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AT LARICHRTIL LT A2EHNLEANS, KETIEE b
ES MilanfEBizEL X h Tz, &518, ES Mz HARE
BT A5E, IFHEEE V) BEHRRKEVERED - 7-.
CDEI)LBELZRE>SEFN/- DS, Yamanaka HIZL S
iPS MO R? Th b, HHiF, BrrBiErFOMBICHLTS
2 Lwd ES MilarET 50 (Zeeth) 13, sMbL-Mlke (M)
121372 ¢ ES MBI OABRBELTWAE Y X2 O EIZL 5 L DR
AT, AL E ES MBICBRHEL W ARIETFHEEBILHI L
ko TEEY A MEEYAAL., hTHHMBORMENEZ B %8R
FICEHLT, 42o0EEHRF (OCT3/4, Sox2, c-Myc, Klf4)
BIZFE AT, v 7 AOKEF M) 5% it + 5 L7z iPS M
OVERICEII L. 512, PABIEFTHS c-Myc BIEFE2EK
W SHFCOERBTRTHLI LI oTEL. T/, LD
iPS MifE, 5121, EBFRNL PSHBROERICHEIIL TV,

EERBROATIZHEMR (PS) #MlE &Rk

PR, MEIRERTLBREY TELhWEEZ LR T kM, Hlz
EEE M O S iPS MlEASHE SN, SREMBICEALSETE
BEVIEER, BERZOALLTEOFHICKE LA Y87 b
%527 BlzE, BEZHOTELRVWE L OBREMREBRED O
BAEBRTAZEIVBEONEEREFMREHVT, TORERE
OFEBIFRR iPS MlgE MEFEST L LML ko TE&/Z. 2D
LI M ERAVAZ EICED, in vitro TORBDIREAEILDHT -
BRERNTE LI LPHIFINS., BRI, REFRED iPS Mk
i, XAy, SREEZFo ML OMBICHILTESLDT, £ D
BERAHOBKRMFRHICHIGHTE S, T2, REFREW IPS Mk
DERMISHOH H2EO»BITA. EE, LD L HITTTIIN—
N— FREOEBO I V=770, HBERFEDY PS #MlrHESh
Twa. MNREERZ, BREREASE (77 /Y277 IF—ER
$8%E : ADA-SCID), Gaucher 3%, X b7 1 — (Duchenne #,
Becker &), ¥ ViE, /N—F YV VR, HEMHERME, Shwachman
JEM%EE, Huntington %, Lesch-Nyhan JEBH, AHEMMEMFREL
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ERPR®{=F3 2010 BHEY - 65% - 9 AHTls

®1 EEBERNOGAIZEEME (PS) MEIOEKILFIR

. REFRED AL KB O

. EREgOMEBICHLE LI EICK Y RBH
. FREREORRE (A1)

. XEIOBRMERE

. EROBEHER

. BEERAOREL

. BIZTFEEADICH

N OO O R w N —

$E (ALS) ZEZkIch7zoTWwW5, 612, RBIFRKN iPS Ml
25 ETAMBICHEESE, RABPBRTE S LAHESL
TWB*W,

T, WEERLINEH LT 2 BEEAER, FI12 LQTS &, A
E, TORGHERISEZRICHEHIN, FL LTOHOBIEZ OH
X444 v Fr 2 VEETOERIIL) ZOBBEINEES L, B
BAEFENTLENLE QT »PER L, torsade de pointes & IFIEH
AERAELEFER» S LEMBIE 2, RAREEZRT. L2 LEAD
X9, 2oRREZETIE, BAORERETFEHFLIRERLTY,
50 ~ 60 % FREEIZLARETERW., Lo T, dLBEZOREMAE
BAERY» SEBERN L iPS Mifaz FETEI, BREN - RE
ML ZEN B8 (BTHMSELZED), ttr—2zHwky U
o BYRERRAT, S TFHBE Y ATA (MEA) Ry F275 0 THxR
AW GBI BN R ERILSRE EOFETA F ¥ F v FIVREBOWREIC
BB ENTE, DWTIE, RBOFLLBHEIT) ZEHFTES.

INODEBZR M LZRARLZLICE T, HITHBICEHEL
TWABERY V37 Z2RETHI LD TES., #HIT, LHMLORRE
ZH G RE R RTRERVHER T XAE S —LOBENEZ LT
HAERBEUASEOHERZ LI, BPRBFHNZBEICELTIS), XY
HEFEcEshdbahitwv. 2, BEFEFICEFEHIATV S —EES
# (SNP) WFZEicd, iPS MFIZFIRAMEL»E . SEERATO
SNP #WETHHA, URLIOZOBENLZERIRLLDLITT
»oHH, FORET, REFENL PS Miatko, 2 E120
SNP #B#I 22 LI12LY, FLDOEEHERIEFEL, wbhbwb
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B1 AIZHeteE (iPS) Mg & AV Z#IBRSLEB BRI DR GO & 1 51 HHE)

A

L
g

B Baseline
B 100uM

*

3
cFPD

o

i

60V — Baseline 0.2+
100ms — X 0.1

cFPD(end)  cFPD(peak)

A 1 iPS Mifa¥iA 5 MEA = v €V 7 & W iR S h A MIBAMES) B0 F8%, VbW 5 local field potential.

B:F=UYillsMENEBEMILHEESINS QT REOEL. BREOWET A5 THRICHYT 28450
peak I TOKRH % field potential duration to peak : FPD (peak), & 5iZ#EKF TOREM % field potential
duration to end : FPD (end) &F#L Tv 5. T Basset DR 2 H W CTLHBIC L A2HEE LTV,
* Control IZH L THBICEREL TV 5.

iPS : ATLZ iM%, MEA: £ 5 FHERY 27 4

genetically-matched control iPS Ml ZERK T A Z &5 TX 5. 4

® genetic variant 2%, EO LI IERBRBE L P25 TWE2 %,
BHREICHN A Z A TE 5.

ALZEEMRF (iPS) #AE %AV AFEFM QT RO FH

BEIZBWT, QT BERFSKEZEWER L LTEBESATEBY, &
BHZME»D, L) RVEREBETERAOMERIE2RELZITA
2 b2WHHbZ . BHME QT EROERIE, LEHOHY v
LFx ANV (hERG F ¥ A NV) 2FHHPHETL20EEZORTY
5%, RBIRKABCTHATLDRTWS QT EEEHOKE (QT &
B) X, TOF ¥ RAVOFEBEREH O BRE N ER CEY
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HZRARLZEHFTES. LaL, EBRRICAVOL LM, ¢t
BMAVTAF ¥ A NVERRELTWAEEMRTH Y, BRMIZIZEAE
PHIEEERVWLDTH S, b MM S €7 iPS MREHF
HATE I, X EHICEDORIERHERETHILHFTE S,
B, iPS M % H W MRINES B OGLEASTE S in vitro
MEA (H1A) »BFESH, BAECHEIRE D OREERE T
FHIhTWws, 1Bk, Bk, MEShA@EZLZe b iPS M)
St E S N OB E AW MEA OEBRERTH LY. EH
M QT ERZET I EMFMShTWwAF =Y ¥ (100umol) T
LERED QT BMROEEZELTWAZ LGRS, ZDLIHIT,
EVEBERIGEVEFVTHREWORMER L LTo QT ERIEHD
RARBZEDTRETH A, 51, RBREN L OHMERISFIHATE
iz, e DBEFTOEMBRZREZRARLZLTEL. 5, 7T—
F— A4 FEHELOBEFBEISBEHIN TS,

 H V(I

2006 4£1C, ¥ A iPS MIOFRL? 45 Yamanaka 512k ) BEE
N, U FOMEHESFIIBINZ O TS, LEE/RTIE, B,
1t iPS MK SWAICRE L CHEIOHMRICHMLFET S
PIBoTVAEPICALS. Fil L7k S 2 BRIEHABEETHT
ERLOOH 5. Wink, HOBSLZWIFREBE 2o Tnab.

X N
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QTIEREAEIRES

Short QT syndrome

wiI iR

Minoru Horie

WE ERER RIS AR B

| oar ﬁﬁﬁm (SQTS) i 12 mfum_t om Lcmn at ﬂ#ﬂ .

@Eﬂﬁ@ﬁ%ﬁ%ﬁﬁﬁ&%%h a3, it mru41/§vg
, CEHBABBEIBEIN TS LIRENS. &
%ﬂﬁmﬁ@ FLTWBZ LN DD 1. AROE— BARSHAS TR

W EQER(E )

mﬁmmwmu;a%%%%ﬁﬁt'

f_,ﬁﬁ&ﬁﬁtbf& SLNBOERE ORENF B 5.

oo QTﬂ’ﬁE DRZRARE, DEHE), FRESE, ILRRMITIERE

QT JEHEJEPBRE (short QT syndrome : SQTS) 1,
D12 FELEXTE L\ QT 5, OREBELEE
2H L ZVLDERERER, ORARTLOREE, %
AT EEND, Rtk - Rebeth OB B (atrial fib-
rillation : AF) (70%) V% 5 8 7 43 15 (65% )2 D &
BB EBME I N TS, BRIDOWMEITHE
IZ 2000 4EIC 720 Th 5 T, QT R 225 ms & 3%
BICEWIERIDBIRE SN T W B2, VL TORE
Tl Gaita 5 7?% QTc<300ms?, Giustetto & I
QTc<340ms?, BED#HE & L T3 Antzelevitch
595 QTe<360ms (% #), QTc=370 ms(X %)
% QT WHEER & L TR LT3, bEb EIE
Bl OBEE KR WO, QT EMMEREFICEIT S
QT KR ERBII L IN TRV,

@ SQATSOmHE

DEEREIRIC X 2 BRSO K M (5 FHAEF
i3 3525 ) DY A7 IE L, FHERROKRR
XX EC, EER, EER, R EICE
& 378 QT %M B9 % population-based
study & LT Moriya 5%1%, A5 - REFICE VT
1958~2003 fE DI R IR SR E BEZH 2T
72 19,153 A (B 7,525 A, ZctE 11,628 A, “F¥3

— 300 —

Gy 401158 %, FHFEBHZWMN 2641148
) ZRMRIC QT FMEBRL L 25, Qi<
350ms 2R L7zDiX 2 FldA(0.01%) TH-o 7,
Kobza 50 DMETIZ, 18~19 BN AL AANB
M 41,767 &2 XWR E L 72 2004 £ 3 H~2006 4F
7 BO#MEROLEMBEN T, P QTc R IX
394+22 ms, QTc<320 ms NFEIZ 0.02% T, QTc<
300ms 2T b DIFFED 5l o 7z, Gallagher
S, 20 MARD A By FROEBABRSE
12,012 A (5B 90.7%) %2 MR IC 1970~2004 F i
Iy R FELENEZRTLALLZA, B
5 QTc 12 335ms ThHho &t L7, £/, Ant-
tonen &2z X #iE, Social Insurance Institution’s
Coronary Heart Disease Study 2/l L 7z 10,822
AD7 4 v 7 v FABL(FHER 44184 & 5
30~59 %) T QT A L7 L 25, Q<
340 ms ¥ 0.4%, QTc<320ms i 0.1% TH o7,
## 5 |3 hospital-based study™ % 1T\v>, a5 %
D THEEMASREIC B W OLER % B
I 102,065 LD BE (D BB 52,779 £) %
R IZ QTe<360 ms (D% 50~100bpm) THER
L7z, 189 4(0.185%) 34 L7, 95 21
% (11%)55 AF Z2A&P L TWwiz, 740 —T&%
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1960 362 360 |

g :i". u'\h-. :7'”;:..,
71,000 (71904 T 1892 ]

i

bt

1 HEKSQTSEAD12FERLER

EHSOMRT VFICX 3Kz &7 L, ICD 2HARARERD 12 FE.LEX
(fERy3ERE) I, 0, aVF, Vy_g FHEET QRS MIC notch % 9 RHIFESHELFED o1
2. 7 E 7% Wenckebach FIEE 70y 7 28I L2 L ZA (%) ME@EIhTw5(F
L—ATE). %, BuR—X0%D QRS i QT MEIIERT 543, Z DIEH
Tl 360 msec 75 370 msec L ERIZIZEA A SNT, DMAFICNT 3 QT KED
IS - FAIDI) FLTETVRLOBDLY S, HOFOIHE IR (msec) ZRT,

B#E 534095 b BHEEE 16X 1)1 LEMSB)
(ventricular fibrillation : VF)IZ £ 9 0 H3SHERR X
h, fHIAARIERMENS (ICD)BEL T2 72 (L %
35T, BIERD SQTS 1387 10 HAIKC 1 ARE.
IhoD|ETCRZ VM) —REL LTO QT HE
WOEBEVZNTNELRZb DD, »ihd QT
HREDOHEEIRBEWI EZ2EBIFTAT—FThH-
Iz,

SQTS patient-based study -2 V> T & &,
Watanabe o 2SBBEFEWLWHBEHAZHEKXL Tw
22 37 ZDOEREIR SQTS & 44 % O fEIE &
SQTS B#, Zhic QT kD 185 HDa v
Fa— L TLEBROEL DT A —F % KRG
L7:& Z 5, PR RIS QRS IRICZEIZ o 725,
BEER D SQTS HlCHERICFIHET RO &R
o 72 (65%, 30%, 10%). EBE, FZHoDHA
DLBEBRTRTBEMHEBE T, I, O, aVF, Vi
FECRHEIBIRD Sk, B R 7ERD
HEICHEHATH 3 ATREEDIRR I Tz,

Giustetto & @ 3 £&9-C 1% FL V2 22 SR L5 16 BF
(SIDS) & DEFHELBR SN T W5, ZHIRF O Fin
FRLE I 30 7% (4~80 %) T, 8 FKF% 25 AL
Bla NE®kAAE, —HOT—% 2HiAZ ICHFHE

720 | EZD&HkPFH  Vol. 234 No. 6 2010. 8. 7

L7z, 38%DEREIRTH - 7228, 5 bARBICFHE
FEL 7 3HI(BIR 2 61, 2R 1 6, BRIEDORIEE
2 B3, Atk 4~8 H ARy, BEIR E 7 13 EEER
ICERIEE - ZRBTHRIEL T3, BEFHRAE
Tl 2 %% T KCNH2 DBGTEREBREEINT
W5,

@ SQTSOBETRE

2004~2005 fEIC» T K F ¥ FLVEHFEL
SQTS DR E A > ¥ O E L #F I 7 (SQTL-3 ;
®1). ZORIFEMIERLE LT, HEEH ) v LEHR
DIA % { 72 5 Z & (gain-of-function) IZ X D IEENE
frsikEssE L, QT WERA M 45 2 L BSEpEH
BCRINALM SQT1 1& KCNH2 DERT, &
MOWMEDIF S5-PL—TI2H7- 5 588 ZHD T
) BTHEATANTIF YN VICERT ZE
2 (N588K) TdH - 7. SQT2 i3 KCNQ1 SR HE1E
FT, BN KCNQ1 X 7 fHikic & 7- % 307 &H
D7 I/ BEN) yhouAf T VIlEBETIER
(V307L) 335 X 7219, SQT3 Ix KCNJ2 235 KA
BEFT, BEZTOLIAINEHOT7 I /B
BP7ARNTEVBPOTARNIX VICER
(D172N) ¢ 2 EBIHME XN T W31,
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# 1 SQTSOBEMEE

mRNA 7B LR Iy vHES EROMA SURET

SQT1 : KCNH2 /Kv11.1, a—subunit ly,, gain-of-function

c.1764C>G p.N588K S AkY A X7V v7  S5-pore 14)
c.1764C>A p.N588K I A®¥ A XYY 7  Sh-pore 13)
c.3404G>A p.R1135H S A¥RZX xTZY»7  Cterminus 17)
SQT2 : KCNQ1 /Kv7.1, a—subunit Iy, gain—of—function

c.919G>C  p. V307L SAEVYA I7VV6  pore 15)
c.421G>A  p.VI4IM S A®VR I7VV2 S1 18)
SQT3 : KCNJ2/Kir2.1, a—subunit lx;, gain—of-function

c.514G>A p.DIT2N S A®VYR xT/Vrv2 M2 16)
SQT4 : CACNATC /Cavl.2, a—subunit I ¢,, loss—of-function

c.116C>T  p. A39V SAkLYA ITZ7Yv2 N terminus 6)
c.1468G>A p.G490R TAk¥A 17V 10 DI-DI 6)
SQT5 : CACNB2 /Cav B,, B,—subunit I ¢,, loss—of-function

c.1442C>T  p. S481L SAkvA xZY»13 Cterminus 6)

X 51z 2007 4, Antzelevitch 513 Brugada ¥
B ic QT %M (QTe 330~370 ms) 2 & Hf ¥ 54
PWEL, QTEMOD S -REL LT CaF v
FNDaErIEBY T2y b DEF(loss-of-
function) 23E5 LT\ 3 LG L. ZOMDFE
LoDREREVEBMATHEI DPDI ALY
AEBRNHREINTED, SQT1I-5 & LTHEX
hTws(R1).

& SATSOH®, Fik

SQTS IZEBRFEY 2 7 &<, RHOE—HER
i3 ICD T% 5. ICD fAZDER L LT, THED
F—N—k v v Fick 3 ICD OEREHIH T
SN B YL TH Y, HMEPICD
PEAELEIABoNEATERIN TS,
¥ = O v OREMMEE RTEESS ¢ QT REOLE
E#EH2, —F, 7VAHIA=F, Vv¥ua—,
A 7TFYE, 7340 QT EEHRZRD
Feds o 72145132020 % = s oW TIRHES T
t Fa ¥ =Y v 750~1,000 mg/day 2fEH I N T
Vwahs, BATIREERY =Y v EATRET, &
BooMbEEL 2oMrl =y — Lo
E3 % (B 200~600 mg/day, A AL iRE
3~6ug/mi, FH 3~16 Kfd). BIFEAOF = v
7 AT, THL EOMLERERD & CHBERL,
¥ - FiSREREE, MM E2ED 570,
ERBEPRRLEEET) 2 EPRITH 3.
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MALBERIC OV TRF =P VY OREPA VAT
SIvORETHLIBEEa VPO —LVAETD
Z)zz)_

it ® Giustetto 5 DB TIZY, 29 il 14 B
(ZERFEDO B 2 B, LMAHEE 16, SERERE 2 61,
EPS © VF DS3F XN 9 B) 43 ICD A A
25237, 26 BlsEHIRBRBZIN, 9~49HH
(hefE 23 4 H)OEZEH, ICD O@EYI{EBZ 1
BlcBD Tz v, 10T =S v (7
BlzX = v DH, 34603 ICD FAAEIC AF 2
&66), b 7 IIWARTIC 21~36 4 A (hRfE
20 A H) BB I, BRIFELKRM, AF OHEFH
RO MoT, Bho3FRF=Y itk sEl
VEF (W{L285ER) THIRZ HILL TWw 5, &fFY
2 AF OEPEEE L THb X =Y UaMER S,
BEhic a7 ) VYR THo - L DWED
H5P,

@ BbbDI

SQTS 3K FELEMBOEH & LT, FEHIC
FNTRHIDEITEELVWERTH S, HE
W ICIBETREDEATH 5. ICD fHAAD
Bz THEOA—N—k > 7230
YOBBEILETHS. VF MHEEICE 5%
AF SERICI3 X = v REDBETH 5.
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RMS« 170 VT LERBEBN(LP) i 1 HE 2T BtE.
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PESVTRBHE. AFY LT v125mgn5% 2
W47 7= AVTId S I3 (@ 6), ER¥EVTERD,

%  ZHI0OHeart Rate Variability i iR

2008.1025| 2008.11.6 | 2008.11.20
mHR (beats/min) 113 117 101
SDNN (ms) 45 54 74
HF (Log ms?) 29 34 49
LF (Log ms?) 37 37 55
LF/HF 12 11 11

mHR : mean heart rate, SDNN : standard deviation of
all RR intervals, HF : high frequency power, LF . low
frequency power
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Postnatal Outcome of Prenatally Detected Systemic Atrioventricular
Valve Regurgitation

Mio Taketazu,” Yoichi Iwamoto,” Hirotaka Ishido,” Satoshi Masutani,” Hideaki Senzaki,"
Toshiki Kobayashi,” Mika Iwazaki,” Ayumu Masuoka,” Takaaki Suzuki,” and Toshiyuki Katogi”

Departments of "Pediatric Cardiology, and “Pediatric Cardiac Surgery, Saitama International Medical Center,
Saitama Medical University, Saitama, Japan

Background: Fetal atrioventricular valve regurgitation (AVVR) of the pulmonary ventricle can be ameliorated by the fall in
pulmonary vascular resistance after birth. In contrast, fetal AVVR of a systemic ventricle may increase after birth due to the
disruption of the placental circulation. The purpose of this study is to evaluate the postnatal outcome of fetal systemic AVVR.
Methods: Twenty-seven fetuses diagnosed with systemic AVVR at Saitama Medical University since 2002 were identified,
and the relationship between the severity of the AVVR and the clinical outcome of the affected fetuses was evaluated. AVVR
severity was classified into Grades I — IV by color flow mapping.

Results: At the first prenatal examination, 11 fetuses had Grade I AVVR, six had Grade II, four had Grade III, and four had
Grade IV. The severity of AVVR in three fetuses changed prenatally, and two fetuses died in utero. In addition, AVVR
appeared at late gestation in two fetuses that did not have AVVR at the first examination. The final prenatal examination
showed 13 fetuses with Grade 1, five with Grade II, four with Grade III, and three with Grade IV. There were no significant
differences in clinical characteristics or cardiac morphologies among the fetuses with Grade I, II, or >IIl AVVR. Among the
13 fetuses with Grade I AVVR at the last prenatal examination, 12 fetuses did not require surgical intervention, and one with a
corrected transposition of the great arteries required pulmonary artery banding because of advanced AVVR. Among the fetuses
with Grade II, two did not require surgical intervention, and three required valvuloplasty at infancy or at early childhood.
Among the seven with Grade III or IV, three died soon after birth, and three died after surgical valvuloplasty in the neonatal
period. Only one with severe aortic valve stenosis survived because of a balloon aortic valvuloplasty performed at birth.
Conclusion: Fetuses with systemic AVVR higher than Grade II often worsened after birth and needed surgical intervention.
Fetuses with AVVR higher than Grade III were critically ill after birth. They often needed emergency surgical intervention and
had poor outcomes.
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Table 1 Severity classification of systemic atrioventricular
valve regurgitation by color flow mapping

Grade  Definition

I Regurgitant jet does not reach the middle of the
atrium

] Central jet that does not impinge upon lateral wall

m Eccentric jet that extends up to the 1st pulmonary /
hepatic vein

Eccentric jet that encircles the atrium, extending
\" P
beyond the pulmonary / hepatic vein

(Grade) (1) .= IUFD (2)
v o 207 3
/ (3)
m 4 i el ey
] a7
] 6 - (5) ”""., \\\ 5
[ 11 —313
™ - =)
0 2 e =)
AVVR  1st examination Last examination
(Number of cases) (Number of cases)

Fig. 1 Changes in systemic atrioventricular valve regurgitation
(AVVR) severity before birth.
IUFD: intrauterine fetal diagnosis

Table 2 Demographic data of fetuses with systemic atrioventricular valve regurgitation (AVVR)

AVVR grade 1 (n=13) Il (n=5) >l (n=7) p
GA (weeks) 37 (31-40) 39 (37-39) 37 (36-38) 0.1013
BW (g) 2,445 (1,678-3,168) 2,708 (1,824-3,310) 2,362 (1,980-3,334) 0.9387
Cesarean Section 5 (38%) 2 (40%) ' 7 (100%) 0.0293
Associated heart SRV (7) AVSD (4) SRV (4) AVSD (1) SRV (1) AVSD (3)
defects PAIVS (1) cTGA (1) PAIVS (2) cTGA (1)
Heterotaxy 6 (46%) 4 (80%) 2 (28%) 0.1928
Chromosome 1 (8%) 0 2 (29%) 0.2553
Systemic ventricle R (8)/ L(5) R 4)/L(1) R (2)/ L (5) 0.1658
PS/PA 7 (54%) 4 (80%) 6 (86%) 0.2654
AS 2 (15%) 0 2 (29%) 0.4108
Single ventricle* 10 (77%) 4 (80%) 7 (100%) 0.3912
Area-SF 0.399 (0.21-0.62) 0.38 (0.29-0.55) 0.43 (0.23-0.58) 09228
Interventions BTS (5) PAB (2) BTS (4) ICR (1) BTS+Valv. (2)

DKS (1) ICR (2) BAV (1) Valv. (1)

Others (2) None (1) None (3)

Valvuloplasty 0 3 (60%) 3 (43%) 0.0110
Outcome LD (3) Alive (10) LD (1) Alive (4) NND (6) Alive (1) 0.0004

The values shown are the median (range) or a number (%). GA (weeks): gestational age at birth (weeks), BW: birth weight, SRV: single right ven-
tricle, AVSD: atrioventricular septal defect, PAIVS: pulmonary atresia with intact ventricular septum, cTGA: corrected transposition of great arter-
ies, Chromosome: chromosomal abnormality, R: right ventricle, L: left ventricle, PS: pulmonary stenosis, PA: pulmonary atresia, AS: aortic steno-
sis, Single ventricle*: a heart with one severely hypoplastic ventricle, Area-SF: area-shortening fraction, BTS: Blalock-Taussig shunt, PAB: pulmo-

nary artery banding, DKS: Damus-Kaye-Stansel shunt, ICR: intracard
valvuloplasty, LD: death after neonatal period, NND: neonatal death

MBS TIZIVEOHTRYSH ), BEAKEEZEL
TW720BREFTEY & 2 o 2B IERIMEHEA - it
BIRBASEO 1 BITR SNz
HEMOBLEFERVROEEEHNTE, 11
I BELLED 3 BB A ERIRIE % Table 2 [IRT. 7

iac repair, Valv.: valvuloplasty of atrioventricular valve, BAV: balloon aortic
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{Grade)

n 1—PAB

I 2 2 4
(
| 13 10 10 (5} 5
3
6 died
AVVR  Fetal ~7 days ~1 month 1 month~
examination (Number of cases)

(Grade)
1] / 1 — p:astv/, 2 — plasty
Il 5 4 4 2
AWR  Fetal ~7 days ~1 month 1 month~
examination (Number of cases)

Fig. 2 Postnatal outcome of patients with Grade | systemic
atrioventricular valve regurgitation (AVVR).
PAB: pulmonary artery banding
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Fig. 3 Postnatal outcome of patients with Grade Il systemic
atrioventricular valve regurgitation (AVVR).
plasty: atrioventricular valve plasty
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Fig. 4 Postnatal outcome of patients with Grade Ill and IV sys-
temic atrioventricular valve regurgitation (AVVR).
plasty: atrioventricular valve plasty, BAV: balloon aortic val-
vuloplasty
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