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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

KIEE DS, BROBHO—BIENIZFENTH S,
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Fe RV B EHE O A 100 NS LI AR EST2RVBEOEWERMEEETH 5, L5
KIBRODEHRRKIBO L) R Y v MELEBR? S, IS 5 M A3 I RS TF 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
VAR SRR/ NIRRT % DRI H BT AT 131980 422590 EI2 T TRELFEL, R ELTIDOR
WNCFAM 2 2 72 BB DS BUE 30 i H40 IRISEL T 5. NSO A KO B EE IS LT
AL, BBEILETHINIZOROEMPHELBLTRA MDY A IV 7 THEERIEZ E 2
B E MR L ETH D, TNAFHICHI L THRAGKMIOEE] SV HIETH B,

HAENZ BT 558 R B0 BZEHKIZ1997 £ RER TL5 AR O BE 2330 T, 15 %L Lo BH
E31 HATH 72 EDFERENT VDY, BRMOHEEORAEREIE I 1% TH 720, NEIALTS
WA $ 2 L2 TRERIELEEDBEBIWA T4, —T, WAL RIEOEEBERL, B 1
FATOHMLT WL, ZO70BEHTO R uf%,mu%‘%&%?&(ﬁﬂff% E15 A OBH IR 15 7
A 15 %P O BEIES7T AR5, ALK DR EOZHIIE, B OEE, AR, B)
DRAEAG VR ZS . WEPR G, MR 25 B . R BB W G Etcé: P2 DD O ORI Z
RE IRREIC D ISR LR Y, INBEDARDINY 775 b Fio 2RI TIE AN —TERWHED K
AR T B0 NEBENY 77T 2 FICHEDERIA, BAFEBO M —= 27 %20 T RASERELD
BRHRELLTEBHERHOPLELREZDE—DDHIETH LD, TN DO NG RO BB #E K %
FYEINCZR LS T 72012iE, TERSENEEZ Ny 777 0 FIZRE O AR LR BEHEMEEZE
TTOLLENEADH B, é%L\_nl‘o@%\%‘ai~ﬁ§£}\kIﬁli‘%a:#nl‘»ﬂiﬁiﬂﬁ%d&%ﬁk@“éi%{a‘ﬁ%V)\ Z
DEAZEREEHIE, SBRMOHEBOMATEIREZ 0 B L7 FRHE OB 529K D 5 5,

BN DS KA LI BN T TLHE TR RIERLOE PR RIBZ I T 0 & L7z OB BLfE 209k
BOBETHo7z. LELEHRIEMNE 30 4202540 45458 L 72 Fallot PUBGEE > K 45§57, Fontan i
B 72 EHREERE D O E DO SRR BOE G BN T 2. FFOLETFMEHRICH -2 KFFETZINS
HESE N ST DGR OEBORRE, SHICOWTHET LI LD ROOND, SHIZEBOZET
ROOLNDLNEIITOAE, AENR, MiSMEQFMAEETHY, NEMHEREE, TEERENEE,
DM SRR EOMBELRERIEEPRETH LY. TNT THBMNADOWEETDH - 72l 5 M E % 4 b
L7226 RO 3 AT 5 treat and repair #3: ®. B A Fontan i B E 1205 2 RN R 0 dt
[z Y WEFRGEOATF—FVT 7L —ar? b, REBFEISRO SN 58T S S5ITK
LTwEtlbhs,

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



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. ATHEOHATE

AR, W BN CIEEESEL N T ERPMER SN S, mECEREONM LIZEWHTHLH, g, £
RARALGENZIB L, BMERRORMIZELHEREFTRZOTA AN EERE, RYELTORMBEIIH IS
NTwiv, L7225 T, 2R BINFAM, HFN20EET 52D %h0n,

(a) I\vF

23y FIERIILEI SRR IR A TR R D70 SN D0 MEIIZ VY — VT VT NLE L 7-H OO, 52
L (T, 7PHkBE). EREMICEESEACHMBEROIT -7 Ui, RV A7V
(dacron). MEMRYFIF 7+ axFL ¥ (expanded polytetrafluoroethylene : ePTFE) Z%&EDH 5,
WINLFEE T, WEREBIIIIA AR (RENEE) T8I, TO%ROAIKILIZO LD %, il -
M OAC DB, ARG EZZD, S (EEERRBIREZRE) SN LALIHCLEH
LT BEEED E . Mk LR FEEZH MR IZ. BN EMIEIZ LS BB XD 2 M kAL
DAL, EEOWREDHIFFEINLD, REHIEE ETHb,

(b) AI#

AN FAETO N TR HIIEA X, A& E B O WS 80 E OB H 5, HERFT
EHEMR, MRS (homograft (CREIRF. MiBIIRS])) 235, AHTIIIFFHTHLARICB W TePTFE
IR RHOFIPEFATHOLN TS, NUXRTER., AT REICES N TARREEEAR LT 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 FAir) T ENWIFFCTE, PLBEFIIAETH L, —H. KREIRFAHA O EZ KEIR - MiB) Ik
“HROMBIZIRLTLEI T REMED MO TS, Ozaki i3, FBHEEN T EHEO P I E S
BIGHLETH D, TV —NVT VTN 2T 7-HA OB TEAR P REERL, A% - KERES
R T Ho RIMATEIRRIZENZE SN, /IR - BAEHIBIT L RIDEKEIIATHL™Y,



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

(a) fmEiRA+HEER=

ML CTidhomograft O~ TH A0S, AIBTIIAFHIBRO-D, SFSFhHEM. ik
RASN TS, ePTFE membrane #® fan-shaped tricuspid valve Zf#L72ePTFE conduit ®ff
HTO RIS AS R S Y o BUAE TIRAE R DO SVEH Il BI IR A7 18 47 & & ISR 7 — 7OVl B IR 2 1
#ff (transcatheter pulmonary valve implantation: TPVI) 432023 4 3 A5t S N7z, B HICH
V2 I B R A B SHAS 4 3 BB IR 7 # #4 (pulmonary valve replacement:PVR) @i, =
BEDBFEIAR A B i ASHY . DL T O~BDWTNhERBDLGELEZDNL, Thbb, O LAEIE
RREB A REDIT . @QHEFEEELL EOAZIRR A EREA L. OETETHIERD LEAENRE -
FOERERY DS, PVR ORBERFHIIOWTISTFSEFLE LD, RIEH— LIRS TV,
SO DR RBICOWTHIHEHEINTEY, COFEAEMRETLL TOEZERBR TIEHIA TS
Oy B EDOINCFMEISICBVTIE, BAEOAA FIA VNTHEMENTUDH, LHEREDFFMICE), XDH
HOWBBEILIENL, ZOHEBIZBWTIE, TPVIIIH -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) X Bjork Fontan i Cld, @RI EILRZE72L Fontan TEERDAHE R L
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, EAT REYIRZEILRICED ZIREDO KBRS 2 GO L720 T 628DD L. ZOREIRIL
KEZLRTWIKRAER aortopathy EMEOY, JHFAANIE FELE RO ZELZ RS, B ADIEHEL[FRRIC
KENRIEFR B I KER T T 2172 HWFICEKHIEZATH L, —F. KilEARAvF T4 (arterial
switch operation:ASO) . Yasui Fi %> Norwood FAr&\ o7z, M5 24 19 il 8K 772 B 58 19 KB IR 71 (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.
FAIBE IR RO LN LY S DS #InE SN Do TGN TIHEN T EZMAS D EETT
78 b Bentall B0 A9, BCF AT KE)IRIETFE M (David #%° Yacoub i) 237
TWbe F7 /=1 CHD B84 4O KENIRILHRI 3 2 KEVIRIE B T, [ G RO BB
HARTA Y (2017 4ELETHD) | TIRARBIIRIEDSS mm %82 ILEAFEDO SN AR A IS T VR,
TARFBICHAL T RBIR IR E DGR S AT R EIZL LD E 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
¥ BXUTth WSPHY I TS Z &N Tw2Y mPAP > 20 mmHg TH Y. Ml # 5t (pulmonary
vascular resistance : PVR)) > 2 Wood Units (WU) 22 By IkREE A E (pulmonary artery wedge
pressure:PAWP) <15 mmHg O¥;& 13, MBEIIRASFIHRERA L 25, B BRI PE & iE (pre-
capillary PH) & Eh 5, 72720, /ANROYA I MmE KT 2 K K E A THliIE L 72PVR index
(PVRI) >3 Wood Units'm? (WU-m?) %##295%% —J5, mPAP >20 mmHg TH), PAWP >
15 mmHg O A3/ 0RAERERAME E 2D, BT 40 & 1E (post-capillary PH) &45
b, Z0Hb, PVR<S2 WU O A 139K VE 4B 4 PR B E (isolated post-capillary PH:
IpcPH) (ZHi4 &4, PVR > 2 WU ¥4 13 A M5 T M 4 & 1L+ (combined post- and pre-
capillary PH: CpcPH) SIS b, ZB. KRELRMILE2HEIHEIZPVR. PAWP 23 1EH TH-T
LM F RN FIC LR ILEEY 2328055, COLIBRLERBAOGHICEL L EW20, K
S IME (unclassified PH) (AL @EAFIF 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 JiE BT
PVD O#EFFICEN - VB EL R ETH), PVD OmEILREL SIS, Bl L5 % 23 A ] 30 11
THYIMEILIRIEND IS BZLNZEDN L\,

B %E-fivxMefE9) 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 IFDEFIICH T B IR IVEE R ERRE T
E IxYFAAELEW CHD-PAH
AT AL A SE AR AR LD XA B 1 ~ 2 Db 30y e b 1=
T 5o

(b) Group2 AREZRICEET DiEINE

DAE, FRRBRELEORIHEICHEE T 20T (PH associated with left heart disease : PH-
LHD) T&®Y. R OHEEICHET200LLTIMiEIREZE, RIGEIRERE RS, SO0 0REDVHS
(Group2.3)”, EFEIE. MEREDCTNA, HBVIEH O 157 O(EIKIC L5 0 5 iLE THY post-
capillary PHZ# Y43 %, MBIIRKEEZMEDRCY G (IpePH) (13200RIEZ O UE K0 il & 1L ot
HLETELD, MBIRIKFLZ2ESE (CpcPH) HREIIEOY &% WY,

(c) Group3 FEEH KU/ FlclHMEERIMEICHFDMSIE

Jettfk - BIRTRE (57 HEBERE. TBX4, FOXFL, SOX 172 RAK%E) (ZXBMITEBA 43l i il
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,

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).



£ 2 E IBDiEFiTICH T DR VEERERIKEA T
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)

i RE 5 M MAT By REHREE {Yy S

pre-capillary PH mPAP>20mmHg Group 1,34,5
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
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£ 2 B IEDEFMICH(F DX R ERFEGIRREF
3. D42
1. DAZE

#190% DS Kk OB (congenital heart disease : CHD) HBEAK A ET LI o780 P
ZLDBADPOAERAENRZDSIELIETF M Z AT § 282E, OCAEDORERLHBOIE LI TH
%o CHD O/NREHOBHOAEOAFEHFIZ EALTEYY, WEAEOHE TIXCHD BHEDIHA0%D HE
LM 20 DI BITOALERIET HEE DN TS, CHD D20%I2HDIT5 B E DK\ OA LR
FEAP G INDLINTEY, ZDHH12% A3 HAPB B T40% 2 EIE R B TH 2 o LA 421E, CHD 74
O—HDOELIBHETHY), LAEDVIRET—HABETH2HLATEFEHBICAE THILIRLEIDETL
RV FORTHFICHLOEBEITHEIENY . TR NTBITLHE THOREIFIABD13% % L)
THEY, OAEIZESTABRLZZE ALK LA (adult congenital heart disease : ACHD) H#&IXZ
DD JFE NS I CHRD VI EARESNTHEY”. ACHD BEDF AL TIRK (20%) THAHZ
EhRERTWRY,

2. DFPZEDES

CHD (2B B0 A D 5E Fe 3 38 BN IEH R N R MR AR A TWAD, [OEFEmE /2
I3 IR DR 385 1 F 72 LB e A B L I 9 2 E IR B R OB B2 PO B ME 2 BRFE B TE | &3 A28HST
X, Shahnawaz HIZ&->THE SN KM BO LR EOFFAMi & 45 B0 scientific statement TIZ,
FE S UGB = D %€ Fe& LT mild dysfunction (EF 41%-51%). moderate dysfunction (EF 30%-40%) .
severe dysfunction (EF<30%) ZE#HL TW T4, SHICHE EF<40% 2 A B ELERL Tb, T2
R DS B TR R B A S, DEICARN AR DDET B DO o212k s
PLRFEESFAEL . FRICHLL R IR CTh 5o IR HEZ IR W 57201218, D237 GE
B, T vLrY) R BEN G OHEEZITITEEEID TV 5,

3. M EDHE

2018 4F1Z Stout HASACHD BF OB H A F 74 L 25 FLTBYY 20mTld, CHD %R0 8
D B R, BN R, MR B0 301258 L. New York Heart Association (NYHA) 43&
DORFRERLT WS, (B 33,2, % la 1b ) £ 3% 2B B TH VK 15% 2SR R TH 4,
INBBFIZBWTHIIZRBO S ESHESNTWEY, ThHoWEIE, BEPIELBTRZ T804
PEREDFE ML L BAMR L TR O MENCIEIR 35 2 LA HETH 5,

4. D AZ2DFEH

—RANIZOA AL, EZONHEBIOIRAETHONLZENEL, TOREKRELTIRIM, R E,
DFHEREDFTHONLH, ACHD BE TR OAEDEBEL LTIV ZHTHY, BN RTEBLY
[ FRIE AN, AT OB 20 R, (ORI, EEIIROSVE RIS, B, A
FERIVE L DIEAL L ED D5 R Z 740 — Tl Bl % & O 72 LI T Ol ek 2 OAN 4
ZHRIETHEHEDNL, AEMRLELHIREOBFILIILITA AR, 20 BRI YN &
Jili ML 98 K2 & AU AR Il s ML A DA B i | B S 20 OAEDBEREL TR, EBIREE, #



2 2 F IBDEFICHIF XM VR EREREIRE T
A CREIIR S, MR, O, BIIRE RS EAM CRBIIR T4, 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
AN AERDS ol (BREE - b ERREEA 42 o X 3.90(95%CI 2.71-5.62) . HERBEA 4 +
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& %,
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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) ARIEREE 2 512 L5 okl BE AR ERR A HRPTO BN O %A%, SRERERN O — Rk 23 F 0 2 00
L. RERRMAEEIL R AU, SRERARME I E 25,
2) ERERPA-E Ty MIXORERMAIZEEY, M/ H KK ER T (platelet-derived growth
factor : PDGF) &I E iz £ K ¥ f (transforming growth factor f:TGF- ) ZHLAH >
7 LML BEE XV ¥ A OBINE AL %
@O RIVE S DR

Fe RV CE BB TR M, RS ERICEDLOEMEF NI LRRATFR, L=,
TIVRAFRY, JIVIER7) U REMRERIVE Y ORGP LNBEBELIRT 52l ShTnaY,
TR DR EBFOEAN Do TS R H %0

OIN ==}

N O il 2 A U 72 GO A0 LB MR O F R PR i IC XD S B A4 (acute kidney injury:
AKI) #HELHZEDRH 5, fEMMIIAIH 223 % AKL & B B & Tl B4 4 (chronic kidney
disease : CKD) OFEMED TG VEHE SN TVSY,

@A O, AN L2 R

T A O R FIR A 2P 5- 872 BE T CKD 2RIE T AMERDTE W IEDME SN TWEY, KK
PEOEEBEIECT 2 MRI DA THEANICRE T IREIDL V. TR HINLIANITT
DA TV EMEERESE, JEAT O NSRS, FIRELEDVEREBICETL0008 0, A
ZANEWS A>TV AT AKT A3 CKD OFIEICEL TWaEE 2 5N TWwAY

B AE DI
SR BB E OB BRIV L T F = o R—ATII LI AT TV C RXR—ADHEE GFR 2B 15
R PR L, $#2 Fontan BB CHiZE CThoEME SN TWS,

Fe RO BB IR ELTE T 2VAZ N T 0%, BIERIE V. BHREOIEL TRy
FCOMENSELRD, AKIECKD IZIZBEMEDRHLEE ZONLZE, L LbIZCKD OFEHERD
Fl A ZERENS, MR Mtz R H AKL IR WINE BT HIENKFTH L, M AKI
DT PIIALEREH WG A L, AR 2 f R o b, e, JEERILEE, ol EifEso
7O HER AV IE O, Vo Vi OO R, I ba—v, Witk 7 OF T oY B R L E
T I Ty VI AR PR OB 2 B A S AR ST w A,
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5. F+2

Fe RO B EE O EICE 3 A8 X Fontan JEER T W AMBOIE B THRAD 5, BIERDZEHE
v AWRICETB7 =5 =13 %\, R CHE B BE 821 A 99 NI BEED Y v iE =
L7 RO BB E D6% BB E 2 A B L T 72? LW 255 5. 72 Fontan 18R %
TIE90% LL_EIAT S 2 DB D Bt % b AL G ShTwaY

Je RO BB ORF R RE S H 1 X O AT BY AR IR K 3 2 T B QM A T By BB L [ 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
WHEEYEAH 5, Fontan fEBRIZHIREAS LA L, OB EZO TR EOHE A% [Fontan B
JF#H | (Fontan-associated liver disease: FALD) &FbHNTwb, Fontan fiE LAY TH Ebstein 4F
W& =R DB HIERE, Mim ML, FRAEM B IR 35582 ) Fallot EGEMR 2. 05 AL v T
i (Senning F4. Mustard Fl7) HOEERKMERAZEFIREA S ROHHEOMATE)ETiX
ARz AR RERE E DY AT D3 EI e T Z i AR 22 A IR T B D e 2 &0 O R D L CO I 1f 2
SOPLFIRED S IR A 2220927,

AN 2 AU, AT AL MZEE Y, a2 G 228bd 5,

JF 25 R0 F IR 7 & AT VR OV A7 I T3 m WAL O IR E L R E OB SR, FE#Th s,

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%.
D AENS L0 N UGS 42%-57%. FEFrPEO R R 19%. ARk 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=
#ehf. Fallot WBUEA S )% 3 EIF 2R FICLD5OTH DA, LM TIIEE K O K & izl
(transposition of great arteries: TGA). Ebstein ZF/E. KEJIRFIEZ2 23D DR F 2D DI 2
FANCL BRI AN ODDOBH B0 PRI R TN —12E->TVE 2R 233035 1E K i iz
BEBOA-TCA LD H 5" HWIE, T By I A & B Bl 8 2% (implantable cardioverter
defibrillator : ICD) dLRIHT—F VT TL—arThY), FlZ21E Fallot UEEEIZBWTIE, 28RIEDOH
BOVAZ DB Y513 — R FRiELTICD A4E3E S (Class D BRIRMZA VT O EI12137 7L —Ya
VRFMAEIC LB BB EBRNTICD 2532315 (Class 1)y F2 58 SN5H VT O¥412id Class 1T
aDWEIEDFTERIEDIYATZ D3 HHDREHNICD O#ntb, LEHEXIE (ventricular septal
defect : VSD) ®fligik$%%2 (Pulmonary stenosis:PS). M KIiE 4 E#4 (double outlet right
ventricle : DORV) & T, AZRHFE (left ventricular ejection fraction:LVEF) <35% %D
NYHA II - IZICD & — K FRio# L 7) (Class 1), KfiddsY4121EClassIT b TR FFi o
WL 50 IR VT B2 4103 kT ICD @i s (Class 1), #5EO VT THIR
VT 25m BEICBED MDA IR ICD DMWIEET o TNUSDOI) 27 BF OB 451213 ICD Db )IC
HTF—=FNT TV —=2arvkEE T 5. 72720, INSIEIAERGHEO —KimTHY. FEOBTMEICT B
MIZICD MDA RRT 7L —2arZAT) I B FHR R DLAIM PR D RDE V) TET VR
17\ Sandra SO 'Y Tid, CHD B#H DI LTI BT M7 AR D7 £ 5130.03% LK,
Lo L. SRDSHEMICH P SO RERD H 7222/ LT0ED 0 254 ERE &L TV
5B ETH AP OBk Z FERE L 72D LA RTICABIR DWW B E M A BIRE R REL 228
ZIELTVE2IIAHTH LD, CHD DELDBENAERICHESNTNLILEH ZLEMAITH B
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2. SR EFRMmERIEIEE

BT 77— (RO RERFE) (0§ 2 EERIRE L CE RO =) 2R F A 258 L.
G I FE O TLEIC X > T RMEDORMERIENIE D EL S0 AN I7UvE (Het) 2SEEICZRD T E A LMK
DR EAL, MEROIEBRIZIIARE 2L, Fiow BAMOMK, LIGHE IO TES7060, MhFE
EHREE D, FHBLVRIMEREAIBVO D $TERR ZIREE %5 LR MERAVNERVE D BRIRE 22D, 2 TERE
MR T LT EE DS 5%5 Iz k7L, I SO R E RS, MR EE D B A X% kG
PHEERECLE, SIS, OF\v. Jomh, AFAEIR, B B RIE. REEE. BB, BT 7 A,
KT REDREIRE R T 5. Het 65% YL ETHERDSHI T 52L0% 005, SRR Z Tl Het 65% A4 T
HIERATH R 3L %Y SFIRMERERE (MCV), %k, BEEAHE (TIBC). 7xUF il

IR ZAMERRSNAUTHIEZATIAY, SA O G- R IR R MR N Z2 & 72§ Ze b b7 &
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BILESR ZE2EL, ZIUCX)/NERMEO IR MERASH N3 B850 RIMAERR I A X VA7 05FE
Y 2R, TRVEAR IMEREE A & AR O BV AR B A3 _k&tﬁ>f‘oiﬁhﬁ IR T HETT SN\,
BiARE SRR ZASBEALCTEL Het>65% Tk B 5 1 O e R 2SRkt 3 23 AR AT b, AR
ERPEEDIE R DL, ANLIMRIZEVCUNVE U ASBRICEA SN A2, B - HE% EDEPDE
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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 M Y I S LB 22 A B, D SE DGR THIE I A16%.  fili I L AR3% 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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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

e RV IR BOZRIEDOEIMUC BB MG TR, DL d20% AR DSERE AL, 20
WFUE K BIIRAEE 9%, MMM RS 4%, Migete / il 4%, OFFEZE 2%, EFRHELE I 1% TH -
7275 5%580% I AIRAVRK EHEREN DB 0D, LEIEFFICREIRDTFEEH SN TV 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. EXELEBDIDRRARIEF A E R

PEAE 2D DR NS KOO LB IRTE) A7 237 hifiis 82" AR O BEAE R B IR A ] o 2
R EH R EINT VD, DIRZEIRIEILIE KO B O T Fallot WEHE, %E&KIMEIRMDOSEH
DBEAL T it B KIMERAL. Ebstein @7/, Fontan fiE8RICE e BHEICE L e DI
THH, FRITHEME O B TIE30 Ao S50 LA EICS WY, JEDIR T35 5 58 KAk O B oo JE 4 10
FET- DM F I A7l 10 L4 bET, BEEMOLMMIERIE) 272 M HIR L TBLIENRTE T LW,
ZEIRIEZ T B 2720 BT S DA R R T " 3d 20N WRIERENTHY, HxDfEFIZL
IRET SNAERETH S,

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
IINEETHHIEN LW i RSN U IMLAT B REE = &) > 27 0 5 128 HIHE B O 3 5 %12
JGUTRILY, O IR 2 A0 L7 LIS DWW THE A L T B S EDTEE L,
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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)
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AL RIS L CORBIC BT, KEIIRIEEE) 227 AW LR EA L ETH S . KEIRIE
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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-
723 D137\, RASopathy 13 K RKBRZ 23 57201l %2 OREFI O IREZILIRL 72 ETHEIIHIGL.
SR P ZE PR IE R B O RE AR D LI 2R KD IEA LR B 3 8D 26 Z e 2 @ B IE KB O R LD D S ST
ATREELTEMT 5L D 5,
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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
RIEHERS>TVEY L) A7 Z BT, DA EFROFELIEHE S0, Zhig,
DI RIZERELRH D720, HERRANOEMAB KL, BREO LIS REBEIELR T b7-0L%E
AbND, FEBE FEoRE (BIZXKEPR =27, REIIRMZE, KR ZE) Tk, Fickse
R ORI AN AIZED, MR EVRRELRTLRoTwAY, 720 KBIRZRFARETIE, ZRFf
DT E LA T ZE DI 5 B85 F DL TOBIEDTRIBEN TS SRR ER LBk
WALPER Z A ISR L CW A0, SRERIET LR T2 2 EAREFICEETH L, ZNE T
AR7ZMEG . BERFMA T, S IE RN R RE R e O A PHED B E Tl S TwaY, ZhHn) R
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JRFEEHTHIEIIFEFICEHETH L, SHIT, BRI EZELS R I LT, BT
Nb, ACHD OB —# NIID D o7l 35 HETHI0% U ETHY B ED S HITH LY,
ACHD BEZIER AL TIAT VAN EL, TENL AR T WESbNTWAE, Db, HEAIEIC
BUIBVAZ N T2 EEDIGEAN RN THHEE 25N,
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1. VRIFHEDTGE

1. R332 / BR=

TR B O HRER D S I EMHE B e 2 5Pl 372 2 L 3L W E SN T W5, REFEEED AR D
H (quality of life) % [FAEMZME] & (R 2] ©2 >ORF 212 DTMRELX S > TER
$%SF-12 % EOHEANEZATH 9 2 TOHCHE L 3/l L72Z RIS E T LR v LaLEBS
MEV) EREMTE ORI Z LT W AEG 2K E W It TR A G K MG B (adult congenital heart
disease : ACHD) BEIHHLL CHEAEGONEREDRED AP A W F7)% 574l L 72 Health Behavior
Scale-Congenital Heart Disease (HBS-CHD) % affli STV 3" 5, HREEZRKMLTWSEH D
validation (T4 Tl 7\,

2. hEE

FEAMICOEXZME) ZEICL), —HORFEHREREZME TS LM HEE %5, Mustard F 47 .
Senning T, Fontan Pl ETHAED) A7 IRETHEIR. EREEA A (junctional rhythm)
HREERATHLIEEIEE, BETuy s (BEFRRBXRIE. BIERMEEMRETIRYZ), R=ZAA—H—
PAHEE, Wolff-Parkinson-White (WPW) SEfEEE7Z &

3. nId-—
RN e T R IE B, Vv M E L REICBIAZMO TV FRY vy —FEE 25,

4. CT

VEAED CTIRGIE D w5 < A O BUF B 5% 3 5mSv K IIK T 5 2 EARET, MfT LR T WA R -
TWh, FICMOME LY QEESNDIRME LTI, £ 7 — TV FpiEf, K. sSEiR. HE) fsTs.
Mg D EAf IR 27,

5. MRI

M MRT &3 4E OB FB > OB SN2 X9 12 > TE Y, BRI LEIED K E SR o FFE Al
I T window 2SRRSN A X9 7 T2 —=° poor image DIFICHIETAERED AL TS, IkLITL
WL D TIEIAEIRDH T T O HSEIIREZZ A5, HAA 2 IR CHRIREI O 2SR II B S TH 5.
F 72D OREHEAL D FEAI I D £ 37D,

6. i@h>—IL

FEBR % R A BN ETH o720, ZOMOMEZHA L TOEMMEAIEKS L) RG AR EI2I30E
WHEIBDORBW LT Y — Ve oTw5h, Fick 2wl =0l EZ A L7z Qp/Qs. HliliE
EIOFHBREL o T 5,
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7. \LFI—h—
W NTHH SN 55 E bR = % brain natriuretic peptides (BNP), N-terminal pro-BNP (NT-

pro-BNP) (3R LR BEFH TEEGHIS L, IERHOBIKBY THESA TV Ly M
ZEOFEIZHEET, LOBEBEIN R EITITAHZES  Fontan JHER TS BEEEIIRE RV,

8. EFa AR

ER O EBEMRBII L Y PV, TVTA—F—, AT AN GEZHHTHLL DT, BEN
BROFMP TENIHENTH L, LEALESRCARDLETHY, FALEEEORVEL T
Wi T 2%,

—75T6 4 BIAATiER (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 (BWi%) 20 TRELLEZFOREBELREE TV EL W, Flz
(& Fallot UEUE TR AN TN %2 20, I BIIR 7° 25004 S D= B RE AN IR, TR E)RED R CH
BIEBIH I % —77C. transannular patch ZHif7 Lk B BIIR /- 5. A5 O BILR A KT L) 2%
BlHHY. IFLHMFENICBITLIAZIZDBAA. HEARFGIIBIIAFEEMEI TR L5,

KN - TS D F & D756 KO BT B & B - BRI 544 F 94 ¥ TId kil =k
WNCAL BB R EIZOVWTERBEINTWSA, FFLBMFMNICHEHTLEERE R o7, TTHLDI9 5
BRI L AN R DIR BB HTITARTAL o TlE, VAZZRE, hEE, BED3 DITKEL
SELTHIHICFMITE 2 L) IR LTV Y, LAELADSIONL FI4 2 TiEk2008 4I15H Sh
72 American College of Cardiology(ACC)/American Heart Association(AHA) D A J6 KPE L5
BHARIA UDBHIHENT WS, BIRTEHI, ZOHA FFA4 122019 £ update S, BEHEDOY RS
JE AL % R 21 2 & AR BREIR DI T 2> 54T > T\ 5 2 E DM TH 27,

ACC/AHA B LU European Society of Cardiology (ESC)/European Society of Anesthesiology
(ESA) DI LIEFMEZEDOTAFITA L FELEH 52014 FICHHEINTED, TOEELHHRIELE
BOEHIZOWTORBTRIEDIZLEAEREDOLNT WS, ACC/AHA D4 FF4 ¥ TIZACHD 2
B LCREANIZ2008 ED A K I4 Y& BRT B L) BRENTW2"Y, —Jj ESC/ESA 0 J5 Tlddk Lo
Tl & 220 % B S RO BB IR AT B PIRAN Ol 2 K52 2837 FA T THESE S
nTwa', WHSE, F7/ -8, MiEiflE, Fontan B#HE, OARE, HOROEERAEIRERED
EEEVAZ BECRESTH LB T 0B 18 i ARMiRY 10 J5 A&k R & U7z 7k — b C Il s i 45 B L
EBBIBDO RN 572" T 0ETM %2378 1 FADOACHD B#%3 15 7 TAON IR
He=yF 73R THKLI-LEZA, ACHD BHETRUERENEL, SEFRESCITHRAELEZ HOT:
IYRY Y MY A ALRIREE 16% 20 L ACHD B T21% & A HICE D 727 kLTl o ff
TR B, WEo Tl TR L 72",

2020 AFIZFET SN2 ESC HA R4 THYAZ @ H{biZ mild. moderate. severe D3 ExFEZ & EL T



%3 B AREDREREOEDEERICHI 3 U X5 HE
BY, BHENEEISSEINTHEY . IR0 PR OM %A IHERCT C 2B 2/ L LTF
7/ =8, LAE, HEAGLNVORT, FHE, MimEZZETE), IhogMOREEA TSR
AR B F 72 3P fl e~ DA EHESEL T B

AR L7 ACC/AHA @ ACHD BEHEHDOITANTA F10 FESNIZLLETE M, 2019 4D Circulation (2
BN TWBY, fREH % (congenital heart disease anatomy: CHD anatomy) 3XUN K44 B9
(physiological stage) OW DSz 7> T AP 79 A5HHEL TWb, TTIXMAH#IZCHD LT
WM % simple (1) , moderate (II) , complex () Z403EL. NYHA 75 A, Mt EBRE, MBE2E~

DB RER A DODIITIAGITL TS (K1) Bl HHZ0 5 R R IE TR A D HE AT
AL HIRAZ WA THIUE, AP 75 A5 8IZT A LHBSN S, DICHEHENADIENYHA 75 AN,
I —IVAN ROAKENR,  HRE M & 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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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

ik Y K OB

2. URAIBEIChK UlcaEhEsa DR

DT Z Z T 5 EE, A EBORELEMBELMBEMPIEECT, I A DS OBEEIHIIE
MRDOVLERIGEE TITI A EEEMREEBETELHMATHRTH L LR INTVEL (75
21)% = THRAMIBNCTEIELEREROFA R4 VBT FMOMED ) 27 5 liox % L% >T v
Bo LOLGASERMEGEBRES UNE BA) OIELIETRICBUE Mo 4 71X BERESHO
FIXFEAE RV Maxwell SHE L7728 1 TAD T =7 0 OfENT SN2V A7 /HFIZF 7/ — 8, OAE,
HE ARG L ~OVART, 545, e, Mods - i o T4, SRR, BRaTkcd s, ACC/
AHA ®ACDH BEEHOHA T4 TR 2o, EPELEOHBER DR 22, ARERTE) AY
BEEBRITRERRIIOWTHELEDOLN TS (K 2). RADLIEBEBEDIELIEFMAA FFA /12X
BEBEANVZT WIREFL - WARE - BIARN R, U - TR A TR, RS -
BB FAT € DOMRRFMR R E DR AT BN T 5. SN OFMZiET 356581, 34k {LD,
FeRVED R BITH AL 7B MRV BT D i ~HAE - AR5 ZEAHERR SN D, KITAIBEITBITS
APY FAGHD O RIERM OIS TH B0 1T A TN T 2 EE OAR— M 2 TATHETT iRk T O
MEEICREE BbN b, RT/RLZZEAICHEYS T2 BE EHMMER COHBELITH) T L HERIN D,
HOTNA T4 PENTBZEIID R ELEMRAOHESHER SN, WO TH EME~NOEIE LT
KDL CHBTHIENET LV, T LB RORWFEMZ FETAEARE LEITRLT
Wk S 2 ZBICVNLZEDREETH S,
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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

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

ik ® ko Bl
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LA W ROTWHA R CE T A
DB RIELEBE UM B R
A S R
BEIEL T PHR O ER
F RO BB B P RSB RS AT

DI HESE

3. UAIKEICRUIEEZ=FUY Y

BlZIE, HOZETOMMAEME KDL TR 54 ThH54%E, BREDEBIFATEE - ZHATH
WYL= gy h%L, FNEFNERHELLELREZY) V7R, BFEIE, BENEVS L) b
BROFMEEHEESEETHY), KREOMIEE=F) 72 GOEHER - EERIISmOMMEE
ZMEINTVe BEBIINU2E=5) v 70—FlE LT MR DATHIETA2Z DS nE bt %
AR FIC BB RS IICEBE Th HTA. TIA, TITA BB L TR HI 2 IO E DT

PUISQNVA¥S

I A #:arial septal defect (ASD)(small 2>2Hfl), ventricular septal defect (VSD) (small 2>DHifk)
THOLWE-LY vV M35 BF I LT, WEOMBPERICLERFEE=Y— (OEX. JEFITY
ME. 7SVAFFR I A= — AT I A—=F— PR, HHlike=y—5) THINT L, FEELTORX
HIEGIDOIAZIA 005, OB S FREERITERL. #IRE O KIEkRZIM O oFEE L) 2
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L T O/NRBIZBII A7 ERE F =T O HIZ. h75RLAEF2—7 LKL TIREH OIS O
FIITH EEIIRL, Fa—T ABRRIIAFIEY o7 i E RIS L T 7N ERE F oa— 72
L7340, WBZAEOBMe, M FRELBMSNLIL 3 ahobMEshTwa”, 72750, #
BENTMBEOIE TV ADZ I, AR TOHTHERE F 2—7 O HIZBIE N CTIEETH L0
BN, EORLMEEET D, Fioy HFETEIREE LZI—PHMPE=S—LLTEL LN 25, &
FHELTI—DOTO—THAZIDA ZIEDN LR T HIEDTRENTVEY 720, HTEEZY) T RATHILE
Dobo N 7NEFE T 2—T7 2T, ALFRPORE T 2—7 50— 7%/ NRIZT 52 L1285
T IVIEMERAT I 75 74— — MR EDE =) IH ] Fek b i MHE REIZ A GE DTS B S L.
Mgy 7547 ADME T §HIELRENTWAEMY . I IEFERIFE A A =7 ZDE=) 27, fih ol
FIMOZ LIRS R O &> T e %,

K1 AW7%L - A7NERE T 2— T DR ITER KL

F R
AT T T A, — R E A I
1 XD RN A XEIRTE S - N8 2[5 EERET
7wl CHEMTTCTOREIEI D IZ W - FSEWEL R T N LI 2R & o [ RV EAL

- Bl EAVSGENE & D AR

LW T 7T A —PREAEDPRONS
- GBI & BTN AR T - LY NEOMINT A XL D

- NLHAEHEE S AR 2 IRy o s |- H5MT CTOREAEZ % Witk
- FHFENI T TN ER & o [l d it BLAf

71 7 4F &

M AT7%L] BEEF2—THBAD D) =2 0'd b LIGE

CHD eI D

T4y vy M IR ML TV ARER T, IEFRELEL gy 7947 AL, B
PLOSESN o IRBEE AR, BRI AR X AR ARAT ) Yy &, LT I [158 L &5 & AR (A%
FRFIRE, RIS, RIRAIE) THIEEAT S &, WIS 40 & Z0d 2 IR FR IMLAE ., il I A58 i
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% 5 E TP EE

ERIZTH DD EEDLETH 5o MM FRG O BIIR O S LA A =27 ZZb K& %
WBE T T 720, I ESILFEFE VR ISP W B R 2 ) 20 B I T 2o, WA RIS 100% Tl
FEOEIEEL 2D FRI MR E T2 L ED D %,

3. FIREEDORER

(1) BEEIORE

B I S D BRI IR I N 25 B FE & 220 BRI 3 2SI A LoD I~ D ML A D3I A 3 %o il IfiL
ALEENSTIEEIMEON B (Fontan #EER X Glenn iB7%:&) OIEFITIE. B FE I AU Lo Tl ML (f&
DEFTAN) WA OEEIKRE D, BRI ED A L TOWBIER T ORI EIHITREL RS, F
B EDTEWIEE, B\ positive end expiratory pressure (PEEP) iR ETHhHITE, BEIZEWVIRL
LR OWR THHIIE B EIR UL DM RO BT R E D, —H Ty ROERBEDK T L2
BBV TIE, BIEIRSIC IR OE DR AN DK S N5,

(2) MMEENNOZE

N LA W MR EAR MG D /NT > A% 2 Fi Db Fe e %%,

it A PR R DR B R 2T 5 (£2), FEBI LI M HKPie TP B4 X&h, Thed b
T2EVEHSREDPZE R, RGO TEY) LI EGREZIT)o DR IHBROFER T, il
MAEEHA LR S SHE R RAR O LX), AEOCHIZRAD, AEBRUOE P2 L TIE
PE§H2E ThREIREEZTISEZ T

F2. WAL M

[T IIRER M AN IS T IIRER R NS
S/ lETlES [T
PaC0, & PaCo, {X ~

7Y =R 7IAa— A

JHESCUNT il H 2k Y i &

# MM HEPTA R /N DN 2F REIBRRE R TR S Th b

FE-HY vy M §AHEMICHEWT, BIRIIAR R BN IT AR R B EANEY) TH 572 b1,
1o ke FEE DR 32 W AR B IS I M AR P2 T U, € RS RG2S LI 9 - 2 B8 S 82 0 TE#T S
NETH 5o

(3) IFREHE

WSS NDIPR I E—F RS, SR RBATRAEF 2= 7 W ALO)— s 2 B0BH G, i
OEMAWBIBOIEN, FIZRAEC LV HBE T 5 — B R AN G &, KINIED 15
TR DD, ZORD, NECHRERBALACONLIEE S0, —T7, EETRAETONT
HEREF a7 ORICED, fERABRAE RO T L Ao TEL,

CHD Ji P WFFi M IR A AT LT ST S LD IR 3 B A 17 K IS BURE SOOI RECHa 00 i
DIHZCHD. HHRIM MR PO, MBI ol A% b 27 Ll & R 2 —



% 5 §E i EE
ZUTREEDIBHY . N TP 25 B i 15 5 ASE Z 2 0] BEME DS Vo R &7 — I35 S X0 5 W S N T Rk L
(—mffissE: 7~ 10 mL/kg BLF. 79h—=F: 30cmH,0 BLF). BRE)E ( 7Sh—ELPEEP ®# ) %
15cmH,0 ML FICRRE T AIED RSN TWAY . T2, FREEEE CRRSND — LA L 2B O — [l
AEBLIIEDHHIENSEY, T AREROE=Y) 7 ORSEICHIEEEZ BT 5o IRBIIEEE §
5 PaCO, ( FIMAM KA FE DL ) B HEITHET A0S, Wi & I 2 iR LI A5
DR B X I 2 e 5o
MO EY) 2L~V D PEEP 1252 T, /NETIEIRERER 7R X2 (functional residual capacity :
FRC) V&L, G RREEFEIIZFRC IZSHICIRA T 2720 B B Mila 2 B 5" o T, 4 ~ 5cmH,0
P2 D PEEP 13l i i Bl 72 DI B Tdh o recruitability 23Z LWIZBWT, EWPEEP #Hw
HIEIFIFR L E XM AT Tl IR EZ A S, AERAMEKSE 720, R
FH I RELT AR b o HIIEBRANOREAZ R LD, Al 4 ORER] TN ) 200k % 3% 8 21T
IENEHETH S,

(4) FREREEE CTERE

HAERPALRPOREMIBNT, A7NERETF =72 AL T 2 =T HPLD) =7 3 &
(. R E BE DFEER Z R BV EED D Do PaCO, 1357 R il 4 S S S B3 %05, 73 Rp i 46 A
F— R SR D SIEEHR AR ZT V2O THY, — AR AN SWIEFNEE TERED B AR EL L2,
AR I ORI T, TEHERYFREEE B DIEREZ RS T ZENHE T L\,

SEHR

1) Spiro J, Bauerle J, Njoku D. Anesthesia for children with congenital heart disease undergoing non-cardiac
surgery. BJA Education. 2024; 24:458-467.

2) Foz C, Peyton ], Staffa SJ, et al. Airway abnormalities in patients with congenital heart disease: Incidence and
associated factors. J] Cardiothorac Vasc Anesth. 2021; 35: 139-144.
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3. RIREE
FAHOBRAMOBIL, WAL SN MR S5 2 212 5
ﬁﬁ«@@%ﬁﬁD@

H%& DO, = (1.34 x Hb x Sa0,+0.003 x Pa0,) x Qt
(Hb : NEZ TV Al Sa0, : ByRIMEEFEEAIEE, PaO, : BYIRIMEEFR/SHE. Qt : MiKkiET =)
THESNS, ZIT W@EHOBEAIIBNTIL,
1) NEZ OV CEEHEMBEENEIE S PRI (PaO, 2%60mmHg % F a5 & Sa0, 2%90% LT 122
KT32) fEzR-o
2) —WEMIZ T PG ML A390mmHg il CPIFIMTE 65mmHg A b L <13 HEFIIMED80% A
W) KT A, AL RS Y AR Y - B REE Y R ER L2 5T
ZERHBENT WA, firHid
1) PaO, > 60mmHg (Sa0, > 90%) %= #EFrd 5,
2) WGHEMIME >100mmHg CEIMIE >60-70 mmHg) ZHEF3 2"
CEPHERIN TS,

LAY, R IRBEZOL A, £ DA, IMEEREMTGEROMIZI Y M b, YrrMald, v v
VMR EALEADMENED BT H, LA > TR - Ml 2§56 & v v MEDS
bbb RMEDL - MMEEITEZZLSELERIE, R LIORTHYTH S, 5L, Sa0, 3 ARIMEDS
BV el AT s MR LORESR Mt (Qs) 2 TF5Z81l%5, Hlik DO2 HETLIRDIB
FLFR T B Qt 13 Qs DIFBLIZ Lo TR SN B DT, Qs DI T I = Qt DI T IZER§5. D720
TR BEZ B TMAIER &R L LTORE R

A58% DO, = (1.34 x Hb X Sa0,+0.003 x Pa0,) X Qs

RELTHIEDHH 1) 2) OZFATITINBERINLILN LV, SHIC, NEIE TEC X 2 B RAE
b LR BRI Osk22) 237\7zd, RFEEBE DO, A4 g, ARIE 2D TH - T H LR DO, 78
RINDMEMICH B0 LFHOMTE (BFEHERE) LAREROMFEME DO, DNNTF L A%EZ b, £LDY;
&

3) Qp/Qs =1 %ZHEFT5

HHAHEE SN D,
#1 1$m“§?ﬁ?niﬂﬂimféiﬁh%ﬁ)ﬁﬂn?‘éIEHC _ Py L yree—
PRI L5 LA WA HEHL & b I T 525,
o MK LS I SR (KR A T %A
B TR MR R A AL e
é RUTLOY > P % DF5 A A L LR T B %)
Tz - ke o GOENIE TR ROTAT AL HD DD 5
IR o) R IR BIE o) 5T, TOESORE DRI
o ST e KRR A AN ST Ny (e
B Il e TN N D MAE G D SOEEA 5 2
PDE III &35 I A S itng BWPREICLoTHRRLD T, R
i anp T H— A BUETH B, E7 NBLRE A
P INO 7= CFoT o FEE) [NO FF— (CFapUR U oRE) | b5 MR A A # e T, i 7
TUARTF VT 1V E, TUART ST 14 V], W AFERUSRIIE L v,
% < DI S EHTEE (WO REEES)

PDE : phosphodiesterase, NO : nitric oxide, hANP : human atrial natriuretic peptide
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%5 & P EE
) L7z i e 45 B IN 2.C

4) AEENR~ DRI

5) JLIRHE - WHHRE DMK T LTV 20T, B - S & 0 @26 BR i i 2 e 375 — 5, 1R
A (BMUE% ) U, @S0 3E (473532, PDE MBLESR, ALy 2 @HRy) %4l
M35

6) SRAIHAE A T 5.0 TIL, RAEDNEALL 2nEHI, sy - BREmERE 35 (722 213 KB
FERAE R K ENR A T I Tld, R Z RO & & IR Y) 2 6 BR ML &= % #EF5 5%, Fallot TULE
(tetralogy of Fallot: TOF) OM#EREFZEAE (anoxic spell) (ZBWTIL, A O D LA E i
DR IIR 5)

7) RN ER DI CTOI, BHIRT A ACELDRALZWEITTHI LR EE SN D, FEFIC LS
Tid BULAENRIE T A > 2 ST T =4Y) 71N A T, B LT I — L U0 FRIR T (central
venous pressure : CVP) OE=F) VIHLFEERb,

TRMEBDI S, FEETREELEBE Y SLOWBREHIZLTO®M) Th b,

1. RIBALOXKZEVWE-BY v MERRE (DEHRERIE. DEHRERIE.
BIRERFERE)

M P M NBINCH - TE. BWIREEICDH 5 Qp/Qs Z TS (LISEDF3) 720l MKt
LD (WABRRRELZ TS, KR E LCEIIRIL BB Lk #55E% LiF %, positive end expiratory
pressure (PEEP) #»)%) &¥%E T4, KIMMEIZ EANTELRWEIICT S FREHEEZ D).

WY RN OPIBER 2 Tb v, R e EHITHIME AL Z L . i Rsis L A-3%, Hii
MAFHPT B D12, HA RS2 -7 Qp/Qs ME T LT 5% MidmEIHE T L., ERaIREE %
%o ZOIRFETOLERR - RN 3K MAE T AT B 2k LD %o

Eisenmenger (Qp/Qs = 1) {bL7-B&ITBW T, MMEEITAIATHISH WO T, BREKG - #if
HEITOTHOHRIMEA EA>TEQp/Qs > 1 E45%\ &L A, M LA LTH-AY v bl
XBLD%P 72012, BRI P2 T 288 (B EHES - Bk - MY AEOMER - 7o F—
VADHIERYE) LAKIMLEZ SOOI EE S E 25,

2. F7 /—EHivRE
(BEMmErEENE. BONCNAFHEOBDERL)

TOF ({BEMEIXcFHmENTER)

HRIEMETO TOF 0% < (FREAB) 12 Qp/Qs <1 THAAHS, /NI TIZEIIRYE % Blalock-Taussig ¥ ¥
VIR WIERITIZQp/Qs >1DWEbH 5. Qp/Qs =1 &7%5 XHIZHFMEHEDT - ARIMEZ I35 24K
[ZEDNIF R,

BOE (BEMEIERIFE D/ N1 A FiTED

—HOHLLERERE (S8 IEIRAMSIZRE) Tld. Qp/Qs<1DZeibQp/Qs >1DZeldbdH
505 Qp/Qs =1 &7%5 XHIIMERDT - ARMEZFE T 2IERITEDY TRV, FEEITREE, HOE
IZBWTIE, DREICBOWTEIIRINE BRI I 52 072 E L7012, BBIIRICE SN 5 MK & KBRS
EON D MEOMEFEFEAITIZELL (Sa0,=70 ~ 80% F2)E) %5 L Thb, ZOWHIE. LR



% 5 E P EE

DR BRSBTS SN A 368 (L, K TDH Pa0, > 60mmHg (Sa0, > 90%) . IUHE i £ >
100mmHg CEMME >60-70mmHg) ZHEFFT5) 3B TIES RV, FT7/—E0H 5720, Bk
0, BEREMRFFLLILTEHE, VAT 2 v M30-45%) B3Nk b Bz ) TEERA (RIEMEY 3 v
7hRED) OAR. WIS ULETH S,

3. A\ I\NR{li#e (Glenn flfi#& - Fontan #fii& iz &)

BRI R (LRERIR - TREIR) ICXoTOMERINEDT, Qp/Qs >1E7%5Z L1375\, ili

BRI M 2 BRI 3 5 DB DR L RV OMIfERZ AL S 272D ST ST TRPVE L2 D, #k
R 2§ 720 IR BR M & - CVP Zl I ICHERE 9750 RIS HEPT2 T 255 B (MR i - -
WIS  ARPENEDHESRE - 73 F—Y ADHIERE) 21790 f05 ZMiBIRICS % < Fontan F4# 2317
BN TWBIER TIEE N OEED 72D AL EEIEDLEEY) 2 M) —PSEIREAFENR - BRI E) %k
LR FTVWOTY)RALTY  a— (FAESRY a3y 7 %2E) -L—bary  a—V Ol LETH S, FHllE,
# 6 # D Fontan 755 « Glenn f§ERDIEZ S B EN 720,

FOMOTEE TREEBEICOWTIE., 6 BOKHEBHMEINT N,

SE Xt

1)

Salmasi V, Maheshwari K, Yang D, et al. Relationship between intraoperative hypotension, defined by either
reduction from baseline or absolute thresholds, and acute kidney and myocardial injury after noncardiac
surgery: a retrospective cohort analysis. Anesthesiology 2017; 126: 47-65.

Futier E, Lefrant JY, Guinot PG, et al. Effect of individualized vs standard blood pressure management
strategies on postoperative organ dysfunction among high-risk patients undergoing major surgery: a
randomized clinical trial. JAMA. 2017; 318: 1346-57.

Gregory A, Stapelfeldt WH, Khanna A, et al. Intraoperative hypotension is associated with adverse clinical
outcomes after noncardiac surgery. Anesth Analg 2021; 132: 1654-65.

Sessler DI, Bloomstone JA, Aronson S, et al. Perioperative quality initiative consensus statement on
intraoperative blood pressure, risk and outcomes for elective surgery. Br J Anaesth 2019: 122: 563-74.
HAEBZ22x, HA/NBIERSG 2, HARNE R OIRBES, . ARG BB FF1 > 2025 4EL
ETHR. https://www .j-circ.or.jp/cms/wp-content/uploads/2025/03/JCS2025_Yamagishi.pdf (2025 4F 7 H )
Stout KK, Daniels CJ, Aboulhosn JA, et al. 2018 AHA/ACC guideline for the management of adults with
congenital heart disease. JACC 2019: 73: e81-e192.
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%5 & i EE
4. FDfth Gk, EEEL)

1. (&=

PRI TEER BN RE IS A TR 3720, MR R A IEF#PHNICR O LIZEETH 5, RO E)
i A BWTTA O R R i & [ BRI OB 22T, BB X OB 0N T Y A% BALSE 2,
AR ORI 2, BXODIEA XY N DY RS TH B, BPFE R TR A b2 EA-&
DI EARENTV LAY, A TIRZOEBIWASHTIE AWV, FHKIEABICUTE R Y4, LM
BIDRELR T %5% F7/—E2 BT HEFHITBVTIE. Mk~ O FIAA LD D 5 KA TIMAR
Lol it BRFEMEEMBOL T BEIC Lo THBENOBRFMFE S SITEAL 5, mAEIRITREHE
wEOMARBIOLE LML RO INZH 720, #ITE5ETH 5,

HR T & RAIRD DK E VS, RN OIUHE & 2 L) RIEBR B B OB KAVRIB SN S, Z
D78, PNEOFERYEL B (congenital heart disease : CHD) i %% BLClI iR & R AG RO M) 2 1]
ETDHIENLV, L., MEOELOHEREOMRBFIBECH LM R = (Sa0, ( ByIR i 1% 3 fu Al
J£ ) -SvO, (1R & B MR % SR )/Sa0, x 100) BLOMBOFE A EFH R (Mt 7 HUIIZFA L2
PO, DMk, AR, RORASER A TR M ) &+ L 2w, Lzai-To A%
KM B (adult congenital heart disease : ACHD) @ IR LMk T4l 0 8 BRI BT HAK IR O I 2 134 3%
SNDHH KR OWUEAIFITHEIR SN D 2 L3\,

2. il

ACHD 1B TEITREAR SRR Do FANHE) L, W AKDO K, RNERBUTMR, FEFHD
FREIIS C TR 2 AL T 5 80 D %o TaBE MR 35720 O] 2 i 2 e 351213, AiftE LT
WYL RAE BTN TV B L% @ 5, ACHD Tld, RWiEEOH THEIMATI I EL TV A5G
D bo WENMATE S, THEIR - BEIIR, IR - #0R. BTEDIR - Wi IR E 55 b DR E LRI h7 5, M
RIMATER DY CRIGHE 723 8FRL72) LNT v PEBHEL, A7 vy b RILTw 2356, B 4t
SUSMMIE DI Z & 729 BMLMImiiE, SHNERORIB XCFRMEDET 2 OAZZET
% ACHD & Tid, MEHIME) RIMED A L 2B, WO ATIIIETE LWL EYH 5. MEIZLS
AR LT, EEIMAE PGS Z L. SRERC LM OAEE P TALENRDH L, €D
72l BETEICHE LTS ) YT 2 @IRT B LD EETH S0 BULRIBIIRENE, ORIk I 7E
FEEELTI—2 VT DEFHEER O EZ ) 7V 8 A 2ZEHM L 275 558 8] 2 i i 2 2 H 5 %0

3. &l

HARIZAIEAD S THY), M A ORI BRI 1T LT b, 72, BEEFEIAMIH OB
FBLE ML B OHIRATRO SN TV A, EIilizid, SHERMEWDODOHE 4 DA PHEAFEAEL, Bl
O IEAL AR DHNS, ACHD DU FAIIBWTIE, I AM £ L5 1 =2 ke P A B E & A7 BY
THIEDRENTVEY o T72, BT E FARICA R AN LR, MR OAEDRKEEDI D, 20720,
iy il B 2 ) BR 9 2 720 Ol il HE e F BT B IEHALETH D, LA L. ACHD OIEDIEFATIC B T,
Tl 2E HE 2 IRIR T 720D T3 e T T U ADAFAEL R\ LR Tl BEF DY T 2 A% LI Hi 1 25 H#E 0
—FHIRT
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(1) FROOER

ACHD BHTFT7/—Ex B 3246, MBELRET L7201 REL MAELL->TWBIGELIRZ
BRI >TWDGEDR D5, FIER RIS ME TR T EEASEF0. IR ZE7% & DO ZERIE DY A
IR ETELID, MEERRTLIENLETHS, “IRELMAEIIHLTE, FITRIOFITREEIRAIC
KDRRERATIZEDHEIR SN, BIMIHEIE SNV, EIMOBIGEZ2R5D1E, 1) kMR IR B IE S
LBERIERD D LY. 2) NIy MED65% Ll ETHRXACIgLZ 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). F7/—HLEETIZHbIg/dl TH Ao TSI i il BRAEE I BREEZ Lk L 725~
7 2GR A R 2 SN TBY), M EEZ TREEDO Hb OHERICHIER T L UELRH 5,

FEF7 2 — B0 o i UL A1 % 273 2 ST T, i I ) B o0 0 [l i 1L 7% o0 Hb £%9.9g/d1 T
s AL BRAE I BT /N R iR (pediatric intensive care unit:PICU) AZHd ¥ Hb 138429
g/dl ZHRTWAY, F7/—B .U B ORI B 2 5 2 TRkl S RS IR H R AL I
BIE AEEO Hb £511.9g/dl THY, B BREEC 5172 PICU AZ o3 Hb 13854210 g/dl %8 %
TWaY, —HT, BTEHHb BAETHY. EF7/—ELEBTATIM 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 BIAEIX. KBS > 7 2L B ERBR O # % 3k
IZHD75g/dl LS TWB MY, DL EZBEITTHE, ROXIHEZTTHEHRICBIT BRI D—2L )15
B

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

(2) Z47U/5Y

ACHD DOIELIEFHICBNTHERF T REME 74 7)) 7 MBI T4 7)) 2 7 R 7 O BRI AR IR
SINTVZRV, LA L, /MNEBIOEADCIEFWIE T 2T A NI NTRSNI DB E LD /N
RANEDIZHARTA T 7477 iR OBMEE L TG 7477 /7 Ul 150mg/dl £7213 7477
CARERIE T B MO R A O RS TW Y,

MRS PR A, BRI IE 74 70) ) 7 A% O3 5IHEDEE 5, 72720, S EiE
HEAEC LI 2% PaVEAEMZ A §HRELH VDY G MG 747 7 AEE 747 )7 % [
B MRS AR O I3 R iR AR B 278§ — 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, 74775 AEELF LG BIZ R SR WY, L7zt MR A 525 7 1
TV mE R T AW LY G035 A LITE RSB ETH S,

TATV X MR T AGE10E, B TA2RAOBIRIREE LS, FrEEAFE M4 (fresh frozen
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plasma:FFP) O747 V)7 VBB K . Lz T 74707 VAiliFe B CFFP 24 5-L T,
M 7470 7 ABIFEL 2L EAET, ERRERAWDSELL NN DL, TDD, 747
VY DRFNNIZ A T L YT — b B LS 74 7)) 7 BFH o AR s h ™, /NE CHD Tl
BN L THBESNIBERAMOHPII N 20720, Z7UF T LI ETF—bBLNRE 747 75 B
FIAMEH TER VB AICRSTFFP 2 W AZ LA SN THDY, L Ladis, AFICBV» T O
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 TSI THERE 3 XL/ MR B L O MM 76 O BHE IR IR ShoTuen, L
Uy BRNDIEAT R OBENZE LD, RNOIETFHICEATAHTANTA o Tld, /MR O BRI EIEIES T
/uLESNTWAEY , MR REM/MMIEICE 2 ZEF Y ZZEON TV A A, TG R 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 7 / u L L RICEEE T AL S END, $72. BEATFAM 2L THUM/NMISE O 1111 R
DART A, /MO RERAS (— B0 MR MR A% &) 1K MR BE O 5Fi 25 H 1Y)
A7 DFAMIAHTH B,
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5. fiitEsE

SR BIER I IO T A7 DI AN B Z VA2 -l L, B LIz~ Vv FE—F VT 21T ¥
Tindb, TOROIZXKBMEE. IEATTA NP RIS (non-steroidal anti-inflammatory drug:
NSAIDs) &7vM73I/ 7= ORI, FEEW N T EOFMREMHEZSNTWEY s —J5, AR
#H (adult congenital heart disease: ACHD) HBETIZ, BWiGERBORCFEE Y, BhEe? %
FIEL TR ERDHY). T/ 72 BLOIEATOA MEFLRIEL DM H O HIZOWTHRG-Fi T
S5 2 L EN D B S KD BB E VNI 205 BRI DL AT T2 T 5 IOl T 1.
HEMOPMARE THY. KOTBIBOTHAL WESNTODY . — BB P TIE X IR A
WIBER DA DB B0

ACHD B#F XU 2 EIRT B8] 1E, 1) E-A T v Y PSEEL TO A S 12l §5628T
HIGER OB AL, BIES Y MR T LA HAHZ L, 2) Fontan fiERAH 328 HITHL
TUIIMREE L L& IR 2 WS T IETHRMIPWR AR L, KRIEOHMEFEE FIE 2L ek HHIERET
Hbo LaL. ACHD BF X HUREEZ #0356, Rl RRESLETHS, 3. ACHD &
PLst 3 BLOBPUIL/IMLEEZNIRL TO AT REMED S 50 L72AS> T ZOIRIED T 15 & I 1 35 JOVF Bl IR
WERIIE, TGRS E. MBFHEOMTRAL, i EEZROZLEN DL, 720 H ORI
R Ko TR R H AT AEL TV A EIE. SHITHEE L IGA KOS5,

BRSO T IREE R AR I AT OS5 6y 2 AR I L PF ) AR M HRPUR T & 2 AU KB RILE DR
THECLW R DS, LIzhoT, EEOREIRKZE, 2B it R %2 033 59 B % falied Fontan
BHCBOTIEEIEICZ B W 20D H D, F RSO T RTS8 0 SN 6. i
BN CTILAT B RE DA e 2t LT 2720 DT B B2 Mt § 2 L %A H 5. BARMIZIE, Bl iy Bk 1
XD FER I AN E=) 07, N R RELS 2720 O RFTREESE O & T
DY AIEEOMENGRETH LD, RIMEICHLTE, MEBLIY 7= 7)) OR—F A8 5 TR A
I8 %0 BEIIBLT72=L 7)Y ORI G E EIND, 7= LIV YD RIRI TR EITIZ/ VTR
VPR OOEDTHY, CHEFEAME FTL TV ERITIITRL ) V74 5E R THh 5,

KERE7T Oy 7, FRECHIEE T RREE, AR AR BRI & ISR SE KA O B C Il 722 & D 22 FlZ AR & BF
FE DS Z BRI DL AREIN TR LA L, AR ESTHIRD) -t BLOILIREZ KL T 5
WD L. L7zAioT KEAFE Ty 7 TILB G P2 E 2 WV CTIRIR L7 #HIR O 2w 2200 R % 2 532 4R
TERLED DL, RBFEOTRMELEEZA TS, bl Fontan WEDHEIZHBWT, #FEOW,. W+
) B & BV BB SRR J A R W 3K X 7 B BERE 2 S HEAT ST B o Sl Y 20 B i AR 2 AT W 2R AS S R A e 7
DRRIRICEA 2R G THZETRIMEZ X, 28 REARR B E 2 U LR 2K TE 5, D720,
ACHD #EIZ 3BV B R 0 e F 721370 LU BISR L Cld, EERRE AL RR B A 32 S Cwa” . 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
7% PP 5720\ 1B 7 7a—F X0 IEHT 7 70 —F 25 E L 20 A PRER RO 72011340 K D)
REOLD% FAFHUEEN DD WA OF BECOIE T RN ZIOREBLALRR I Tl 2800 i 28 D75 W ke
B CIEHEZBIZE L, WY A7 1B & A A P g § A2 TR MR I R E R 57, L7zdtoT, K
NP R BB TIEHE DO FHECH I T IRRFE 72 (A0 BV RREE 2 80 3 235 6. B MRS i il T
Mo HRIFEML . 1B 7 70 —F TERNEITOSENETFNS, B S BRI L Tl B A58 RO
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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
IRF A 2E AL LI EDH D,

WEFRMREL TR T HBRO LI BRATTDIL, itz Tl OB OO O — Wk b 5",

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

KENIR ST FARZ213 Williams JEfE#EE LRI L 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
HHBIZHEAT . KRB 22 A T5EEOFEHI, OREPRRIE, B RE, REIIRTHZE,
KENRIT TIRAE L EDEPEDAOND . RIGHE DO KBYRMAZ 1, 72 OAS 2D AEFT R K B IR A7 4 - 5 ) R 93 -
BRI EOE LD, ZOHARTFRIIARTHS,

MEEEME LT, WM AWA. 7Sy F M, A L4 E 4T, subclavian flap ¥ (8845 T ER
POVERL727 Ty T XA TE IR T 5) REDVITONTE . BT IRKBINRS AR 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.

59



60

EB6E FFINTHIE. FR

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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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 &), KBRS, O BRBETFM 2 M5, L a—KHAERLCT. 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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e GEPIEL, LEICIBU T # 48 BERT LIS BI T %Y,

F72, RN BT 2 SRR O 22RO LR A EA ] OO A A N MEFETRZBIMSE 5, Sl 32
PIIRL TV 27513, MR IR ke 5o

JE1 A7 39 D K Bl R A e > KB IR R Lo 72 B i I 5 FRE R B 20, Rl R - AR AR LTI I R &
W MIEOE B 28T 5o SOEMEIRKEO 7 KRR EE, A I~ R Zeseh IS, EE 2 A7 B g £
SHVTHBNFEE D MRS OO X ISR & O T 0 R 8 2 5Hl 5 %,
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3. s MmE

Jiti 5 L B QIR LIETFAT L. ABHEB IO ERSIEH N EBHMONTBY, 2oL 3h04AeEs
L OB ILE S (pulmonary hypertension : PH) 7V — V2B LT WaY, Je Kk BB 3 5 il
LR D B OB MR MATE) B A2 L L CE MR 952 LBV, TNERORHEBICAIL
TR B 2 RS ALEN D Ho RIETIE, FFICH S ILE 27 V) — B o fi B A% s v i B Ik 1 i
L 38 KON O JBA AR O Il s I % H D SRS %0 HUL SR BN S IO W TS 6% [ 6.
Fontan 7688 | [ 7.Glenn 6388 ] %, -4 v M X B8 E 2 il ik 2 AR L4 205 i)+ (high flow
PH, unclassified PH) 122V Cid [8. ¥ v > MERE] 2B Iz,

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 %,

63



64

EOE FRINERE. BR

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

it 5 ML B IS BT A ME AR M XA B IRE R AR T IS X 5.0 Rz 5] &2 L, By 25
MEZY) —XZ2FERT L) AIDBH572D0MT 0LE08H 5, NA ) A7 R TIE, FRFEE AR
BUMLIBIIRE 7 4 > BLOHOHIRT A Y2 AT e HERINDE (S T AT a, ZET VR
Lv OV ADHE, MUE I PBIIRIE 60mmHg ML EZ2 MRS 2 2 e 2E LY, J V7 FL
TV AT LY RAERILE LIPS 2 L A K RMERRE LA S50, SR EO
BEEFHICEL T2 72 2L 7Y VIR E LA SN D % 720, BREGIERE
DLETH LY, RLERERZIIE PRSI Y282 L, AUEEZHERT 2, N7 30
JYBERNTED B0 TS IIRIMAERPUR TERIC X 2 e R HIR, AEIRICEESLETDH
%o F720 R L7ZAZROHIIE AN ORMEHPA A 720, HUOIRIE % $8EE 1288 2 57 i %
MRS 50 AOAEDOIEDD S PAH BHE 121X, NO W AR (10-40ppm) 25 b EZETH ). i
TELLHDEMLTHBLZEDPEE Ly, MiMEESi2 FA 382 %R (IRERR, & Btk FIE,
TV R—= YA ARMKER, B E) ERER R [l F 72 3BT 2 LD B MM HEBTIE — 1]
PR DB IR AR I VR IR E 20 50 A LR BT — s eE (AR E Y720 )6 ~8mL/
kg, positive end expiratory pressure (PEEP):5~10mmHg. PaCO,:30~35mmHg. pH>7.4.
Sp0,>92% % HARIZ#RE L. W WIS % B4 2 L g & na?,

(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) — 2B % T 2EMEDHL7:0M T HRETHL, ZD2D, D
RIS L BNT » AR AT EASERR SN L™, 35V MIIMAIT, DRIGH OB A 7L,
CHUTHEFAR (72220, LIT7x0¥2)) RN TRRIESE AL, WA RRIF SR CIRRIAE SRR 3 % )7 128
Ji 5 ML R S0 9 BRI T L L C— R CTh Do ZEAUTIIM A BEHT_EANEH 238 572 08 % sk L
Bo TORTA— VR 251 3ME DHEEEO 28T 5 & IV ITER 2R 720000
EDBFIZDER T VAL, i ML BRI AR RSN T0ua™ . R RBBZICBIDA5TF
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VYATIR, rYIVNCEBMATHREANDBEI VPRV ERE SN TOAITEELET Y, FrAXFIIVY
RIS LN E ME B E OREE SEEHIA I TH o722 WG 23 2 TR A 2R INE L% 2 oh
B IR E T 0B BB,

(c) FEMEIU—EDFR. x4

v ML 27 ) — B &, BB il A4S HEHT b A2 B B A E O B DI E R, i A
T PEBRR AR T UM IR R TH S, FFHF (RIE, #RZE SR, KRR IME, 73—
VA, EEBALRFEIMIERE) R TLIENEETHL, MiEmEs)—€oJkE (FoEiRE Lo
F7/—E, RILFE) ARONZZGHEIZFREFEZROBRIEELIC, 100% BFEICEL BB KEITV. NO
W AFEEEBAIGT 50 /NVIZERT) Y, BHENY T LI OB MFEZHER L, MEIRIREYRD LG
(TR T 28555, BiEIME ) —E 0 5RE L2V &R LD KT 5413 ECMO OE A%
BeEt3 %,

4. fineEE

FMRBORIZIEDS S MMk 48 ~ 72 B I LA B LM E ME2) —E DV 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,

SEHR

1) Thompson A, Fleischmann KE, Smilowitz NR, et al. 2024 AHA/ACC/ACS/ASNC/HRS/SCA/SCCT/SCMR/
SVM guideline for Perioperative Cardiovascular Management for Noncardiac Surgery: A report of the
American college of cardiology/American heart association joint committee on clinical practice guidelines.
Circulation 2024; 150: e351-e442.

2) Rajagopal S, Ruetzler K, Ghadimi K, et al. Evaluation and management of pulmonary hypertension in
noncardiac surgery: A scientific statement from the American heart association. Circulation 2023; 147: 1317-43.

3) Price LC, Martinez G, Brame A, et al. Perioperative management of patients with pulmonary hypertension
undergoing non-cardiothoracic, non-obstetric surgery: a systematic review and expert consensus statement.
Br J Anaesth 2021; 126: 774-90.

4) Benza RL, Gomberg-Maitland M, Elliott CG, et al. Predicting survival in patients with pulmonary arterial
hypertension: The REVEAL risk score calculator 2.0 and comparison with ESC/ERS-based risk assessment
strategies. Chest 2019; 156: 323-37.

5) Galie N, Humbert M, Vachiery JL, et al. 2015 ESC/ERS guidelines for the diagnosis and treatment of
pulmonary hypertension: The joint task force for the diagnosis and treatment of pulmonary hypertension of
the European society of cardiology (ESC) and the European respiratory society (ERS): Endorsed by:
Association for European paediatric and congenital cardiology (AEPC), international society for heart and
lung transplantation (ISHLT). Eur Heart J 2016; 37: 67-119.

6) Boucly A, Weatherald J, Savale L, et al. Risk assessment, prognosis and guideline implementation in
pulmonary arterial hypertension. Eur Respir J 2017; 50.

7) Hoeper MM, Kramer T, Pan Z, et al. Mortality in pulmonary arterial hypertension: prediction by the 2015
European pulmonary hypertension guidelines risk stratification model. Eur Respir ] 2017; 50.

8) Rosenzweig EB, Abman SH, Adatia I, et al. Paediatric pulmonary arterial hypertension: updates on definition,
classification, diagnostics and management. Eur Respir J 2019; 53: 1801916.

9) Lee TH, Marcantonio ER, Mangione CM, et al. Derivation and prospective validation of a simple index for
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prediction of cardiac risk of major noncardiac surgery. Circulation 1999; 100: 1043-49.

10) Bertges D], Neal D, Schanzer A, et al. The Vascular Quality Initiative Cardiac Risk Index for prediction of
myocardial infarction after vascular surgery. J] Vasc Surg 2016; 64: 1411-21.e4.

11) Memtsoudis SG, Ma Y, Chiu YL, et al. Perioperative mortality in patients with pulmonary hypertension
undergoing major joint replacement. Anesth Analg 2010; 111:1110-6.

12) Ramakrishna G, Sprung J, Ravi BS, et al. Impact of pulmonary hypertension on the outcomes of noncardiac
surgery: predictors of perioperative morbidity and mortality. ] Am Coll Cardiol 2005; 45: 1691-9.

13) Meyer S, McLaughlin VV, Seyfarth HJ, et al. Outcomes of noncardiac, nonobstetric surgery in patients with
PAH: an international prospective survey. Eur Respir J 2013; 41: 1302-7.

14) Kaw R, Pasupuleti V, Deshpande A, et al. Pulmonary hypertension: an important predictor of outcomes in
patients undergoing non-cardiac surgery. Respir Med 2011; 105: 619-24.

15) Lai HC, Lai HC, Wang KY, et al. Severe pulmonary hypertension complicates postoperative outcome of non-
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16) Ammash NM, Connolly HM, Abel MD, et al. Noncardiac surgery in Eisenmenger syndrome. ] Am Coll
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€287-e305.
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by acute hypoxia in a rat model of pulmonary hypertension. Br J Anaesth 2019; 122: 437-47.
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25) Friesen RH, Nichols CS, Twite MD, et al. The hemodynamic response to dexmedetomidine loading dose in
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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
Wergm B UAYaE. %8 T E (double-chambered right ventricle: DCRV) EFFIZIL, AR JEHT R
WA LS THENELARE I EH SN ETH S, DCRV I AMNESTT2IE03H 57201
WISER DY G0 % v MEIIRTS LAk%E CRASVERIBIIRSRE %) 1%, Williams fE B #E. Noonan JiE B #E,
Alagille SE £ #E. DiGeorge JEfEHE. LEOPARD SEfEfE, S RVERBIE MR ST L TR AE T 5,
i B IR A HEAT 54T 38 R AR B IR IR >+ > P AT TS i ST BRI A L A2 E b b 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

it B IR 7 AR DS TRV EH B SN TV RETH, MEIIR G Rl R mE (R
7 >64mmHg, peak velocity>4m/s) DO¥HIE. FAETAL, JEROA BEIZE DS THBEMN ADHEIE S
N5 (fESRISAL, TEFYALNVC)Y s SRz A M BIIR A O35 A3, MEIISEL TV N b—
MR —RIRE T (HEFRT T AT, TEF VALV C)Y , BRI O 542 95 28 A A 1L —
YIBEAMISE L TBO TR RS CER WA, EREOEER A THIUIHE oM@ LSS
(75T, TEFVALANVC) Y, BEREEOR AT, EER OB T, AEERIKTBEL
O/ FE =R AFEROMEST, AZPHEE> S0mmHg, LEHRERIBR LERRRIEEZ N T 24K
Y VRDELE. DWT N R TSR PR oIS RS RIS AT a LVC)Y s KA
i EY AR Sk 22 D55 B IE RO AH EAZ b 5T, £8 50% DL EOSAEH RO S, A7 I E 50mmHg
DLEBIOY/ F3MER T ARROONLY B Eh T — T VIR RE MG A&k s (#3RZF AT a,
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L),

2. EXMMEEIRORESME
(a) Fallot TUEE

Fallot PURSCRE Dy 1% 55 b WG B IR o708 5 R0 0 i R BE AR 22 IS KA AN ER R T 280D 5o JEMBENE
O, BEEOREBNNRA SR B L/ T3 FERE DL L4 ik 1 G242 % 585D 2 35 6 13 B IR 77 18 46
WadEsEsnG (HEEZI AL, TEFVALNVC) Y MEBEIEOR AL, BEOMBIRABIO/ 24
FUINEIR R ZROLG A, BB EB KT, T %oa Bk O S0 K AR >
80mL/m? BIY/ F13ABIR KB ERE >160mL/m? BLO/ 03 SEEE DL _E O =52 5l i
1) EATHEOA R PHERR AR &, A= HEK%E (GEIGEEMIE > 80mmHg) oW hrziloiud
T BYAR A7 18 Bt A et S s (fEREZ I AT a. TEFVALNILC)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
EIEENIR T BLOF T WA OF B8 EMEIIR. 4G KREMEIIRAYZ v AERFELTE, Mg
MR EAEY KRB IR2 DO 8, TiBIRO# MR, FHEICHW 22y FOIRE - B, ARy &io
R ELRENEZONS, PAEDFIERIIRAEINIIE ML, 2o ELHMATI 5, BIERF Tl Bt
HHER D HRRBIZIE W CTH B, TEREFITIZHEINOILR R A BRI T . ABEIRDFEE T B0 5E DD
bo WHWOMIL LM [1. MBIk | (12H#E$ 5,
(c) AZ - mEiREDOATESE 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 SO, BEOBRNGEICIVEM M2 kL AEBIMEDRKER S, JiE
BEVE O H BRI E >60mmHg O &30 7 — T IWVIER LR E LB ENHEREIND (HERIFAT, =
EFVALNLC)Y s BEEREIEOS AT, EAEA R B RO/ F7 3T AE B IR 5 2 520 A3
A3 FBIEBRE ST, EAMA IR BRI R AR >80mL/m* BLU/ T3 HS
PEERAE A BARE > 160mL/m® BLO/ F23h S LL Lo =R P ) . AT MDA BB fE R
A BPEIE >80mmHg DWW I N ZBOLGE I T —T ViER R 2 Z BT R&kshb (R r52
Ma, TEFVALNLC)Y,

3. AERBMEFREICHT DIEDIEFl

MBI RIS 5 I K 245 S LR 7 — 7 VAR SRR AT B T AT LA S 72, T f
DRRZBOBILFIBII DR UL, REBEOFERE SN 60 ma R o, $72 5%
DAV NHRBEG G AL LA R RO LI LLHEREET B,
(a) firEIEF

A5G BTS2 LT A A B R IS 2 285 (56753 [ g I
LI . MATHREFM BHIER T FRIER T2 SAI0IA2HER). S A%
IS DR R BT, A7 CRERE, IBIIRI M, A REIROA OV CREiZ 749" BRAH S 2h 7 —
FVERBEMREL T 5 A A M) A S W70t AL B T b AN IHE B I
DL, FOMFRORAE, BHMER T FHELRT2EARCHITL, £ bo0HizE
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ST BRI B
(b) BElifTHAERE
RSO TR A A, A5 2 R MY 5 2 L0 R I WS 522 T W ILIE H
DRI T LR /55 5 AR AT PRILE S A7 OB R RERE 320 BHIILAS 36 O3 AR L
TCHBA LRI LB A E AT SR IE A S5 EA S, A DR SR 2o
I BUBIED BB WHRALARRITERL, BICIEECTHRAIIE | 15 RS MA B 5.

SEHR

1) Ruckdeschel E, Kim YY. Pulmonary valve stenosis in the adult patient: pathophysiology, diagnosis and
management. Heart 2019; 105: 414-22.

2) Cuypers JAAE, Witsenburg M, van der Linde D, et al. Pulmonary stenosis: update on diagnosis and
therapeutic options. Heart 2013; 99: 339-47.

3) Baumgartner H, De Backer J, Babu-Narayan SV, et al. 2020 ESC Guidelines for the management of adult
congenital heart disease. Eur Heart J 2021; 42: 563-645.

4) Gregory SH, Zoller JK, Shahanavaz S, et al. Anesthetic considerations for transcatheter pulmonary valve
replacement. ] Cardiothorac Vasc Anesth 2018; 32: 402-11.

69



70

£ B6E FFINEHE. BR
5. FhEARF
1. BERAEREETETRAXXEORES LU ZOMHIE

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
ook, A B IRETO PR B oktie, MBIk EHOL7—F7IWRICHB1F 5 PR Y =y M
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& %%
72, SHEHOIEHRI ADAZ L2257

4. {iTausT : IEDEFMTDY R I 5

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)
3 (ACAP) A 2 7., American College of Surgeons National Surgical Quality Improvement
Program (ACS-NSQIP) A27 704 HMEAFZ SN Tw5 Y, ACAP 227 TIZPR 2495 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
W29 4D PRI THIUX minor ARSI, hEE DL EICRAE major BRICGE SRS, /N
Tid, WUAZ P PH (MATBREALEEZT ISR T/ AKSHEMATREN/ BITE2Z V) TlROEE
(I NI AT N T T — % 1 B BIF AL a3 T 20 5EbH 5. Minor BEICE% 43 289 PR IZAKY
27 EHIWi s N, Major BEICEE ST AL EOPR Tt EHARLSAWHDLVIHMETFLTHIUL
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
MRHE~D LYV T —2 a2 ACHD R COBMAEIRSNLIED, MihollE 77t ARE=5)
YT FR RGOV TH O T ARSI,

SEHR

1) Bansal N, Gupta P, Joshi A, et al. Utility of Doppler echocardiography to estimate the severity of pulmonary
valve regurgitation fraction in patients with tetralogy of Fallot. Pediatr Cardiol 2019; 40: 404-11.

2) Beurskens NEG, Gorter TM, Pieper PG, et al. Diagnostic value of Doppler echocardiography for identifying
hemodynamic significant pulmonary valve regurgitation in tetralogy of Fallot: comparison with cardiac MRIL
Int J Cardiovasc Imaging 2017; 33: 1723-30.

3) van Berendoncks A, van Grootel R, McGhie ], et al. Echocardiographic parameters of severe pulmonary
regurgitation after surgical repair of tetralogy of Fallot. Congenit Heart Dis 2019; 14: 628-37.

4) Mercer-Rosa L, Yang W, Kutty S, et al. 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: 637-43.

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

6) Valente AM, Cook S, Festa P, et al. Multimodality imaging guidelines for patients with repaired tetralogy of
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for Cardiovascular Magnetic Resonance and the Society of Pediatric Radiology. ] Am Soc Echocardiogr 2014;
27: 111-41.

7) HAMEEREGY S, HARWEAVE 2 BANBIERG Y S |, HARGBINAE VR 25 BALBIR Y&, HARR AR
DEBFS RO BT R E RO B - AREAEFICE T ATARTA . 2022 LETWL https://www.j-circ.or.jp/
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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 #% O3 813 super Fontan" #*5failed Fontan $TH:4Th5. super Fontan &IZE BT 75
REAMEH H LM S5 CThHLBRBEM TH A, L2255 T, Fontan Mg B ELOELDICE T, 4 D EE DR fE
A PR I BE DR S BB CTh o BIAIX, HEATEOIGEYEE, B AT, MITMAE, LY T —T v
BeAECld, FOOEIRIE, OdmE, IR, RImEE. RA IR E SR, RO Ez
AL, AR ORI DL, T 7/ —E DR K E LTI B S IRIE R A 5 IR & Bl S IR O IR - SR S v
YMZED o BYERIRE L RGBIC XD, B O EIFBRICBITL TV AIERH LD THER T Lo LT I—R0H T —
TV CE O RO RS LEX1, BEIRELZ V-V 7Y M %, 72, Fontan fEBRICEAMNEEF~
DFA—=VHERE LTIk, EEAEEEEAE (protein losing enteropathy : PLE) 23%4ET %
210 B DOELAFFIZTO%FEEL i P SN TWwb, Fontan Mk N CIRUB TR 2272 BE D
b, MRAPHE CHENS O, MATEHRBAZE, AL, 2T, MEo.LEIEROKT (EF
<30%)% AN, F7 /€Y A AIHEO RN TEHE ST,

AFBRER DR BRI TIE, AL CGREINOEEME T LR T oTififiahna—
TRHIIL TH<0

3. WEREtE

FECoUL, Fontan MO REIIDRVIED B H. BIED Fontan JEEROREZLIRL 72 EC, kAt
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 2RI %5 XIS E 5 2 T %o MATENEERE R 5L R WIIRAE DS RS, ME DAL IE,
BFEALDA R, SR T IREBCTIIHE L Wikb, MATHRILEL: LT, IhHEEZZET 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. BIREIE

Fontan 3R CIZMifEER COBRMLLE DS HFIEL Wz, BN AEIRE LA (POEIRE B L
MR (W ADT0% R2E)Y O T2 N TH b, TAL ORRMSIIRM IS IRIEHN 23, Z0%
BECHI AT, BAMEDIKT 7570, Mrdid B2 R/ N RIC, MR EEZ 3%, 29 MEET O
Fontan 5 Cld. Wi BM 28I > T TIE. BRI OHAMEZELZ L8, #IE 2/ B o
AL EE LA, BYIRE IR i AT X AR E S B 73 20 0 CHIW$ %0 A 2 O B TEitIE
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 551 &5 LA ZDFERIIBEHMOEE I HEA B> TEBVEM TH L, BAB.OLTI—Tl, AIEAM
OFHM, PUFEREO RN, BN O, Bl EIR MLGE O M A2 1TV T REZ BRI B B RE & 4 i D IR LS
Ninely P

Fontan fEERZAER % 1T, bR EERM RXIZ 0 HEMi L A2 L EL T HFM CTh Do /B RICES
W lENE D A X AR EA OMRT . T2 ESE T Tl AN LA L PaCO, @ 15 (OO EARE
XD A EPUIE A S LA L, SR IEIAESC T 35, B BIIRE OO IREE=51)
7. BEBLIZI-DBEZI—FTXRETHbD, FOEIRED20mmHg ##z 5L, HiEX° Fontan i3 HIK
DAL TV WEE Z TRV, O EICIBIERAICHRAENS, MRAICR T IELE T RE
ThHbo NTIATIVNIEATEERYKR—b NO HEABITIIT/NBIZEZ R L 2N ZED L v, HTH 77>
ATy FMHERO MR, 2 Bl SR R R &2 3 5 2B MET L2 S RV MR I super
Fontan L&l SA7ZFEBITH, 45 BEMGH 50 KR I 4712 &4 Fontan JEBR O BHE X SN2V AL H
FEGEREICE DT A— VIR BIE T 570, MEREHETRIBATMEETIH A EETHS,

53 B4R S O TN T 25 BB 2 R B 72 DIl B IR P 28 3ABR D T O %05, BEEIFIL T TITh A EAh
ET, EFREET R OFRMELII R %5, MEIRAZERABRO )T IILEFAETEIH L0755~ T
W EITEESLETH S,

Fontan i B E A2 CTOED, LLOMMABHEIZES>TINSDOBEERTTIHEEILVEITE A%
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EOBEH FEINETRE, BER
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, et al. 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], et al. 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, et al. Predictors of procedural complications in adult Fontan patients
undergoing non-cardiac procedures. Heart. 2017; 103:1813-20.

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

Ohuchi H, Ohashi H, Takasugi H, et al. 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, et al. 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
RS DB DALV BB IND, FRER»SOMIEILOEE2E, LETHEIRINE RS 5720F
T/—YxRET 5, BIRIMEEREGAE (Sa0,) (ZMiOBEHELEE2 T Tldzed EREIRISE R 321t (=
MEBR MR OFK 5« MENIATE,. MRS r o e licEoTREE% 35, — I Glenn 7 @ SpO,
1375-85%. FRETH L. KR MIED/D, FATIZYyME (40-45%) A3 H~OFEH# B0 %
Tdhbo Glenn AN OEHFEAMZERIRT 5720, ORI T, BEZE/Rdiid Glenn FATHT LSS
LU HEMEA BB L7zA5>T Fontan fEBERT O Glenn 7 £ 0> FU WM&, il Bl i R840 &l o A7 B (b oK i
k225 T 2EEOENRN) OEHEEDREIZHLDDODERITEIIR S v MEIY I 22 L7 IRETH S,

—75 Glenn B\l M35 HEPLASE IR B R, B EYIRIZARZE D3 5720 i D LI 2SAN 55 T %
JEFI T, Fontan FMTNMELIEATTER VY, ZOLHIZGlenn FAi £ O EIL. Fontan FATfEHEH O
JEBIE. Fontan FHTANBISAE G CIXEIE AR LLILITEET %,

2. FEEIE

B 72 Glenn FEBRASE L BTG OARIl MAS BT, @l 2R B, O BRIF 2 O R THY",
CD3 MR SEICE W RIS B2 1T Bl Z1E Potts IR0 M HL B 2T Tl AP L2 B A MR LHE
FEWNPI T CRREE AR CEIUE, I A KPR KCR T, BB R O B RO BUI AL RV 259,
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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EOE FRINERE. BR

TR ST LA 5 LB RIS LD 77/ — DS HEIT L TR e HY, BRIMTOMREEEGA =
ARDBENEZUE MEZ RO T2 UL EDPH L, MATEEOALEITRDAEROT, Bl EIIRIELE
ZINTT Do

T B IR A% 2 D728 Fontan TATA IS B H O, MRS T IR AT O Rty ¥ i, B shIRE
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 A THY ., MIEMESFD20H T A= VT IVILIETH D, DI, EHEHE Tl
RREPIKECTRTIEALEIRY T — T VE B2 BT RETH 5,

SEHR

1) RS . 5 RO o IR T4 O R4S BE . RRI%E 2017;66:S1-6.

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 2016; 23:235-9.

3) %4 . Glenn Mg /NEBEIIBITDIEIESFMIT0 3 2RI OMET FRRRE: 2023; 47:1271-2.

4) =T ARBE SR SRR T4y SRS O Z 55 IBUE R A PR L7 BB 3 B I I A
DIREERESR  REE 2015;64:416-20.

5) Yu Arima, Ryu Okutani. Clinical Pediatric Anesthesia 2014;20:222-6.
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8. VvV MEKRE
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 VI HIETHLIEL L WY, - Y T BRFL S IR ARG BRI S g,
— O SN G, G-Iy T, BEZBUNL2EIS, 28085 725 IR o — 525
INANALT, RSN ERREERICHNEING, WINOBELEERORFIIETL, LEAD
BN %o 1ZEAEDBRFE T, IV MILIE R ASERO FIE 2R ET 5%

Je R DREEZE T2 EEOIDMFM Tl MATEREL T II0RL ORMAE B2 1752 L25KY)T
HHW, VY VIBEIET AL YV MNEANT AR ORISR EEE LD, VY N E T 5 EE O
WAEBICBWTRDEERILE, PRzl oo, AMREMIMKED/NF > AZ2asta—L§5
ZETHD, LDNFZR O Ty MERAAMGEOREE N, M #EPT (pulmonary vascular
resistance : PVR) &ARIMAEHEPL (systemic vascular resistance : SVR) Wi DEEZZ T 5, TD720
PVRESVRIZHE A KITTHF 2T AHIEDRELELLS () PVROKTFESVR OMEMIZ, -G~
VIREWMAKSE S, AT, PVR O#INESVR DI TIE, A-GIrMazRAsesh, fH-A£Tvrb
ZELEE72D), B3 E5,

Py MR TABE T, ERARMEIC LG REEROGHREDIH ). FIRT A > ORRPRALR
WETIEE TS, #IRTA VDO OFREEAERDVAIE, LG-FEVY Y ML F T/ —E2H TS
BETRLELY, E-AY vy PCIREREDERIEZEN L STV B, M ORE B RIRE 72350 H
LR AT ARABE OILETR CIE. AW ORIMER RO 22 23 RS2 L OHEHH )Y 5
g5, Flo. BEHA. Uk Valsalva T8 %5085, positive end expiratory pressure(PEEP)
Lo TEL DMBENIED EAIE. A-AY Yy Y ORFMELA RIS S0, W53 20 fEMAs
HoHY ZEIZHHEE TS,

2. E-5YvVb

ATy bTIE TEHIR 2SO M5O — A R 5720, MMFiEsmL. v MEs 72T
HIEBRA~OHMEIZIRD T 2%, MOBFELREICRE E UL, RIEBRICHI S M 0 B 3 A1
(Sa0,) 13R7=N20%, HEANOBREMR R T 5,

Ay v MR TR BICE, DEPRERE. DEPRAE. BEREXE. BIREREREDR DD,
—RITEE R IDDHOL NNV CTE- ATy MDD LEL LR BERLNVENSHRAIE - v Mhid
BETE LRI AR DID D5

-4y MR OMATEREE MO, SVR ORI, PVR O FIZED v Maasliing 27250,
SVR ® FR%Z#T, PVR 2@ A2 TH Ao MO AL E 28T, @IS X 5B IR0
AR FE S E DT BIORBET VAT - A% M T 5o FRFREHI S AR LY SVR & L H-8+
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EOE FRINETRE. BFR

b7z, TR E RO, SVR OKRIZPVR 28INsE 20 A0 EE2H0Y, H-Lvrb
2 F T — B E LT AL -G Yy IEN BB ORREEL. FRICPVR 22 EALT
BOTLOERBIZE LR TL TN W AR, —RICRIFICHZEINSG DS RN - 43 v M3
B LTIt 2SS ST 22 L2 B CIICE T 5,

Blalock-Taussig ¥ > b (BT ¥v>b) iR KEIIRMIEIIR S ¥ Ml DDA v U M 3 5 -3 Tl
M D4 THENIE—EE I v MARAFEL TV D, MEOBELD0I21E, KILEZHERFL, v
WEREOTENEEE5A5, WA MR DR L L EORBAMIIORDD/20ONT Y AEET b,

Fe~A 3 UM X B MR 232 AL 3 LB IR PA SEEIR D HEAT L. PVR S b 545, E-Hivwy
VMR WIEBNIE MG R E OHMELTAH Y, PVR 23SVR XD Ei%AR5E, Yy Y MNEMDBHE PO~
L, F7/—EE2ET5I9%%, PVR RIS, A iiyi27: 58 Eisenmenger FEfEREE 725,

3. 8-EYvVhb

H-Tv U MTIE. &8 000FIRIMO —EBAEIEERICI I SNSG, RIGERORE A L. ik
SOMEER AT HEIRMOBIIFIL TR T § 2, BESHEIMET T 5L, LHHBED LR THoTh,
KA~ OBE AR RT3 57,

Fallot WEEICRFESNEIH %, H-LIv U MAL, 77/ —E2 2325 ETIE, RIMERITOK T,
PVR O LHIZXY, H-EIxMaEPHEIMLTFT/—E¥REAL T4, H-ETvMNEZOMATEEE MO
HEZ, SVR Z2#if5L. PVR O LRZ#ITHIETHE, F7/—EnBALL220 &0, WA R E T2
EREEBIYSVR 2 EFHSE 51392, BIIRIMEEZEEAE O ERICORDBIENE N,

LY RREBE AL, SVR 2MET L. F7/—E0EAL§ 2 B2 H 5720, BRSO KER—F
AP G-R0 T  FE O W AR SE D P 5% BT, SVR DI T 2Bk 3 5. F7-0 KR IMGE. & Bk
FIMAE, FHMET I = A, REMBERH R EZ T TPVR @ LA 5, — BRI IS
Wit A SRR AT TEAA, T AHA 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 I PVR ZBINSEFICSVR 28NS 5% 720, 72=L 70 X0 EEL W RELED D 5.
H-TETx b DH L BHETIE, WREERTOE N CTOE)IR M G EOMRLEZETH LD, FMEE AR,
-y b OHEY A WA ROBBIAEN, BIRKEREIIRELN, A-AYy o
BIIIEHID 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.
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EOBE FEHINZRE, BER
O. B EOLEER
1. BEFOBE

I A, REIVNSTELLEDH I THRIBN ZATIZIA I BF LLFHVEZITBWTH- ALY v b
WZEBFT ) —BOEBR - VMDA EDA = VD2 DIAThNAETHTHY, EEZDYL
DEEEIBET 25O TRV WEMZITH) L THREPBIRM OMATISE L2k AEIET 5F
THIE T DA e 725, I BT THROHEN TV BLD05, RITEIIR S + > Mir& i @) Ik AL Hi i T 5.
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

PRI ENIR >+ > Mifid Fallot DUBUE (tetralogy of Fallot: TOF) ZX @Mt kAt B, MBIk
PASHRE 72 & D I i 2 BY IR B\ ARAE L T B3R L T DA il B IRAKTE B U I & 22 B Al T b,

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 K 8 568 0D il i 3 336 1 78 o0 ¢ RER2 Ml ML A3 U 7 B O =R RE 0 o A P B R A AR 2 479 22 IR
B BEREL Z DFFRE B FEOEHH LI T LA RZ B IR IR L 7R, SOIKIERN —=27
HICTHiATSNA LB E DT L7252 RIAE faAL - 15 1E KIML AR 2 &8 I 2R AS>TWA— T, i
EIZ R OB AT ENLZELHYIEATHHEUZIR AN H 2" . BAETORENIETRIE, EMi#R
TR 1% T3.0%. Wi B ARALHEMT 1% T13.3% & e>T W27,

FMBIROLIELMBIRICT — 72T TRIE N Tar7) LT, B#EKINOELEHELLT
Trusler A (MEJIRIEPAZELZIET 7/ —EMHOEE T 20 HKE mm, 77/ —EMH 05 A 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) #rhEIRERE
ﬁﬁ,%ﬂ?%ﬁotf&%]ﬁﬁﬂfiﬁﬁ%ﬂiﬁ%ﬁtfw%o NS 5 EOMRE M OIEEBIREINI2 WA, BHIE
ROMBREMIIBWTEELRILE, 2 ~ORFEMHRERL DO, HIEERMIEE Qs LL T, DO, = 1.34x
HbxSa0,xQs Z#WENRDOZLTH L, WHIEERIZEVTSa0, & Qs DHEFFIEIFNL —FF7DRIRIZH 5,
PRI ED IR > > e I B IR ACHEAT B2 1%, S VMRS NV 74 7 R A ML 3 &\ 2oeh 9 B R & ik e oo C
Vw5728, PVR O LIS 5 2 % 5 810 BN T L L TIRES SN bb D0, PVR OZB)IZE-TQp/
Qs I B 50 FFITHRITEIIR S v o M2 B E & DU 720F 20 IR T AR08 BR 20 O il 9 BR A~ 1L 239
NB720, JLRIINE O T R A KIRMIED EA2SE MR EOK T2k, Zozo, MR
BIPL (systemic vascular resistance:SVR) O _LEHRLPVR O TIZLSQp/Qs EFIC iﬂi%?b‘lé%
Thbo MRIMEHPUH TR T - Il i3 HEBTR E R IO W CRIER L CTBABENRH L (5 5 IS
M 22 R) . 72, Qs 3 EHOMEN = VO, #HWTQs = VO,/1.34xHbx (Sa0,-Sv0,) (SvO,:
RAEHIRMEEZBAE) THREIN, Sa0, & Sv0, DEFEMELRDE Qs 1XE kD, D720, SvO, DEF
WG R B EDOILIRICEZTH LAY, SvO, (THLLERIRIM AR 32 A8 FIEE ScvO, EAHBI§ 2 ZEDHSNTHY
8). ScvO, TR FETH Do Sa0, it 35720 DEIMAENIRIES A >, ScvO, - HULERHIRIE DRIl
TEBAE B A% G- D720 DOHULEIR A 7 — T VO B I ER B REDOITIRICAH T THHEE Z BN D,
(c) {AEMEDRRS =/ il DIFEC i Sl
BT ¥ v > Mtz B8 TIE Y v > MW 808 T BRI QRN TR M AME T UB)IR T2 8 /N GF
fili g %725, BUMWEIIRIET A > %2R E 35201 BB LATTRICHE T 20559 %5, MBT
XV MM HIXME BN OV A7 134 DD Y vy MIDILRZEALIZ & 5T ¥ > MEZERA IEAE 72 1M
HZREDOWEEMNEDRH ., WEELRDITHITLZONMF L F/2OVAFF T A= LRI T IZ L)AL
HE AT REMEDSD B o
T Y MILBIE IR Y ¥ MR A SHIBM R 022K IED E R R EL TEESLETH S Vv Mk
DI U MEPEO IR KRR O EIZ34% Ty 21% H%50% UL EOPZERRL, oA LML BEEL T
V\f_kiﬁﬂ:’éhfv%m)o PRIGEIR > v > MY, 7AE) VIR REDSIE IR BRI L, A E A A
FIER TR ERDIHI SN LI EATRENTHEYY, EHT7AE) AL HM/IMUREEZ T Twa'?,
Eﬁﬂﬁﬁﬁfé‘ak‘/’XE')/%FPJJ:TZM‘E# ’\/\‘)/%E&%ﬁ’m‘fﬁ’ 2 4 DRt D FIWTC RS NE, TA
E) & IE LW A3 o ) A7 2 2 Tl O # A 2179 LB D S Tz Ht EAD% BT 5
ZEIARBE RS v > MR AE D A7 132.7 DL EACHI N AL Wt 23D, MO Ht Oz A GEKG
) EET Y,
(d) AhEpAREIEHTE DIEOMEFiT
ﬁ?ﬂﬂ)ﬁﬁﬁ%*ﬁ“@k@)ﬂfﬁ%ﬁ%ﬂﬁ" RS A M EY IR 2 B oA RIS R LS
v PRSI ERENR 2 S B IR &l U CBER FAL SN ER IR M AN %0 I DWTH R T TR
&%Tﬁb@ﬁ‘df)%o INHOIEFTIE SV ALTF I A=ZE ERE TRECHlEL. BIRETA ATDOWTHIHE
oI EBE TR 5 E S %,
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1)

2)

9)

Wardoyo S, Makdinata W, Wijayanto MA, et al. Perioperative strategy to minimize mortality in neonatal
modified Blalock-Taussig-Thomas Shunt: A literature review. Cirugia Cardiovascular 2022; 29(1): 31-5.
Committee for Scientific Affairs, The Japanese Association for Thoracic Surgery; Yoshimura N, Sato Y,
Takeuchi H, 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): 254-291.

Dirks V, Pretre R, Knirsch W, et al. Modified Blalock Taussig shunt: a not-so-simple palliative procedure. Eur
J Cardiothorac Surg 2013; 44(6): 1096-1102.
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pulmonic stenosis to reduce pulmonary hypertension and excessive pulmonary blood flow: a preliminary
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Fenton KN, Siewers RD, Rebovich B, et al. Interim mortality in infants with systemic to pulmonary artery
shunts. Ann Thorac Surg 2003; 76: 152-7.

10) Wells W], Yu R]J, Batra AS et al. Obstruction in modified Blalock shunts: a quantitative analysis with clinical

correlation. Ann Thorac Surg 2005; 79(6): 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: 293-7.

12) HAREBRG -2, HABMSA S, HARRWESVR %, BANER &, b, JeRVECH AL/ RO R RO S TR

ALY RBHARTA 2 2018 SELETIL. https://www.j-circ.or.jp/cms/wp-content/uploads/2020/02/]CS2018
Yasukochi.pdf

13) Anderson BR, Blancha VL, Duchon JM, et al. The effects of postoperative hematocrit on shunt occlusion for

neonates undergoing single ventricle palliation. ] Thorac Cardiovasc Surg 2017; 153(4): 947-55.
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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.
SR, AWM F R RIEARE BT ONS, AEN BB HLEIEDBENE T EIE3.6% T,
HLHS IZBi528.0% LH#ThH B,

TR REIRe 22 HLHS, KEIR#ME 22484 (coarctation of aorta complex : CoA complex). K
BREEWI A (interrupted aortic arch complex : IAA complex) ZETIZEHR T EHMEERE IO
DICENRE OBAESLETHY), EBRIVTORY 7TV BH O 505k S Twb, Glenn THiHT D
R RO MR R 2SR IR R LTV RIRER, &SRR OH BE2 LGB, T A28
DB 13 B0 il ML 5 25 38 2 35 A (S B IR ALHEART . AR L T B35 G I ARB B IR > v > hFAlr 23
WmEMELTiThb b, 720 PHMICEAE G N2 233 X DKS W4 (Damus-Kaye-Stansel
anastomosis) 237HN5%. HLHS TIZAT—Y 1 I EMEL T, Glenn FAifilZ Norwood FAkid L {IL
A0S B AR AL HEAT + B AR AE A T 2 DA TbN AT LD BH D, TOLIT, HLEMGERLT ISR I =S
DEFREICLY BH ORI - IR EFOIREIL ML R THY. M2 OREBFN T L TEYNIR I T 22 %
Vb, CNHOFMOAEI22H5T, Qp/Qs>1 (Qp: Ml i #E, Qs: AIMFEE ). > E) i M it A3
R 23 A X B IR MR R R BE DS K728 705, Qs BT &S ~OBFE MR T LIRS, FoH
Ji ot e 2 s ML 2 S B LD o I 2R LT 23 5dH Y. RINSH 7228 B IR O H i - IR,
FRAEALASE IO M EPT (pulmonary vascular resistance : PVR) 52455 A 0] 38 {4 il & L+ % A B
LCWbIldbdb, —HTQp/Qs<l OHphr. 45 ML B\ AL T I 2 A3 L7 i A 12 & B KR 3 e 12 &
DEYIR MO FEALDA T TR NDOBRBE MG DAL T B REMEDH S, Norwood i 24 FRICA
ENBEH, FLIE B IR I R % BRI B (Sa0,) >75%, TRA EIR IR % faf1E (SvO,) >55%. “F-3#8)
IR >45mmHg, JEHRMIME >30mmHg, Ht>45% %E%HEICFHSNLY 25, il k>THEET 2
IFZEZ D EDIFFEL

2. FEiDfisk il
(a) BILZEDIEDIEFMTDEHIE

Glenn FAraT. dLIM BT %22 T 72 UL EIFRO BEHOIELIE T BT M oA ENR, i
FEBLOMFEBAMERT, MEOST ZAEORMMA EHERORAEFRIZ8%Y . T LEEED
O TR EZ T 2B OBENIE T HIZ17% ~ 22% LIEFITH W EHRE S TWEY,

e THIUIFER N 2 IE O TS Glenn FMAITON I RIST ETRETH LV, COEFIIBITS
FEOEFMIIZLOYAEZ2MENEL FMO#EISIEEITHLERRFAEROMEICLIEHDTHS, B
FeE G 95 (necrotizing enterocolitis : NEC) (&, AAFHO I AP LEL LS FELRIEKRDO—DThHbH, W%
Jili M 5 2 A T L7 AR IR - DA IS XA RGO B E R O3 & R0, BIIRE S HI RSB IRE > av s
(ductal shock) &7o7-3 &I NEC DR Z A3 EL 5",
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(b) filTEIEF(h

MIATREAIE. Qp/Qs. DAEDH . L HET O T I LA #BE E O] GE %2 F W 3 5720124 1]
RCTHbo s MilZiE, FEMIZRIEE, O IMAEIREE, MERERIREE, BEBIRRE, A Z A2 LB, Hra—,
M X . BEOMERASZENLD, LTI —KETE, BAEDOLEKE, BEROIRE, Prv o
BAAEYEZ G 3 50 (OBA 7T — 7 VHA L, BRI, b4 HEPt, D= IR, G5 RO A
HTHs",
(c) fiTEREE

HOEFRLFHOBRBTOEHO ELHER, £9BIEMEBIOERELRE/LTHIETHL, T,
Y BIOMERONT Y ARROZETEREINLS, EHORFE IR DO, 2 KIL$ 5 Qp/Qs 13041
HEICE>THEH T 5%, HLHS O LI L HLE TR 2R FTHAHTHLIENHSNTVEY , il
Qp/Qs X, Qp/Qs = Sa0,-Sv0,/Spv0,-Spa0, (SpvO, : i &Ik il 18 & S F1EE. SpaO,, - Jili Bh R 1 B 3%
1) CRHAE SN S (DEEN TEIFFIR 2558 2SR A SN TV A 5Tl Sa0, & Spa0, 1355 L%k 5729,
Qp/Qs= Sa0:-Sv0:/Spv0:-Sa0: LK EN B, FEIZIEIR DY Sa0,>75%. Sv0,>55% F2 1% HEZIZ,
A5 HRPUER B T - B BRPUIRET N F O Ei 21T — 2 DR THiIfE BRI BR - TBY, O
JERIZEDEEIRINIE SN DD D IEH R THLIEANDO M 255 0> TBY, IO 85§ A8 T
HREIME T LTV A2 LNIE T IR AZIEE T 5. /NT Y AQENT Nl it 45 5 5T O R FHEFF L
Bk, MATE B ZEIZL) D IME R BT AEMR R H 5. K PaCO, R &\ Pa0, 2L, PVR
ZEUIR T S EHBAN ANITEITE2RETH 5D, MRS, RIS ME RTINS 5 89 %4
WA OYE G, RERD BT HRETH B, T DREIEIL, B OMHRIREL T ESh Tl
DONFIZESTRESINARETH LA, BILNEINIRIETA > O EIZMITE RO R EILIZEHTHS. Qs
AN UL, Sa0, & Sv0, DEGFEIZ/NEL 5725, SvO, R MICEE LB TH LY, SvO, 1Ll
IR LR 5 B RS ScvO, EAHBE$AZEDSHHNTHEY, Scv0, Z 5T 720D LiEIR A 7 —T VO
EIXTERENEOILRICHE HTHEEE Z DA,

SE

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

2) Bown ML, DiNardo JA, Odegard KC. Patients with single ventricle physiology undergoing
noncardiac surgery are at high risk for adverse events. Paediatr Anaesth 2015; 25(8): 846-51.

3) Committee for Scientific Affairs, The Japanese Association for Thoracic Surgery; Yoshimura N,
Sato Y, Takeuchi H, 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): 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: 1301-10.

5) Torres A Jr, DiLiberti J, Pearl RH, et al. Noncardiac surgery in children with hypoplastic left
heart syndrome. J Pediatr Surg 2002; 37: 1399-1403.

6) Yuki K, Casta A, Uezono S, Anesthetic management of noncardiac surgery for patients with
single ventricle physiology. J] Anesth 2011; 25(2):247-56.

7) HARMEB P, HANBIERZ P2, HARBRNE R OEE S, . AR LR BRI
FA4 > 2025 e ETHR https://www.j-circ.or.jp/cms/wp-content/uploads/2025/03/JCS2025_
Yamagishi.pdf
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8) Barnea O, Santamore WP, Rossi A,et al. Estimation of oxygen delivery in newborns with a
univentricular circulation. Circulation 1998;98:1407-13.

9) Nasr, VG, Markham LW, Clay M, 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): 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
fﬁﬂﬁiﬁﬁbhtiﬁa\ 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#)o

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) KIEEDIEIEEXIMEER{I (congenitally corrected transposition of the

great arteries : cc-TGA X |3 L-looped transposition of the great

arteries : I-TGA)

cc-TGA &, JaAEMNEM OIRE 258B XV —79 2% (LIV—"7") ZEIZED L OO E DN iE B AR

ANEEDY, AR, GEPIEMMELT, LEOEA-FEBLO, LERIMEAS —HELDH5
BTHD (3) MEDTIUL. A5 55— 5] 10 7 25— Tl By DR — il 5 IR — /2 55 — ) 22 19 45 55— K )
MREZD, HEREMICIZIEE TH LA R A EPEROLEER), EMEICBEINDLI LIRS, cc-TGA
THELHF L EDZWIGA, MATEREIZIER THY, ANEN B IOEF W F Tl s iy e TRIZHE 8 5
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3
o)
i

HIENEL, HECLAETRBIOY &b 5,

3 BIERMAEA (cc-TGA)
WL DA A7 55— 985 27 19 1 28— il Bl IR — i 5 DR — 72 5 — 19 350 <72 90 45 25— R B IR & 720

BEBEICIXIE T TH HA5, AN H AR ENA R IR0 REE R b
LA kKB, RA:AE, LV EZ, RV A%, Ao: KBk, PA : Bk

3. FLEREDRES

HEMEOETHHIEOMBMELT, AEEEAEY. ZRAEHR Y. RER" 2dbiFons,
HEINCHESS 2 G BAMR LR E LU TRMIEICEE SR 58, ORI EAHEFRE T 272 OITUEMEICIL R, #%
A RERREAR KA . $72, AREEOEADRIY, AEILERMEA LA LT Mk 25% A
T 50 ABILKITHESTIHEwDILAL, ZRIPFTAEZ LA, W HITREREIEAL T 5720, HEHERE
RELEBITOALETEALDE HE%:SY . cc-TGA TiXEbstein ZEDIINCZRFDOHFEIRELI AL
EHNARL T HZED DY, ZRFWBHRDOERELD—HERET . RIEIRS ESHEIHI S, cc-TGA &
PR 7Ty 7 DFERDEL, FAERNZEIIL . A NIZ30%I23E T 5 o B S0 i AT 5 I A7 L C kg RE
MREED AL T 5720 EZ5NTWEY, TGA DLFEAA YT Filithd, 7 4 5 il F 0 H 21356
66% LAWY, WF IS, R - ORENOMBIRE AR R 7Oy OMEATICEY), MATEIEIZES
ZEALT 51

SENK

1) Haddad F, Hunt SA, Rosenthal DN, et al. Right ventricular function in cardiovascular disease, part I:
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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 ] 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.
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operation for transposition of the great arteries: a long term follow up. Br Heart J. 1988;60:316-23.
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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 |
(arterial switch operation : ASO) BIZOWTHEHT 5,

2. ErdEniREfE IREER

ALCAPA 1. A7 S/ BRI 2 S 4GS 2 /2 i BIIR A B IR 2> HIGL TV 2K B TH b, F2k
BEEE12300,000 HAEICL B EFER IS Th B E ST WY, HERIITAE ORI TI1E4,000-5,000 HA: 2
1 BIRESE TH B LG ST WA J2 i B IR o0 ML 3 BYIR 7> & 0 Wk 35 S A1 DA W ERIR IS &> Tt
SN B2s, IMAEZONMMERTUR T ISP EIIRIE2MR T 92 &, R EIIROMFEAR T X0 /Lo i 1
LB otk BAR M H S H ATV (4556 By IR o 0 & AT BR 2 B R — I B AR ) 122 Eb Y,
“coronary steal” &EIFIEN 5. A EIIRE 2 BIIR O B+ 25 2 EIINAT 238 5 55 & 1213 N £ TH:
T BIER ORAR) b BHY. 2L DA, Ek 2-3 A TOMEIMIC X 57 EREREEAR A D5 ) oIk
OAREEFRIET S (FLIEA) . ALK AL, RO 7-OIGIE TR E GIHEL TSI LD L\,
RIBRTOAER VEDNOIELRIZI0% L ETH DY, 2R 55405 5%, LIBRI T, B e,
RPN L2 EBIRO B EE 1T 9o AT TIEF 35 i TOZIRIEDFEAERHG0-90% & 5
", BRERTHIBTNZAT) 2RISR TWAEY, L L, BEOF BTN 2215 B E A
MATHOTALCAPA B sNh, BEROHEZITHTICLEELETHETIHAIHD 27,
PRI B B BRI, HURE B ARIMEZ MR L. Sk MR 62 e, MR, S0k
stk B IR M3 % HE 47 3% 72 D I MAE PO T 2 2 & Th 5 (iME RO EBIZOWTIE, hES
W) o L) 2R B L OV D OMEFF D EETH 5717,

3. BRI ElEE iR RER

Fe e BR A T BRI A Hikehh, £ B IR A BRI A Hiehh§ 28 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 IR MFEE D AH = ZLELT, WK AF
(X BREBIIROIEE P <, BB AL I K IAE AL AL TR ESITHIR T 528 2 5T
212 KBYIRBENEATZPEIEBITIL, EBIRICREN DA AT A2 LIS XL BIIRMZE . EBIR A
RO 275 £ B2 Ay MRORAE L LR MO TR EH 2 5T,

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

- JEEEYIR 3B ER AR B A AT A% A

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

A ENIRACR AR 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, LEPKIE (ventricular septal defect: VSD) 25 WAL, VSD 25& 0%, VSD +ili#h 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
HENTVEHY, YA IFEL L CORBARIK A2 133.6 ~ 174% 28D B 720, L THRLBVT,
ASO %D BH DB FM AT Esna, BRI CEBOEHIH S@LIGRFHMEICLL T+
O—7 T HHEFREINTVDLILEMERTHIENEETHY), MENE IR EEN R EEIEEET LA
d BEDLTI-REORREECRL TBLESHS™ . ACC/AHA HARIA Tl 3~5 T8I
LIa—, B rFro74—, ER AN RBRGEOIFR R 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
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EB6E FFINTHIE. FR
13. MAEE. hll/IVWRFEDOIRA

Je RV DB EFOEE OATEICBWTOPLEF L (DUstER L2 Pt/ MR (B3 53
WEIEFVALNUE, R1O@EYTHS . LHL, FifI@EE oA G0 E w22 Fichs (3
1 DHIFEERDFEMEDNONNG) . ZD70. FMiziTO%a1d. ThENOEBEHDORHRIREFHONEH DL,
MAR)ZAZEHI)AY DNG Y AZEEL T, HMREDKRIEDOHI M Z2ATILENH L . — M7 AL
FHEEFZ OB T T A2HANTA U TOHRRLEIEFVALNMG, %2, £ 3, £4 0 THBY,
ZZC WM A7 Foifeid. siFFRA#. HNBERR, SN (ERPeR) 7 -2 b2
W)L KRR T RERETY, UL, BRIEOEBEZILLEF 20T RWY . i
DBBADORIIISL T, MR DV AZEM MY A7 OFHMEE#E G Ui (REE I 255 72 S A RIS
RAFMEIEITT20EI00EDT) 1220WT WE - 44 - BRERFHC X2 BB co e BE B LD
ZORBFENDF EERPDIENEELN

TN T) S EREET BBIIE, TRT 3 ~ 5 HETIZREE T 2" T 770 2 NIRL T B G KTk D R
BHOLLFMBI AT DG N T2OITTENT WS (2 THRIFIUITV77) > UAtobiiiiae ko # RS h
BEMICH D) DT, RERHAIAN ) VBERDP U FEERLIEDN S\, A/ VRSN TWSBH T,
MEET 4 ~ 6 BEEIRTCHIE 32, MBIERINCASY 2B, RS EL-OTV T 7Y iE %2 B
L. PT-INR ASABIRIC A o726~ Vil 45",

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

TAEY) Y BRDOPUII/NMRAE XS 720, — B2 NGO BB E O IR LI FA Tl oPuii /i
B, PUBEEZELPEH SN T WAL, TR 2 IKREL W TN E T 428bH b, L L. KR
P BRI, ORRE. 77/ —X, IFEE. BREE. SERNFEHEZEOBIMERFEZR>IED
HOHEMET HULENDH D, TAC) 2RI BB, AT 7 BRNCKIET 2", MARZERREEY A2 D
EVEEBI TR, R G, BOKOEEE, B, NS YOG REREET S,

PUMAR I P o KRR - fiE 7 au 2120V Tid, HARA D7) Zur2g4y - HARRRBAR A& - HARIX
SURBE S XA THARIA VR ML TR, KIS - W70y 22 1T 3 25413, SOOI
cXw (FD5, £6, 7). —KOEETIE, TAE) Z2E&TNSAIDs (nonsteroidal antiinflammatory
drugs) WHRMOFHERREE - BRI EES Tldw, ES3NTWEY, BRI LEBBZIZBWTIE,
RIBEAZ IR 72 X9 2 L 35 R & 5l L 729 2. THIBT 5 202058 50



1 PU/IMEEE, PustE s ICE T a2t ey 2Ly Y

PR ER TR T 2007 70 V5

BB BT RIC T 207 7Y T A YOO

HARFRZRT BT A V5

RIHEIIR > v > PRI 27 A Y5

MREDEHRKEF2ET 57+ v ¥ v EMBICNTA IV 7
DIVE 22

74 VY Y TRREBNIN T BTN T 7 LG

T F VF Y TMBRENINT AT ALY VG

SENR X4 2 7 A E ) Vb

EEIRE 2 &b 7% ) NIRRT 5 7 A ) Vel

EoRRZ &b %9 NRRIETd 2707 7)) 25

AR - BB Z & 2 ) JIIRHR IS 32 7 A ¥ ) ¥ Bt ofi

I/ IMREE D5

MABREDY A7 24T 55N - Fotto.oR MM w35
JIVT 7)) b

% 2. PR O MR D 2V IZRIEDHINIZ B 2k L e F v AL R Y

HIIL Y A 7 ¥ Tl TIIPUEE R & kb 3 5

WY A 7 AP EEEE D T Tl ) A 7. WY A 7 % %%

L CHaBFIrd %

LY 2 2 555 T C IR UB R & IR %

H%%EI?NT®EMT\%ﬁ\W%@%kﬁ%@%b%%ﬂ+ﬁﬁ%?é:kﬁﬁ%f‘

bbo WIS B LA ORI G MHLIEETH D

3 3. YU BRI DB DA~ U EIRIZE T B HEIE L

IEFVALRL?

bl IEF VA
75 A 129.%
TNVT 7 ) YERETLEIC, V—F DAY VBT ELE || C
Thewn No benefit
B A7 8 4540 72 %0 SR B R O B B S BT v 7 7 ) v Ia C
BT BBIE, ~8) VEBREEET D
FERY 27 PE I 27 PIERWEECBWTI VT 7)) v - <

ZRIET HES, ~N) VEBREEET D

B o HikE R 2 (DOAC) ZREET B BRIC, ~ /%)~
BRI

I
No benefit
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5% 6 B ARINEHRE. BR

F4 FEMMICBIFLT7TACY VICET AL T ALY

IETF VR

BT OMATNC—KTFHiZHME LT ALY ¥ 0ikh %

P& TiEZWw

BHMERGRHEE LTOT7T ALY ¥ &2 I/ d 2 2 ks
20, k) 27, Wi A7 2 EE L TRET 5 *

FEER R 7 MRREROPULIMGEE (TAEY ¥, FTIRATVI, Ju¥ RT L, F9

sira—) IZELTIE JNCEEH Y,

5. KIBUREE, M7 1y 7 PHICKT 2. i) A 27 5558 Y

YA 7R

YRR

Ky 2 78

MR T RIS 33U 2 BRI A IRk *

TR LS IR e

REmMOMRETa v -

LR K % 43 B A~ O REES LR

il < b BT R

MR T RIS 3508 2 8l < 68 FIRRIE: ©

IR T Ty 7 ¢

R R A4 32 BENOFHE DT IRREE

M/ T RIS BT B AR Fm o g7 1y 2

e KRR E A § 2 BE~OEBRET Ty 7 °

WIPEER %2 AT 5 BE~OKREROMRE T
oy z®

REBHIET O 7

ESHAR R T ey 7, SHIBMEER T O v 7 SHEHERIBEEM 7 e v 2, SCMRE T oy 7 HiRaRE T e v 7,
HOFME7ay 7, FEEMRETay 7, THME 7y 7, BIRMEE 7oy 7, EEHE7Tay 7,
futiisags 7 a v 7, [FHAmEE. S Lk 8 T ], BT e vy 7, BB T e v 7,
a7y 7, M7y 7, BEERETa Y 7,

AEREOMZEIOY Y

EERSE 7Ty 7 IR BT Ty o, REMEE T Oy 7 BithEE 70 v 7 [REE ] siiomiE ey 7
B BTy 7 WA Ty 7 REGE T Ty 2, BEEERE 7T Y 2 K7 Ty 7

SMURIRE g 7 0w 7 ARTERRRE T 0w 7|

ThoOMETa Y 7,

a: BIEALE X OB DT ER I, /MBS 10010/ ul LETH 5 2 EHHEE Ly, 8.0x10Y/ ul i TORE
Bisteel, 5.0x10%/ 1 A TOFRE I TFEERNIIHEIL S v,

b MMEIN DTy — F, HEDHERRREE, %,

VL, FAEO KBRS 2 &2 49 5 BH I, &

WY 22 HTHAHZ e OMIMERE LTI T2 RT3 B RKE0EFRESEbNI, APTT
(activated partial thromboplastin time) % PT (prothrombin time) %5 D&EEEMAIZREE Z RO 2121, &
VAR A7 EANOT Oy 7 FHEETDRN EDERI N,

C AR T T v 2 MM 10.0%10"/ 1 VL THIAT S 2 & L AR SN B A5 MVMEUR TR 331F 5 22

FROZEMIAHTD %,




FEB6E IR

2 6. PUM/IMRIE X 72 13PTSR 2 A9 % P OHLY v ©

. o /) sk EE D e HEHRE HF—FIViREDS
it e s FEE R URoE[Y AR [ED A E| BNEHECORE
PR DATRELT T rxagm 2WE| THGH) | TBD | &L WS
DAV ES NI AV COX B 1~ 1H 38 L |[RE2EEEBR LY
AL 2% AR | COX B 5~10W¥ [ 2H 38 L [kE2mRR LY
A77a7xy 177722 |COXMHE 2~ 415 1H 38 L [RE2MERR LY
225 A-FESINNI-1E A COX M 61z 1] 1H =L AL [HkE2kmEE LY
traxys tlayza® | COX-2RMKLE 5~ IR [H] HLe L mLS |KEOLERL
VA=120  a W) T7Ey Y | P2Y AR | 05~30MH Y| 7TH(GH) | 7H(5H)" L |HEEEDY
oosn eq i 55 u® ACTHHAL, .| 7~108 | 7~10H .,
Fruavy v INFNT Y P2Y12§§1$1E&ﬁ 15H§J‘:FF¥E] (SH)h (SH)h L *ﬁfﬁ’il V)
7p_. - N ® S5 ke SHE Y a 7"’105 7"’105 P
FAT LIV I74LY b PZYuxﬁ'ﬁil’Eﬁ‘ﬁ SIRER (5D)b (5D)b L e~ Bl
DAV C RS AZ S PDE i B 11~1385 2H¢ BLe L |HEHLY
JEYFE—L ANV FLY | PDE GRS 10 [H] 2H¢ mL® L [HEBEDY
ALY NBIFV | 8T — TXAHE 60~65FH *| 7~10H 7~10H L |BEHRED
HFNEZLT—] Ty 75— |5HT,ZRMRE R 0.8 ] 1H 7L L |[$hEHRLY
. FF=" e P ,
~NZTTAb Foaqyye | ACHEEL 05~0.7I 1H nL mL | HEBLDY
ruITIIY 7%7a:ﬂw?ggbiywm osf | 5H nL mL |HE#LY
SIASIP vagym7 e L8NS I aamsm | 5 mL L Bk
e SEYLE S 1MW | 5H nL AL |HERED
NI NVERyz2® | ka b= oa: p
THARFH IV Foruien® | (SSRD) 16~261[H] 5H' Bl L | BEREID

TXA,:thromboxane A, COX:cyclooxygenase, AC:adenylate cyclase, PDE:phosphodiesterase,

5-HT :5-hydroxytryptamine, TCA :tricyclic antidepressant (ZER/HL) D),
SSRI:selective serotonin reuptake inhibitor GEIREYtL T b = > FIL Y A & FLE )
a AR MM T 2 725, JEM IR EE U0 X SE IR R & AT E N ICRIR L v,

b BN A 7 ¥ MRAELFCMIRERIED 2 KPP % EOBBTRH L TW 28121, 5 HEFEE DR IREH
Fﬂ‘j{)%rgén%o

c : TBD (to be discussed) : 1) A7 #EDOWMIMY A 7 125 ENL T 0y 7 FH TR, 7AE) Y OERIEZREICH

LCEHifr 7 ey 7 PRI X ) R 5720, EHHEICHRIET %o

d @ /MBS 2 BRI BHE 3 2 8 R 2 v,
e ! PDEFHEHEIHE 7T ALY Y Z AL T2 EETIE, PDE BHEHRIZT A ) » OREHREIZHED o

f o RATEBIC B BH ) DEOKEIZOWTIE, WEOEALZ X 2T WD 5720, BEOFEHL (VR -
NAT 4w ) POEEIHT 5,

SR O WX, Kamr oz &,
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FE R IRINER

7. PUERIEORY P ?

==

" METS | 85 | . s R HF—5 i
gme | wRE | o2 R | R S5 BER
i RERTF | &% ’ BURIB | RURIH | BURIE @ OB
i \ 07~2FEW | ATERC | AR | AR
ROW[~syyt | bovey, eE | #AE. | DL | R | B | G | e
AV Hh7ay ¥ | FXa B2 TR | R 2~4IR¢H] 8~10M¢fH] " | 8~10M¢fH" | 8~10Ms[H]" &l
U£T) Ca) GEF) | GET)
mowpsyy vyt | BN | | SO e | zem | wzem | 2mm
yurrsy |7zt (BXE g omwe | P | wzeme | oazesme | oazesme | 2w
THE 5® 17~ 20§ [ c
Snapz  |TV7ANTY| FXa BRI | 5F) 4H 41 TBD 6 IR 1
~ _ ~,® Vit K'ﬁeﬁ 9 H:Fﬂﬁ — ¢ e e c AL
INTTYY T=T 70 et | ®Y | oypacey| 45R" 5H 5H TBD® (k&I
CrCl=60: 4E§ (CrCl= 4E; (CrCl=
R R o | B 141, | 60), 60), . "
FERPTY TTFERT ) ey | R g | s0<CrCI< |5A(30<  [5HG0< | TBP 6 ISR
60: 18I | CrC1<60) | CrCI<60)
JN—m e ® , P c &
TN A7F LIV FXa FET | (36% @ i | 5~ 2H 2H TBD 6 I
) f
R
o . ® Bl .
TEFH N |2 F2—2"| FXa o (27%)" 8~ 15Ik¢ fif] 3H 3H TBD' 6 IRETH]
. . N ® T ek .
IRFINY (V7Y T7FY | FXa o (50%)" 6~ 115 2H 2H TBD* 6 EH

FXa: i85 X Bd¥-. TBD : to be discussed. CrCl: ZL7F=>271) 75> A (m¥&/min)o

a
b

DRIl FHE NS, APTT (activated partial thromboplastin time) 38 X OM/MUBASIEEMENTH 5 2 L &R T 5,
CARITIE, FRIRIMARSSE O PRI X7 . DIC (disseminated intravascular coagulation syndrome) I 7213441 G

BRI OFEMIETH L, 7ay 7 FH2HKELT, DIC 2Bl Sh7z BHE~OBUEEEGHR T WNIBIER TIE v,

: TBD (to be discussed) : VA7 B EIN L THICBI L EA DR ORWIL, 70y 7 BHICL 5B E ARSI

I Z ZR LT BEDOFERKITIG L2V AZEHOH LIEPNIIES Do BIMFFIZIZEEIC X 2 IR IS AY )
RECH B EDD, WITRIET LA, REEZ RN D 2 FFRREE (2 X t,, Kif]) (SO ENEHMTH S,

IOV T ) ORI G IC K ) REC R ST WA SEAERIN I SEEER) SRR VXM BIR L 2o
CZERITHANC, PT-INR (prothrombin time-international normalized ratio) <1.2 #2895,
BRI AR T

SENR

1)

HAEB A 24x, BRI 2, HARWE VR =2, HAVNERM A%, i SRR EIENN B LI B o2 Wik
WP A T4 > 2018 4ESLETIL. https://www.j-circ.or.jp/cms/wp-content/uploads/2020/02/JCS2018
Yasukochipdf (2025 47 Af%E)

HAMGER 212, HARGIR Y&, FBOIRTAICBIT 28 0008 B Ol L S BB § 241 N5 4~ 2022 FFCET I
https://www.j-circ.or.jp/cms/wp-content/uploads/2022/03/JCS2022_hiracka.pdf (2025 4E 7 HH %)

HARNRA 7)) Zo 754y, HARREFR 2, BARRKIUREES: 2%, Pl b o ISR B ik 71y 2 54 K54 2 2016 4.
https://anesth.or.jp/guide/pdf/guideline_kouketsusen.pdf (2025 4 7 AR )
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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

DERBE PR E ORI IR O8I, Ik 32 8 CHARRET 0 1.3~1.5 f5e ), 20
RIITME TR TH Lo LM EOHINE, LB E — B EOM A OIMILL, LHrLOFE
BEIEHEICBWTE, BRI EEINGEL TW R0 LRV IEFERICB TR, TR
WD IEAR 30 3§ ZIAEARAT O 1.5 R EEISE T o (ORI M UM 5720, 1
A EA LRV BB AAI TS DR, MEDHINT 5. SO EIHIC LD IE
BRIM i 5 A3300 ~ 500mL ¥ 15 %,

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

MRFH B R IIBIN T 5%, €O % Lo THkpER A m A ML, PaCO, 1330 mmHg FEEETH %,
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
Bo HEHRIZPEY REN IR P O ME g5 L& Ot &I, REVIR W EEZRE OV A7 1IN 5, 2D
72 KBk R I % E D aortopathy DA A2 B TIREEIRY A7 258 E0Y . IR O KB IRZEHKE
WEEEIAZ D W OEEIZENTIXH S5, RIS BEF REITTHEL TV T 7) DD 729,
TEAR A IR I AR IR & VX SR e o 7o DU [ L 2 29 %0 BRI & BF D U Jiw U HE IR A5 B R & I AR 1 5 B R
DWHZDVAZ N BT DORRINIEER 24y (ESC) DESFIIZEIcEnE, M E It OW i £72135
BE DY AZ1320%12 o RTEL WA SN TWBY,

Modified WHO ZHIIS U2 iFEL VB Rkflidsk 1 o) Th 2", [Exiske] & [MEBRIERE
PIEIRD ¥ 23— B | 1ISROONBHEIEDHLEHE 4 1R T,
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71 modified WHO 73 BICE BRI BT E DRI A7

WY R 2 " EEEH
53 N AMEAN D) 1 Hudg e R RTENIR AR A / BOIREBAT / R IR R
I FHA G BRRER ORI Z LD L IZEREE R - R WA ZE A AN 1% (OB TR IR | SRR IR
TR BRAT | IR o5 i S 72 &)
FHRFE R OB EERIN & FHRAHHERD | Hidm b - B BAFCTABHED WV
1 rhaE B FAEELFEHRRIE /D= kKA
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