B S DR 35 1) F 72 3 AR B 1Y B S R R 3 2 E IR B RO 2 AR O R R BRI E e | 235285 T
&, Shahnawaz HIZXo THE SN RO B OO 2 OFFHli £ 45 B O scientific statement Tld,
FE UGB = D %€ Fe& LT mild dysfunction (EF 41%-51%). moderate dysfunction (EF 30%-40%) .
severe dysfunction(EF<30%) #E#HL T\ 5, EHICHE EF<40% * A ZERELER L TWDH, F/-4E
HEM SRV R HAMICHESN, LEICAN AP YFT 22E DO 2 EI2 LBk
BREEESAAEL, FRCHLOE IR ThH I L F /IR E X WIS T § 57D L H 72135 5 (G
B, T vLrY) 2R BEN G OHEEZITITEEEID TV 5,

3. DA ZEDHE

2018 4F1Z Stout SN KM LB (adult congenital heart disease : ACHD) HBFDEEN A K
T4V EFRLTBYY Z2OHTIE, CHD 2RO 25 HAE B, BIEBME R, SHRAD3D
258 L. New York Heart Association (NYHA) Z3EDBIREZRLTC5, (55 3 &, 2, % 1la 1b )
% 3% DIHEE B TH DR 15% P EEHEME A TH S, NEEBFHIZBOTOIIRFEEO G EHRE ST
Tw3Y% TOORER, BEVILETNZT D0 A BHED 5 A5 & R LTB N IEET 5
CENEIETH D,

4. D AZ2DFEH

—RANUZ DAL, EREONHEBIOIRAETHONLZENEL, TOREKRELTIRIM, FHRE,
DFHEREDFTHONLH, ACHD BE TR OAEDEBEL LTIV ZHTHY, BN RTEBLY
[ FIE AN, AT OB 20 R, (ORI, EEIIROSE RO, B, A
FERIVE L DIEAL L ED D5 R %740 — Tl Bl 2 & O 72 LIl Ol kil 2 OAN 4
ZHRIETHEHEDNL, AEMRLELHIREOBRF ILILITA AR, 20 BRI YN &
Jili ML 98 K2 & AU AR Il s ML A DA 2 i | B S € 20 S OAEDBEREL TR, EBIREE, #



2 2 F IBDEFICHIF XM VR EREREIRE T
A CREIR S, MRS, O, BIIRE AR EAM CREIIR TH%E, K
RS Beze, KBRS EAeze, KEIRMEZE L) DbITons"Y . 720 AOALEDRKELTIIERHA
fif (BRI 5E. Ebstein a7/, OB R, Mgtk EKEE2E) . R (BIIRA T %,
BHEIR k%2, BHEIIRS LAkze, Wi IE. Eisenmenger JEMBREZRY) 23H1FHN5"Y, ThbIdmA
LNBLIETHLHEE R Do

5. IEDEFMICHBIFDOAZEDURD

Sandra 5%, CHD &3 @I Ll FAr 2 3B 2 Ak 0.0 45 ) O A PFE D F8 VA7 2 s LT
BV, ZOHT, MDA EE PERE LIS A RCIOFEEY A7 AL SBIB<72 CHD ©2 5 2454
THMENE (FERERE ) AEWIEERAEVAZP BN EER L (BREZ)77L VALY A DEREDFY X
556 (95%CI 3.80-8.12) )0 F 72T il Lol 5 A TOBERE R H 05D 5 L. RV EFITHAUG M
AR ol (BREE - S ERREEA S Fv XL 3.90(95%CI 2.71-5.62) . HEEREREA 2
A 312 (95%CI 1.00-10.02)) o FZ A EMHTICB W THHP S K O HAE CHD 3% A 04 IS0 i
FANRUMEARDFL Gy A 1.91(95% 1.41-2.60) ) & EE 25 OB e B A D AT 1 A &
DI NN AR D E Aoz (B X 2.28(95%CT 1.53-3.39) )0 LA UIEIE 254 BEAE D FE A K12 B
LCIZCHD D EAE B K VDS RERE EDIZL AL D BIRLTBO T, OARIEIEL THIFWR A& PHEDY
AT DL DRV EDTRIBEN TV A,

6. flTRuEF{i

HIR Y, OA G A BEE BN R AT IO LA RUPD AR EH W20, WM EE TH 5,
ACHD TR AMHEEREMICRIF 28635, (OB OIREZ iRsZeddh b, LEMREIFMGEL T, 7l
7R O Lol P AR AN L B L Z W e S O HRIR BB A DA A< = —DH A TH S, REWERDD
\ZBNP J (IFNT-proBNP & % 2% 41 4 (I NT-proBNP 7 — #% 9 & 7% ) > 2 &H %, NT-proBNP ¢
33.3mmol/L A5, LITI—Fi EIFEB RIS, LA NIh BT, DAL 2, NT-
proBNP 2SS EDEFH DV AZIE, hs—TnT LKL T 15 Z B IR Z1T) 2L TEOIZHEM A D25
LMESNTVDEY, 300/ F Y —h—FT NTHEMTHLEFH L. LAV BT, LARDOYRY
DI E N WU F T —h = DRAETHIUL, DARLIECDVAZ LN BETHIUS LA T —
TWVEAEZAT) ZE TREM 2 DA R Z 3l 3 2 2 &5 T& %,

SE

1) Mitchell SC, Korones SB, Berendes HW. Congenital heart disease in 56,109 births incidence and natural
history. Circulation 1971;43(3):323-32.

2) van der Bom T, Bouma BJ, Meijboom F], et al. The prevalence of adult congenital heart disease, results from
a systematic review and evidence based calculation.
Am Heart ] 2012;164(4):568-75.

3) Opina AD, Franklin W]. Management of heart failure in adult congenital heart disease.
Prog Cardiovasc Dis 2018;61(3-4):308-13.

4) Amdani S, Marino BS, Rossano J, Lopez R, Schold JD, Tang WHW. Burden of pediatric heart failure in the
United States. ] Am Coll Cardiol. 2022;79:1917-1928. doi: 10.1016/j.jacc.2022.03.336
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Raissadati A, Haukka J, Pétila T, Nieminen H, Jokinen E. Chronic disease burden after congenital heart
surgery: a 47-year population-based study with 99% follow-up. ] Am Heart Assoc. 2020;9:¢015354. doi: 10.1161/
JAHA.119.015354

Shahnawaz Amdani, MD, Chair; Jennifer Conway, MD; Kristen George, NP, Evaluation and Management of
Chronic Heart Failure in Children and Adolescents With Congenital Heart Disease: A Scientific Statement
From the American Heart Association. Circulation. 2024;150:¢33-e50. DOI: 10.1161/CIR.0000000000001245

Zomer A, Vaartjes I, van der Velde E. Heart failure admissions in adults with congenital heart disease; risk
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Heart J 2010;31(10):1220-9.

Stout KK, Daniels CJ, Aboulhosn JA, et al. 2018 AHA/ACC guideline for the management of adults with
congenital heart disease. A report of the American College of Cardiology/American Heart Association Task
Force on Clinical Practice Guidelines. Circulation 2019;139(14):e698-800.

10) Smit-Fun VM, Buhre WF. Heart Failure in Adult Patients with Congenital Heart Disease Anesthesiol Clin

2019; 37:751-68.

11) Sandra Lee, MS,* Elise Reddington, MS,* Sophia Koutsogiannaki, PhD, Incidence and Risk Factors for

Perioperative Cardiovascular and Respiratory Adverse Events in Pediatric Patients With Congenital Heart
Disease Undergoing Noncardiac Procedures, Anesth Analg 2018;127:724-9

12) Baggen V]JM, van den Bosch AE, Eindhoven JA, et al. Prognostic value of N-Terminal Pro-B-Type natriuretic

peptide, Troponin-T, and growth-differentiation factor 15 in adult congenital heart disease. Circulation
2017;135(3):264-79.
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4. BA=Z

TR MO B OB R E OA WFITE Vo FIEET 36 O 6 KL BB 1100 Ad50%
THRERRIE 8 = (glomerular filtration rate: GFR) 2K T LTEY. ZDHHI %P FELL LOKT
(GFR<60ml/min/1.73m") #5800 5N T\ %, F7FUEFTHTF 7/ — LR EEHE D%, F7/—
YL BEE D16% ISHSE D EO GFR KT 20 TR LR LW EAliEshTwna,

BAREFAEDOV A7 W T L LTER, F77—8, DT, SRARE., FIRARHEShTwaY,
SRR BB B HREED L VERE LTUTORFRE 2515,

OF7/—%¥
FT7 ) —BILEB B EI T ODAH ZALHEZHN TS,
1) FRIMERIE 2 FEIC LA SR E AR ERIKIMAS 8T (systemic vascular resistance (DSVR)) DN
WZORDY, REREHNO—FALE Z AL, SRERARMAEEIRE AT, SRER AR R I8 EE 7
5o
2) BEEERPALE Yy MIEIDRERMAICE T, /K R K AT (platelet-derived Growth
Factor : PDGF) & E iGN 1B (transforming growth factor f: TGF- f) ZHUH LAY
I LML AT X A ORINE AL %,
@RIV E DR

Fe RV CE BB E TR O M H S, FRAEERICEDLOEMEF N T LFRATFR, L=,
TURATFOY, JVIERT) U REMEEARIVEY DREILNBEGRDIE T2 MmEShTWwEY,
TR DR EBFOEAN Do TS R H %0

OIN ==}

N O il 2 A U 72 G A0 LB MR O F R PR i IC XD S B A4 (acute kidney injury:
AKD) ZHEU2IEN Db, EMITABHZZA % AKL & BF & TIEB % E A4 (Chronic Kidney
Disease : CKD) OFEMIEA I VERE SN THAY,

@A O, AN L2 R

SEREA DM R R R A 2 H 5 SN 72 % T CKD 2RI T 2MERAH Ve MBS TW2Y, R
PO ERFHIXCT ©° MRI OMATHEEHANRE T HRED L Ve FLBBMHINDEHNIIT Y
VATV VR RERE, AT A NESUSES, FURELEDEFRRRIGEE T Db L v, AT
Z ARSI 5TWR WA AKT 3 CKD OFAEICMEL TV AHEE 25N TW1EY,

B e DS (h
SR BB E OB BBEMICIZZL T F = o R—ATII LI AT TV C RXR—ADHEE GFR 2B 1%
RO PR L, FRC 74y U REBR CHE ThLHEME SN TVE,

SR OB BB FE R HLIIE T VAN T L FHERDVF . BBl LTI Ry
FYCOMENSELRD, AKI ECKD ICIEHMEMEDHLHEEZOLNLIE, il EHICKD DIEREFR A
EGHZEREDDL, B IIEE MKZRD AKLIZRORWINE 2L KRFTH L, M AKI
DY PR EmEE ST o Wl Fdm 2 B B RO Wl e, fE BRI, Ol o

13
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7 BRI RO O, V> 7 DO, US> b a— )b, i ACE L% 3% ARB 03]
BRI AR STV,

SE Xt

1) Dimopos K, Diuloller GP, Koltsida E, Pijuan-Domenech A, Papadopoulou SA, Babu-Narayan SV, et al.

o)

6)

Prevalence, predictors, and prognostic value of renal dysfunction in adults with congenital heart disease.
Circulation. 2008;11718:2320-8

Fang NW, Chen YC, Ou SH, Yin CH, Chen JS, Chiou YH.Pediatr Nephrol. 2021 Nov;(11):3749-3756.

Perloff J. K., Latta H., Barsotti P. Pathogenesis of the glomerular abnormality in cyanotic congenital heart
disease. Am. J. Cardiol. 2000;86 (11), 1198-1204.

Bolger AP, Sharma R, Li W, et al. Neurohormonal activation and the chronic heart failure syndrome in adult
with congenital heart disease. Circulation. 2002; 106: 92-99.

Madsen NL, Goldstein SL, Freslev T, Christiansen CF, Olsen M. Cardiac surgery in patients with congenital
heart disease is associated with acute kidney injury and the risk of chronic kidney disease. Kidney Int.
2017;92:751-756.

Coca SG, Singanamala S, Parikh CR. Chronic kidney disease after acute kidney injury: a systematic review
and meta-analysis. Kidney Int. 2012;815:442-8

Opotowsky A. R., Carazo M., Singh M. N., Dimopoulos K., Cardona-Estrada D. A., Elantably A., et al.
Creatinine versus cystatin C to estimate glomerular filtration rate in adults with congenital heart disease:
Results of the Boston Adult Congenital Heart Disease Biobank. Am. Heart J. 2019;214:142-155

Prowle JR, Forni LG, Bell M et al. Postoperative acute kidney injury in adult non-cardiac surgery: joint
consensus report of the Acute Disease Quality Initiative and PeriOperative Quality Initiative .Nat Rev
Nephrol. 2021 Sep;17(9):605-618.



5 2 B IBDRFHIICH 1T B XM IEEREGIKEF
5. F+2

TR LR BBREDOFREEICEH T ARG 747 IR TE WMBOR B THD L, BAEROZED
%4, BRRICET 57— =134 0e BRI DK BB 821 Arf 99 NI BB vy ifis
RIET L7 R B D6% ICHFBERERS E2 A HEL T 72" LI MG H b, T 7407 VEBR R
FTI1390% YIS DRI O B 2O AL ME S TWAY,

Fe RO BB ORFFERE S H 1 X O AT BY AR IR K 3 2 i B @M AT By BB LR ] L2 W IFBE 5533 5 .

1. MfTENRBRICER T HHFES

oM A3 It B 0D T e S5 L A L e 5 S AR R R I K3 B0 B MLV I I 5 LR IR T 1 IS X% 8 1
DERTH D, EERFEVENTFRIEHIRIT LA EOESER TH LY. BEHS O LRI TIC
DO E DA E M OMATEHRROEL S, 57/ —¥, GEEFICLLMETEREZEDEELTWS
WA HH” . 7427 UIEBRIGEIRED EAL, KO EZO TR BEOMENLL [T+ 7 VB
B LEbNTnD, 7407 AAEBRUALTH Ebstein 4L SR MO H 2w e, Mili i 1L+ 4E
FEAT I By IR 7720 i 2 £ 9 Fallout TUBUEM . OB ALy Fi (Senning FAf. Mustard F4) %D
SEARIMBE AR EFIRE AT RO E O MAT B TR IR EOV A7 E V., AR
T ER AR 22 R IR T B A D RE 7 &5 DR T I 2> 5 O HU G ER IR I O E S I FARIZIFAS
LRI

AN 2 AU, AT AEFMZEE Y, a2 G 22Lbd 5,

FF 25 R0 F AN 7 & HEAT VR OV A7 I T m WL O IR E L R E OB SR, FE#Ths”,

BB RE R 2SS T 3 A F CHIEIR T, M FMA CHEERF LR T 72F0IEh % v, HFEEOR
JEZ IEREICHEIR T HIIIIFAERDS T — VR Y 7 — s Cwiens, BB THAHIL, EREIICEDIE
FEVZEFAMG R 2 W ERTE AL K BRRIEIRE DM BIMEAVR SN T, I3 WG bIE . ST
WD,

RN ALLEIRIE T O EZ RO LD EEDORRER#EITE T § 5628127435,

2. MITHREICERUEWVLWTES

(1) A4V APERF %5

HAE TR AN LI NV ASEGI A TERA ) — =0 AT T e -721992 4E IR Rl 221
T KA DR BB — B L LT C BRI A NV AD G R A5 W EHREShTwaY,

(2) 50 B s

R IR THAEREL CTHFSNATIF YO I LIFRZ X C RITF 2. BRIFZ%. OALDOH
FHTRIEDVAZ DALV HIEA DB

FAEZGHUICAERMEODEREEDERE

FFBRRERS 52 LY RS D T AN A ZORIEZLIRE, YAV AEROH B iR T 5
VB oo WA EDIIELHESTOF P O72 01N LEHIRIE T U R 2RO L) IR BT #2452
&y FEHIERLTAN AN R L MATEE DI OVAY N -2 1§ 22 LK) TH %o
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6. FEIR

JeRECEBPEMAERT5I9122), RIFIUTE IS LSRR B PICARER2SLIELIZRS
Nbo. AERIZOAZELATHRREOEE (congenital heart disease : CHD) ZBIF A THE KD
B 1LTHL™ . CHD 2 TEBM%D BHITAT 29I AR IE50 A, HOSRBIZBY
Tix. Ghai 5B XU Bosch 5Ol HikE £ 15%-50% BEZRE7Uv7 95%. B ZEHEAIRETE 8%.
O HLES U055 N G PESHA 42%-57%. FAT PO i 19%. AR HIn 48%., L=
BT 7.5% OIS EBE DG SN TWE™, 2018 4EICH 5 &N 72 American Heart Association (AHA)
DN KRR (adult congenital heart disease: ACHD) DAL RIA LT Cld, LT
WZBIBEHHE R COFAEREL NS ELIAZ7ELTF T/ —E - B O 2 2 IREAR -
AR - I I - IR B KOS RE A - A O AT - BRETFME DT TV L Z ORI EIRIE
FENTESLT, ZEITIRIBSFHELLTEITONTVWEDOATH S, L1 L, LIBIFIRIZOHT
BHEDTF R EIAEIROFEAFE ORI ERETHI PO ENRE RIZh72oTHFL TV R EH TG
AEIHRYR T NI EEE Z DL IR EENR DI IR T2 BT 2 6 PHE L OECHRE LIFEVAS T
HHEZS-oTHBRETERVEE RS, E5I1Z, ACHD DZ2RIEIZBNT80% LL EICAREIRASERL TV 5
ELELNTHEYY, PMHITRIZABIRICEZERO LI+ EEILEL 2D, BRIEERS
TAREREEE 7y 7, LEHEA. CEHMNZEN D525 £ 30 FE 8 (ventricular
tachycardia: VT)/ L ZE Ml &) (ventricular fibrillation: VF) THY), CHDIZBIFAVT X, L Ex
BT HEE (RALBLOEH AWESE) OfRER, VUM =% VT IZH5 3 5WENAEL. B
PEBLLIZ MO VT &b, BN VT O KHEL T LEHRERIE, MBhIREZE. WK ME 4=
ReIRIE. Fallot WIBUE A H ) 2 AIFH F I 2 R EIZLD0DTHB05, LM TIIBE K ORI =7
5t (transposition of great arteries: TGA). Ebstein &, KEMIRFTIEZAHE D H D EH F 2L D
CMA TR HIR DR DBDEH B0 TR LM —IZXo>TVF 2§ HDIIFBIE KM
B BIE, BEEZEOD-TGA X 2H 5Y, HHIE. 7B iR A & 8 B 8 2% (implantable
cardioverter defibrillator : ICD) dLIIAT—T VT 7L —arThH), HlziE Fallot UEEIZBWT
. BRIEDBEBDIVAI D3 LY E 13— K P HELTICD 23#EdEshn (Class ). BRRMZVT O
AT 7= ar R M #MIn b BB EBRWTICD 2SR ENS (Class 1), T shb
VT O¥45121k Class T a O IE O TLIRIEDV A7 D3HHbD%REMNICD O#InL b, EHFRK
fHJE (ventricular septal defect : VSD) RHliEjIRI%k%24E (Pulmonary stenosis:PS). W KIL4E A
Eitels (double outlet right ventricle : DORV) Z&ETId, AZEERH (left ventricular ejection
fraction : LVEF) <35% > NYHA Il - IZICD ®— K F D@y (Class 1), KM2doH54H
IZiZClass T b Tk FHio#IRnERD, BRNZR VT 23H55412E K P ICD 0EsE 74D (Class
1), #FFREDOVT THIRMN VT 295 EIZEEDL NS E61IXICD O#INE T 5, TS ORI A B35
DYEVXICD ORDYAT =T VT TV —2ar w2 BT 5o 72720, THHIIAEIRTGHE D —Bam <
HO. FEOIETFMRENCTBIRINZICD D IAARRT TL =2 ar w25 PR B, SLAIMPAERD
BEA ALY T T Y AUd A\ Sandra 5O#HE ' T3, CHD B #H O I LTI BT B4 H A
RO FEAFI120.03% SV LAL, SHDSHEAIHT T S 2D REIRA D 5722 F /L TV DD H,
Wl 2 OAEENRE A L T2 B H TR DA MR Z FAE L 720 L UM RTHSAFENR O 70\ B3 23l
A BEIREFIEL 72282 LTV 2NIARHTH 505, CHD OO BHEDPAERICHESNL TN
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BT 7/ — (REROBERERFERE) (03 2 EERE L TR ) 20 Rz 5 VR nL .
S MAEDOTLEIC I > TR EDRIMERIENIEAAE LS. A< b2UvEh (Het) DSEAEICRDT X B LMK
O LA L, MEROTEERICIIARE LS, F20 BAMO K, LI DOKTEL7260, (MEHE
EWREED, FLOGRIMERE B WO 0T R ZIRRBE DL AR M ERA/INER I D ERIRE 22D, A TERE
PR T LU TR E D555 EA2 k7L, s EDORKER5, ml(ﬁl*lﬁmﬁp@iﬁ 2Bk
PEMERE Tl B, OF . Jofl. FEAEIR, #I8l. Sl RHR, RERE. I, S9E7 &, 5 W,
MK T REDREIRZ 234, Het 65% PLE TR T2 E0% 05, #-KZ TldHet 65%31%‘(%(“
HIERA R 3<% BY s SPERMERERE (MCV)., IMi%sk. BEKEAHE (TIBC), 7=UF 2l il

XD ERR Z ARSI NAUIHIEZ T 25, SAOR G- R I B MR MG INA & 725 2e03h b7 &
2517906

B R Z2IIRL. ZAUCE)/NERTEO AR IMERARI NS B8y B MY 55 1 XU O A2 Him E
2 ZeRe, TRAMEAR I ERBE NI & I AR AE O M A3 kt;&z’;%iﬁﬁ IR AICITHEAT S,
WK E R ZHBRATE. Het>65% T il B iE i #E OSE IR DS FEE 37 255 B ISR DIE M 23T 5. AR
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BREMIIZATHY

19



20

5 2 8B IFDEFITICH T 2R IEEERERIRE T

3. HMESHE

F7 ) — BRI O BB E IR IE N 205, ZORKREL TR, REERE ME ISR K 51/
WOBEAAL T M/MROIEVEAL - IHBICEA MR T SRR REIR T, ¥ IV K AR 1T - VI IX -
X . 5V EHEKNT OB TREST von Willebrand ¥ (VWF) #RAICEAEEFE RESH . XSRS
P EE 1 5 C IS N shear stress 258N, — R LEF (nitric oxide : NO). L& N B 14 5 K +
(vascular endothelial growth factor: VEGF) %% AEBGNN$ 52 &2 X 25 Eh AR 35 55 <2 76 5l o 45 34 A=
I P B B B I 5 22 E O LA ] 723281 F S B0 AR - il Bl MLAT B D 58 5E R0 W HL L IR D I D7) A
shE0L . Tz, Het il Lo, SEFBERFICE2MMEROBE LN TL8nbY, 77/ —EHER
PO B TIRIE IR W Y I S TR R 22 A b, D SE O FRAE TOIE I A16%. ili I L AT3% 1245
n7?,

IR Tt VR (PT) WEHEALER O e R 7 I AF Y (APTT) 723 T%lhr
VRIS A5 74— (thromboelastography : TEG) 1252 MMAZSZ M A, €3IV K #8H],
Pilia 2 yWE I CTHLTAET LY v O 52 % B2,

4. Miehe

F7 =B RO BRI, IR & PRE S AR TE & PEED BT OVA 2 %47 § DI R EE 5
L. R EOVLY~E Rl MARIEIRBER 2, JLRL72.0HERMAE N TOMB ) o, BIIRIEAL, WEE
PEREREE, BELREDO N TYWOHFE, AEIRGELoTHIRISNS, PEAET % 1k M2 F e & OF
2 FHT2b0TIERWY . F7 /7 — WA REOKBEF BT A58 FR L o@IS L, RN RE
DLEABNRE SO MR ZERAEICR S, i TRz ERE L7V —F X OPiEEE R E2T)NE
PEPITOVTEER R @m AT, 2D BFHOIRELYAZ W15 % B CHEEI#EISZ A5
A IR SV

5. RMEREE

F 77— WS RO TR A R — W R M FEAE DVAY 3 e fafRN 134 b7z
D, AFFEZER, EASEMGEE, BRRZITIA. SIE, DEANEIRZED—KRKFbEINDL, N
B BB EDY A2 G L TR B S50 TR MR M ERSE I Z A AN S P o fE B R T Tl
WAL R ZICE BN RIERAE &, R L A R E O BB A TR T ChEY . FT—EHR A
KL R TIX13.6% (R I L B s A b 72 S Cnd, RBOMETH, 77/ -
TR MO BB E D8% Il e A A 72"

6. B MSIHE

WO DERREREE (ZRILE) ZBRE IZEAL OB REOREBIIEGREME OISR (infective
endocarditis : IE) DUAZEHETH, —HRAINIBITBIE OFFERIZ, 3~7/10 5 A - EEEND, 5k
RUECEBEHE TLH/RETIF41/10 5 A - LB BRI OHR B EFE TIZ110/10 T A - L2512
FHEEICALND . RFM ORI B TIE Fallot WEEZREDF 7/ — BB RLEVAZ (210-
580/10 I\ + 4E) THbHo LR LIRBATIE DVAZFEHWHEEL T, MHEOFELIKRL Y = lesion &
EWZEYNERE 2RI T W, SEFFRFEICEH SN A LY ORI E M E LR T Wy
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FT ) —EHE S R LB B TR 4 (SRR A o 2455, F7/ — BRI ITIE N S,
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8. AL
1. EXEDREBICHFHDRAFEOBRE

TRV B OIEH D25% L LI Z2RIEE SN . — i NS BT B 2RIERE R BE20-30 fEL %\,
GEIRICNT R ZE SRFE L TR ZE SRFEIC I T DB, IR ZEIRFEEIT. FEIE 1 R LN DIEFME DT I
LWODEMIECTH S, FREEHREBICITMATEN B E ., ORI, #AE L. OHER. RIRME B IO IR
NEENRD B Do LMRZEIRFEDN) A —1Z. HaEtk. BEMREE. A, MR B L O R MK 128
BEENTWAEY s BRFEDONA)ZZFEFIC BTN S DN — L 5§ 525 L& i /MR E
R REINADIENET L, BRI T, BN 022858 % TP § i o AT B RERFF D720 D T
YAHED WA IE I R Y

2. RARTEDIRBELARE

Je RV IR BOZRIEDOEIMUZ BB G TlE. DL 20%IEIEAEIRUADFE L7z, €
OWFUZ KB IRFEE 9% MRIMATBEE 4%, NiZEAs / W 4%. O %E 2%, EERHEALE I 1% TH -
727 5%580% I EIRAEINE R SN BB DD, LFILFHIA BRI EN TV B DIE22% DAT
BHolzo FERSNICAEENRTIZOEMED81%. EZEMED8%. TRIkRMEDB% TH o720 ThbE, BRAllH)
IZEoTH) ZEDTELLMERZERITIE, R EKRDIS%B U TEROENT VS, TOMDIFREL L TIZ
asystole & pulseless electrical activity 2SEETH 57, JeRKUELEE BOIELIETR OIS XY o
BEr i Ok 0.16%., s e 2 ) —¥0.03%. (GRFEM:) AR 0.03% EHME SN TWSY,

3. XD ERBDDIERIATE TR & X R

SEAE 2D DB SE R DI DI R T A S 237 B8 S 7T o RAEIR O BEAE %2 5 AR 00 2
R ESEHE ST, DBZAIEIEERIELH BOH T Fallot M, 524K MO 54
BAAF ity SEAKMATIENL, Ebstein 2. Fontan fHBUI% e PIHEISS L LB
A, FHCHHE OB TIE30 fU AR50 ML RIS JE DB TR 56 RN L B 00 0
e DR T A7 T O L AbC, HEBHIO LI IRIE) 22 A RICIIRL THL I E AR LV,
BINIER T BT 270\ R =S WO A AR RS W 1 1325 W REBERTHY., 4 ORI
TLRE SN RETH D,

4. ML DD InEFE

Asystole &pulseless electrical activity (20f U CldE B2 Ol gf A TRbn 3 223 5, Hili i
FEOBH, BLOERMEOEBOBENBEMEEI S CEHE T, SRAEMEIT-722LTh, WMEILBORK
IIWNEETHHIEN LW i RSO U IMLAT B REE = &) > 27 0 5 128 HIHE B O 3 5 %12
JGUTRILY, O IR 240 L7 LRI DWW THE A L T B EDTEE L,
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9. BInTERE

1. Down fE(RE¥ (21trisomy)

=

Down JiE B FE 13 85 3 BE O ) WA RS0 T16/10,000 AR THEL B0 BRI LIRBOGIENZL i
EIMEZELR T Vo MG, FERE IR OG22 WA EDR#-A DY, EEFMRICILAT-EYS
LEa— Y 2SN T, Down SEBERZAETEIC] BZ2WLEREIO TN (WEHLVIZIEOE) 2k
By o MRNC 2 7a e K2 LA ENLETH S
JEDEFMTICHITDEER

EOFREELT, RAGEMZE, B ENE, N BRI, HURIRARRRAR HE) . IR (&
M. M/MREERER ) 252 v EAGERIZIE. Vo SGBIE. B, SRS/, WeiHikLAE .
FERMEF M TRz, WAE - S ALIE, SUERELE A LR INICES>TEL S MrET O+ 50t
AT 22— 7 DY A DRIV ETH L, BN LI, FFIS3 U T THEEZET L3N,
E R OFERRIR IS TR 2 R 2TV DD 5o M ET O BRZ WA IE T THo THHER IR 712
HETRETHLY . REOMHFHIEL T, Down SEBERH O A PHEFMATT Y BRBEN T2,

B NN O A A 3 BAE B LI 5 1L E O & BF 2 & B BV AR A2 37l % 175 & TH B

2. Turner fE(RE¥

BIE
Turner FEBEFEIX, X AR5 1B LLIE5E TR 5T 5 monosomy THY, 1/2500 HADHHE T

Hho KK, BEMEE, JREERAE, ST R TR, AU, Jo KPR L
BER ., EAHERE, HORIERBRELEHE TR ETH L, IR O EIE Turner fEBEREO K
TEDH 50% IZF8O 5, KREJIR =R Ft. KEVIRHMEZE, S0 idIRE R, 2 L REIRER. KEIR
SEBIER. WISHBNARILIR. KEIRILRGEOBEDSE V. o, BREGEREOAIHCEDLL T, KH)
WRILTRDOVAZ D3 B KENIRIFEEE) A7 H3— e NITD8 fEFEEED10 15 Ad72040 1h&miv,
JEDEFINICBITIBRER

AL RIS L CORBIC BT, KEIIRIEEE) 227 AW LR EA L ETH S . KEIRIE
RO EAT KB IREE2525mm/m® P b (R B D70 TId7Zed, RETBMIEICID M) 23808
EEL T, KERGEEDOVAZESNLREIIR TP KBRS FIE R, KEIIRMEZE, & T2 RS C
EREIR AT DI ST BY 2 & AT /T -2 1790

3. 2291 1.2 REKAEREF

B=

22q11.2 RESEBREL, Hetafhk 22q11.2 OMM R KIS E T 2% JMIKE B TH D AW RITH
1/4,000 THY. EMIBWTHRG KRB IERBELSNTWS" s REDOKEKTEde novo (Fizk
HRAEF) LLTHAET DD 15% LU T OIEGITIaH et (REMER EA80 5N 5, RHANITEREEIZH
WTIEHICS B TR DO L AN TH S, Fallot PUBLZE 0 FI4E B IR #0056 K 1 5% & A
A RREL L VESNDY,
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MO E PR T B0 —BICTRIAZIGEOLE RSN, I, e, RO, WA, 4 TR
B ST S0 BRIIIINSE (FIIRO 5T E) BLOAL L AMEORTARE =) 7 S b,
RIS, KNSR A X B AN ELR DT REIEADY, UMD RAIDIEREET 2o

4. Williams fE{x8#

=

Williams JFEBEREE, 7 B e R B 7q11.23 DB 5 5225-27 8O A5 T-% &t o 215 A R o
RIT, A 7500 A2l ARREETALS'"Y . RS, RS EmS. TSR, R OEER (K
BIIR T Lk ze, RANMEBIIRBEZ272L) . EAN Ty AE, BEIIREEZE. WREHIRBEZ SRS, 225K
PeIE— B NT25-100 f5. £ 3SR IRE B TH 2
FEDEFMICBITEHEBER

Williams JEBERC G P 2 B IR S H L 2 BRIt AR 22 X MATE RS ELEILRL T WIKHETH LI L
WA, WO E T AL ERNERST, FRIZ3 UL T OREB TR RE 3 D 22 IRIE DL W2 &
R VHICHAE T A2 L CALENDH D, TXABRDEEL /-2 WAl A2 L CAhZE, I ECMO
SR EDS RE L B ik A R IN T Al HERVAZNA T4y IO EBIZIE O GAFGIH 2. THZEHNHE
"ENTWBY,

5. Noonan fE{R#¥ (RASopathy)

=

Noonan FEBREIZRRIR S WL e GEAL, (O BB)IR 704k %2 - PHZEVENE RBL.O e - F72 13BN O
B, KGR, WEBRELRE) [ZXhBEShCnizss, BifETld, LEOPARD JEMERE, Costello JiE B
cardio-facio-cutaneous (CFC) JEMEH#E &ML X912, RAS/MAPK (RAS/mitogen-activated protein
kinases) ¥ 7 FIVARERIRITHIE T 5B IR FOREDVIRKERLIEDVHLNIIR), TRHOIEREZRL
TRAS/MAPK Ji £ #E. RASopathy EMFFREN 2 LH12% 572" s RASopathy i3I A% 45 /N WL s
IEDL/8 L&, T EIRAE 2 R TIIE DO E M LR B REZ RN 30 FUFS IR ILO0 E & W 45
FWERIEIAZ D35 5" o Fran TEARBLOHE XD DO AR LI HEIR B IE A% WY
JEDEFINICBITIBER

PR ADZZELESLIZ, Noonan FEMBEREDH BV IZRASopathy &L CORKIE) A7 IZH A3 TEF-
72bD13% . RASopathy 132 MR EKIRZ 2T 57201 % OIEF OIREILIRL 72 ECTHEYICHHSL. iR
W R ZEPEIE R B O E B DR ZE IS KD FEAEENR B SE S 26 W S & 2 @ BHICIE R BL L E KD H S HITE) A
IREELTEMT HUED DD,
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10. SHiE (BR%. Bin. SIRE{EHERZE)

T, AL RMECER (adult congenital heart disease : ACHD) (2B A4 G R EIH %15 | &k
Yk T CTh LM BRI, BIIREELPEIR IOV TR RS, FAIO@E), ACHD BHE DHmid
N TWD, fEoTy AEREEDICR R LDEBROIZAZ BRI TAIELWHONTH S, 51T, AWM RE
JHELTACHD &G A ROFZEIZRY R T VI HSNTWEY s ZHUE ACHD 20Dk 5b0721)
THE BEICEDMEE N L ER AN AL BTN 2B OBEDH 5L Twb, F72. FED
ACHD (3R D& EIE DO RSO RICEES D 0528bH 5, ZD720. TNHLDYAZZHINES
B BETEAH H A T R ITRET 5 RETH S,

1. BB

NEG IR, SR AE. S, BIIRBEALIRZE DR KL% S, ACHD IZBIF A IEHIZDOWTH =R
DEOHEDENEALHE SN TV, ChHIRBEZ O AW RICLALDOTHS, H#EHICLLASH
DOHIRDO KM, o7z B i R &M 2R AE T HIE0H L. . TTAMHERICERERHLLHED
ZESNBEDY, AT —F — N =X B AT R R 2 E T 2O TEENFLETHL, — T,
ACHD BEDL AN AN E%->TEY), ZOBRZFEMITIENS RV I, EHPLEEH OB
ECEoTIAZ T 2R T AL ESN DY 20720, EIEERI T 57 7 HIEHICEETH S,

2. ER%

ACHD T 5 aE W AL AL, FRICHIHEZ LA TLRR 40% DL i B TRBE BB 525 5o &
NTW2Y, LHBOFEIEENEHCIIE, HEREEOAWRLE b, T F7/—BI3iEse R
RWERIEOML L) AZHF-THHIENIRRENTVE . ZOZEh b, B2 AN A5 HE R
Brb25Z20N5, 61T, AT REZ B LS, TR B RN R S WAL ELEE 5
EAGBRDE 25N 5. ACHD HIKRDIEYGNELNIERDVAZ THY) ., FAE LIS A O Fy X HIE30 %8
2%Y o BERIGIE ACHD LT L7z BRIt LN R DV ALY T2 57280, MAEEFIZEETHLY, A
W OB CIE, WS 052 BHITH L TILEIIS U T, YA U HEZE A LS B T 2 L E 05D
bo F2, LALEEOE S 25 sodium glucose co-transporter 2 (SGLT2) FHEHRZRHALTW5EY;
DL T YRV ADEBNED D B 720 FRIN T R 2§ 2 LD B S,

3. BiRiE(LERE

ACHD BHOHFMAIELZIZOoN T, BRI ERE % & Otk KO R B OI58N3 2 D138
fEINTWAH, ACHD BB DK 77% A3 IIAE R OMAHIZINIETCLTEY, H RO R B FE
BIEHEZRSTVSY  LAFIAZZIELTH, DS A EHROFRERNEHRESR TV, Zh
L DI RICEREYD L7200, MERNOAMIH KL, BRGNS RERBEIELL b7z
DEEZOND, TR FEEORE (BIZXKREIR F, KEIRMEZE,. KIMERMZRE) Tld. Tl
IZXBHER IR AN AZEY, MAEREDRELRLFLRoTwD Y, F2, ZRPIERETIE, R
FOTMEL O MG ZE DSV 235 T A L T A ZEDRIBER TV, RN BEH LB
IRAEALYE G ZE A IS L T B 7200, SHERET 2 T2 22D EFICEETH L, ThET
A7, BERIE AT, BILE R R ERELZE DS IELEHETHREShTWwaY, Zhsny
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1. VRIFHEDTGE

1. R332 / BR=

Fe RO BB O HRER D S I EMHEF e 2 3Pl 372 2 L3 LW ST W5, REFEEED AR D
H (quality of life) % [FAEMZME] & (KM 2MAE] ©2 >ORF 212 DTMRELX S > TER
$%SF-12 % EOHEANEZAT9 9 A TOHCHE L 3/l L72E RIS HE T LR v LALEBS
MEV) LM ORI Z LTV A K E V. I ilt TR A G KO & (adult congenital heart
disease:ACHD) B 1L L CHEAIG O & R & DO FE D /B A3 T H % 5F4ifi L 72 Health Behavior
Scale-Congenital Heart Disease(HBS-CHD)  fFfli SN TW AL A, EREELXRXML TV L2 D
validation (T4 Tl

2. hEE

FEAMICOEXZME) ZEICL), —HOREHREREZMET A2 LN HEE %5, Mustard F 47 .
Senning T, Fontan Fili#aZa ETHAED) A7 IRETHEIR. EREEASEBHFAA (unctional rhythm)
HREERATHLIEEEE, BETuyr (BEFRRBRE. BIERMEEMVRETIRAZ), R=ZAA—H—
PAHEE, Wolff-Parkinson-White(WPW) SEfEHRE 72 &

3. nId-—
RN e T R IR, Vv vy M E L REICBUIAZMO TV FRY vy —FEE 25,

4. CT

VEAED CTIRRGEE D w5 < A O BUF B 5% 3 5mSv K IIK T 5 2 EARET, MfT LR T WHRAIC R -
TWh, FHICMOMEL) QEESNDRME LTI, 07— TV FpiE, K. sSEiR. HE) fsT .
Mg D EAf IR 27,

5. MRI

M MRT &3 4E QBT FB > OB SN 2 X 12 > TE Y, FHSOEIED K E SR o FFE Al
I T window 2SRRSN A X9 7 T2 —=° poor image DIFICHIETAERED AL TS, ILITL
WL D TR T T O HSEIIREZZ A5, B 2 TR CHRIREIN O T SR IE B S TH %,
F 72O OREHEAL D FEA I D £ 37D,

6. i@h>—IL

FEBR e R F BN ETH o720, ZOMOMEZHA L TDEMMEIIERS L) RG &R EI2I30E
WHEIBORBEN LT Y — Ve oTw5h, Fick 2wl EolEEZ A L7z Qp/Qs. Mlillis
EIOFHBREL o T 5,
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7. \LFI—h—
W NTHH SN 55 EE bR = % brain natriuretic peptides (BNP), N-terminal pro-BNP (NT-

pro-BNP) (3R LB EH TEEGHIS L, IR HOBIKBS TR SATVE Y Ly M
ZEOFEIZHEET, LOBEBEIN R EITITAHZES  Fontan JHER TS BEEEIIRE RV,

8. EFa AR

ERZOMEBEMRBII L Y PV, TVTA—F—, AT AN GEZHTLL DT, BEN
BROFMP TENIHENTH L, LALESRCARDLETHY., FALEEEORVER T
W< 27,

—75T6 4 BIAATiAER (six-minute walk test: 6MWT) (ZHiEE% 92 DA & IEFIHMCEIER
HTHITAB RS, WER RO RIEE LT 57204 HTH L,

2. UZRIDERIE &3

1. URIDIERIE

FE RO BIIEHA NS (B4 20 TRELLEZFOREBLEE T LW EL W, Flz
(& Fallot MUEUE TR AN TN % 20, I BIIR 7® 25004 S D= B R AN IR, TR B RED R CH
BIEBI A I 5 —77C. transannular patch ZHi 7 Lot B WI G BIIR 8 0. A5 O ILRZ KT L) 2%
BlHHY. IFLHMFENIIBITLIAZIZDEAA. HEARFGIIBIIAFEEME TR L5,

KN - TS D L7256 KM O B B & B - BRI B4 F 94 ¥ Cla kil =k
WNCAL BB R EIZOVWTERBEINTWSA, FFLBMFMNICHEHTLEERE R o7, TTHLDI9 5
BRI L AN R DIR BB HTITARTAL o TlE, VAZZRE, hEE, BED3 DITKEL
SELUTHIHICFMITE 2 L) IR LTV Y, LAELADSIONL FI4 2 TiEk2008 HI1%kH Sh
72 American college of cardiology(ACC)/American heart association(AHA) ®DJE A JG R VEO 5
HARSGA VDBIHENT WS, BRTEH, TOHAFI4 122019 4Ei1Zupdate T, BHEDY AT )E
BIAL % R3S 10 485 & AR IR O T T A 51T > TV B Z E DM TH 27,

ACC/AHA B XU European society of cardiology (ESC)/European society of anesthesiology
(ESA) DI LIEFMEZEDOTAFIA ZELEH L2014 FFICHHEINTEY, TOEELHHRIELE
BOEHIZOWTORBTRIEDIZLEAEREDOLENT WS, ACC/AHA D4 FF4 »TIZACHD 12
BILCREANIZ2008 ED A K I4 Y& BRT B L) lBRERTW2"Y, —Jj ESC/ESA 0 Jj Tlddk Lo
Tl & 5207 2 B SS R MO BB (ST IS B IR OHR R R 2 K95 2 &8 S AT THERES
nTwa' WHSE, F7/—€, MiflE, Fontan B#HE, LA, HOROBERAEIRERED
EEEVAZ BECRESTH L BT DY 18 AR 10 J5 A&k R & U7z 8 — b C Il s o FE 45 B L
EBBIROI R 572" T 0ETM %2378 1 HADOACHD BE%3 15 7 TAON IR
He=yF 73R THKLI-LEZA, ACHD BHETRUERENEL, SEFRESCITHRAELEZ HOT:
IYRY Y MY A LLRIREE 16% 23 L ACHD B T21% & A HICE D 5727 2k LTl o ff
TR B, WE o T TR L 72",

2020 FFIZFETI SN2 ESC FA R4 THYAZ G H{biZ mild. moderate. severe D3 ExfEZ & EL T
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£ 3 T ARMMOERZEDIFDEFMICHITDU XI5

BY, BHFENEESSEINTHEY . IR0 TR OM %A IHERCT C2BMT W L LTF
T/ =¥, DAL, HEEBLNVOMT, H4E, S MEEZZ07TBY, ShoBHEORBRFIIE K
P HEHE R F 723 P R~ D% 2 HE IR L T B,

AR L7 ACC/AHA @ ACHD BEHEHDOITANTA F10 FESNIZLLETE M, 2019 4D Circulation (2
BRI TWBY, fRE % (congenital heart disease anatomy: CHD anatomy) 38XV B9
(physiological stage) OWH 2S5z T>TAP 79 A5 HHEL TWb, TTIXMAF#HIZCHD LT
BMEYE% simple (I) , moderate (II) , complex (II) 244 L. NYHA 75 A, Tl Bhhk, Mg s~
DR EZ A PLD I IAFF LTS (K1) BIRITHH 05 KA CHRAFIH S CHH T
WCECHIBRD WA THIUE, AP 27 A5 HIET A LW s L, DICHEHEINLDOIEINYHA 75 AN,
I —IVA ROAEENR,  HREM & L 28 Tdh o

#1

ACHD AP Classification(CHD anatomy + Physiological Stage = ACHD AP Classification)
CHD Anatomy*
I : Simple

Native disease
Isolated small ASD
Isolated small VSD

Mild isolated pulmonic stenosis

Repaired conditions

Previously ligated or occluded ductus arteriosus

Repaired secundum ASD or sinus venosus defect without significant residual shunt or
chamber enlargement

Repaired VSD without significant residual shunt or chamber enlargement

II : Moderate Complexity

Repaired or unrepaired conditions

Aorto-left ventricular fistula

Anomalous pulmonary venous connection, partial or total

Anomalous coronary artery arising from the pulmonary artery

Anomalous aortic origin of a coronary artery from the opposite sinus

AVSD (partial or complete, including primum ASD)

Congenital aortic valve disease

Congenital mitral valve disease

Coarctation of the aorta

Ebstein anomaly (disease spectrum includes mild, moderate, and severe variations)

Infundibular right ventricular outflow obstruction

Ostium primum ASD

Moderate and large unrepaired secundum ASD

Moderate and large persistently patent ductus arteriosus
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Pulmonary valve regurgitation (moderate or greater)

Pulmonary valve stenosis (moderate or greater)

Peripheral pulmonary stenosis

Sinus of Valsalva fistula/aneurysm

Sinus venosus defect

Subvalvar aortic stenosis (excluding HCM; HCM not addressed in these guidelines)

Supravalvar aortic stenosis

Straddling atrioventricular valve

Repaired tetralogy of Fallot

VSD with associated abnormality and/or moderate or greater shunt
III: Great Complexity (or Complex)

Cyanotic congenital heart defect (unrepaired or palliated, all forms)

Double-outlet ventricle

Fontan procedure

Interrupted aortic arch

Mitral atresia

Single ventricle (including double inlet left ventricle, tricuspid atresia, hypoplastic left
heart, any other anatomic abnormality with a functionally single ventricle)

Pulmonary atresia (all forms)

TGA (classic or d-TGA; CCTGA or 1-TGA)

Truncus arteriosus

Other abnormalities of atrioventricular and ventriculoarterial connection
(ie, crisscross heart, isomerism, heterotaxy syndromes, ventricular inversion)

Physiological Stage

A

NYHA FC I symptoms

No hemodynamic or anatomic sequelae

No arrhythmias

Normal exercise capacity

Normal renal/hepatic/pulmonary function

NYHA FC II symptoms

Mild hemodynamic sequelae (mild aortic enlargement, mild ventricular enlargement, mild
ventricular dysfunction)

Mild valvular disease

Trivial or small shunt (not hemodynamically significant)

Arrhythmia not requiring treatment

Abnormal objective cardiac limitation to exercise
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C
NYHA FC III symptoms

Significant (moderate or greater) valvular disease; moderate or greater ventricular
dysfunction (systemic, pulmonic, or both)

Moderate aortic enlargement

Venous or arterial stenosis

Mild or moderate hypoxemia/cyanosis

Hemodynamically significant shunt

Arrhythmias controlled with treatment

Pulmonary hypertension (less than severe)

End-organ dysfunction responsive to therapy

NYHA FC IV symptoms

Severe aortic enlargement

Arrhythmias refractory to treatment

Severe hypoxemia (almost always associated with cyanosis)

Severe pulmonary hypertension

Eisenmenger syndrome

Refractory end-organ dysfunction
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x2

ACHD Management Issues for Noncardiac Surgery

Clarify CHD diagnosis

Clarify prior procedures, residua, sequelae, and current status, including ACHD AP
classification

Be aware that history obtained from only the patient and family may be faulty or
incomplete

Obtain and review old records to ensure accurate understanding of past procedures and
clinical course

Complete additional investigations required to define ACHD AP Classification

Develop management strategies to minimize risk and optimize outcome

Factors associated with increased risk of perioperative morbidity and mortality

Cyanosis

Congestive HF
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Poor general health

Younger age

Pulmonary hypertension

Operations on the respiratory and nervous systems
Complex CHD
Urgent/emergency procedures

Issues to consider:

Endocarditis prophylaxis

Complications related to underlying hemodynamics

Abnormal venous and/or arterial anatomy affecting venous and arterial access

Persistent shunts

Valvular disease

Arrhythmias, including bradyarrhythmias

Erythrocytosis

Pulmonary vascular disease

Meticulous line care (also consider air filters for intravenous lines) to reduce risk of
paradoxic embolus in patients who are cyanotic because of right-to-left shunts

Adjustment of anticoagulant volume in tubes for some blood work in cyanotic patients

Prevention of venous thrombosis

Monitoring of renal and liver function

Periprocedure anticoagulation

Possible need for nonconventional drug dosing

Increased prevalence of hepatitis C infection because of prior procedures and remote
blood transfusions

Developmental disability

Stout et al. 2019° X v 4 |H
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B ) -SvO, (IR A BHIR MR % A E ) /Sa0, x 100) BLOM B O EE G EHL (Mitk 7 HUIPIZFEAL
72, Il BRI, ROERARBER A TR O ) &ML WY, LadsT, K
N RO B (adult congenital heart disease : ACHD) ®IE Mg T D& FRIZ B W THAK RO M) 2
FHESESNDAY, KIEIROWE DI HEIRSIN LT LT R,

2. Bl

ACHD (B H LRI KRECE 2D, FHRITHED MM, WKL, ANEETITMZ, £EZED
R T AR T2 L E D 5, MEBREMEFFT 27200 ) il &2 008 351203, HiieeLT
B R A BT DN TOELENDH S, ACHD Tl BVRBoOh CHIENNATEE2ZEZEL TV DA
Bdbo MENMATEZ, FEBIR - MEIIR, Ik - IR IEIIR - iR E K5 Sb 0L RIHh2%,
EEI M AT A CRIGEEGEELL) LDHIY U REPREL. EAYY U MEERLTOWAS A, 2k
SAIM MR DM MZE72d WML, CHNEEORMBLIOERIMIEDK T2 LAEEE
3% ACHD BHE T MEHIPERIME AT L72BE, O A TIIR IR TER WG 0H 5. KL S
ML LT, S E M AL, SRR3R 0N 22 T 2L E DL, ZD
720I2iE, BEBETEICHE LB ) r2 RIS AN HETH D, BUM A BIIRE I &, do O F IR E I E .,
BEBEOLTI-ZHNT, LEFmER O EZ) 7V A ZEHMT L 7255 85 ) 72 i 2 2 H W %o

3. &

HARZAIEA S THY), M A ORI BRI 1T LT b, 72 BEFEIAMIH OB
FBL ML B ORISR O SN TV A, BIilizid, SHEREWDODHE 4 DA PHEAFEFEL, il
O IEAL AR D NS, ACHD DU FAIIBWTIE, I A £ 0L 1k =2 ke P A B E & A7 BY
THIEDRENTVEY s T72, WL E FARICA R AN LR, MR OAEDRKEEDI D, 20720,
iy il e 2 ) BR 9™ 2 720 Ol Il HE A BT B EALETH D, LA L. ACHD OIEDIEFAIC B T,
I 25 HE 2 IRIR T 720D T T T U ADAFIEL R\ LR Tl BEF D YT 2 A% LI Hi 1 25 H#E 0D
—FEIRT
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(1) FROOER

ACHD BHTFT7/—Ex B 3246, MBELRET L7201 REL MAELL->TWBIGELIIRZ
BRI >TWDIGEDR D5, FER RIS ME TR T 2SS0, BT ZE72 & DO ZERRIE DY A
I ETELID, MEERRTLIENLETHS, “IRELMAEIIHLTE, FIRIOFITREEIRIC
KDRRERATIZEDHEIR SN, HIMIHEIE SN, EIMOBIGEZ25D1E, 1) kMR IR B IE S
LBERIERD D LY. 2) NIy MED65% UL ETHRXACIEgLZ T & THs"Y s F7/—
YRR T256Th, SRZMAMEZAELLY G0 H 5, BADIECIBFMIZB T, MaficpSEE R L
OEIM (Hb<11.0g/dl) 23H2H4. BN RDPELLRLIEARINTVDSY, LT, FE Tl
ThIUIBRR ZHEEMZNFNIERETHIEVEEL N,

ACHD DI LI AT B THERF 3 REMAANEZ O VEE (Hb) LRI ERE IO B EIZ DWW T,
R IEHEATREN TRV, LA L, DNEODEM B E TR SN RIEDNSELR D, NEOLE
W RRIHESE SN AR ER G M OB fEIE, FEF 7/ —EB.0 B THD7g/dl (BILICH KT HIERDH L6
138g/dl). F 7/ — BB TIEHDIg/dl TH Do TS DHE 3% 3 i f R B & IEHIBREBER L L 72
RCT #ARPUIFEESNTHBY, W73 Tl EB O Hb OHEBICHIERT AL E0H 5,

JFF 7 =0 BB i B fiE % S 59 % SRk i, i ) BR 7 o> 90 o] i )L 7% @ Hb 2%9.9g/dl T1),
i I B BRAE I BT /N B E iR (pediatric intensive care unit:PICU) AZHd ¥ Hb 138429
g/dl ZHRTWAY, F7 ./ —B. 0 RO B 2 5 2SRkl S R IR H R A L I
R A SO Hb £511.9g/dl THY, B BREEC 5175 PICU AZ o3 Hb 13854210 g/dl %8 %
TWaY, —H T, BTEHHb BAETHY. EF7/—BLEBTATIM U (Ht)38% LLE, F7/—
YO B TH42% YL ETHALEITE NEDIRTFMR ORI CRBLOMMOH KA HHED Ay LA
52" DT I B THERE SN AR ILERIT M O BIAEIZ, KBS > 7 2 L B ERBR O f % 3k
IZHD75g/dl SN TWB MY, DL EZBEITTHE, ROXIHEZTTHEHRICBIT BRI D—2E )15
B

1) 77/ —ED7%\ ACHD &3 Tld R M EkEIM B 1E% Hb7.5g/dl £ L. Hbl2g/dl AKiili THELY 5o
2) 77/ —EDHAHACHD B#& TR MEREM B EZ Hb9g/dl £L. Hbl4g/dl Kiii TE S %,

(2) Z4TU/5Y

ACHD DO IELIEFRICBNTHERF T REME 74 7)) 7 MBI T4 7)) 2 7 R FE O BRI AR IR
SINTVZRV, LA L, /MNEBIOEADCIEFWIE T 2T A NI NTRSNTIREED D E LD, /N
MANEDIZHARTA T 7477 iR OBMEE LTI 7477 /7 Al 150mg/dl £7213 7477
CAREIRIE T B MR RO ERShTW Y,

MRS PR A, BRI IE 74 70) ) 7 A% O3 5THE AR 5, 72720, ST E3E
AL 2% PaVEAEMZ A §HREL VDS G. MG 747 7 AEE 747 )7 % [
B MRS A AR O I3 R iR AR B %785 — 5T glycoprotein ITb/ITla &3 7% X DI /IMK
BRI EIRAHHLCOLS 6, MRS 5 A A OB i /NCAE 4 58 DL A o0 %k [ IR - 2 AR o0 L B9 1 1 )
ERMLTWD72D, 7477 AEELFLHMGHBIZ R SRV, Lzdt>To MR A 525 7 1
TV R AR T AW LY G035 A LITE RSB ETH S,

TATV)r i A% 61203 HHT2RA OB HEL LS, FrEEHMEE (Fresh Frozen
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Plasma:FFP) D747V 7 VBRI IK . L7zAoT 747 7 ViFHIN TFFP 28 5- LT,
M 7470 7 ABIFEL 2L EAET, R RAWSELL NN DL, TDD, 747
VY DRFNNIZ A T LY ETF — b B LS 74 7)) 7 B o AR s h ™, /NE CHD Tt
BN L THBESNIERAMOHPI N 20720, Z7UF T LI ETF—bBIWRGE 747 75 B
FIAMEH TER VB AICRSTFFP 2 W AZEAHEIR SN THDY, L Ladis, AFICBW» TR0
FANCIBT BWMG T4 7)) 7 BA O NI RBE 257K, 20+ T LI ET— e BE N CIER TE 2 it %
BROENTWD, #HROEZAH, RKIIZBITSH ACHD OIELEFMTIX. 74707 ORiFEIZFFP 125
K2EBRCOPBUIRTH 5,

(3) m/vik

ACHD D IELE T B THER: 3 XL/ MR B L O MM 75 O BHE I IR ShTuen, L
Uy BRNDIEART R OBEENZZ LD, RNOIETFHICEATHHTANTA 2 Tld, M/MRO BRI EIEIES T
/uLESNTWAEY , MR RSB 27V RSN TV A A, IEHAL I MR B4
NEALTEY, M/IMUEZIEH ISR T LB RWEE 2505, /N2 CHD OB #ICBWTiE, il
MOIMUMUER AR L 72356 Th, PICU 25K CPHIM/MIE 16277 / u L) BXOHi# 1 HE (P
18575 / L) \ZHL/IMIERREASIH T A2 EAVRENT WSS, Lzdso T, Ak 4 3412, M
WEOHEMEZ10 75 / u L L RICEE T AL S SN D, $720 BEATFAM 28 THUI/NMISE O 111 R
DART A, /MO RERAS (— B MR MR A &) 1K M/ IR BE O 5Fi 25 H 1Y)
A7 DFAMIAHTH B,
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SR R RIS T A 72D AN BBV A2 Z5H L. L SN~V FE—F V& 1T &b
BB bo TDIOIZXIBRME, JEATOA N IESRE TN/ 72 ORI, EEMNTFLEoFH
REDHERINTWEY, —H, AL KIMELEE (adult congenital heart disease:ACHD) T,
ROWBEBOmCIFRE Y, BRE Y 2RELTOURHEARH), TN 72r BIUEATOA M
PL2AESE (non-steroidal anti-inflammatory drug: NSAIDs) OfE O HIZOW TR G-I+ 2EF
i3 2 LEDHD, FoREOHEEBOBEI/NEH 20 BHEI DB T2 50 FMIE. 5 5F
DFMDIRE THY, KROT—BAB DT DL WESNTWDEY s —AVF T TR X IR A 385 & 72
DY G D%,

ACHD BRI A IR T2 00E 1) £ - A3 r MSEEL T SO A3 528 T
RIEBR OB A AP L. B Y MEDSIRAD T AW RENEA B H 2L, 2) Fontan 1§ 3R% A 3 2 B EITHL
TR R L &G IEA WO T IETHRITR AR L, RIE ORI AR LR fetERH LI LRET
Hbo LaL. ACHD B XIUREEZ @IS 3556, Rl RRESLETHS, 3. ACHD #Fid
Prke 3 BLOPUM/IREELNIRL COB IR D So L7255 T, ZORIED 5 & 1] [ B KO F B IR
WERIIE, 1EREE. MRFEOMTRAL, EFHEZROZLEN DL, 720 H ORI
Lo TR R HE DT EL T AL SOICEAZFISATROONS,

FHECHIE T IREE R BB AR B2 AT Gy SRR BT LA D AR I A FHTAK T & 2 AU XA AR I O
THHELLWREMED DS LIz >T, EEOKBIRIRZAE, 2R i %2 03 5 i B %° falied Fontan
BHEICBOWTIEEIEISZH W 20873 H 5, FRICHIE T RRER MBI VRFAGEIE SN D56, i
BN U CIMLATBY B Dl fe % 570 O F B B2 MET § 2 259 5 BARMIZIE, B B R 3
XD FER I BARMITEE=F) 07, M NEELRELS 2720 O RFTRPESE O & T
DG FIEEDOHEARRETH D, RIMEITHLTIE, WEBLY 7=V 7)) DR—F A 5-THRBITH
IBF %0 LEIIGLTT2=b 7)Y OFIR GOE B ENDL, 7oL 7 )RR TR/ VTR
LIV BRI OOEDTHY, LHEREPMEK T L TWAEHITIITRLFU IR LRI TH S,

KA T Ty 7, BRCOIE T IRREE, BRI AF R B HICH A JE KAk B C I 20 & D Z2 N PE S & BF
FEDE R DAFIMIBIIEE DL ZAREN TRV, LA L, HAOAEIZESTHIRD IS BLOILRE KL T b
WHEMED D Do L7ch3o T KAHRE7 0y 7 Tl E I EE E W TR L7 IR O 7 22 R #E 2 3 4R
THUEDPHL, RGHFOTERELEEEE TS, bLAIFontan it DIEEHIBNT, RS, 7+
) B &b U B SR J A B W 3K X 7 B BRRE 2 S HEAT ST B o Sl B 20 B i AR 2 AT O 2 AS S R A e 7
DRRIRICEA 2R G THZETRIMEZ X, 28 REARR B E 2 U LR 2K TE 5, D720,
ACHD I 3BV Bk 5 e £ 721355 BB LCid, ISR RE AR B A E 3 ST ™ ACHD M
BIZBWTUL, A OAEITEEEIR) o 1 KO PE O IR % A LR § 2L VI REUIBITE DL T AIRE
TV Ll BRI D IHHE I FLE P & I ERIR#E AEIR L CO AT REVEASH DY . AL I IE DY A
2% T 570l LR 77— F IS IER 77— F 2 E L, F7o. A PRER RO 72D I3 2 L D)
REDLD% PIFBLUED DD WEBOFRECHIE T IRREES ORI ClE, 22 R 158 5 W %
B CIEHEZBIZE L, WY 27 1B & A A P g § A2 TR I RS E R 57, L7zdtoT, K
NI R BB W THEHE DB DI IR F 72 1 I RE AV IRR % 0 3 585 6 B s Wi i O
HEZHREHML, IR T7 70 —F TR EITICEN LEND W EFEARECBL Tk, AR O
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1. ERIFAZEMSRE

1. REE=Z

(1) KEpiRFIrzE

KEIRFPeZ21E, KEIIR RADVREKH TR AL RDEL, TORBEDOITEALIZMAERO T TFH
LIEANE D LIS T AEAMPLABRAEZEL, LSBT, OAENEHETT 5,

KB IR ZRFOFAEFIZL% 252% LS., b —EINEERIELHRDOL DTHE" . fHERELER
OWA DM R RBAICTH D, MARFIIIE Marfan fEBEREL FARO TS - Mg/~ Nv s A - 35—
FACKMT B RENDH LY. T2 KBRS RADIBEROLEMEAZE OS5 a—MEER. KBRS T 5%
72, KENIR 239, KERMEZ2) %2495 Shone Complex D—F#EL TRWEENLZEDH 5,

KEIIRFARZ21E. Hunter JEBERE. Hurler JEBERE, Turner SEBEHEOERO—FHLLTHONLZEDH 5,

AN, FRBZ I OV — 2 R BRI AT R0 1A T KB IR 77 2 ) BN . Ross Tl A Lo A
i AP [ WaRS: N (W N A A

0 152 38 B8 301 0 T oA 0SB 38 5 O R IBAE SR DA A KA AN HEL e s s
(2) KPR+ TR

REPIRS T ARz, Ao i H RN TR A BB e PE R 7213 AV IR DR 22 T AR
PR B TOHEFRIZ6.5% LHE SN TWASY . Shone Complex D—EELTHNAIEA. B RS KIA,
KENRAE 72 K BYIREE W O 2 IR RIHEST T A0 50 KBJIRFP FALZZ DY 2y MILFEIZ L) K B
IR P AIER L BT LD 57

WEFRREL TR T HBRO LI BRATThIL, itz Tl OB OO O — kR b 5",

BR R DTIEDH 20%THY, EBKAEDOHMRE 7RO BIA AL 5 H T d M shs?
(3) KEpiRF+ LIk

KENRF k2213 Williams S e LBE# 1L THY, Sinotubular junction (ST junction) 2B 5
WREET R ORI BN TH L. FHEETIE AT REBIROVCEAERZED RSN 5ZEbH), LIZLIEH
HBIOBEBN IR ORI ERICE THAED LD %, ST junction 28U LR 352 TRENIR 22 AL
MEWT N LT B05, k%2 L72ST junction TIXIFRAMLITZ W T 2 L0 KENIR T OREE 234 L
Bo INDEOLLEEBMMBEIRAEICED D, Fo0 REIIRFA B ORI X > TIILIR M @ Valsalva
T ~OFEE IR MG A RINLZED D 5,

A IRANHRAEE D 2 MDD B B 1Z 2 DY R, 7Sy F IR AT b D, Williams i 5 5 2 S L
BT, 2y F IR TSR N 2 A%, EAT KREYIRE AT 21T DB o IBIEAM BRI P A 2e % 3k
TIED DD, —MMIIZ50 mmHg Bh EOFEEESFA#EIGE SIS,

(4) KEpiciEaze

KB A 221305 KRR O IR BB D5 ~ 8% (25 E$AEENTHYY, EHIIAEHE THIRO T EMLOB IR
HHBIZHEAET 5, RERMZEZ A $ BB ORI, OEPRRRIEAE. FBEPREREE,. KEIRE
Wz, KEIRF TIRAELEDEIHDBAONL, KIGHFOKEIRMEZZ L, Lo DA 2O AELT 2K B IR 7 #E -
IENIRIE - BRI BOSIHCED, ZOHRTFRIEANRTHS,

MEEEME LT, WM AWA. 7Sy F M, A L4 E 4T, subclavian flap ¥ (8845 T ER
POVERL 7277y FICE0FE 22 E I KT 5) GEDMTOITEIz, AT, IRKEIIR S it~
W& SO KBRS /MBI FHZMA. LPROICUIR L2 TIT KRB IREZ &5 55) . T KRBk Y
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G (FATRENR - KBRS EGTICOIREZ ML, SZISTFIREIR MG ZiES35) 28, SR
AE—RINELIBEHRD I TDN TN,

BB RIZIZ10 ~ 15% (A 2 Ak 22 2380, NI O B0 W AIZB W TO AR 2 58 E T 5 1]
REMED D Do T2, WREBMAIHEEL T BILE, EEIIRZEE, WP, OA4, KEDIRHE R B
RIE DRI ED3 DT BN Do

FRRZEBITIL, 0%, SIMESMA, BRI 20mmHg BL B2 7 — 7 Via £ 72130 B 18
BoO@IS L3N, FTEHT—TVIBE, BT —TVIRRO IR BIIVEHE BN A5 RIS B,

2. RlifHAEIE
(1) ¥sm

FEMPZENRE LA T BB ORMPE TR, TORBEIIERE L2 EBICEDLS 3 IE 55528
»bo

TFRHEOMERE, FIRO MR, A BR ME OMERE, AR IO R 22 TH S,

F90E, WARERHERL, EEEOBIRSCE SR T 5, AP EERAEA T EETE
KRR THHIELEL, DT EIMZ B 720 IR E B 2 LB DL, EREWHIR TR L
EDIE, BB ZTT, RO BER 3 THD T AET—NRT 0 I+ a— VOl I LIGE~ O
WEBRMIZ RO OB TIEONE720. AHTHL, LDHEIZIEE 2R RIRICHERE L, P2
FRAE % $ B2 D BRI 2 HE R 5o

Fro. HRAMICIOE AN EMERL, EERIME NP 2T EIETH L, MHERIMLIEE DT
SWERBEOEALZ BN D S,

HEMREN DAL, RIMFEIUE TS L TH42] RO REZBME A2 LT, K
FEIRILOMFFO72DIZMAE NG OP G 2 H T 5o T =L 7Y AIHRE BT, RIMEIKPIE R 57
DL TV,

(2) frarEE

WA A £ (nothing per os: NPO) WEfIZiR/MREZRD XH12, WIRE D XD T TOMRAR K AKE )
179 %0 £720 MREEEATIA O OFIR B & ME IR 2 Z B350 FHIREAE DRI OB X 28R
ZRFLI2O, UNAA Y - T A VEREHINHIOMETIZAEHTH %0 MRTOANLIZ X BHIRD T
Bioizo, HiEOHEGZHELTD X,

(3) FErEIE

FEMBA MR E %A T 5B ENOREEE AT, HREEBOSHELREAS TSNS,

Bz OREFEDPEERELL FESND BH T, REEE AT 25O BUM A BRI HE 2TE T L B IR 285
K DOPIF L B HNRE T B¢ 572012, TBILEFZOWARLYIHA > - T4 L EAHIBG A o %
LT %o

PR I 3 A TR AR L V2 53 20 s C & 2 ) L i i S 541 R M 6 S S8 D HE Al & 431 LT B <o

JRRIPEE ANZESLTld, RIS IR 28R T S H AN ORINLMT 50 7207 N REDFEFAR
L E LRI AR ML P MR LR WO R COMAIEL T b0 78 ISR IMAT HRHTIAE 5
LRg WS, HRE LD THEEEZET %,

RIS DI O KRz F A SRR IR BR B B O EALIC O %3572, KB PRIKE O 8 U 7 6k

REICHEET 5.
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W OIEERE =57 LT, BULRBIIRE IR TIEIIRA 7 — 7 VR f f il O m o — 2 & H 8 W] g
THbo MBEYIRAT—7 VIEIE AP ORNBEIRITEZSLETH S, MR R AR~ OB HE 25 A
DO, EERCEMPLETH S,

KENIRAMEZED DIV, FRZERT IR COMET =) 271790 KRENIRHMEZEAE B % TZ O XA subclavian
flap B CTH o725, BEMO LB TOMAERNEIZEET 2,

FRECHI TR FE R TIIR0A, BRI E RO T IO TEH I, FREEHT 25O Bl
BRI E i B 0 IS DA SR D B e L2 E S Do
(4) MREE

MR DI FIRE T B72D12, XU Z & 0720 %S0 2L, 95 2SRRI #S
Bo YN THRRLIZOH DI EFHTE S HBND DS ORMANI BT T %o
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Kawada.pdf

4) J M Oliver, A Gonzalez, P Gallego, et al. Discrete subaortic stenosis in adults: increased prevalence and slow
rate of progression of the obstruction and aortic regurgitation. ] Am Coll Cardiol. 2001 Sep; 38(3): 835-42.

5) HARMEBR Y2/ ARSIV 2 / AARER i AR 22 . BRI DR BRI RTA > (2017 4EETHR)
https:.//www.j-circ.or.jp/cms/wp-content/uploads/2020/02/JCS2017_ichida_d.pdf

6) Raimund Erbel, Victor Aboyans, Catherine Boileau, et al. 2014 ESC Guidelines on the diagnosis and treatment
of aortic diseases: Document covering acute and chronic aortic diseases of the thoracic and abdominal aorta
of the adult. The Task Force for the Diagnosis and Treatment of Aortic Diseases of the European Society of
Cardiology (ESC). Eur Heart J. 2014 Nov 1;35(41):2873-926.



"
(0))
ot
i
Q
>
rH
&
i
W
30

2. Aortopathy
1. EEBE=

KB A DAL 7 1 2 FE D SR B RBE D BRPEAR T . 2 hUTHED LB R AN LA 2500 HEhE
B & O— O BE aortopathy Ek5. SHIEKBIMRILIEZ RLLTWIHETHY, KEPIRILE - K
BRI - KEYIR G RE L7213 O R W E LBk 2 IRE G EN Lo AT BRI B IR AEA L.
Marfan JEERE R Loeys-Dietz SR 22 & OEARVER B AN, BRI EIZBH 9% aortopathy 2%
AT %0

REMZRBELLT, REBIR =K (Ross Filikz&ts). KEIIRMZ2. Fallot WEGE, WK
S, REIRE. e KRMEEM, Fontan Tk, A CMRIBBUEBER 2E805H1F 60, #FREMIZK
FIIRASIEER UK B AR Frai O IR, FNTIRB DRI IRFEEZ AL LD B IN T 5,

Je RO RO KRB IR P AHARZ M 1X. Marfan SEMEBFESSRDEIVEETHY, KEYIRFEE. KE)
MR DBAFEDIZ DMK F720 Marfan JEBEREO KBIIRILKIZEH Valsalva I 2506F 5705, JeRKM%
LI BIZHEY) aortopathy (& EAT KBIIRICO A S EELIEZ 72O L% L, Marfan JEMBEAEE G RIEOHEEET
aortopathy OFEMWITE VDD S,

RKEYIRGE R OFEEEZ B § 2 5F i REEIZSCBRIC KD AR 4 TH D, 2024 4E12 American Heart Associatino
H16 AW CH R AKRE, Ein, KEIREPOFHEINSZ score W 7zH i BB A RS TW»
%7, ZHIZENIFL6 AWM THNITZ score I2E->T2 KL EHR, 2 Lk 35 Kiliid#gE, 350 15
RIS, 5 DL RREEE I, 16 U ETHIUTHRAE (cm) 12&-5T35 LUT 4 R,
4 DL 45 R3S, 45 Y ETHIUTEEL G STV,

Je RKVE D BB 2 KEIRIE K ~NOFM @IS E LT, F7 /7 — B0 RO BB SN 7% 0 K8
IR 3L R0 3 2 KB IR B AT I KB IREE D 55 mm # B2 2ILRBOSLN L AR I TV 5,
KEPIR =R TR, R 2% 00U, KEJIREE 55 mm Pl EF72134E 5 mm DL EOILK, YAZ03%
Bt (BREBEAH G, SIE, REE, ERAE%RE) 121350 mm PL b, KEIR T E R 51T 5
BEZIE EAT REIIREE 45 mm DL T, AT KEIREHEZZE T L3N Tn5,

2. fiyRuEF(h

aortopathy IZBHH# § 2L ENTWLIE R LK EZH TLEEIIBWTIL, KEIIRILKOIRLL (FiE,
Valsalva. ST junction Z&). KEJRFAMGE. O EBRREFMZ G35, Oz I—K#AERLCT. MRI
WAL H &5,

FA IS L7 b RERIEKE A T2 EENOIFLCIEFHICBNT, ZOEELEELET LIV THERE
M7 b D37\ AT O KB IR B 721308 2 L O BRIV PR 2 I $ 5 2 8IS XA R R b %
ZEL, BAEMHWI T2, HRICHEDLIZ BRI ET->TOFELAE VAL ETH S,

3. RlfifHAEIE

aortopathy (2% 3 2GR EL CRIRIIARHTH LD, T IFTr Iy Y BRBRNERER T It T
U ZBRER R G SN2 DS, F72. Marfan SEBERECRENIRILE T I —EORE2H 5
ZENERE SN TS BHE W3 A R MO I 3 97 % aortopathy ~“OR R EZ WAL TR G-3NLHTEMH
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TUIF TV ERBERE N ERRL T U T UV VI ZERER IR TWARBIE, ATHT 24 B
EGEPIRL, BEICISU TR 48 B LIICERIT 5" .

F7o TN B0 5 BIE R O 2RO W IE A R O A A XU MEIB T REZH NI 5, [N 3%
PIRL TWA25IE, ATRTicbIRE kT 5,

JEV AR 1 0D K Bl DR Fipe e Ro KB IR 2R &\ o 72 B i 9 2 SR RE B 720012, RIS H - AR R LTI U R &
WM MEDEE) 28T 5, EMERIEO T 0 2RI E. g b~ o R #2250 e, HEZMATE)REE
SN TN FEE D MiTRSIE D72 DI X BRI & O T3 8E 2 5Tl 5 4,
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3. s MmE

Jiti 5 1L B O IR O TFAE, G PFEBLIORCRIENIEDMONTED, TOEAIHOAEBX
Ol g ME R (pulmonary hypertension : PH) 2V —FIZB# L TWaY, 48 KM% BRI % 3 2
M A DR B O BMEZ AT B R A L L CE MR E T A28 % W, ZTNENORHBIZHIL7:
JE AT A PR 2 LT AN D B ARIHTIL, FRISH S L 271) — X 0 fi B 2 e v il 8 iR 12 i v 1
JE 3B KOV LSR5 AR il i ML & PO SR 3 %0 BUL SR B Ol & MLEIS O W T 6E [6. 7
Fontan &8t ] [7.Glenn 168 %, A - A3 v MIEA @R 20 i 2 AL ¢ A0isE (High flow
PH, Unclassified PH) 1220\ Tid [8 v MERRE ] 2B Shzv,

1. flsausFE(d

IMATBYREFFAN, SRE B T, PATREN 723l A AZHEZ1TH™ e hEE D Lo
AY % RD LY Wl MU OISR L 72 i F A~ DR 72T AR SIS (HESE/ T AT a,
EFVALRVC)Y, F7o, BARIC—MBIL2EFE (nitric oxide:NO) % extracorporeal membrane
oxygenation (ECMO) ZfliJl CEAEIETHAIELEETH D,
(a) MNiTENREEFH

Jiti 5 ML R O AT A BB W ORBILRIIEE TH S, H2 8 2 [MisiiE] ([ THRESH
BLOWIR G EHZATH. B A O Nl 8 Ik P Ml % ML E  (congenital heart disease-pulmonary arterial
hypertension : CHD-PAH) ® 3; &. Registry to Evaluate Early and Long-Term PAH Disease
Management risk calculator (REVEAL 2.0)". BRICIEIGS4 / IS 2HARTA v BEIZD0R
HE G — V7 A A T %o /N CHD-PAH ICBIF 2 TEF Y AIARL TV A7Y, TR
IN—=ba by AHEEOGHEIRTIE [T IPiR % (pulmonary vascular resistance index : PVRI)
> WU m’ DAL EEM AT, FHEAR, PVRI 4 ~ 8WU-m* OB A& fi ik TR NHB ] &
NTw2Y, JELETREEOVRAZFM OB E b Lol R BITHE i L E  (PH-left heart
disease : PH-LHD) ® ¥ & 1%, Revised Cardiac Risk Index (RCRD? F 7= X Vascular Quality
Initiative Cardiac Risk Index (VQI CRD)" %H\CUAZF:MIZ470
(b) EEHBEERTF

75 U E Y. NYHA class > T, AZE /KILFELR > 066 LEKOASERT R 2. 65 Mk
ATHEEE <399m (R A DA™ | ASA class > 11", B AN ENIRIE BT > 70mmHg (B A
DAY IHEBKNTEEN D,
(c) FMEhERF

HISEIE / EUAZ Tl L 3 eI R A DR Y BATH Y 13 IRZESN D, ST (RUE.
B R FRIMAE) . BIEHVEE A (R, ZE0E) . Bum i (2R YTV T NTRRE), 47
BENG I R 2 B ATl (RIR . SRR AMAE, SENEDER) ISHEEPLETHS,
(d) Eisenmenger fEIREF

Eisenmenger i 15 8 D 6Ol 47 B AR I 78 15 2137% G S TnaY, Blods 7 ch30HE T
K 3.8%. KT 26%. KRR IMAE 17% & & PHENSIEELET %,
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2. T EE

it w86 L R OFF R TR, A RT 2 ~ 4 E A2 S MR AT ZEAEA R TH LY. CHD-PAH 12
i UCH M SRR 32 L C W20 & A M bkt 3 22 LpiEdtsns (HERIIRT, TETFVALN
VOV AW OMEAA TN A H AT, FHES R NO W AR EDEAZRE %, PH-LHD O¥4,
BB T 216 WA E O T RE %S, MMEILREOMEHIE, FHRETHLEOLREBORELEL
DY AV HLIOMEE LW T T 5,

3. fifrhEE

it 5 L R VRS 9 B SRR I ) L R R 3R A 2 5Pl L 72T o & AL L BGRBR IS AFAE L e W 72D, R 7 1
B OIEBNIIEC THW 3 5 ENH 5, MiPEBICBW TR EELIEIL. B2WA OAEBLONIE
MEZ)—EDREETH L, S MMZ E IR 2056 RIS L NG REB R BV L ETH L, Rk
W CHMERRIE, WEREAVRIE L) (TR MFESE O L2 MO LG BB B OL Ebil % s lffsh
BHY SR W N XA M EAR FIIE RSN ETH Do
(a) BIREE

Jit s ML RV 2 3503 A ML BT (3 it B R VB i A M S KA D MR I 2 5 [ 32 S L B0 1 2 i v L 27
V—YZFERT HVAT DD L7200 T UL DL, NAVAZIEGITIZ, FRFEE A BB By IR 7 A
YBIOHPLEIRT A V21 AT 22eh5 R END (MRS FAT a, TEFVALANLC) Y BAOYE, i
FEZFBIARIE 60mmHg ML E&MEFFT22EDEFLGYY, JVTRLFIY, N T Lo AN i %
EF e RS LR S8 5720, IiEE RS OMERAEHISELTVAY . 7oL 7Y 3
EE LRSS A720, BEEGIEENLETH LY OB IR IV R E R
L. GOEREEHMEFET 5, FT7H3I0, IV AERTIEH 05, SO KU T EH I L AR
RHNR. AERIEZEILETH S, T2, BERLAROHIIERARN O TR FI N0, bk
MRIE 2R SR ) 2R B 2 A 3 %0 DA DIRMEDSH S PAH B I2IE, NO W A# D (10-40ppm)
PIDEETHY, FHTELIHEMLTBLIENEFL v, MM ERYE LA SN (RRE, &2
AL FRIMAE, 7= A, AR, EIHRE) (X REZBRY [ F 7 3R 2 LA D S, Hili 1L HE
Prld— RS AR IR A RIS W IR R E 2 50 AN TP BUE — i S ( BRAERARE 4 720)6
~ 8mL/kg. positive end expiratory pressure (PEEP) :5 ~ 10mmHg. PaCO,:30 ~ 35mmHg.
pH>74, Sp0,>92% & HIRIZREL. Mtk FIMHAE & B3 2 epdfiitsns”,
(b) MERE. 8552 - HREFEORER

RN IR AR M PR TR, O IR TR ® 5720, RIS AR IR ML R TS
S ORI, ORERERIR T ICX 2 OASITERTE T o — 7 R SVE 18 WU X2 S i
MAERPT EAZRL, ML) — 2% T 2EMEDHL7:0M T HRETHE, ZD2D, HED
RIS L BNT » AR AT EASERR SN L™, 35V MIIMAIT, DRIGH OB A 7L,
CHUTHEFAR (72220, LIT7x2¥2)) RN TRRIESE AL, WA RRIFSE CIRRIAE SRR 3 % )7 128
Ji 5 ML R S0 9 BRI T L L C— R CTh Do ZEAUTIIM A BEHT_EAVEH 238 72 08l % skl
Bo TRTA— Va5 51 3ME DHEGEEO 28T 5, 77 IV EZE ITER 2R 720000
EDBFIZDER T WA, il M IEHT BRI AR RSN T0ua™ . R RBBRZICBIZA5TF
JYATIE, TEINEBMATHENDOREIL 2V EHGE SN TOLIPEELET Y, FU/AATPIVY
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RV IV VT LN E ME B E OREE S TH oz WIS 2 2 TR A 2RI L E 2 oh
BH% RIRICIZIEE T B0 D555,
(c) FEMEIU—EDFR. x4
i MLE 2) — Bid, 2Bl S P B A2 2BRICA S A E O LS. DR OB, RIiE A
T PEBRR AR T UM IR R TH S, FFHF (IRIE, #RZE SR, R R IME, 73—
VA, BBALRFMIERE) T LIEAEETHL, MiEEs)—EoJkE (FHOERE 5
F7/—E, RILFE) ARONZZEEIZFREFEZROBRIEELIC, 100% BFEICE2 BB KEITV. NO
W AFEEEBAIGT 50 /NVIZERT) Y, BHENY T LI OB MFEZHER L, MEIRIREYRD LG
(TR T 28555, BiEIE2) —E5RE L2V AR DK T 5413 ECMO OE A%
BeEt3 %,

4. fineEE

FMRBORIZIEDS S Mk 48 ~ 72 B I3 LA B LM E ME2) —EDV AT D3\ 7280,
FEPEREIIEEBRRECTE=SI) Tt T 2 EATEIL e EY) 2 SF 1352 A 68 oD 2 7 7 B
FRPHIL, IR MG M IO EAZPCTeOIlHETH D, Tz, PR B LOTR IR E IR AR RE T
Bz R I AT ) S LS HETES B,
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4. GESNE

AT RGN I, MEAR CH e Sz, SoRMOREBIN RO AE, AN TEE k%
ZEVZBELTIRAES S0 Ml ML PAAF ORI I LU 54 i MU B R R 2 786 288
ZVs, FTHOAEERIZT R EbHLOEREET 5. IS, BRI CHEEICHELTRLNS
AEEIMEIZOWTHEE T %,

1. FREDERIRFE

Jiti B AR Bk 2 V3 B IR . MBI AR T W EYAR A BT A 2 MBI IR Bz A b %< (80 ~
90%) . BRI EEEDT ~ 12% 21505, MBIIRFRZAE ZIMELEICASNLEZEDB L VA, L
FRKHE, DRI BIIRE BIAE. Ebstein &7, W KM G ERG, & RIMERMREMmMO%
RYERBICA DT 260D 5. MEIIRA FHZEE. OEHRREKIES Fallot WBUEICEHT52EL0%
Vo MBIIRFR A A FE L CIR F R SUBTEIE KIC X 2B B a2 AU A28 b H Do TR LD T A7
Mgt U AN aE. AE T HE (Double-Chambered Right Ventricle: DCRV) &I, A ZEEADS
BHEH RIS LS TREEPELACE S = 0 E SN2 REETH S, DCRV IZK AWNCHESTT A2 L03H57201H
WL E R DA% e MEINRF 1A% CRE B IRA%Z2) 13, Williams FEBERE. Noonan JE B HE
Alagille SEfEH#E. DiGeorge SEMEHRE. Leopard EMERE. Jo RUEEBREGERE 2L E LTI ET 5. il
B NRAHEAR R AR B IR B IR > v > P E R SN TR AE L B2 EbH B,

(a) JRRBEIE

RAEDTR DY EIIIIEIRTH LI LD L, DT OIERUC LS THAB M SN LI LD L Vv, RZED
HEEREOYGE, MEEEBITHVER I K 20 57 2 EORERDBIN D EEEDY;EIE, i i &6
BRI A RICE2 G EOVET) Y 7 BHEL S, SRAINZIEA = OB MR RIZED LI &SRS
NBA, REIAZOPREBLICNHEEEIME T 35, ILRL72ARITE0REZEPEL, A ORRREEZ K
T3E5, THUIINOHIRIMRLAREIRDFEA L, FFVERITRE R Jo i, AU OIZERIE 2T 1SRRI 28
BdHb,

(b) BEEG

Bezg OERAACE DS THEKAA64mmHg 282554 (peak velocity > 4m/s). I 2 FAr O W H
DTSR DA DS THRBEA AR SIS RIS, TEF VALV Y, BBk F
WA DY A, AR IIEL TOAUZ V= ST 2RI T 2 (3R 7 5 AT, ZEF VALV C) Y, 23—
M S T TR S HE— DB TR L2 61E, EEEOFERERE THII IS HIBshs
By S AT, TEFVALANVC) Y BEREEOR AT, BB OB T, AEEEIKTBEL
O/ F3 =R AHEROMIT. AZSPEEIE > 80mmHg, LB HREKERLLERRRBZNT24E
Y VRDELE. DWT N R TSR PR oIS RS RIS AT a LVC)Y s KA
i EY AR ke 22 D55 B IE RO A EAZ b 5T, £ 50% DL EOSAEH RO SN, A7 I E 50mmHg
DLEBIOY/ F3MER T ARROONLY B Eh T — T VIR E MG A&k s (#3RZF AT a,
LxC)?,
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2. EXMMEEIRORESME
(a) Fallot FUEEE

Fallot PUCAE DAy £ 35 B Il B R 71 8 0 o A0 BRI BE AR 22 I X A BT R T ZE0h b HED
By AR S8 5 B KO/ F 7203 8 EE DL L oo 45 = i BRI 22 & 5RO B 35 A il B R 1 i Al oS HE SR S B
H3ErF AL, TEFVALANVC)Y, BEBEEOS AL, EEOMBIRSBLO/ $7240 R Tk
ROLY A BBINZEBRE IR T. #r oL SR OGS R AR >80mL/m? BXU/
FIAEIRRAERFRE >160mL/m? BXY/ F3REEL o= Rpui e . T E0AE
Ik ReRE E, ARz (GRIGHEE > 80 mmHg) DWW 3% 38D AUl B IR 77 1 a4l 2
BWiEEns (HERrIALa, TEFVALXLC)Y,
(b) FEEAXRIMEER(I

SEATR M LA 2 K IMLAE A v F T4 6 5 B W I B R 5 22 S R e B2 258 57 0 BRA2 ER A
EAEENIR T BLOF T WA OF B8 EMEIIR. 4G KRMEIIRAYZ v AERFELTE, Mg
MR ENAEY KRB IR DO 8, TiBIRO# MR, FHEICHW 22y FOIRE - B, Ay & o
WEEELRENEZONS, PAEDFIERIIBAENNIIE ML, 20 RELHMATI S, BIERF Tl Bt
HHER DR RBIXIE W CTH B, TEREFI TN OILR R A BRI T . AEEIRDFEET B0 5E DD
bo WHWOMILIEHEE [1. MBIk | (1CH#E$ 5,
(c) AZE—fmEIREDATESE R

MEIIRE (09 Rastelli T KB RTIEZE. PASIA IR 9% Ross FAITIEAE - IHBIRHIZA
THEEEZHCAHETMAITONLD, FHREEF I N TEEE Mz R 8ENo Ak, Rk
WIEBE G, JE PR S D, BEOBNGEICIVEM M2 kL ASEBIMEDRKER S, JE
VDO G ZIGHEIE > 60mmHg O &3 7 — T VIE RSB EHERSNS (HERIFZT, =
EFVALNLC)Y s BEEREIEOS AT, EAEA RIS B RO/ F7 3T AE B IR 5 2 520 A3
Hld. FEIRGEBIRE ST, EATHEA R IR (A BRI ARRE >80mL/m* BLU/ 7213 E
AR AR AR >160mL/m* BEO/ /03P FE L L0 =R ). HAT PO A = Uk B Ak 5
AHREIGHEE > 80mmHg OWI N ZROLE I T —T VIEHRRE 2 Z BT _&EENS (HEIRITA
Ma, TUFVALARLC)Y,

3. AERMEERECH T DIEDIRFiT

F B AR DA O RN &L 245 B ML 7 — T VIEHR R IR T AW BE Th H LN L iz, HIEH
OAEZROLIEIIEN D v, L, RIGEOTTE SN ERHRNERY 6. F2ER A
DAVII=NVPAREY A OAEZROLILEDVER L E T 5o
(a) fFEIsFi

A 2 ML R Vo0 3 % Lo T4t i A S0 4 B 8 ML S 3G 8 2 i3 % v (55633 [ il s ML
ZM) o MATEREREAL, BEBEN . PATBEN 2L, ARSI HERIT). FI. AE
FLE OB R BEIE . A7 CRERE, BBIIR U, AR A BV CRHMliZ T2 s RARTK T 57 —
TIEHRE DR L TOBY AR A ) 2L DL VDD E TH Do IR T B IR G
DAY BT OB, BEEER T PABEER T 2RG0ISHEL. EHo0mREHE
F 5 HH I %o
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(b) BElifTHAERE
JARAE B O E B2 0, A O SR ER LT 52 L LT IRIME RS 5228 TH L, il &I EH
DIFREEAE BLEFARIZ N T Y AR ZAT VAR UL A OB REZ MERF 37 %0 Bl LA PLIRIEDOPE 13 FEARBIITA
TCTHAHH THERLEIFIHU LD M G R e 361l EAsE, 2L 0270
FRLEDNDHL. MRITAOCAZITTEEL, LEIISCTERMERE , S EBRBE 2T 20

SEHR

1) Ruckdeschel, E. & Kim, Y. Y. Pulmonary valve stenosis in the adult patient: pathophysiology, diagnosis and
management. Heart 105, 414-422 (2019).

2) Cuypers, J. A. A. E,, Witsenburg, M., van der Linde, D. & Roos-Hesselink, J. W. Pulmonary stenosis: update on
diagnosis and therapeutic options. Heart 99, 339-347 (2013).

3) Baumgartner, H. et al. 2020 ESC Guidelines for the management of adult congenital heart disease. Eur. Heart J.
42, 563-645 (2021).

4) Gregory, S. H., Zoller, J. K., Shahanavaz, S., Chilson, K. L. & Ridley, C. H. Anesthetic considerations for
transcatheter pulmonary valve replacement. J. Cardiothorac. Vasc. Anesth. 32, 402-411 (2018).
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5. FhEARF
1. FhENRFAETZ ETe T RATLKIEDEEBRRE

B AR B IR % 5% (pulmonary regurgitation: PR) 235 iEE L CRIEE 2 5D1E, FIT/ME
WNCH R O D 5\ 3588 Y) Bl 22 E B IR 7~ DI A% 17572 BB THh S, Fallot MIEIE
(tetralogy of Fallot: TOF) |Z%} 3 % transannular patch (2 &% 45 28 i HY % B & 405 %o, it B IR B 84
(pulmonary atresia: PA) 54 KIM4&§EA (d-transposition of the great arteries: d-TGA) IZk$ 5
Rastelli T (B4 EHAM ) M PR 2R 72 5 HENLEEIRETH S, LREKRBIRTHZE (aortic
stenosis: AS) (23 L CTHCHBIIR /2R3 % Ross FMITBWTH, ARIFTIEF I BY IR 77 K $858 % 35
BT E patch THET A0 R H ENIZPR 23£723,

2. RlEhBRkF %37 55 A BE 5T

PR -l T — VAT 7 =it MRI A CTH 5, Wi % (regurgitant fraction: RF) < 20%
HOEERE. RF 20-40% =M 5EE. RE > 40% 2O HFEL M55, LT I—MRATIE, MmHEFIZBT
% PR Fifeki . PR index (PR el / ILIRMIRE ). PR BB O - (pressure half time:
PHT). PR OB IFEAT—TOME, LR PR IF O R #ERE % (time velocity integral: TVI)
ENGE W NEAT PR MR o VTI @ I (diastolic to systolic TVL DSTVI) 12z <, FMi#Ek ToPR
B ORI ENIREE TO PR ot MEIR T OH 7 — R 7 FWRIZBIT5PR Y=y ME
LRIGEED A PR BAEE MO /8F A= ELTIRBENTWS Y, L L PR BIEEZ#IT5Eh2h
DIIFGRA=F DHy b ZEIFAIFEIC LD R ZRD, WIS HHTPR HEiE B2 3§ I3 EEIC RIS, L7z
DTy WLOPDNTA=F %A EHE T 2L RS2 Y,

3. EEMBIRAFERICS T SBREELMER

PR 2SHEAT T AL A RAMICKYAEILRE R, HERAZ IR TR IL KR tethering 1I2XD =R
it (tricuspid regurgitation: TR) 2872175, E5I2. PR HAEALICHEI GBI AP EEIRDLEH
SRR DIR T 2K 7290 AN RBIR T OEAT IV E — B EIIT L, BIRIE QIR A
HUDEIRIED ERAZ L. HOAREDREEZET 5,

FE PRACX LTI B IR A & #2467 (pulmonary valve replacement: PVR) 25if7 &5, HEE PR
ML, O OASERDLALEB A REIK T 25325 6. @& DL L o4 R4k R4 2 I RE
BETAH2EA. OMITTAEEROLEN / DEEREIRD D5 AIZPVR O#IEE %57, 5k
BRA WA AR (RVEDVI) 2°150-170ml/m’® %8 2 2& PVR (224 B2 m O IEHAL AW C& %%
720, HFEHTEERI ADHEL%5 (5),

4. fliasFEE - IEDEFMOU X I 5H

A SE RKYE OB (adult congenital heart disease : ACHD) B 1209 A IELE Tl o Bk T 56
HHNIEPEHESS D) A7 S A . SN Ty, ACHD-AP (anatomy and physiological status)
5 i (ACAP) A 2 7., American College of Surgeons National Surgical Quality Improvement
Program (ACS-NSQIP) Za77& 04 FtkaswizesnTtws ®, ACAP 227 TIdPR #4795 ACHD &



EOBE FEFINERE, BER
R F R 04 Cld moderate, ZEFSARIRAECTIE PR OFEEICL A% EB ~ CIZ#ENSL. THRARD S
WL DB T RO CREE) A EE S, ACS-NSQIP 227 Tld.0¥ % minor. major. severe
W2 BT A5 PRIIEE THIUX minor BEIZH S, HEEE DL EICR 5 major BEIZ SN, /NE
Tt BIAZ P FRH (MATEIRAZEETIESRI T/ KB kEw/ B2 ) Tl ER
2D A AT T =% 1B EIF A2 23T 2058055 Minor BEIZR% 24§ 2884E PR 12KV

A7 EHWr SN B, Major BEICEE M $ 2R EOPR Tid, AR AWHLNIZE T LT IUE

Z BT 72912 cardio-pulmonary exercise testing (CPET) ZHifT3 52 E %2 HE3E 5 0580385,
F7-. /MR TlEmajor-severe ALK LT, WSO DHMTRTFHGIEH (B2 P, Bt J33 600, ai
DR AE, BMERBEE, AN TIFROAEE) 12RO\ 2a7Ickl), KIRZEE) A7 %5 5 EbR
ENTWABIEH, major-severe BRI BT BIEMEG T CR TR EWESNSY . B RAZ TR/ LR
WRHEND I VT — a2 ACHD H ik COWRMBELHERE T 51T, WP OIMmET 7L ARE=S)
7. EHREEGRBEMHIIOWTH T ORET T A2 SR XN 5,

SEHR

1) Bansal N, Gupta P, Joshi A, Zerin JM, Aggarwal S. Utility of Doppler echocardiography to estimate the
severity of pulmonary valve regurgitation fraction in patients with tetralogy of Fallot. Pediatr Cardiol 2019; 40:
404-411.

2) Beurskens NEG, Gorter TM, Pieper PG, Hoendermis ES, Bartelds B, Ebels T, Berger RMF, Willems TP, van
Melle JP. Diagnostic value of Doppler echocardiography for identifying hemodynamic significant pulmonary
valve regurgitation in tetralogy of Fallot: comparison with cardiac MRI. Int ] Cardiovasc Imaging 2017; 33:
1723-1730.

3) van Berendoncks A, van Grootel R, McGhie J, van Kranenburg M, Menting M, Cuypers JAAE, Bogers ADDC,
Witsenburg M, Roos-Hesselink JW, van den Bosch AE. Echocardiographic parameters of severe pulmonary
regurgitation after surgical repair of tetralogy of Fallot. Congenit Heart Dis 2019; 14: 628-637.

4) Mercer-Rosa L, Yang W, Kutty S, Rychic J, Fogel M, Goldmuntz E. Quantifying pulmonary regurgitation and
right ventricular function in surgically repaired tetralogy of Fallot. A comparative analysis of
echocardiography and magnetic resonance imaging. Circ Cardiovasc Imaging 2012; 5: 637-643.

5) Larios G, Friedberg MK. Imaging in repaired tetralogy of Fallot with a focus on recent advances in
echocardiography. Corr Opin Cardiol 2017; 32: 490-502.

6) Valente AM, Cook S, Festa P, Ko H, Krishnamurthy R, Taylor AM, Warnes CA, Kreutzer J, Geva T.
Multimodality imaging guidelines for patients with repaired tetralogy of Fallot: A report from the American
Society of Echocardiography developed in collaboration with the Society for Cardiovascular Magnetic
Resonance and the Society of Pediatric Radiology. ] Am Soc Echocardiogr 2014; 27: 111-141.

7) KWFEHEZ . Fallot UEUE . 2022 SLaT L 56 R 1L AN B xR T 0 A B - R EETEIRICBI 5 2 A K74 > p75.

8) Lei Lei E, Heggie ]J. Adult congenital heart disease and anesthesia: an educational review. Pediatr Anesth 2021;
31: 123-131.

9) Lui GK, Saidi A, Bhatt AB, Burchill L], Deen JF, Earing MG, Gewitz M, Ginns ], Kay JD. Kim YY, Kovacs AH,
Krieger EV, Wu FM, Yoo S. Diagnosis and management of noncardiac complications in adults with congenital
heart disease. A scientific statement from the American Heart Association. Circulation 2017; 136: €348-392.

10) Nasr VG, Markham LW, Clay M, DiNardo JA, Faraoni D, Gottlieb-Sen D, Miller-Hence WC, Pike NA, Rotman C.
Perioperative considerations for pediatric patients with congenital heart disease presenting for noncardiac
procedures: a scientific statement from the American Heart Association. Cir Cardiovasc Qual Outcomes 2023;
16: e000113.

11) Chu DI, Tan JM, Mattei P, Costarino AT, Rossano JW, Tasian GE. Mortality and morbidity after laparoscopic
surgery in children with and without congenital heart disease. J Pediatr 2017; 185: 88-93.
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6. Fontan &=

1. 8=
Fontan T3 0B BEAWEE LT 7/ — BV R TE OB BB E AT b AR RE B AT B R AS 15T C

BHbo 1971 FITHE S, BANI =R SIS LTI b 72 Al T1980 48X Tid  [Fontan 78
AL TR s 13 LRI BREN Tz Z ORISR HLEZILHEL, Fr EH R RIBAE, Bk
RIMERRAL, ORI BB 2SI B IE SN TE 2o @B T, Glenn PAT&fE72RIC, 24 & T Kigh
Rz COHREEZ O TIBIIRICY &3 2D T Th L, IR BORHEEMOIFAEETH 5,

2. mEEE

Fontan i O E super Fontan” 25 failed Fontan $THiA Thbo super 7+ »EILE B2
REAVMEH H LM S CTHLREM TH D, L7z0> T, Fontan M EHLOELDIE T, 4 D EZ O E
A PR EE BE DR S BB CTh o BIZIX, HEATEOIGEYEE, B AT, MITRAEE, LY T—T v
BeAECld, FOEIRIE, OdE, IR, RS RA IR E AR, Ao Er
ML, AACREOIIRICEG L5, F 7/ —E DN KE LTI iBh EIREERR K IR Ml SR O B IR - k> v
YMZED o BYERIRE L ASGBIC XD, SO EIFBRICBITL TV AIERH LD THER T 5o LT I—R0H T —
TUVRETHE OCHHEOF A H L&, BIFFIREZV—VT YN %o T720 7427 VPRBRICE A Mhlid
NDFTA—=TVHERE LTI R0, EERETEEBEE (protein losing enteropathy : PLE) 2S5JES
HE10 B DELEFRIZTOBIEEL I ¥ SN TWh, Fontan M &S REE F CIRUB T #2272 8%
DHH, WG IETHES VO, MATERALZE, OA4, ZRET, MEo.OEBPGHEE O T
(EF<30%)? ANk, F7/—€" it A IHEOERE LM ShTwa,

AFBRER DR BRI TIE, ALK CGREIIOEEMME T LR T oTifiiiahna—
TRHIIL TH<0

3. WEREtE

EECo<, Fontan i OMREIEI N LRVIEDND L. BAED 7+ APEBROIREZIBIRL 72 T, it
Fontan JE3RICH- 2 5 BAE BT 50 JEIL. TG, 58N RSB ELROD, HALEITONT
ARHER/NRBHELMHTFT B AEDE TBERV, —RINGEZSV 7R, B BIIREZFER T %,
failed Fontan fEGITIZ, B AF OB BIIREMHERILIL WV 72, OB R TIZEDF bz
RRFBEPBIEL TWDEILELH), HlsRE=y—%2 LTI T 5. FOEIRD T — T VIZE R T <
DFEREI T RER], MR BICHEDZMRL72) A TEE T 5. FHIS, B DR T H O 4IREE,
F7-failed Fontan SEBI THIUTA F I AN = EZOHLERIR A T — T VR HE T AG/ T AFHMi O ki CTHH
Thbo HL. ScvO, IZEMEEL D OTREEZH LD T, R A MEFEUME TR IET S,

— I Fotan JEER O BF TId. RIS Y2 BT A LICEVIEBRAE L TWEY, L72dsoT, ik
B A SIIIEBRIIFI DL\, 35V TLR T vy 2V E W titration § 5. 7TOR T+ — VLKA M5
EHE T, BRMEMERFICEIAFTH S, HHTHIILTH, R—F A% G Tl 5 TRy — M 5%
EDORENLETHL, Tlon HRMEARBIEEREBITEEL 5295, BAEBRERL, XYFOANYFF7Y -
7 7R ZIEARIE R G ER IR FE O Z2 AU i R BRI 3%



EOBE FEFINERE, BER
4. [FIREE

it L4 B D% Rk L 72 IR A B A7)0 WENE O L FAC XD, BRI PTIE B AT %, KB
REZRBRDAGS, 722U SIS R AN O WEI R E T 5o BELMNIIR M K% LIF 50T, KRl
S BH 28 7 Bl 12 positive end expiratory pressure (PEEP) #5cmH,0 #2 E #1F THLL L v, Pa
CO,=35mmHg #2275 LR M BA i T 5o FIHAE R MATE L E 2 5L R\ 25, MEDALE,
BFALDEAL, BEIAA T REBTIIIRE L W%k b, MATHREILEL: LT, HhEEZZET 5. F
IR E T HREELSRLDT, RBEF-E R LT 2,

Fontan % Tl ARG ELZ AT 28 E45586-89% EmvYs SENE LAZ#T272047%
DO— AR E L. PRI ZE R L THIE 3 5.

—MRALEF (nitric oxide : NO) IZBILTIIRIRMNE V) HEDH LD, ZOF L OH TIIFE A = FEH] A
5 ENTBYNO B DR R Z A 2R LW 13002, ZTETFYALNIVIEEL RV AD
Fontan % B CIE MBI IR O ML P 5 25 AL T0 B EWIHIELHD, NO DI AIZBUT H5) 384 7
RARIZEB N RS, BEOMFHITE R,

5. BIREE

Fontan &5 CIZMEER COERIL LR DEAEL 2\ 720, BN REIRE LS (b Oo#RE RS Lo
MR (W ADT0% R2E)Y O T2 N TH b, TAL ORRMSIIRM IS IRIEHN 23, Z0%
BECH R, BAMEOINT 5720, W ESE A R BRI, ARG § 5, EYRE T O
Fontan 5 Cld. Wi BM 28I > T TIE. BRI OHAMEZELZ L8, #IE 2/ B o
AR EE LAY, BYIRIE PR i AT IS X AR INLE 25 573 2 0 B CHIWE S %o M 4 OFE B TR
RGpDLTHAID —HINIHOEIRIE 15mmHg FEIZFAR SN S5, 20mmHg DL EfidE X, bid
R Fontan M ER DS AL L TV 2 W] BEEASE Vo O BEBE O IE fifE 72 5FAffi 1. Fontan B & TIXHEL v,
Fontan fEBRICE L LAED IR B O EE A G > TBYVEMETH S, FABEOLTI—TIE, FEMN
OFFM W FEOFEMT, B N OFE, BB ML O ATV, W RE 2 BRO A6 BR B RE % 4 5T D IRFELC
Ninely P

Fontan JEBRZAERE 35 LT, bW LM L0 MR A2 L EETEFM TH LD, HHEMiRLICES
WARENTE D EAC LB AM OMRT, MG TR ClE AN LAMIZE5Pa CO, @ EA, LRI MR
S XD A EPUIAESIC ERA L, OHBEIESIE T 35, Bl IRE O OEIRE € =51
YT, BREBEOIZI-HEI—FRETHSH, CVP H20mmHg iz &, DR 7407 VIEERBEIRD K
VLTV ARWEE Z TRV RO RICEAIEBA 2B EIS, WHEAICR T IEFETRETH L,
HTAFIVNEBLMEE R =N NO DK ABI TN RIZEFENL 2D L v, A 77V VAT, F
WABGRDSMER. BN AU B A B R Z R 2 2B BET L 72 525 B v, AT super 7 Fontan &&F
M 7AEBITH 5B R e s B T4 12 X % Fontan SR O E X ez v, OHIHEERRIC LS
FA—DIIMRIBIE S 5720, MRS T CRIEAZREETH 2 EETH 5,

53 HE 4 50 AT T 75 R 2 X5 7= O I B AR P 28 3R BR S T b A28, BFEIFIR T TITb N AT EH A
ET, EYMEETBIERKOEMETEZR L, MBIIRMZERBROZ7)TIZLESEMETIEDHZ05 5504 T
3 NWCEITERLEETH 5,

Fontan fii 8 B E D2 TWBED, ZLORMAHEICESTINLD BEZRMET 2HERIIL VWEIE AR
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Vo WHATIR 72292 Fontan fifsBE ORI N = —ar %L, BT T A3
T3 Tl DEE D RIR I TH 5,

SE X

1)

2)

3)

Ohuchi H, Mori A, Kurosaki K, Shiraishi I, Nakai M. Prevalence and clinical correlates and characteristics of
"Super Fontan". Am Heart J. 2023;263:93-103.

Ohuchi H. Adult patients with Fontan circulation: What we know and how to manage adults with Fontan
circulation? J Cardiol.2016;68:181-9

Rabbitts JA, Groenewald CB, Mauermann W], Barbara DW, Burkhart HM, Warnes CA, Oliver WC Jr, Flick
RP. Outcomes of general anesthesia for noncardiac surgery in a series of patients with Fontan palliation.
Paediatr Anaesth. 2013;23:180-7

Egbe AC, Khan AR, Ammash NM, Barbara DW, Oliver WC, Said SM, Akintoye E, Warnes CA, Connolly HM.
Predictors of procedural complications in adult Fontan patients undergoing non-cardiac procedures. Heart.
2017;103:1813-1820.

Mainwaring RD, Lamberti JJ, Moore JW, Billman GF, Nelson JC. Comparison of the hormonal response after
bidirectional Glenn and Fontan procedures. Ann Thorac Surg. 1994;57:59-63

Ohuchi H, Ohashi H, Takasugi H, Yamada O, Yagihara T, Echigo S. Restrictive ventilatory impairment and
arterial oxygenation characterize rest and exercise ventilation in patients after Fontan operation. Pediatr
Cardiol. 2004;25:513-21

Ridderbos FJ, Wolff D, Timmer A, van Melle JP, Ebels T, Dickinson MG, Timens W, Berger RM. Adverse
pulmonary vascular remodeling in the Fontan circulation. ] Heart Lung Transplant. 2015;34:404-13

Gewillig M, Brown SC. The Fontan circulation after 45 years: update in physiology. Heart. 2016 15;102:1081-6.
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7. Glenn B8
1. fREREEIR

Glenn FAIZH.LEZEG ORBHESWEER T 7/ —B P R OE BB I bS5 B A DN
AR TH %o Glenn TR B IR > > My R0 il B IR A 2 K7 2. Hils 6 LLFEO i M4 #KHT A%
TR T L2 AT b s, 2D, 2-4 i CTFontan TliAfibs, @H oM Tld L KEIREA
B EY AR 25 A SICTEY. Glenn TAFICLY E 25 OB IR CIEZ TR UMIGERICA o MLt kK
FREM BN IR O E B IV END FRER2SOMFAIZCEEE. OECTHIIRMEES 57205
7/ —¥EET L, BIRMEERZGEAE (Sa0,) IO HEILTEZZT Tlaad ERFIRE RE T 50 = (=
PEBRIM ) . HEIMAT . NS v Mo TEELZ T 5. —BIYIZ Glenn 7 # @ SpO, 1375~
85%. HETH D, KMEMIED/ZD, FHWATIYyME (40-45%) D EH~OBEBAFICLETH 5,
Glenn FANTLEAEAMEZER T 5720, OHEEBIKT. 55 E ¥ Glenn TR XD 5 1] 6k
Y2335, L7zh>T Fontan £ T Glenn i 0 B L, BB EFIREE-C M ENMATE: (B REIR2S T
FLYOEIRN) HEBIEIEH LD DERMBNR S ¥ > MEL) WL E L7 IRETH 5,

— 75+ Glenn i &I M HEPUASE IE B R MENIRICIRZE D3 D 5720 Lo f DM MR DS H ETH S
JEFI T, Fontan FMTNMELIEATTER VY, ZOLHIZGlenn P £ O REIL. Fontan FATfEHEH O
JEBIE. Fontan FHTANBISAE G TIXEIE AR LLZLITEET %,

2. FEEIE

B 72 Glenn FEBRASE L BTG OARIl MAS HKHT. @l 2RI B, O BRIF 2 O REATHE THY",
CD3 MR SEICE W RIS B2 1T Bl Z1E Potts IR0 M HL B 2T Tl AP L2 B A MR LHE
FENPI T Ok AR CEIUL, B A KPR T IR R O B R OB AL RV EA9,
A5 R BE LA R B AL RR e R B i T R AE - BB 7y 7, IR 8 7 0y 7 2 B Ul b -
i B I DR Z 75 B o

ISP T CORREEE BEASE S 2 WRES] (s T4, JERESE T, IO EREFAl) <k, FERIpic
BEDEZHRV 72720, BPENEO FFHICED, AP LA 35720, KB E ] R RS,
72U RS X A R 222 57 X9 positive end expiratory pressure (PEEP)5cmH,O F2E TikE
5, WIMFEAH 3720, Pa CO,=40-45mmHg 2 E 4 B R M EEE T 5. SOOI, Ml
FIPUE AR LIPS A 4T), 72720, Fontan JEBRE 72D, Glenn £ Tl O H i (& 58 42l 1L
TARATE T 2D Tld v izo, ARSI EITATE AL TH T KEIR 25O 8 IR & 5T /040 H 2 % M
THILIIMEETH D, TD72, Fontan ik EELNIZMATEI DR EIIBEHEVZ L7259, T
M CHIUIBUMAY B IRIE XL TRV,

HUF7 Glenn JEBROFERITIE, FMEZROPAEHNHETH S, Glenn FA# OB A& AFITR T
TOIMATBYRE L AR 35 B B % LB L -2 28RS ST waY . 2o Tl b, b i IR T,
HIAFBIC BT 2T ARIMR 73 G XD I EHFE I T CH BICE % L7z. Glenn Fli#%£7>5 Fontan T4l
HORONHHHTH LD T, MESHEH D\, Ochiai i3, Fontan £ CIEMESE Tl %2211 %
BEZI)—ATHELTHY, ZBEICEBMTEEDOREI DV ERELTVEY,

—7 . Fontan AA#IGAERITIE, LEIEUTHTITIVICLAIGR T R— e E BT 5. DL RIE]
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EB6E FFINTHIE. FR

TR ARE AL BIBIRIEC L) T7 ) —EASEATLCOBIE DY, BIRILPORE & H BB HD
ENES TR OIS T AL ES B, MATHIES R E DD HL0T, BINBIREEE =5
V27§ %o

i By IR A2 72 Fontan Tl ASMIGS B H O, WEMESE T IHEER Ml O BRI <l BLILAYBYIRE

EXFTAN)—FE FLERAT—TNEE=F) LT AT ATIVHH T CRE AR SRS T
Wzo M AT OREFI A * Tl BUMAEIIRIE, EREIREE=7)>7, B LTI—-2HVTW .,
JEEAGLIZIMAT B RE ISR THY ., MEMESFD720H T A= NTIVZLHETH D, ZDIHZ, EREHE Tl
RREPIKECTRTIEALEIRY T — T VE B2 BT RETH 5,

SEHR

1) BARS ] 56 R CE B O IR LT O R EEE B FRIE 66:51-S6, 2017

2) Huang J, Zhou Y, Zhu D. Systemic haemodynamics and regional tissue oxygen saturation after bidirectional
cavopulmonary shunt: positive pressure ventilation versus spontaneous breathing. Interact Cardiovasc
Thorac Surg 23:235-9,2016

3) %4 W Glenn Mg d/NEBFITIITIEIESFMI0 4 DR OMET BRRRE: 47:1271-2, 2023

4) =T ARBE SR SRR T4y SRS EE O Z 55 IBUE R A PR L7 BB I3 B I I L A
DIRERESR  REE 64: 416-20, 2015

5) Yu Arima, Ryu Okutani Clinical Pediatric Anesthesia 20: 222-226, 2014
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8. Y vV EHRE
1. Vv MERE

IEF OB TRAZE oM Eha kil (Qs) & ARErOHMShBimiEE (Qp) 13FLL &
MMttt (Qp/Qs) 131 &%, LAL, ERECEETIZOHNI Y I MRLI A I IDETEL, ZLDWH
Qp/Qs 251 L3757\, FRERRHMEH BRI U MILTIC R E i 2B a2 5.2, OBRRICE LW LED 2
STUREMEA B 5" . Qp/Qs 251 LV ARXVHAIE, M2 BEML TS, Qp/Qs 251 LN/INSW AL,
I MRARA L TBY, 77/ —¥2 835, ERNRRRICES>TOY Y MLRO F AL T HZEDHY,
A VMH S THBIEDL WY - A A T, BESNN IR M AVAIEBRICHI S h$,
— BRI SING, - AT v TR BEZBML#ZIC, 28 05& 5 L72H IR IO — 23
iz N 7XZAL T, BEFALSNATERRIEERITHIHN SN S, WINOBEBMERORFIIMLTL, LEA
OEMHBIN T B, (FEAEDBEFZ T, Ir U MLTEEASERD FRE 2P E 5%,

Je R DREZE T2 EEOIDFMN Tl MATEREL T II0RL ORMAE B2 1752 L25KY)T
HHW VY VIBEIET AL YV NEANT AR ORENEEE LD, VX N E T 5 EE O
WAEBICBWTRDEERILE, HosfiiRziiL oo, AMREMIMKED/NF > 223 ta—L§5
ZETHD, LDNFZR O Ty MERAAMGEOREE N, M Pt (pulmonary vascular
resistance : PVR) &ARIMEHEPL (systemic vascular resistance : SVR) Wi DEEZZ T 5, TD720
PVR ESVRISHEZ RITTHTEZAMTHIENEELLS (K)o, PVR O TESVR ORIz, A -
AIr MREMASES, KIS PVR O#IIE SVR O TId, EAT YU MERRDSEL0, FH - Eor
YMRELEE S,

Ty MR TABE T, BRARMEIC LG REEROGHREDLDH ). FIRT A v P ORRPBRALR
WIS TTEE TS, #IRTA VO OFRMEELREROVAZIE, GEIY Y MIEETT/—EE2fT584
FTRLELN L -AY vy FCREREDOERIEII N & STV, MR DT FERIRE 721390 4L
BfE 2 AN BE O LIET R TI, BROR MERZE D) 27 25 A5 L0 3H 0 Y 1%
Y9 5he Flo BRI, Bk Valsalva T8, 8, positive end expiratory pressure(PEEP) 72
I EoTHLBMENIED EAE /- A3 vy OT AL RS 720 W5 TP 35 REMEAS
HoHY ZEIZHHEE TS,

2. E-BYvVbh

Fe - AT X U NTIE BRSO MR O —E A& § 5720, B mL. v MEg7223F
HIEBRA~OHMEIZIRD T 2%, MOBFECREICRE E TS, RIEBRICHI S M 0 B # A1
(Sa0,) FPR7=NBHS, HIEANORE AT BT T 5,

- AT MR EREIZE, OEFRRRE, OEFRERIE. FERRXIE. BIRERTREDR D5,
— NI B LDDATOLNIVTE - X VIR HLEH LR BEFRLNVIDBEAIIELG Y Y Md
BETE LRI AR DD D5

k- Ay MNEEOIMATEREEHOHEIX, SVR O#hl. PVR O TFIZX) v MBI 570,
SVR ® L AZ#F, PVR #EMFR§A28THAY o MR AKIBEEIEIEZ BT, BRI X 2B IR 0
AR FDTEDI T BIOHET VAT -2 A% MET 5o RIS BRI BIC XY SVR # LA 3¢
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EOE FRINETRE. BFR
b7z, TR RBEE RO, SVR OKIKIZPVR 2HINSE20LFEBEOM FE2EDOY, 45 - Evvoh
2T T — B BEL T AL, - AV MPMEMN BB OB, FRICPVR 282 AL
TELTLOERESFE LR T LT ZWIEEIZIE, —RIWICEHFICIRZAEINGDS, BN AG v IS
B4 LTI I R ASE SR $ 22E& B <
Blalock-Taussig ¥ > b (BT ¥v>b) iR KEIIRMIEIIR S v Ml D.0AV v U M 3 5 3 Tl
M D4 THENIE—EE I v MARAEL TV D, MEOMELD0I21E, KILEZHERFL, v
WEREOTENEEE25A5, AT ZMRIMFE DR L L RORBAMIIOLDD/2ONT Y AEET b,
e - v MBI MR E A2 AL 3 2 LB B IR PA S8 R 22 2547 L. PVR 28 B9 %, v b
MM REOEITIZIEDOHBEZR T PVR ASSVR DB EARDE. Ix MM A B ENWLL,
FT7 ) =R 5I)%5, PVR SFEELESN, Rl wilii% 4L Eisenmenger FEERFEE %%,

3. 58-EYvVbh

- bTlE. ESP5OFIRMAMAIEERICIIING, RMEROBE EAH =L MEIR>SOMm
WERATHIRIMOBICIFIL TR T § 5, BESTARERIMET 2L, LHHENIEE THoTH, #
BANOBEFE A EIIET 327,

Fallot WEEICREZINL L%, - LIy M AL, 77/ —¥%2 B3 2R AT, RIMERITOMK T,
PVR ®LEHIZED, A - EIy Y EFIMMLTTF T/ =¥ EAL T 5, A - EdvyMNEFEOMATE)RER B
OHEELZ, SVR Z#fERL. PVR DO L RHZMITAZETHS, 77/ —ENREALLE0, WA SRR
 EASELLYSVR 2 EA-SE 513928, BIRIMEEZBAE O LRI DLW,

R RREEEAREX, SVRAMETL, F7/—E»EAL T A 05 %720, FRIRIRESE O K ER—F
AP 5RO W AR SE O P 5% BT, SVR DK T 2Bk 3 5. F7-0 KR IMGE. & Bk
FIMAE, FHMET I = A, REMBERM L% BT TPVR @ LA 5, — IS5
Wit A SRR AT TEAA, T AEA OB I G BE R G HEHNEETHLEENEY, SVR
% EF 5701 M PR ESLE LRI 7= 7)) 02 5355, 7oL 7Y I PVR IS4 5,
N TLyY EPVR 2B IES ¢ FICSVR 28NS w2 720, 7221700 IDBEEL Wl REMEA S 5,
G- Eox v 0B BHTIE, FEEHOE NS TOEIRIMERF L EOMRDEETH L. MIME AR,
B -V 0S5 E, WARSIIEORBAEN, BIRKHEIRELD, £ - Ay b0
BIIIEHITD N,



(%) CHk9) Xv5IH

IMAE DU E T D T
- il 45 HEHT (PVR) #0

Hypoxemia

Hypercarbia (Hypoventilation)

Acidosis

High mean airway pressure (PEEP)

Sympathetic stimulation (a)

High viscosity (High Hct)

Cough and laryngeal spasm, Crying and straining
- i 4 $RHT (PVR) A

Hyperoxemia

Hypocarbia (Hyperventilation)

Alkalosis

High F,0,

Vasodilators (nitroglycerin, PGE1 PGI2, etc.)

p - stimulants (isoproterenol)
AR HPT (SVR) B4m

Sympathetic stimulation

a - Adrenergic agonists

Low body temperature
R I (SVR) WA

Anesthetics

Vasodilators (nitroprusside, etc.)

a - Adrenergic antagonists

f - Adrenergic agonists

Calcium channel blockers

SENE

1)
2)
3)

Joffe DC, Shi MR, Welker CC. Understanding cardiac shunts. Pediatric Anesthesia 2018;28:316-25.
Gropper MA. (Ed.). Congenital Heart Disease in Adults. Miller’ s anesthesia 10th ed. Elsevier. 2025
Sommer R], Hijazi ZM, Rhodes JF. Pathophysiology of congenital heart disease in the adult. Part I: Shunt
Lesions. Circulation 2008;117:1090-99.

Villablanca PA, Lemor A, So CY, et al. Increased risk of perioperative ischemic stroke in patients who
undergo noncardiac surgery with preexisting atrial septal defect or patent foramen ovale. Journal of
Cardiothoracic and Vascular Anesthesia 2020; 34: 2060-68.

N R DR BT ARTA > (2017 4FLETHO

Lovell AT. Anaesthetic implications of grown-up congenital heart disease. Br J] Anaesth 2004; 93: 129-39.
Huntington JH, Malviya S, Voepel-Lewis T, et al. The effect of a right-to-left intracardiac shunt on the rate of
rise of arterial and end-tidal halothane in children. Anesth Analg 1999; 88: 759 -62.

Currigan DA, Hughes RJA, Wright CE, et al. Vasoconstrictor responses to vasopressor agents in human
pulmonary and radial arteries: an in vitro study. Anesthesiology 2014 ;121:930-6.

P, AT SETR /N DRI~ =27 V. 2017 AT A AN TRV M V8 —F Y aFW)3IFoR
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EOBE FEHINZRE, BER
O. B EOLEER
1. BEFOBE

I BRI, REDVNETELLREOB I THIG I 2T )T A B LR W EFIZB W TH AT v M2
IBFT7 ) —EORBRIEA T MIEBODAED I M=V D=DIITONAT M THY, EEZDOHD%E
SERBET DO TIE RV W EMEZITH L TREIBIAM OFEITISE L 72 E kR AR EIE T A2E TFF
BT AL L5, W EM THRONHEINTVELDDS, R EIIR >+ > My &l B IR A HE i T 5o
WSNHAE ML B2 AT 5T T ARBEIIR S > M il ML 288 L il 8 DR A A0 130 L 37 2 9 37
BFMTH 5,

(a) {FEhEDARS >/ it

RITEIR >+ > Mitid Fallot DUBGE (tetralogy of fallot : TOF) Z& Ol MLt ik P B=e. Migh ik PA
SHIE o & ORI i 2 B IR B VAR L T2 L Z DM il BRI e U e & 72 5 Tl T %o

Blalock-Taussig ¥ > (BT v b) JEEIS/C 80 E T B IR Z B b Ui 2 i B IR~ & 3 A 2 & Cifi i
MAWINEE2 HEELTREEINZD, TGz HoN 2 WEOR S, 18 TR E F M oMt
iRz RV 7TbF 7V FaxF L (polytetrafluoroethylene : PTFE) 27757 C27%%<{"modified Blalock-
Taussig ¥¥>F (MBT Y% b) BEHEZSTWSY, F72, BT KBRS EMBIIRZ A TS T4
4 central shunt 2V 572 ADITHbN T, TAENIBITBIRBTEIIR > ¥ > Mir £ O BENFE L #132.2% T
b, X UMii1ESp0, 75-85% (Pa0,45-55mmHg). Qp/Qs=1 (Qp: Ml i, Qs: M i &)
WA MATEY D HEEE 7257,

(b) BhEDARAIET

Jili B R A FEART 131952 4R 120 SR B R FRUS R A Il L #0 2 H i e L Cld ThiAT Sz BUETIR
T2 25 v B 4B S D il i 3 284 0 78 o0 3 B R0 il L e 2SI I L 72 BLO S B, A DV BURE B B & 2 0 B g
BEOEGBLAIT LA IERZ B RS AR U725 B3 2 W il By IR A iy, SOOI REIEORT
L7258 K IMAE AL - B IE KIMAE AT § AL BN — =V T H R EBISIXA D> T 5 — T, L4
R OBBRM A TN HZELHV AT EUIIRAEIICH Y . BAETORENIE LRI, THB IR
PO 2 T3.0%. BN IRALIEAT 72 T13.3% LT A,

FMBIROLIELMBIRICT — 72T TRIE N Tar7) LT, B#EKINOELEHELLT
Trusler A (MEYIRIEPAZELZIET 7/ —EMH OB T 20 HKE mm, 77/ —EMH0HE 24+ (K5
mm (ZKHE) DX THEY . WA BRI OB A, 9-10mm AR BAILOHLE RS, Zhbz ik
L LA, HAEED SpO, RMiBIIRE & %2 IO R E AP E END, MifklZL->TRARZHL Tl
FHREBITPa0, 45-55mmhHg (SpO, 85-95%). MBIk -4+ 1320-30mmHg, AIMLFED30-50% F£ A
HEEE SN TWS, HLOEREFTIILDRDITILE TN T 4+ 27 PR RER DN L 352 mE SN TE
D7, Pa0, 35-45mmHg (SpO, 75-85%) FLIEAHEL %%,

2. IEmEEEOIFDRFil
(a) firEIEF

LLI—CHMBOYA - BEHOR LIRS 2. F2HOHE. IR EEOFIIEELE THo,
HEIE B AR SIS BIANZL AL T, F723 Y NI B LE OREZALIB T 52 L bR ETH b,
DA T — 7 VAT RO EECH), s - AL 4 D LINERIBIIRIE, 4O R RAE, i



EOBE FEFINERE, BER

BHIPL (pulmonary vascular resistance : PVR) X Qp/Qs OfE R ZIBIRL THL,
(b) P BEIREE

I B2 AT 572 BB WFNIEERIIIRAAL T b IS 5 BOFERE HMoOEHEZBREIN 20D, 651G
ROPEBREHIIBWTEHELRIEZ, £ ~NORHKEMHEZ DO, HIEERIMEE Qs LT, DO, = 1.34X
HbXxSa0,XQs Z#MYNIRDOZELTH B, WHITEERIZHE WV TSa0, & Qs DHEFFEIIL —FF T DBRICH %,
KRBT EIIR > v > PRI B IRACIEMT 212, S U MERRe /N T V7 B A8l ML B V20§ A K& BT E AT
%728, PVR O MLl G- 2 2583 B ai & L L TES S h b D@, PVR OZE)IZL->TQp/Qs
EBT 50 FRTERMTEIIR S v > Mt B &, PRI 7200 2 KRR WD ARG B2 D iR BR ML AT L B
728, PEERINME O TR 2 BIRNTED EAPOREMB RO T2 KT o720, 8 BRI Kt
(systemic vascular resistance:SVR) @ FH-XPVR DK TIZX5Qp/Qs EAICIZFEENLETH S,
P IS HEHT A & R 1 - BB PTRET R IO W TR L TR EXH S (55 5 G SRE L - A
HEezl), /2. Qs i HOmKE N E = VO, ZH\WTQs = VO,/1.34xHbx (Sa0,-Sv0,) (SvO,: i
AR IMER R AFEE) THRIN, Sa0, &£ Sv0, DEEIMEL DL Qs 13RI RS, ZD728, SvO, DFHI
IIEERBEYREDOIIRICEETH LAY, SvO, (ZHO IR IR 3 B BE ScvO, A2 ZE03HIHTHDY),
ScvO, TRHWHETH S, Sa0, 25T 5720 DB BINRTEF 1> ScvO, « HLL ik e O FHIl 76 B
VEB 3 G- D72 OHLLEIR S 7T — T VO EIIE R B EOLIBICAH HTHHEE 2O 5,
(c) {ARMENRRS =/ il DIEC i Sl

BT ¥ v > Mtz B8 TIE Y v o MW 808 T BRI QR TR M AME T UB)IR -2 8 /N GF
fili 9 %72, BUMWEIIRIET A > %2R 835251 o BB LAITRICHE T 20555 %5, MBT
Ty M BIRIME BN OV A2 13D % Wb DD Y v MUDILTZAUIZ X 53 v > MM 2R AN IERE 22 1ML
JEREDW R H Y. WRER OITHIT LD HFE L, F7 A4 F A= B RIADETIZ LD ERAIL
HECTEEYED D B o

SR VMRS X Y M 2 SBE T B O 22RO E RN EL THEEASLETH LY. T v ML
D Y MEREDORKIRAE ROV IMHEIE34% Ty 21% £550% LL Lo %EL/RL, T4l LEELC
WS S TWAY, RBFEIIR S v MIFIEYEICIE, 7 RAE) VIRHIEEASIEIR AR L, ARE DA
FIERTHERHMH SN LIEATRENTEYY, @H 7 A A AP/ IMUEEEZ T TwaY,
FMATRICT AE) 2T 20 EH 0 AN AEREITIDE I £ DO W I RO S, TA
YY) Y a2 HIEL WA M R o ) A7V 2 T O HE A 247 ) LB D So T2 Ht fEAB% B35
TEIARNTEIIR > v > MR ZEDOV A 2.7 5 UL EIZHINT A5 H3H). o Ht oM EZR A Gk
) EET Y,
(d) FhENARKEHE T8 DIE i T i

K Bl iR A 22 1826 X2 R B DRl B 5 Lok 3 2 Tl A B B R A 2 BB o3 A BB ER FEAL S Az i
A5 FBASIE EMEIR 2> S B IR EE 28 U CRER S AL SN IR M AR NS0 MUEIZDOWTD BRI TR
AWML DD, NOOIERFITIZ/SIVAFF I X=7id EFE TR THlEL, BIRIETS AW TH I fE
oI EE TR 5 E S %,
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86 B ERINEHE. BR
SE R

1) Wardoyo, S., W. Makdinata, and M.A. Wijayanto, Perioperative strategy to minimize mortality in neonatal

2)

9)

modified Blalock-Taussig-Thomas Shunt: A literature review. Cirugia Cardiovascular, 2022. 29(1): p. 31-35.
Committee for Scientific Affairs, T.J.A£T.S. et al., Thoracic and cardiovascular surgeries in Japan during
2021 : Annual report by the Japanese Association for Thoracic Surgery. Gen Thorac Cardiovasc Surg, 2024.
72(4): p. 254-291.

Dirks, V., et al., Modified Blalock Taussig shunt: a not-so-simple palliative procedure. Eur J Cardiothorac Surg,
2013. 44(6): p. 1096-102.

Muller WH, Dammann JF. The treatment of certain congenital malformations of the heart by the
creation of pulmonic stenosis to reduce pulmonary hypertension and excessive pulmonary blood flow: a
preliminary report. Surg Gynecol Obstet 1952;95:213.

Ghoussaini, R., et al., Pulmonary artery banding: a 20-year experience at a tertiary care center in a developing
country. Front Cardiovasc Med, 2024. 11: p. 1368921.

Trusler GA, Mustard WT. A method of banding the pulmonary artery for large isolated ventricular septal
defect with and without transposition of the great arteries. Ann Thorac Surg 1972;13:351-5.

Kajihara, N., et al., Pulmonary artery banding for functionally single ventricles: impact of tighter banding in
staged Fontan era. Ann Thorac Surg, 2010. 89(1): p. 174-9.

Scheinman MM, Brown MA, Rapaport E. Critical assessment of use of central venous oxygen saturation as a
mirror of mixed venous oxygen in severely ill cardiac patients Circulation. 1969 Aug;40(2):165-72.

Fenton KN, Siewers RD, Rebovich B, Pigula FA. Interim mortality in infants with systemic to pulmonary
artery shunts. Ann Thorac Surg 2003;76:152-7.

10) Wells, W.]., et al.,, Obstruction in modified Blalock shunts: a quantitative analysis with clinical correlation. Ann

Thorac Surg, 2005. 79(6): p. 2072-6.

11) Li JS, Yow E, Berezny KY, et al. Clinical outcomes of palliative surgery including a systemic-to-pulmonary

artery shunt in infants with cyanotic congenital heart disease: does aspirin make a difference? Circulation
2007; 116: 293-297.

12) Je RO BN B OR RO B R R L S B A K54~ (2018 4ECLET IR
13) Anderson, B.R,, et al,, The effects of postoperative hematocrit on shunt occlusion for neonates undergoing

single ventricle palliation. ] Thorac Cardiovasc Surg, 2017. 153(4): p. 947-955.
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10. B (Glenn FHiiaioL51/EE)
1. =

B 10 5 ASH720% 31 NTHEE RIZTHERBTHL . LEEILBOLELNVTRELER
mixing 23EL, 1 2OLE DTG BREAIEEROM S EHIDBOLEFSNLY

HULEMEBREL TiD— R 2D ORI BE R (hypoplastic left heart syndrome : HLHS) T,
HLRREBEERD25% 205, ZOMITIIT GRS AL W5 =Efia= A, FiRL B IRk B 8.
RIS, ARG SRR RKIEREDFT NS, EHEIIBIT 2 H.OZEREOBENIE T H133.6% T\
HLHS IZBi528.0% LH#ThH B,

JeRMEREIIRSZ2HE R HLHS, KB IR#EZ2EHE S (CoA complex). KEIIREER 4 (TAA complex)
GETRESR TS MERE RO OIZEIRE ORAVBLETHY), BRI IOy 77T 8RO S
MREFE STV S, Glenn FAHT ORE ST CHE M B ASEE F/2IA L L TORIRER, Sy itk
HEEZEGE D). T ADPLELLG S D5 Hili il 5 & 258 5 7235 5 3 g IR i, ARLT
WA AR IR > v VPR BT E L TiTb N b, F2 FAMICEZ &5 M8 H L
DKS W & (Damus-Kaye-Stansel anastomosis) #3471t %, HLHS TIZ A7 —Y1 I Bt & L <,
Glenn FArFiIZ Norwood F-alrd L I M B IR ALHEAT + B IR E AT > bafTb b Zedbd b, ZDEHIT,
HLEFREZTISECTHEH AT ROLRMEICIVEZORRE - THRLEHDOIRBLL L R THY,
A8 2 DIE BN L THEYNFIE T 2L DD L. TRLDOFMOFMIZHADST, Qp/Qs>1 (Qp : il
iR, Qs:ARIMLGEE) . DTG5 250 B 7 35 A (X Bh IR 1 8 35 B f AT 5205, Qs ATk 720
EYNORFMAG VT LGS0 F 7285l i 58 PRl & i 2 S L) o iz kL T2 adH0, K
D7 LB IR O - PIIARIE ., $RHEILASE DM M HEHT (pulmonary vascular resistance :
PVR) ERZEIAW M ESIMEZ AL TWAIELDH S, — I TQp/Qs<1 DFar, 4By M = 1345
£ CTd A A LT AN XD AR K ME I KB IR ML OB F AL DA T TRE~NOBH IR LL T
H W etk A3 %, Norwood & BICMAESINLIHNT, FURHNIBIR MR A (Sa0,) >75%, ik
B EIR M AR = A B (SvO,) >55%. FE¥EIIRE >45mmHg, EBEMIME >30mmHg, Ht>45% 7% &
FHECEHSNDY A5, ECE-oCTHEE T 2IIIE 2 HIEAFE LV,

2. FEiDfisk il
(a) BILZEDIEDIEFMTDEHIE

Glenn FAfraT. LI B FAM%2 2T 72 UL BIFERO BEHOIELIE T BT M oA ENR, i
EBLOMFEBAMERLT, MEOST ZAE DM A EHEROREFRII8%Y . T LEEE D
O TR EZ T 2B OBENIE T HIZ17% ~ 22% LIEFITH W EHRE S TWEY,

B CTHIUIFERM 2 IR LI T 1% Glenn T THONRITTETRETH 25, ZOEMICBEITS
DT Z DY AZ AN EL PR OB EISHILSR R A EROMEICLLDTH D, B
JEPERG % (necrotizing enterocolitis : NEC) &, A EHIM AR EERDFELRFEKNO—D>THb, HE
Ze i L 2 L2 AR I - O S X0 EIE B O A %0, BIIRE 2SHIBR S B IR > av 2
(ductal shock) (7572 NEC DVAY A7 5"
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(b) filTEIEF(h

MIAEFZ. Qp/Qs. LA LEDH M, L RO NI X2 MR & O 5Bk Z W 3 5720141
RCTHbo s MilZiE, FEMIZRIEE, O IMAEIREE, MERERIREE, BEBIRRE, A Z A2 LB, Hra—,
W8 X BIOMERAESEENS, Lra—RAETIE BUEOLEKRE. HEAORE, KEIRS
D%, XYY NORGENEEFEMGT 5, OlEY T — T VAL BEIIRE., B EPT. O EIE,
DEEOFEICAHTHL,
(c) fiTEREE

HOEFRLFHOBRBTOEHO ELHER, £9BIEMEBIOERELRE/LTHIETHL, T,
2 BIOCMIEERONG A ROZETERENS, Qp/Qs = Sa0,-Sv0,/Spv0,-Spa0, (SpvO, : iti &
PR I 7% 2 B R BE. SpaO, - M B AR ML AR % fafl ) TRt Sh b, 20K MHEE DO, 2k KI1LdT 5
Qp/Qs X RICE->TOEH T 555, HLHS O X)L E T 2R T HAMETH LI EAASNT
WY, ENTTEER IR M AS5E IR A SN TV B STk Sa0, & Spa0, 135 1<% 5720, Qp/Qs=
Sa0:-Sv02/Spv0:-Sa0: & K &N D, FERIIZILR DY Sa0,>75%. Sv0,>55% F & HAZIZ, ki
EKPUTA A T - A SEPUER TN T O E AT — 200 B T REAIGEREIHSTEY, LI
WZEDEEIRINIAE ZN DO D IEH R THOODIEANDHEMG DI o TBY, S5425HM 53 2965 7 i ik
FETLTOWAZ200NE TR AZIEE 5, N ADENRiflFEE 4 & MO LSR5 Sz
&y MATEN DAL IR D R AR T 2D H 5. K\ PaCO, REV:Pa0, 2&, PVR A&
IR T SR AL ANIFEIT HRETH D, RIS, 2B L M IPTE IS5 L) A7 ERIM S
HH OG-, BFRFLFHRETHEY . T2 ORBEIL, BEOHEKRIRELTESNTHON
FICEOTIREEINDLRETH LA, BUMWENRE F A > O #1347 B RO R LICHHTH S, Qs i
Sa0, & Sv0, DB FEAVNSFIUTEII T 5720, SvO, K IICEERIEETH B, SvO, IdHL#FIk
L% 35 SR SevO, BB $ A2 LD BN TEYD, Scv0, 5§ 472D DH.LEIRY 7 — T VO™ i1
TEERBREDOILBIHH THLEEZOLN L,

SE

1) Greaney, D., O. Honjo, and J.D. O'Leary, The single ventricle pathway in paediatrics for
anaesthetists. BJA Educ, 2019. 19(5): p. 144-150.

2) Brown, ML.L., J.A. DiNardo, and K.C. Odegard, Patients with single ventricle physiology
undergoing noncardiac surgery are at high risk for adverse events. Paediatr Anaesth, 2015.
25(8): p. 846-851.

3) Committee for Scientific Affairs, T.J.ALT.S., et al., Thoracic and cardiovascular surgeries in
Japan during 2021 : Annual report by the Japanese Association for Thoracic Surgery. Gen
Thorac Cardiovasc Surg, 2024. 72(4): p. 254-291.

4) Tweddell JS, Ghanayem NS, Mussatto KA, et al: Mixed venous oxygen saturation monitoring
after stage 1 palliation for hypoplastic left heart syndrome. Ann Thorac Surg 2007; 84: 1301-
1310

5) Torres A Jr, DiLiberti J, Pearl RH, Wohrley J, Raff GW, Bysani GK, Bond LM, Geiss DM.
Noncardiac surgery in children with hypoplastic left heart syndrome. ] Pediatr Surg.
2002;37:1399-1403.

6) Yuki, K., A. Casta, and S. Uezono, Anesthetic management of noncardiac surgery for patients
with single ventricle physiology. ] Anesth, 2011. 25(2): p. 247-56.
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8) Barnea O, Santamore WP, Rossi A, Salloum E, Chien S, Austin EH. Estimation of oxygen
delivery in newborns with a univentricular circulation. Circulation. 1998;98:1407-13.
9) Nasr, V.G, et al, Perioperative Considerations for Pediatric Patients With Congenital Heart

Disease Presenting for Noncardiac Procedures: A Scientific Statement From the American
Heart Association. Circ Cardiovasc Qual Outcomes, 2023. 16(1): p. e000113.
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11. FDERE EOREFISHR

1. [FUSIC

IEFEOGTEEZNSKENRDS, AE2OMBIIRAEBLTEY, LEIMRNE B LM Z 2% 13RO
FLLTOXRHZRZT, ARIMIERAEMBEZ LA KREPIREIZIEAThHiE) IR 720,
HHFITEHVEITESINLZLIZ RV, GEORMELT, ARIIAEINI0-15%KEVDS, O ERIILE
D1/3 K THDo EEDLHIIIBHEETHLIDIIH L THZEDLHII2EHEETHY, BEED AR
7-1lmm TH5HHS H%EIE2-5mm E#HWwY, 20720, ARIEFASICHBELTARAMIIRVA, EA
FAZIEIER TG Ve ARIEZRIPAFEL TD, KM OE BITITH LS R BDEAEL, AR
LDEOYEILGEPROEZH), LAl HOERBUNTHLHEPROEZHILENDH), AHTix
FNEDOEBIZOWTIRFET 5,

2. FIDEDRELLDEE
(1) T2 KIMEERNI (transposition of the great arteries: TGA) DIDERAA vF
FiiTt&

TGA X, HZEPOREIRA, LEZ»OMEIRAEBL, CERMEA—HERLEETHL (K1)
EHIPORSTEEIR M2 RO REIRZ # o THOEGANEHM S, BiClRF SN BRI
SO EIIRE @ o THOMANEME SN S, HIEBREMAEERANEY L THAE S 5720, AAFD 7201213,
LR, LEPRERIE (ventricular septal defect: VSD)., 7213 CEIEHIR ML AR X0 ) 24
b, VSD 2720IHL, VSD 2556108, VSD +Mliy IRk %% & 085 2 MAUZ SN S,

\J\)(/

1 e RIMERAL (TGA)

HEPORBIRD LZPOMBIIRDGEIR T 5, 2R DPHE-S
TELHIRIM A B 5 KBIRE @ TR EGNEHIB SN,
Jili CEE AL S BRI A3 /e 5 20> S I B IR % 8 - T FF O ~& 36
HEhz, KIZTGA IBITHY, LEHRRIAIERL L5
HECEEIRILANRE AL TWA,

LA: KB, RA: A5, LV:AZE, RV AZE. Ao: KEjIR.
PA : i #h ik
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TGA OTE, TENIHLCIE, #EIE KREIREMEIIREZ AL v F U OEEIIRZ A3 2 KIME RS vFF
fit (arterial switch operation: ASO) 2¥7hbits. LaL. wEIIROEFTEF 2L OB HTHANIZH
WCTHLYAIZIE. LAYy F FAil7 (Senning FAfr. Mustard F4l7) 27N AZEDNH S (X12), 1980
SERPEIZASO AR BHICIE. TCGA ISHL TR LA v F PRI b T LEAL T
fﬁﬂﬁfﬁﬁbhtiﬁa\ M4 s — A 2 — BB IR — Wi iR — 2o >~ = > KB RE NS, =AML
BERDID CESNDDY, ZLOYERR AT TIAEIRE 227 o L PEAL v F Tl D30 4417
#1360% t%&%énmxz#k

2 LA v F FAlitk

MLFENEAT B — /e 5 — Il B IR — Wi i R — 2 B~ 45 B~ KB IRE TN B 720, R EE D,
LA KR, RA:AHE. LV:AEZ, RV A%, Ao: KEIR. PA : HliSiik

(2) FEEDIEIEXMEEN (congenitally corrected transposition of the
great arteries : cc-TGA)

cc-TGA &, A I IR LIRS A58 M &IV — 795 (LIV—"7") ZEIZED /A DL DAL iE B 4R A

ANEDY, EZEDPLHINS, AEPLEMMELT, LEOEA—RBIY, LOFERMEAN—HELDE
BThs (IK3), MiEodiuE. 4555 21 70 2= — Bl B Ik — Ml #50k — 70 B — 35 22 19 A 55— K8
IRE7RD, BEEMCIZIER CTH DS, MBEF A ROEERD, KRIMEICERESNDZEIC% %, cc-TGA
’G‘é‘ﬁ!bﬁrﬁé%ﬁb&w%“ MATEYEIZIE R THY, DR BIHFEE IR EAE RIS §
HIENLL, EERCRAETRBM DL ALH L,
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3
o)
i

3 BIERMAEAL (cc-TGA)

ME D FEAUE, A7 B — F8r ) 27 1) e 22— il Bl R — Wil 5 JOR — 7 B — P8 350 2 ) A 2 —~ KRB IR & 721
REERZIZIERE TH20Y, LMD B 1A B OEE 2D,
LA:7Ep. RAAB. LViEZE, RVIAE, Ao KBk, PA Bk

3. FLEREDRES

HEDMROLETHLIEOMBNELT, AEBIEAEY, ZRMilE ", RNEIR"Y 2dbiFohs.
HEINCHESS 2 G BAMR LR E LU TRMIEICEE SR 58, ORI EAHEFRE T 272 OITUEMEICIL R, #%
A RERREAR KA . $72, AREEOEALRIY, ARILERMEA LA LT Mk 25% A
T 5, ARPLRIHESTIHEDIEAL, ZRIPWITAEZS25, W i REERIZE LT 5720, A ERKRE
RELELIOALEALOEEHE: S, cc-TGA Tl Ebstein ZFEH D L1 _:’7’:#0)14:|3r§9%<‘:f7§€9€ﬁ§4b

REBH AR ST HZEABHY, ZRFBFHOEIEALDO—HERE . REEIRSESH LIS, cc-TGA
BRERE 70y OFAERHEL FAEMITHIML, B ABNIZ30%ICE T 5o BE S EATHT 5 i iz L Th
BEMY R EDVEAL T 57208 E 25N TWEY , TCGA DLFEAL Y F FAithd, 7 4O F M 21356~
66% ZALW'Y, WiF IS, RS - LSO MBIR S AR E T Oy OMEATICEY, MATEREIZRS
ZEALT 51

SE

1) Haddad F, Hunt SA, Rosenthal DN, et al. Right ventricular function in cardiovascular disease, part I:
Anatomy, physiology, aging, and functional assessment of the right ventricle. Circulation. 2008;117:1436-48.

2) Dos L, Teruel L, Ferreira IJ, et al. Late outcome of Senning and Mustard procedures for correction of
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transposition of the great arteries. Heart. 2005;91:652-6.
Andrade L, Carazo M, Wu F, et al. Mechanisms for heart failure in systemic right ventricle. Heart Fail Rev.
2020;25:599-607.
Vejlstrup N, Serensen K, Mattsson E, et al. Long-Term Outcome of Mustard/Senning Correction for
Transposition of the Great Arteries in Sweden and Denmark. Circulation. 2015;132:633-8.
Wissocque L, Mondésert B, Dubart AE. Late diagnosis of isolated congenitally corrected transposition of the
great arteries in a 92-year old woman. Eur J Cardiothorac Surg. 2016;49:1524-5.
Presbitero P, Somerville J, Rabajoli F, et al. Corrected transposition of the great arteries without associated
defects in adult patients: clinical profile and follow up. Br Heart J. 1995;74:57-9.
Beauchesne LM, Warnes CA, Connolly HM, et al. Outcome of the unoperated adult who presents with
congenitally corrected transposition of the great arteries. ] Am Coll Cardiol. 2002;40:285-90.
Wong KY, Venables AW, Kelly MJ, et al. Longitudinal study of ventricular function after the Mustard
operation for transposition of the great arteries: a long term follow up. Br Heart J. 1988;60:316-23.

Wallis GA, Debich-Spicer D, Anderson RH. Congenitally corrected transposition. Orphanet J Rare Dis.
2011:6:22.

10) Deanfield J, Camm J, Macartney F, et al. Arrhythmia and late mortality after Mustard and Senning operation

for transposition of the great arteries. An eight-year prospective study. ] Thorac Cardiovasc Surg.
1988;96:569-76.

11) Fuller S. Comparing Long-Term Sequelae of the Systemic Right Ventricle: An Overview of Single Versus

Biventricular Arrangements. Semin Thorac Cardiovasc Surg Pediatr Card Surg Annu. 2022:25:2-10.

12) Friedberg DZ, Nadas AS. Clinical profile of patients with congenital corrected transposition of the great

arteries. A study of 60 cases. N Engl ] Med. 1970;282:1053-9.

13) Anderson RH, Becker AE, Arnold R, et al. The conducting tissues in congenitally corrected transposition.

Circulation. 1974;50:911-23.

14) Amaral F, Valente AM, Manso PH, et al. Congenitally Corrected Transposition of the Great Arteries in the

Adult. Braz ] Cardiovasc Surg. 2022;37:534-545.
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12. BEIROERE BHELHSE)

1. [FUSHIC

R OEBICBIILEEIROBE ICIIHA LR LDV H 5. KETIIZOT T, REN»DOEILMIC
%095, K EIIRIGEEIIR 4 (anomalous origin of the left coronary artery from the pulmonary
artery : ALCAPA). Bk x5 By IR I #2 45 (anomalous origin of the coronary artery from the
opposite sinus). &2 KIME§E(/ (transposition of the great arteries :TGA) @ [ KIMEAA v F T4l |
F7213 [ASOJ BIZOWTIE#H T 5,

2. K EiRbhEARER

ALCAPA &, A7 SR ENNRI A Sttt 35/ BIIR DB IR 2 S L T BB TH 5, F4E
B2 13300000 HZEIZT BIEIERICH TH B & SNTW2hsY, T4 ORFZ2 TI124000-5000 Hizki21
BIFLEE CTH B EMEEN TN B, L EBIIROMLFTEIE I BIIR 2> S O 3 A3 HIE DLW ERIR M1 X > THERS
ENBH, MAEBZOMMAERIUR T IECITEIIRIEAMET 375 &, Ao IR O MFEAR TS &0 Lo ki i &
72 % o JEFREBINR O ML ATV (45 6 BYIR O BRI 147 8% — /2 e SR — M Bk ) 12725 2 & b H V| “coronary
steal” EFPIEN 5o AR EYIR & Ao BIR O B2 120 72 TR AT 238 5 35 B I3 A & CTHAE 3 2 951
(AR bd 0. ZLOY4, Kk 2-3 A TUHIEIC X A SBIEAR D5 ) ot LA LR T
JET A (FLEM) . AEREARRLAwmILK, MO 7-OIMERSERE SGHELTWDLI LS\, RIGHET
DER TAEMNOELEERIZI0% U ETHYY, 2RIET25HA0H 5%, LM TIE. BWMER, #
P TR L BEEROFEZIT )0 AT TIZ T 35 % TOZRIED FAEHEDB0-90% & &7,
SR THR T ZAT) DR SN TWEY, L L, BADOIEDETN 2 2135 BE Dbk
THHTALCAPA L2 s, BEIROEEEZTHOTICYZIECHMTRZTILELHY 57, i
EHICBUT2EEME SRZ &, Rz fERL, SRz fERdo e s, Mko 5ok H)
IR ML % MEFF 35 72O M EITOE T 2 i< 2 & TH 5 (MMAFEITOFHIZOWTIE, WESHE),
W) 2 BT B X OGO L EETH 0,

3. EaliRxIElEE iR RER

Fe e BR A T BRI A Hikehh, £ B IR A BRI A Hiehi§ 2 8 H THY, H—EBHIRD
BEbdbe ALY =3B BHM EEBNRADSH K ME A ETL TS 47 (X 1) Idmalignant
course EIFITH, Lo M MLAE IR R 22 SRFEE DA WY o R M FEE D AH = X LELT, WK M4
(L BREBIIROIEE P <, BB AL I K IMAE AL AL TR ESITHIR T 528 2 5T
22 KBYIRBENEATZPE B TIL, BB ICREN DA AT A2 LIS XL BIIRMZE, EBIR A
RO 275 £ B2 Ay MRORAE L LR MO TR E# 2 5 Tna'Y,

American college of cardiology/American heart association (ACC/AHA) HAKIFA ANIBITHH}:
HEHoEE (752D ZUTFTHE,

- JE R EYAR 32 B ER AT KM B A BT A% A

B IRASKIMAE M 7R B IREENZEATL, EEIIRE B X5 B AR SN/ &

AU ENIRACR A M2 AT RIMAHERR SN2 6



1 eEEh R 568 B IR I 2 46 0 malignant course
(ZZ 3k 16 LD SZE5 1)

TS ENIRAAE BN IR 2> HAREAG L WK ML DR 2 AEITL T,

a: FEA DR EIIR A BN IR 225 5 4 (2 dh

b A OEEIIRHH—TE Bk E L CTATE BRI 2> S ik

¢ LB IR AR B IR EE N 2 A2 AT

d : FETEB RS O = B N & E AT

N:MSEEI AR, L AEEIART, R AEENRN. PABHEIAR. RVOT : A=t i

4. KIMETEFERIOKME R 1 v FFiliig

TGA IE, LEERME D EDOA—BD72O, HGENPLREIRAS, LLZEDOMBIIRASEMGL TV
BTHY, LEHREKIE (ventricular septal defect: VSD) 237\ IH, VSD 25% 50K, VSD +/ii ) Ik
ek AT AMBIC SN L, B, TR LTk, KEMIREMENIRE A4 F L CEBIIRZ B A %
ASO 2347 d (RLEAREDOFEEZZBIE), TCA ICBIAEBIRDAE T/ S — 134 TH b, Shaher
ST (14 2) REASNTHY, 18 (FEBIRE#HB05eft sinus 5. AR BIIRAS posterior sinus
2ok ) . 28 (AEEIIRET T 1TAA left sinus 205, A BIRE 22 76 B AR 9] e 4% 2% posterior sinus 2*
HEELG) BET, IMETHAT %o H—EEIRDY; GBI IRDEENETL TWEH45121E, ASO %O
RN AT 2L T02Y, ASO TEBIIRBHIZT b2, EEIROMEH e e
. R E7IOF AVE DM T B IEIE 5 A B IR OB AME 7 &0 X0 5 LR T A RE A SBERR 912
TL. MR B IO BRINEBIRER T2 22E03H 2, ASO %025 4 A 1751397 % L Ht
BENTVBH, E A BHEE L CORB IR A2 1236 ~ 174% IR0 L 720, L TH RV,
ASO %D BH DB FM AT Esna, BRI CEBOEHIH S@LIGRFHMEICLL T+
O—7 T HHEFREINTVDLILEMERTHIENEETHY), MENE IR EEN R EEIEEET LA
id OO I—MEOR RLILRL TBLESHL™, ACC/AHA AMFF4 Tl 3~54TLIC
DIa—, B rFro74—, BRI AN RBRGE ORI EREZITIZEAHERINTVEY
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1) A /\
PPy
// / ¥ 2 Shaher %38

Shaherl Shaher2A Shaher2B (ZZ k17 X0ceZ51H )

/c : Shaherl : 22 BhIR 385845 left sinus 2°5. 43 BR 25 posterior sinus 2 HREIHL TV 5,

tp: Shaher2A : A2 BIRAT FATAL A5 left sinus 205, IR & 7256 By IR 18] e A% 2% posterior sinus @
H—@ROE2 Skt LT %,

45 : Shaher2B : £ BIIRET F 474 A% left sinus 2° 5. A BYIR & 772 58 B IR 91 i A A3 B 4 12 posterior
sinus 22 HEIGL TV 5,

PA : ili Bk

SEXE

1)

KEITH JD. The anomalous origin of the left coronary artery from the pulmonary artery. Br Heart J.
1959;21:149-61.

Brotherton H, et al. Anomalous left coronary artery from pulmonary artery (ALCAPA) in infants: a 5-year
review in a defined birth cohort. Eur J Pediatr. 2008;167:43-6.

Werner B, Wroblewska-Katuzewska M, Pleskot M, et al. Anomalies of the coronary arteries in children. Med
Sci Monit. 2001;7:1285-91.

Maddali MM, Al-delamie TY, Al-Maskari SN, et al. Unusual cause of chest pain at an unusual age. |
Cardiothorac Vasc Anesth. 2011;25:501-4.

Wesselhoeft H, Fawcett JS, Johnson AL. Anomalous origin of the left coronary artery from the pulmonary
trunk. Its clinical spectrum, pathology, and pathophysiology, based on a review of 140 cases with seven
further cases. Circulation. 1968;38:403-25.

Yau JM, Singh R, Halpern E]J, et al. Anomalous origin of the left coronary artery from the pulmonary artery
in adults: a comprehensive review of 151 adult cases and a new diagnosis in a 53-year-old woman. Clin
Cardiol. 2011;34:204-10.

Dodge-Khatami A, Mavroudis C, Backer CL. Anomalous origin of the left coronary artery from the pulmonary
artery: collective review of surgical therapy. Ann Thorac Surg. 2002;74:946-55.

Alexi-Meskishvili V, Berger F, Weng Y, et al. Anomalous origin of the left coronary artery from the
pulmonary artery in adults. J Card Surg. 1995;10:309-15.

Guo Q, Chen Y], Huang H. Anesthetic management in untreated Bland-White-Garland syndrome: a case
report and literature review. ] Pain Res. 2019:12:2167-2176.

10) Gupta K, Gupta M, Mehrotra M, et al. Anaesthesia for repair of anomalous origin of left coronary artery from

pulmonary artery. Indian J Anaesth. 2015;59:136-7.

11) Patel S. Normal and anomalous anatomy of the coronary arteries. Semin Roentgenol. 2008;43:100-12.

12) Chadha S, Husain SI, Shetty V, et al. Anomalous origin of left main coronary artery from right sinus of

Valsalva. Tex Heart Inst J. 2014;41:558-9.
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with anomalous aortic origin of the coronary artery. Ann Thorac Surg. 2011;92:986-91; discussion 991-2.
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16) HA ¥ . e KM B IR G OFVEHEHE . Pediatric Cardiology and Cardiac Surgery 32(2): 122-128 (2016)
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in patients after arterial switch and ross operation. Circulation. 2001;103:1875-80.
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23) HATEBR 35 2x, HAMIA VR A2, HA/NBIEBR 2545, 1341 2022 AFCLET RS RV O Bkt st i W 0 85 11 - 42
BRINERICEHT AT >

24) Latham GJ, Joffe DC, Eisses M], et al. Anesthetic Considerations and Management of Transposition of the
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13. MAEE. hll/IVWRFEDOIRA

T RN BB R OME OATGIZBWCOYM e (DUkEERE L7z sl o) 1283 54
WETEFVALNUE, R1OEYTHE s LrL, FrdE® oAb Ity A2 Ficds (3
1 OHHRELDFEMEDONNG) o DI, FMiziTH%ElE. ThEhOEEOWREFHONENL,
I A7 LI A2 DT 2% EEL T, HREOKEOH W ZITILEN DS o — ik Al
KRB E O TR T 2HA NI L TOHIBELEF VAL NG, £ 2, £3, K4 0OEITHB,
ZZC, MM RS Falrkid, st Far, ANEFR, BEHCENEE (ERRPRIRIMI—2tEb2k
W), RETTR, HERETY. LoaLl, BREOEBBEEI LI EFT v 23 o Tidnn,
DBEZEORPIIS LT, MR DOV A2 LI A2 DFFEliE G T8 g (RS 255723 BRI
REFMERATTH20EIDNDEZOT) 1IZ2WT, WFE - SR - BREFHZ X2 B ER Cotinige BE B IO
ZORBFENDFA FEERHDZENLELN,

TNT7) RIS BB, ATET 3 ~ 5 HRNCHKIE T 5. T 770 v 2 NIRL T B e KTk L R
BOL MBI AT B CT2OILTTEINT VWS (2 TRIFIUITV T 7> DA OF it LA RS h
BEIIZHD) DT, WERHIA ) VEBRPUELRLIED S e A/ 053N TWS BH T,
BT 4 ~ 6 BERIETCH L2, il TN~ ) V2L, RS R E LTV 77 % T B
L. PT-INR 2HAHIRIC A o726~ ) % iik§5Y,

BIAE, WEHEHBRROPIERE S (direct oral anticoagulant : DOAC) D46 KL B BEE D@L
L TOW RV, 20720, IREEFBIZOWTOH LA+ 5 ThH b,

TAE) Y EAROPUIL /MU EIZEG 720, — B2 D3R B R OIELIE T Cld, ot/ ML
S, PLBEE SRR SN TR &, TAE) V2 KEL W TFEMERAITT A2LddH b, L L, K
PO BB, R OERE. 77—, FEE. BREE, BEETHEHELREOBIMEZEREFEOIEH
HHEEMET DUEDRD D, TAC) YRR T HEIE, W8T 7 BRI T2, Mgz 22 D
FVIEBITIE, RSB L, BOKO W, i, NN oS REERERT DY,

VUM A PR O X IR, - AR 70y 7 £1 Alives, AEERCHTIRBETIET VAL
IZOWTIE, HRRA V7)) =7 8eas -
AR 2 - BRI ARG | gusmeriscyssonsrums
THARIA Y EMLTWEY o X IRk -
Mk T Oy 7 21T 3 A EE. COHELE
IZHEHE I (K5, %6, £7) —FKD
l%\%—(‘\ci‘ 77\6]):/%@@ (nonsteroidal MEOEBRETFEET S I3 /I FRi@ICHTHIOILIFU
antiinflammatory drugs:NSAIDs) W [2%2
HE’(FPO)%“FI‘E%XM‘ . 6%5%9*%@@01%,@?63: T2V UFREZAICHTZIOINLI 7 U/RS
7;?‘/‘\ kéﬂf‘/\%ﬁ§\ %f'l‘i‘t‘ﬁ%,%\;%\% T2V UFRE2PICHTZITAEY V@S
ZBwTii, ﬁﬁg{c:iﬁ/\‘f:i))&mm:@?g 28 BFHICNTEFREUVRS
WAL 729 2 TH W 245 A335 5, BRI S 5155 RSN 372U VRS

BARELOBD) IMRICHTIONITPUIRS

BRABRTFIRRCHIZIVILTPUZEFRAEUZOHM

EBFICHTBITAEU /RS

RIS v MlfRICH T HT AEY /85

PERE - BARELOE BRI THT ALY VLANDHRIM
AR DI 5

MEEDQUA7ZHTHERY - HREDDOEHERCHTSD
LI7U/RS

Ilb




®R2 NABEREORED D LIIAEOHIHICE T HHR

EIETIAUNIL?
¥R | IEFVZ
I5R (7]
il U 2 2 BHEVFHI TR EREE
i3 )
il U2 2 B FEOFH TIEMmiE U R
7. MU EZRULTERNCHEST c
&)
Hl U272 FEVWFRT R nREREE C
HEITD

HEER - TATOEHT. BE AROTESEBEUBEC+

DRATHEHBETHZ. HETHESORBM SEREL

BETHS

=4 EHBICBEIFTACY VICHTIRRETIETY

ALURI?

(A

DR FHTDFR [C— AP ZERNEL
1e7 AEU Y DRSEBIRT NE TR

BEEARE LTO7 AE U 2 %= Eiff
HICRFTIDPLETDDE, MDA
o, HNURIZEBUTRET D"

#2 | IEFVZR
I3

%837

* BEIRR T > BEROAMIMER (FPREVY, FS5RIUIL,
YOERTULIL, FHTLO-L) CBULTE, BICEE#B0.

5% 6 B EEINTHRE. BR

®3 NAERKEORON/(U VBRICETIHELIL

EFVAUXI?
#R® | IEFVUR
95 | LAb
DI PUVERET DR, L—F ]} C
oAU ViEBF RS NED No benefit
#BEFERHRPHFRESDEERSY
CBVTINT7 UV ERET DRI, lla &
AN /EREESTD
ERVUAVHELEMmMY A HMEVEE
EBVTINL TP UV ERETBEIC lla L
NI VEREESTS
EEEAREOREER (DOAC) EHRE ]
THIWIC, AU VERGERINGEL LT

®5 XERN, #8870y FEHCETS, HmY2798°

LV FURTH BUZI#

MVEHETHIC 5158 .
il WS HEEOWETO Y 7

HOMERERT 5 8F"

rm et < ORTRR

MMESETHICET3HF

< HETRR S RpBwEIOys°

HOMREERT 3 BE"
N < bIETHR

MI/MERETHICE 34
FmOMEIO Y7

HOMRREHTIBE" [HOMKRERTI8%"
ADERBHETOY T AOFREORETO YT

RBBRIOY 7 FENENER 7D v 2, HBNERT0 2, HBEENE 70y 2,
SAREH 0y 2y, EEGETOy 2, ROXFET0 Y2, LRAEE DY 2, TH
#EToy s, ERAEE 0y 2, BEETDY 2, REEET Oy 2 [FABNE
8% L METE] ARNETDY 2, BEBERENES 02, BRERET D2,
MMME Dy 7, LRRETOY .

#EEOHRETOY 7 RENER Dy 7, BELRE Dy 7, RENE D2, W
MEETO 2 [EE], WRONE Dy 2, AP LAETDY 2, HRNAETD
7, HEGBW 702, BEGRE 702, KB8&E 0y 2, SHIKRENET O 2
7, REMET Oy 7, TROBE Y 2.

a: WSS & UHRE ¢ QIR TRRTIE, M/ME2AT10.0x 10/ i AL THBZ L AL L
L., 8.0x10'/ul KW TOBBRSEH, 5.0x10'/ ul KR TOFM ¢ b RTPRI2H
®/ihpo,

b: @Oy —F, REOFRERSE FEE BEFRHA EiEOKBRFH
WA LEATAEHR, RHHMYA/HTHEILPGHAREELTRIRZS. 2
72, KRBT RRBEEORBREAEEDR, APTT (activated partial thromboplastin
time) % PT (prothrombin time) FOHEREI-REMERO 2BEITIR KA 2
BePYRIBAOTOy y EFEETDRVI L AHRIND,

o WEEMEE T v 7 RE/MIEAT10.0x10'/ i A ETHITSha S E ARSI
IMERETRICBT 2PN FRORLBITETHS.

6 AMAMERTLRANMEHRERT 2RHORY BV D

o I/ RHRAE D HRIENR AF—FNEEDS
s mas DHRT RN VEY: AL DEY AR VESI AR T e
FAEY > IKATAEY LT [TXA HE 28|78 (5A)°| TBD AL WiEEBLY
PAEY Lo
son7z77% fgL COXMET 12 B 18 L ZL HE2BEELY
{2 FARS 1> FA5S 2" |COX S 5~10 B4 28 ZL %L thk 2 pERE L Y
{777z 17707z % [COX[HE 2~4 B§Mm 1A &L ZL th 2RfEE LY
ZANE7O7z> |AEFLP COXM® 6 WfE 18 &L 'L HE2BEELY
L% 7 Ly 72X [COX-2RIRMIEE 50 B§fi LT ELT ZL°  [HhEODELL
JOEFTLL TSEvIA®  |P2Y,, ZBMHEEH | 0.5~-3.08M°|(78 (58)°[78 (5A)" &L HEELY
FHOETS IFRTLE AC EHAE, 1.5\@M* 7~108 | 7~10A FL HERLY
P2Y,, BE & i (58)° (58)°
TIZTLN I74I2N  |P2Y,, BB R GpsM °| 7—~108 | 7—-108 L thx@Ly
(5 A)° (5 @)°
PEEE P TL &= PDE &A% 11— 138 20" &L® FE = Y]
JEUHE-L ~NNHF® | PDEEEME 10 B 2R8° ZL°® ZL &Rty
A4~ FRTIFI| IF=N° TXA; fi % 60~-658M°| 7~10H 7~108 ZL mEELY
YUETLS— b PLT7=9° 5-HT, &b mE 0.8 18 #ZL B L HE® L)
~NS7OX b En+—1% AC EM4E 0.5~0.7 B4 18 &L L hERLY
a1 yLe
[ -Er FFIS=-AF g_nb):'/ﬂn 24 B/ = &L &L HERLY
CA
L ESUS Jr/4J/a7 8 [en =0 24 p3fR 58" &L &L =gl
(SSRI)
=EXT 3% IXE N8 €0 F= 21 B 5H' &L ZL HEREY
(SSRI)
FORFHI Wiy 7 X8, 0 F=H# 16—26 Bsfl 58’ &L #L hERLY
F7aX-=1® | (SSR)

TXAj;: thromboxane A; COX : cyclooxygenase, AC : adenylate cyclase, PDE : phosphodiesterase, 5-HT : 5-hydroxytryptamine

TCA : tricyclic antidepressant (=#HRHt3 2%), SSRI : selective serotonin reuptake inhibitor (ERMET b= ¥ R Y ALEEE).

a: ATEE 2 IS THS 0, FWREFNNE AR RIGN &L i MR L 2w,

b : EBIRA 7 > M EAEEE L HRERED 2 K P2 L OBETRAL T 38410k, 5 HMEEOEVHRENN bEESha.

c:TBD (to be discussed) : H AZ7BOHM Y A2 M Eha 7oy 2 FHTR, TAE) YOfEBRZCMLTRET 7oy 2 F L R2 a0,

fEPUE R T 5. Mo

WCit, FRESROTL.

d @ /R R B E T SRR v,
e:PDEM#ER LT ALY ¥2HAL T2 BHTI:, PDEEERIIT ALY »OREMMIHES .

2 #8135 >Eokizo

WTit, WROB(LE ELTIRMESSH2 0, BAOHERE (VA2-<274 v }) »EHBICHNT 5.
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®7 AAEEORYHEN

EETs | 85 R HF—F IR
#=hE [ BEET | @ | POEEB S A P [ ——" ﬁg;g::
FoHE AR H | raEY, |BiE |BAR, O.7~205M (B |4BM° (B (40M° (B |48R° (B 2836
ARYr |7yt FXa ETi | HR ), 2—4p3M |iE), 8~108%|i2), 8—108% i), 8—~108%
(ETF) me (T |M° (&TF) |M° (&F)
I/E410( 754" |[FXa> b0 |ETE|HR 3—6 B3 (ET)|12830 12 B 12p5M 283M
Yy SES
ALFL (757320 |[FXa> bO | ETR | ER 2~A BSRA (MiE) | 1283MR ° 12 p3m ° 12830 ° 283
2
Fx2d [PUZZFF|FXa BT | ER 17~20 B3fE 48 48 TBD® 6%
KYRTR (ETF)
TNTFVe | T=T7 UL | VitK it | 8O |FR 4~5RQ° 58" 58" TBD® hE®CEN
BEET [CYP2C9]
HEHRTL [ 7F¥E4T | bOEY (O |ER CrCl=60: 1484 (4B (CrCl= (4B (CrCl= |TBD® 6 B

(80%)" M@, 30<CiCi< |60), 58 (30|60), 58 (30
60 : 18 M <CrCI<60) |<CrCi<60)

Y- [fI¥LA | FXa €O |¥R 5~0 Ef 2R 2R TBD" 6 B

40 (36% : i&
HAE)'

PEXHIL [T Y% 2—2° | FXa 70O |ER 8~15p3M 38 3R TBD® 6 B
(27%)'

IFEH | U T SFH® |FXa #0O |ER 6~11 s 28 28 TBD® 6 B
(50%)"

FXa: iE#EM X EF. TBD: to be discussed CrCl: ZLT7F=2>21) T3 ¥ A (ml!/ min).

a: FEFENIC, APTT (activated partial mmmbuplasnn time) 35-1 Uﬂdﬂﬂ'&“l’if&iu &%ﬂﬁ'ﬁ'

b: FFHTIE. BRIEEDFR SRR 2 (. DIC (d i lar coagul !f‘liﬁﬂ-"-ﬁﬂ)nﬂk?&i Fay2¥F
HEAMELT, DIC &l s h?’li’\ﬂﬂ‘-ﬁi&l‘!’ﬁﬁlﬁﬂfli&w

c:TBD (to be discussed) : ) AZBCAHEh 5 FHC BT 2 RM PR ORN . 7o v 2 FHiC ksl e fEIC D M 88 LT BEORHS
RIBELAEYAZENOS ECMlcvET 5. HMEICZEMICE 5 EMENTIRTHSZ AL, MCHET HBE I, RN E LN 2
B (2xt,, B0 @05 LNGENTHE.

d: IV 7 Y OEEMIERSRICIVRE {RoTwa, B EN00 LR TSEM & 2 E B BR L2y,

e: WHEFHMIc, PT-INR (prothrombin time-international normalized ratio) <1.2 @i+ 5.

f: WRREL R,

SE

1) HARERGY S, AABMSER, AR A S, BANERSE S, b SE RV OHEIE NS/ B DR B O iR
FLIEYPEEAARTA > (2018 FELETH) .

2) HATEB A, HAGE . RO TMNICHT 56 08 0B B OFHGiEE BIC I § 274 874> (2022 4ELETID) .

3) HANRAY Y=g s, HAMRBFR &, HARXBRISE &, PUIARIR LT O DOSUREE - fhig 70y 7 74 874 >.2016
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14. FiR&EE

1. FRE D IRER
IR AR 37 2541 W TH B, 22 536 ML TOM EEL T, 22 BRI EL E RSN
SEFME LB DAL T I R A R T A% 0

2. HiRPOEERINE(L

DRBETED 20T E ORISR 258U, IR 32 B TIARATOL.3 ~ 15 ez, £
DRIZFHWETHIT N TH 5, OHHEROBIE, OIS — R EOm A OBMIILS, LirLo
FEGPHEEICB W TL, EFE2OMEEEINSGEL THRnpb LRy, IEFIEIRICBW T, 55R
I % f S AEAR 30 8§ XNTAEARAT D15 fE AR BEITE T B0 (ORI BB ISR WL HEHULIR A 5720,
M ERF L2V B RPSEAM o TLmEL R MEDBI S 5. SO EPGHHIZXD
PEEBR MR & 53300 ~ 500mL #5119 %,

IEARNE, ARIMERDOIGIN L L THEBR MAE T DM AL V72D B M E 2%, (ZEAEDEER K+
AT A7z DA E e 2%

WS A I 575, O8N % Ll o T RHR AR AL, PaCO, 1330 mmHg #EETH 5.
RBEHACHET SR =Y ZAD3HHN %,

MAEEEINEFHILL T TIAT AT %o DR IMB KRB IR B IR T %0

3. IVEESHITRODOITIRY X O 5

S 720 Tl AR TP S RE BRI T TO IR A2 D FFAfi:2 LT, Modified WHO 23 ¥ 25k < H v
5 (% 1)?, E5IZCARPREG 227 ($2), ZAHARA 237 (#3) d4b®TRAMICEHESh
5V o NAVAZ LG BRI, SR B e IR A CHET S (45 3 8 (SRR OB
DOIFDIETFMNZBITBIVAZEHM | ZHR) o IR 20 D25 KBIIR 297 / KENIRILIRE BT TH
o MEIRICPEY KRB IR PO g5 b & O & ICPE . REVIRGEREZB ROV A7 I 5, D720
KB R F 7 E D aortopathy DAY A7 B CIRIFIRY A7 25530V, IFIRFT O KB IREDSSKEXWIZ
EEIAZ LD o WO OIEEHIIENTIEH 55, IR BERE RETTHEL TV 7 7)) DA D720, T
PR IEIE IR I & X R o 7o PudE B L2 29 50 BT & BF O I J L HE LR 5 B R & I AR 12 5 B i 0D
Wi HDVAZHEN o BOEORMIEER 2% 4 (ESC) DBEMFIEICEBE, BEMFR & B 0¥ e £ 721358 i
DYAZIF20%I B AT ELFE SN TN DY,

Modified WHO ZHIIS U2 iFEL VB #kflidsk 1 o) Th 2", [Exiske] & [MEBRIERE
PIFIRD ¥ 28—l | 1RO BHEIEDHLEH 4 1R T,
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£ B H FTEINTRAE,

ES-gi

# 1 modified WHO 73 IS XA KM OB LD IR 227

IRV

FELL

R

ZiB. FHRHEORRE, Il [CETFD

BHAFET- DN U HhisiiRBR - BREERHENATRAE / BIARERATF / (BIBFHIRAT
| BHASHHERDEINE LD UL [FEEEN - B8 {REEENE (DBEPRXRIE LEFRRE
EIRERTT. MsfRRERELE)
BMAECRDOBREEINEBESHHERDS | HhisEe - FBRIF CEFHEDEL
Il FHEEM FEBDBHRAIE / DEFRKRE
Fallot PR{EE T
BHASET R & A A HHERDPEEIEM ERER - BEAEMEERT (AERHE>45%)
1~ - KBRS (CREDHRIAR <45 mm)
- REDARARTRIEMTE
BURECROERFENEBEESHHERD | BRHBEBSHER | - FO0EEE
SEEN. FMPROERITHDYEUYT | OIFR)—NER | - BIFFRETEHHEDIRL) Fontan T
1l DAE. FROBICIEEFIF—LDZEN - REEF T/ —CKRE
WHE - ZOMOBHMR AT DER
- KEJR— 5+ (KEDARIAGR 45 ~ 50 mm)
BAECROBEDIENEBESHHERD | BRFSEBRAHER | - MERESIHMELE
SEEN. FREET. FROBREHEE | OTFA/—NER | - EELOEEERT (E=E8BHE <35~ 40%, <30%,

NYHA DHERESFE Il ~ IV )

- KEIIR— 5 (KEPRRIRR > 50 mm)
- BIERARABIRESR

- AR ERE

EESTES SN

2025 AT SRR LR

# 2 CARPREG Il YAZRAa7
AFMEADNEZBINL 72D

ERTFART

HIRAIDOME AN & (DAZE, BROE, AR, RERMIAEF)

TR N REE 5. DARA R B R B HAA T4
MBHHARTAY LY

JENRZ

DRI A7 EBEDMEA N hFEEE

FRENZBFDIME
AN hRER

T
=

YRHZAI7(E

NYHA DHRES R Il EETClE IV E, BBWEF 7/ —E (SpO. < 90%)

D= 5%

Bt BT R

8%

EDEREEET (LVEF < 40%) *'

15%

BELERABRR DDV SRR *°

20~25%

FEMEDE

5Bk 40~45%

TBERERDE

BED Aortoparthy

NN NN N[0

BEISERNAZRITTUVELRE

EIRHEDZZDEN RS

DBHEDIED SR (£<ICHCM. HRELLEHE. BERDHIE)
2 DEBERRECRERGHAOBE <2 cm’. ABIRFOEE <1.5 cm’. BALE

R ESZE > 30 mmHg

HAEBI: 2 / HA R AR
P E ORI - INEOTMIE, ST 2748542 (2018 4ESETI)

EENBRIFTARTA

1|

i)



# 3 ZAHARA VAZRAT
AFIMADONEZBIML72HD
URHZI7 EBADMEA X bR

- Z37
BEOMEL R D
& BREF (ERE) URSZIPE  BEODNEAXY LR

REEFRDERE 1.5 0~0.50 2.9%
ﬁm@mﬂ#%;‘ﬁﬁ 1.5 0.51~15 7.5%
NYHA DM8E58 Il BER TS IV B 0.75 I5i~28 g
R 2ib 251~35 43.1%
FRBREERER (PEELL) 0.75 > 351 70.0%
EBREZEFEnR (PFELILL) 0.75

L2 bad 4.25

F7/—CHiEE (BEfm®ZERDT) 1.0

Y R EIRAFERE > 50 mmHg B
AEIRFOERE< 1.0 cm’

HARMESR G2 S / ORERHG AR AR B RAANTA
DR BEEOMEYR - IMEOBIS, EHHIZET 248742 (2018 4EET) XD

4. DREBSHITROIIREIRT HiEszOEHE
P RO B A DL R ORL I BT 2 MR OB EE LT, RIRHE, Bk RAHE DR BE, 77— 71
A8 =Ry ay R LRI E T iz 24 IR T 2 2250287 5he (47,

B Vo P > S [ 4EG pE BE A =
K4 [EUAREE] BLOT [R5 G BHTIRO O ERENEEFIE T DEN (EEBNHE, EREEIRHE,
TG g ; - DRMEHNRERS) (C&dIVHILT— 3 vh, 5 -
FAS=MighE ] DOIEIEOH % EREEUTESICA5NS

@ AT—TI - A VIRV a3 PDRAFMD T T
B, 24 BREGHTLNESEZEPFMEDLERTRETH S
(FNTHIXHDD, HRPOREBLICHL, AhT—FIb -
A V=R 3 PDRNEFHZRRATITH I D ZE/EL
BENDD)

@ MEEIENEE (24 BRENE) U, FDEIRE, SiRE. A
BIREREDEFE_S—HARECTHD, HBEBHHBHIN
TW2. 5IC, BRHEUREPREIGICHETED

@ REKRIEETOHBANDRICE/SN, ATHREE, ATDME
B, KEIRA/L— /I E> T (ABP) £B, &R
WEEBESOKERN, DRICERATRETHDS

® R DD D, SHIER, BIE, ERYRREEIDR
HH/S5ND

® FERBENBEL, DBICUBARZD. FHiR 22 BLEDR
WIFTER, PE - BHEAS BB TR E RENLAEE
(NICU) %EfBZ TS

@ ANTHIRMEZER2(TITAD

® HBFHERDTHEINTVD

© EEOBFPREDOREZHRTE, MEICIHUTAREED

123
© H%=E, HGEFMEEHBI TS
O DEBERRE (EREEORLZRNICHREICEETED)

PMERE T
HAEEI 2 & /) HARERHR AR 22 & A FTA T4 > @ BUR I OLERLAOIR - HE(CE, R, BREH, &
X M2 BRI, R, SRR, DRMENE, NRESS
N = . S’ N Y /’S& -
DB O - WEOES, FHIZ 2 B, BEH, S50, DERSBTOEROSSEEE, X
HARTAY (2018 (ELETHD) X0 F A ESORE U F— AEREAEE T BT ENSL,
ZOUEERITNBTE
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EOBE FEINETRE, BR
5. FRERILDZEIR

WEYHASRINSN LD, R EIEAHHEIMAT OB T, REM P oMmEZHT
PEERBYREA A LT WA (Marfan JEMERE. KEYIRTHEZ2. IEIIRSEZ2. Fontan JEER72ED—ER)
B IE, Iy ha— VIR, W, 77/ —E2 R a % THHY o DEBEISICE TS
SRR T4 137, KRR DT8R, RO B AL OIRBLZ KL TIN5,

6. W EVIHlTDHEIEIE

OB BE T RICHEHREE 2 E — BN b0 WADRBEEORIT VAT e, SBMERIC
PEAORRI R 2 CEB L, U TRARDY IR R L R B T35 5 22 TREIBBAGR O LR
LGB0 THD R OEBE BT B VT E ORI E OB REIIR ST RN o Jili i 1L
E (ERWUSNOFERDEE) [2BWTIE. FREBREEO M 4 OB ZALRL T ERB BRI Ch LI L
AURIEENT WA JEF R i 3% ORI U TR 2 R IR§ 5,

DAL BN TP 2SI Wi A, N LI A 23 255132 MO BWils s b, —
Ji. BEOWRETIE, PEEPSEEOERIEOEBZ AL TO TR S GRS THYY,
Fontan 68t % R KEYIRF A2 ' 123805 BRI RR R0 35 B BN RE IS R O b 35 5o

FHEE R CTLXR IS JREH ANOX R 2 E 3 5, IR B W TR M HPuA A L0
BABINT B TFBECDIE T R 3R AL IR L2 L~ TR D S DR PR IZ B A, BRI R D FE Bl
MR, BRI IPTOAK T 28 ) 72 IG5 A IR RREE. AW OB BECOIE T kL
TN AL IR e 2 AL A B D 7o B KD T RN B IR e & 3 %0 F72I3 M IAEHEZ S A ML — 2 ar L TR
MAE KPR T 22D HETH S, Fontan 5 TlEF EHAZ R HNL DB MR ERED A1) v &
5o

TEUR PSP AR 3R i % 32 0T T Ao D BT I 1325 o DU AR % 1 p O F B BRI L2 B 3~ 2 A RSB
FEHMERTVS,

BRI T EIEGRE L CTHF IR VR AT VIV T AN UL, FF TN MR E
MZEAL. FE0EBITECIRMERT ., DIEm. OB a2 Sz o9 Fofo Tl
BT O IR T ABIESRT0Y LDEROST K T2RTIEddH 2", AFLILITAN Vidt
U=V ZBARVEE S CaZ BROER G E B I T H 5. MBEPGHEEAZESL, EEREMHEZL-538 6
5B, WTNOTFE RS R —F A% G528 T, LER/NER R TS T 5,

7. ERIRICHIT S ERE

PSR ORMAINTaTIvERMSE, Bk, mE LA OHEEREN mBHRKrdesd. s
DAL T HRES RO B I R R 21T e EEL W (VT AL LANLVC), LA LG
W EEE 2 B B O RYEE ROME E AR I B & B 0L #1320\ S ETlCid Fontan 758 ¥, Ebstein #F
B BT RO R S R BIIR R LD Fallot PUBGEE ', Marfan JEBE ™ 2812BWTH
BRI B PO — 23 — AW E I T 5,

S RVE O B2 BT 5 0 G RE SR X 0 R I D S IR SN A 2D — R TH %o A YRR
PREICRBATTEAZED, D IRREOFRIIEIE O XN TH b,



8. WEUIMlT. ZFESMIFOMWRE=-SVVI

AT = H) 7T AS JEPNSIS U CBIMAMBIIRE, FERER.OIHME. FOBIRE. EIRY 7 —
TV, BEBOLTI-HERH VL, BESRFHOREEIIEREAHD. HOEIRERLENIRY 77— 7 VOF
i ASEEL

9. ELEIE

FEEBIZT = DI A auto-transfusion M5, JHIZHE B EHIXIME LD K55 H3LE IR A7
O, BIAMPEEMT 5, LR OEBULELLIRBEREAIIBOT, ODAERREIRZE DA XV
ZVOid, S ASER 1 AT TTHSY,

SEHk

1) Ramage K, Grabowska K, Silversides C, et al.: Association of Adult Congenital Heart Disease With Pregnancy,
Maternal, and Neonatal Outcomes. JAMA Netw Open 2019; 2: €e193667.

2) HAMERZGTS, HANBERG TS, RN GE R GERET S G RE CIREBIETART4 > 2025.

3) HAMERZ AR HAERMG AR 74 DR BB A O - MEOBIS, FHICH 5718742 2018.

4) Wanga S, Silversides C, Dore A, et al.: Pregnancy and Thoracic Aortic Disease: Managing the Risks. Can ]
Cardiol 2016; 32: 78-85.

5) van der Zande JA, Ramlakhan KP, Sliwa K, et al.: Pregnancy with a prosthetic heart valve, thrombosis, and
bleeding: the ESC EORP Registry of Pregnancy and Cardiac disease III. Eur Heart J 2025.

6) Tsukinaga A, Yoshitani K, Kubota Y, et al: Anesthesia for Cesarean Section and Postpartum Cardiovascular
Events in Congenital Heart Disease: A Retrospective Cohort Study. J Cardiothorac Vasc Anesth 2021; 35:
2108-14.

7) Wang Y, Xu H, Li H, et al.: Association of hemodynamics during caesarean section, outcomes after caesarean
section and hormone changes with different anesthesia in pregnant women with severe pulmonary arterial
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