100%

90%

90% |-

80% 78%

70% -

60%

50% -

1oL —

30% -

20% -+

10% -

1R a—

5% 105 2045
X9. ZIREICHITAERFER

321

300

250

200 193

150

102

100

50

TCPC Shunt TAPVC PAB Glenn

10, MIRE D DT i

-19 -



40%

35%

30%

25%

20%

15%

10%

5%

g ZIRAE avka—JL

11, EERPAEICKDETHEE

100%
oo \ e — IR B
80% -
70%
60%

50%

SR

40%
30%
20% -
10%

P<0.05

O% . z : L
0 5 10 15 20 25 30

BVEERGE
12, \IBE. SIREDTH%

-20 -

35



100%
—@BEEPVOLEL  —EREPVOHY

H—_,_‘___L_—*_L—‘ P<0.05

90%

80% %% —_—
70% »%
60% |
ﬁso% SN

40% ™

&
i;’”
%

A

30%
20%
10%

0% : : : :

0 5 10 15 20 25
RRAME ()
13, #ERE BRIk S O F £

100% - — SRR AETAPVRIZL - fEIRFETAPVRH Y
90%
80%
70%
60%
50%
40%
30%
20%
10%

0%

EFE

0 5 10 15 20 25
BB (4F)
14, SIEE  IORREEDOFE

-21 -



SFE

=3

100%
90%
80%
70%
60%
50%
40%
30%
20%
10%

0%

100%
90%
80%
70%
60%
50%
40%
30%
20%
10%

0%

BRI ()
X16. L8 : TCPCEHDFTE

_22-

N —EIRETCPCHY — ERIRIETCPCAEL
,\% ’——_\_‘——H———L—L—'LL_‘—'
- \/3, \%‘xw%‘“
| N%M\%w P<0.05
L : "m‘mim’%
0 5 10 1o * ) i

BEE (E)

B15. IRE: TOPCF D F#
— SIRFETCPCHY — BHETCRCAL
M T . .
El e N
5 10 15 20 ” : .



TR

100%

90% L\ —SRRETCPCIIL  — EEIRFETCPCAIL
80% - e .
70% W%'““\\W,MWWW%‘mM \_\;xx“—“——i P<0.05
60% [ SO
50% W“‘““"
40%
30%
20%
10% -

0% ]

0 5 10 15 20 25 30

R (%)
B17. TCPCFRMREITHRD &

100% oo —BRIETCPCHY  — EIRAETCPCHY

90%

80%

70%

60%
ﬁ 50%
#H 0w

30%

20%

10%

0%

5 10 15 20 25 30
TR (%)

X18. TCPCFMEITHD F1£

-23 .



=1 EEE 698 Bl 1 2IEBRAR
(FEFITHOZHEITEELTIS)

MRE B
HBEEEFHF 585
BEMEDE 373
BiDE 371
ARIKEIRS 322
TmENARIR %R 321
B b K B%AR 279
mENARREASH 257
A I & A =R i 232
DEHRRERE (—RF) 72
DEFRRXRE 71
EREDE 63
B REIRET% 50
DEHRERE (ZXRA) 39
EEMELOE 39
BRERE 37
i 31
RmEIREREE 28
K I & Er it 19
ffiEMmE (meanPAp>25mmHg) 18
EX- YN EREE ke 14
EERIRK 11
Z D 183

-4 -



& 2. ZRRAE 395 BB 1T 21 EERNER
(FEFITOZHEIFEELTWNSD)

MRS k-
HBEESHF 141
i EnARIR % 127
DEPRRE 122
AEMEDE 110
BibE 108
[N =S L 99
{8 b K E% AR 90
FAEIRIES 77
fsME (meanPAp>25mmHg) 60
E b KERARETE 53
B AREA 85 49
KENRHER 43
DEHRRRE (2R 40
DERRERE (—XF) 18
K i & En i 17
BIRERT 15
Z Dith 146

_25 -



#£3. BEEICETAEERREAR
EERREE _—
& IMYE ”
IDAIESE y
BER % .
i =7 9
i ¢ 9
Z Dtk N
154
R4, BRECHTLEEBLENR
BIERRRE -~
IR SE ¥
& I fE 9
i = 75 )
fiti ¢ 4
Z Dtk 8
38

-26 -



®5. BEEOCEERRE (n=131) ITHTHEXE

FERE H2 S
fifi % BR 31 24%
NRSA 10 8%
a-streptcoccus 4 3%
E& 3 2%
H. influenzae 2 2%

x6. BEEBREICETAVIFUORURAEMERSOHRE

B|IRE 698 A (ED D HEERESE 131 N)

JOFUEREE (Za—FN\V Y REBEEOH) 110 A 5%
BEREEREEREE (1 —ENYIXABEEOM) 5 A (7/110)
T FUEEE (TLAT—HEEOH) 15 A 0%
EEREERREREE (TLAST—EEOH) 0 A (0/15)
FETYTF UERESE 415 A 18%
BEERREHR 15 AN | (75/415)
FHHMRAERIRSE 100 A 6%
MR R DEEFRERESE 6 A (6/100)
FrAMRAERISERSE 440 A 19%
EEREEY 83 A | (83/440)

_27-




R7. EEBE FHETRHEES

F i Ik Fthn
TCPC 321 4.79=£5. 25 (3d~38y)
Shunt 193 1.25+2.68 (1d~17y)
TAPVC 102 - 1.23%2.94(0d~16y)
PAB 93 0.4421.29(1d~9y)
Glenn 76 3.80=£5. 87 (3m~30y)

-28 -



OF = 3¢



EBEHFBHEPHR (HaERBERBEHRER)

TRREMERBOEFLAMREICETIHA
ARG EREICATIHRAREDORRE]

SRR 23 SERE
E—RHRERRES
TOg5.A

B B:FER234£9A18H(H)
9:00~ (BAiH 8:30)
£ B BRERTIIKREHMERBBE 10F RREE
T236-0004 #&EEHMERXERH 3-9

-31-



SIETIER
@RI FHHAER 1, FWEAETIERNEERIKY
D—HARSAUITHAERHERI TERFES 3 &

A
| mEmss

O S R E A EH 10, MIERAE BRI AR ICILYETS5 4,

-32 -



BRRRARRRTOTSL
9:00~9:10
MERREME ORI
RREFEMAFERS/NARIR hEH
9:10~10:10
SHE TARGLEREICH T SHAREDRSE)
ER i S ERXFERAZERS/NER)

1B TRATRIRT T IVEES V5 —ERIBIC L DR BIRE R E DS
MEREKE : BIIEA"
HMESEE - ORILEFF"

2.PDE3 [HEEDHAREILRELL TORIAEEDIRES
MERERE - BINZED"
HENEE HUFF"
HMERHE - OFIREL "

B ERIKY BERAHES

10:10~10:20
=

10:20~11:50
HE TAREMERROEFLARKEICETHHRE
ER Al &sh(EERIIKXFREIRGEESF)
3. MEREEAIEIREEICHITORERE
B RE P rasE "
MESEE RNEBETF 2. 885 2 Y WERE Y MR- Y 8B 8,
MEBT NS &Y. BNEEAY
HMEthhE:  OEEER " WEMKE W EHHEE" . & RE™.ZH K9,
THEETF . P EIAE™ . ZAINIE Y MUFAER'Y EE BV AR EFE"

-33-



4. IORAETLERAV:-RBEMERFOREREICEHIOMR
RN RE  hFEHE "
HMESEE-OBF 2 REBEF . WEHREY MIB— " BF 15°,
WMEH/ITO.NE EY.RIFHY
BRBHE WEMME 7. FBHGE V. F RE V. ZH KO mAET Y.
FEEhE O RIENEE O JNMUBERER Y R MY BEERE V. aaEse

5. NIREEGIEIREF DERRIZBEE M FTE
MRERRE O mEEm "
MESEE REEBEF?. 85 AV WEHEY NMIBE—Y BEk 5.0
BWTONE EY.BNEEY
MEBAE FHERME O EHAFE V. HF RE V.ZH KV mEEF .
EIAE V. ZRAER O MUBARY T R B0 BEER N heEE "

TR "RRAFERKERRF/ NI, "HRIRZERM/NERE—BE. VE
MERBREVI-DNEERBSHED. BESBREZEFH/DRI/NRERSE
FUVHAERARZNERZNRBRERE, EXREER L4 —RERHR. 7
RRRZEREI—AKHE/NDNER, VRBRFRZRELHER . V@R
CELRRBREL S —BRHFER . CAMEEESRE/DER ., VSR
ELEREUVA—EREH. "HRESRRERS/DEM, ViEH/NRRIRERS
BLUYBLRZARER VFERICELRRBRER . "RFREIELHRRERE
REM."EFEMAZBRBER LU I—/NRE ., YEAENKEEFLBRL-
RIEFBEE DAL REERFT

11:50~12:00

MRRBEARORE
MIETMIRZRRFHEZSIR Bl &Kl

-34 -



|wil  JRESER, RBRR/\BREY
S AR TAEL R TR 15

v et e ——
BRI KPR MRRmELeE Wl BF '
T236—0004 MFNRMENRREEH9 TEL: 045-787-2575 FAX : 045-788-1470

-35-



FEEHFBHFARRRRRS
(EAMRERRARER)
TRBEE R IR DR F LRBRERICET S

HE:TFR 2349 A 18 H :
=35 BRI R HBMRIT 10F BRIREE

MERRE
RRZFERKFE BEERF[JOER B

3=
1. RIS EARBEICH 1T DR AE

BEAEORNBESEAEEREEZZERLTODEERRICRO T, ERXEDESEZHS
NIESEEIEFHO/NEOREELRR . P AZ DFBOMEAEDHE. NEFHOE
E.EEMERPEOCHE. BEE. RERRES. DI/F U ERBOER. EEREILD
RTUREDT—H%E LR IR THA -, EIRGE 641 . ZRE4E 370 fl. 2> bA—IL(A
BEAOGWEDEF-(IEROERELIRGES27 HlOEF 1538 HlOT—42%INEL
1= 1960 5 2011 (TR RUM-EBRAEX B 624 ZE 279 4. FHELHIREB SR
0 B—43 /). ANERICKDEEANEIL 4643 AETHo-. ZEEILEM 189 &2, &
181 &, THFEN 142 F(BH 2 H~69 %), BB AF(L 4026 AETH o=, EREBREE
DEMBEER(EF1 AR &, EBET274, ZEETS2, AVMA—IILT48 THoT=,
EEEREICBTIEMEBRRENDEERRE, NEBERBEELEVERE MRS
BEICERT. EETH o FIC. MARBBRLEN . EREOEERLEEED
2% 7 H O T BREBEICBEVT. MBIV VFUEEOFHHNREYERNRES
EITE-o-BERTE. EEREEOHEENFEICEN oz, SEBLNAI-T—2I2&Y.,
BEEBREICBTAEREREEDEEENFEEICTHLI LA E I,

2. TIORETILERAV:-NEBCERBORERRECEATIHNE

fR4E 6.5-7.0 HIZRAZE 59 5L EFO NI LAEREE I —EDRRILS LD
FEREDREBENFIEL=, LUDIT 65-6.75 BETORSTIE, AAIMER., EIEE. B
B.HBEERFO. MEREREENZ{HbNT, 6.75-70 HEF TD RARE TIE., Z£4I
HENALNDEIITGEY, ZIRE. TABIKKRIE, KEEEROLGENRDHONT, Fi:
CORHIZIE,. EERNBHEEOOEND K521 512, 6.75 HEFTOHR 5 TIL, B4
EMEMRERE (BIEFFAME. SEXEBIREE. EEERAE. LT RERERR) L2
Hiht=,in situ hybridization TlX. RA £ 5B IZHLVT Lefty, Nodal &HIZEA DBk F
IEZE(Z at random IZTERIAAEHLNT-,

-36-



3. NIBSEGERERICHTAREHFTE

BBEDEFREE, £% 1 £ T82%. 5 FT70%. 10 T 65%. 20 &£ T 55%., SR
DEBFRIL, EH1ETI5%. 5 FT89%. 10 F£T 86%. 20 £T 718% THY ., T|EETF
BFRBTHf=, BITSNEDEBRFEMRONA, 405037+ 20 FHTHY . FHTEITREER
(X, F1 46 MTHoTz. BEEFFER. BIHBHIGEREE . MBRRENHLIEFRFRT
Hot=o EEDS>E BEREEIXERAE T 33%., SIET 271%E 5O, EELGEREEST
W zo FREBEICHS T EEBRLEOERE T RRE A 24%HH . ZEEVEISZET
Li=e SEIEONET—2IZ&Y, TR LICERESEICBT2EERLEDORERNS
WIEMN BTz, S, BEERLFEDRRE. FHAEETHLHIN ., BREFERBEFHOREE
[2DWVTIE, SHEEREADPDBETH D,

HERHE
SmEH 31 L

ek A#
BEmEXE 17
BRI AS | 6
RREXFERKZDPRE 4
BERBRF/NEH 1
EifERB#RE Y —/NER 1
FEHRAER/NDRH 1
BRI ELRRE 1
&t 31

AAREERREORENGENT -, FHZENSHESMTILELT, ERLGERSR
HEnt-, FRMSPHEEITERIBETIEATE. EMRBEEECEDH LT FERL
BRIRARKREZTH> 1=

-37-



-
o

-38-



Title:

Bessian
Prasented:
Category:
Type:
Core:

Authors:

Abstract:

Disclosures:

The ncidence of Severs Bacterial Infections in Asplenia and Polysplenia Syndrome: A Multi-Center
Btucky

Oudoomes of Repair and Epidemiology of Acquired Disease

Mumber 15116 on Monday, November 14, 2011 at 11:00 AM - 11:15 AM Location: Room W110b
+307. Pediatric Congenital and Acquired Heart Disease

Abstract Oral Session

Core 3. Genetics, Genomics and Congenital CV Disorders

Kouji Sonoda, Tokyo Women's Medical Univ. Heart tnsl, Tokyo, Japar, Shire Ishikewa, Fukuoka Children's
Houp, Fukuoka, Japary Kalsubiko Morl, S&kakibara Heart Inst, Tokye, Japarn; Hitomi Boku, Sakakibara
Meart Inst, Tokyo, Japan, Takayuki Yamagishi, Kele Unly, Tokyo, Japary, Kunitaka Joh-o, Kyushu Welfare
Pansion Hosp, Fukuoksa, Japar;, Hitoshi Kato, Natl Ctr for Child Health and Dewelopment, Tokyo, Japar
Hiromichi Nakajima, Chiba Children's Hosp, Tokyo, Japar; Masaru Miura, Tokyo Metropolitan Childreri's
Medical Ctr, Tokyo, Japam Hiroyuki Matsuura, Toho Univ, Sch of Med, Tokyo, Japan, Satoshi Yasukouchi,
Nagano Chidren's Hosp, Nagano, Japan, Seiyou Yasul, Kanagawa Childrer's Hosp, Kanagaws, Japan;
Shunichi Ogawa, Nihon Medical Sch, Tokyo, Japar: Kolarou Oyama, lwale Medical Sch, lwate, Japan;
Fukiko lehida, Toyarma Urdw, Tovama, Japan, Rumike Matsuoka, Yoshiyuki Furatani, Toshio Nakarishi,
Tokyo Women's Medical Univ. Heart Inst, Tokyo, Japan

Backgrounds:

Surgical splenecomy s krown to Increase the risk of bacterial infections (B, However, the rate of Bl in
heterotaxy syndrome {congenital asplenia and polysplenia) has not been studied. In Japan, preumococcal
vaccination has started only recently and daily antimicrobial prophylaxis has not been performed routinely
both in asplenia (AS) and polysplenia syndrome [PS). The purpose of this study was o evaluale the risk of
Bi i pts with AS and PS and to evaluate if the risk of Bl is lowered by vaccination and/or antimicrobial
prophylaxs.

Methods:

Clinical information regarding Bl was evaluated retrospectively at 16 irstitutions from the charts of 641 pis
with &3, 370 pts with PS, and 527 control pts withoul heterotaxy but with single ventricle or double outhet
right ventricle, All AS and PS pls had congenital hearl diseases. A total ohservation of 48473 patient-years in
AS, 4026 patient-years in PS, and 5598 patieni~years in conirol was derived. The diagresis of AS was
based on the presence of right isomerism, absence of spleen by Imaging, and/or presence of Howell-Jolly
bodies in red blood cells, The diagnosis of PS was based on the presence of left isomerism andfor multiple
splwens by imaging. B was defined as sepsis, meningitis, andlor sudden death dus to overwhelming
infections.

Results:

In AS, Bl were observed in 20% of pts (274/10,000 patient-years) and pneumococcus was responsible in
24 % of BL In AS, death due lo overwhelming Bl was observed in 7% of pts (95/10,000 patient-years). In
B3, the incidence of Bl (82/10,000 patient-years) was signficantly lower than in AS, was similar to that in
pls with aorlic stenosis (857 10,000 patiant-years} (Cire 87; supple 1-121, 1993), but was signilicantly
higher than that in control group (48(10,000 patient-years). 8l by pneumeococcus and death due to
overwhaiming Bl ware not observed in PS and in control group. In AS, the rate of Bl in pts who had
preunoceccal vaceination (8%), and in pts who had dally antimicrobial prophwiasds (2%, 4/10,000 patient-
years) was significantly fower than In pls without these prophylaxs (20%).

Conclusions:

The risk of Bl in AS is high and vaccination and dally antimicrobial prophylaxis are recommended. The risk
of Bl in PS may not be as high as to warrant daily antimicrobial prophylaxis.

K. Sonoda: None. S. Ishikawa: None, K. Mori: None, H, Boku: None. T, Yamagishi: Nore. K, Joh-o:
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Yasul: None, 8. Ogawa: None. K. Oyama: None. F. lchida: None. R, Matsuoka: None. Y. Furutani:
None, T, Nakanishi: None.
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