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38.kg/41.6kg. ASDE: O 13.7mm/13.7mm. 90&F 13.6mm/12.8mm. LEHRER: OF
31.3mm/33.7mm, 90 36.4mm/35.5mm. devicef® 17.8mm/17.8mm. Qp/Qs 2.2/2.1. bald Aorta#¥ (&I
8)17/13 (57%/25%) (p<0.05). Aortic rim 0.39mm/1.17mm (p<0.05). Superior rim 3.0mm/3.8mm (p<
0.05). IVCrim17.6mm/16.2mm. IVC rim/90E 0B+ RRELLZ 48.5%/42.7%, [EFER] VWHEEBEEZ
Aortic rim. Superior rimMZ L <. bald AortaDEIEMNE< . high defect THBIRMNZHEFETT B, N5
(& erosion® high riskBF&EX 5N, 20164 2H(CFBAIT N/ Occlutech Figulla Flex 2ERMEZF L
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N+BffT. 1R ZDEER/BVR)ICEIELUZ, [FEH] d-stentERIRTEZEBITIE. bPABDH THHEL Iz
TEFICEE L TABRE PGENEAIRSHRDIGWENTRETH D1z, KEIRCEIREFLEN S d-stentDBEIGZE HIKT 9
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AVSD.TGA.PA. TOF.AVSD. SRV. C-TGA. D-TGA&1fl. #I[E CIfE{TE#R6.4i% Cdr Dz, BAEFMISAhEN
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(ENTBIXTVR1HITH oIz, BH (1) OFEIR - ARAAICIT o2 PABICH Y % BAPTIEERE SpO2 LR
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proof-of-conceptffizs
kiYL, =8 5%, S8 KRS BH @11, Bl B, B)I 52, (£ B, v B,
ik FBR°, LS (1. ZERPAER NERIE, 2.818/\— Y5 — BREAN, 3.X%
Bt BRIAARL, 4. ZEXZXE R MEHRES)
9:00 AM - 10:20 AM

[YBO4-05] BRAHRICE L 2) | IBREEBEIMRE =B I DIEFINDERE -
Fr)—F—-N—rROVIFIT7I -
CER AR, 2R B, BR S, 2 ES, LA T, LB AAER, %k 5T, BE 2
2 (1 IREEMSERtYSY— NREET VS — \EEBEAR, 2 REEMAERE Y —
BASLRMEOEEZER, 3IRBREBSEREZ VY — BIRSEARD
9:00 AM - 10:20 AM

[YBO4-06] ) IBRSMEEADIFAHER/ Y >/ EKEL. /)WR/ D >/ SEREE(S IVIGREIETUL
DFHRFICHEDSBH ?
Ol B, & &E' dH BE', SHAE, T #5-8°, BALEE (1 HEENAZK
INRREL 2. BhEERIKER BEFZR)
9:00 AM - 10:20 AM

[YBO4-07] WIGE 7 VF AT VI URBAREMEOHAR M2vOOT 7—I&HE
IB3~VIREERYOODT 7—I&EBU S~
CER RN (BERNREET VS — BRGEER)
9:00 AM - 10:20 AM
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[YBO4-08] JIIEmARNER & S MEM R IR O MEH R F(EMPs) D#E
OfbF 35z, FIEE BT, =R BUEA, fRIR £ TRD, Bk AIE, VB (E, MY B, mE BT (Bl
RPELH NRRPHE)
9:00 AM - 10:20 AM
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9:00 AM - 10:20 AM (Thu. Jul 7, 2016 9:00 AM - 10:20 AM EEBE15)
[YBO4-01]1)IIFRICH T BeMAKRBARANDEHIRE & ERICEET B

%59 ( Post RAISE B J#E#T)
CEHE I, BB B, =5 5%, 2 B, K88 B2, =38 Fa0°, O B, LT T AL 82, L e
SR K (1LERESIUNBMAERYE S —, 2.Post RAISE FZES IL—F)
Keywords: )l IBfEEHIVEE. 6H\BEREAR. Post RAISE

(BX) NIBEOARHIEEEIRZE (CAL)DERAFE L THSNTUVSEMR, ZOERCDVTIZASHTIIE
V. )IBRZiEERERRIME 37— LA (Post RAISE)T —SIR—XZ AL, 6HWBKREARHICH(TS CALEZ
NEBEAHCDWVWTHAELZ. [FHE] Post RAISEICHUVT2012FE7BNS2015FE58F TICER, T —IINESTN
1219826 0) | | IBRIEAIE TR E LTz, BEIMRE Z scoreE HLWTIHAKBSTO CALE HFTU—9%EL, 6hnA
KEumeonBULETHEH L. [BR] 6HBAXREEF1086FIE6MNBL EE1874Fl(C LN, REBNERICE
M2 ZM(29 vs. 21%, p<0.0001), BHACHRZESTO T VAB(IVIG)HBIR T (4.7 vs. 5.198H,

p=0.008), MABMAMEIEMER(S.5 vs. 6.2HM, p=0.013)TH o>z, BEFIRBER Z score(FBE(C/NEL
(RCA:-0.01 vs. 0.53, LMT:-0.21 vs. 0.53, LAD:-0.37 vs. 0.13, p<0.0001), /JWkX O 77 (SMERI(CZ= (7L

<, FAHEZMBERTH DT NEEBEIIEN D 12(22 vs. 16%, p=0.158). CALFEAR(ZE, 21K:21 vs. 5%, &
R 7 vs. 1%, EXEE: 4 vs. 0.5%, p<0.0001 E6NWBXRBEICHVWTHRICEETH . OIXFrwvod
RO TE, BEE - SEERNEEICONARBNIRIL LBREF TH o 2(CALEA: p<0.0001, OR5.3,
95%Cl 2.90-9.68, HZE: p<0.0001, OR 10.4, 95%Cl| 3.85-27.87, EAEE: p=0.001, OR 14.0, 95%CI
2.95-66.39) [EZR] 6 AXKBOARAITIE CALRNERICEELTUZ. REBMRSH TN, BULEIC
IVIGHBEIAE N, SAEBRBIOEEECAGHIFoN B LB ERKRTH oz, 6HWHEKRMIC CALNFHRT SER
(FEASHTHEL, MBEOMESEEYY, MBERXODERNDAD ISV ELENEZSND. CALETIFIT BIZHI(C
(&, SAEREPRIGEI TEMEN TRIDBURZE RRTEVWKL SHTRERNETHS.

9:00 AM - 10:20 AM (Thu. Jul 7, 2016 9:00 AM - 10:20 AM ZEB&=15)

[YBO4-02] KEH v oJOTY VEERNLDIIEBEICNT DT>V TIUFS
Y IOEE

CZEM iEE, N\ 1, Wk B B Y (EUREERAETY S — IIERR—R)

Keywords: Kawasaki Disease. Infliximab. infusion reaction

[(ER] 1YJUFIVT (IFX) ([CEAMIBRTORKRBEAMNENIN. SEERMNMEMT S EMNFEIN
B, BUMBERMAE LY —TIE IVIGRIGHICT L T, MEZESOAROEE IO I—ILICREL. BAEX
THOBIU EDIREREEE€ D, [BM] IFXOMREZOHBICDOVTREIIT S, [73E] 2008FE12ANS
20158 12BETIC IFXERS UIIEMICDVT, BFZ2REERAVVESRENICRELZ. [BR] IFXRE(
52[E51%1 (BIR3161) . KDFEIERIAK(E. 35.0+22.7H0\ A, WA I 7(364+2.6 A TSR EMI7HI (76%).
IFXESERIOR IVIGIKREE(E. 4.3+1.1g9/kg.  IFXFEERIC IVIGRAANDBEREZ(FTZDE166] (31%) (RXT
O-r R1561) . IFXE5RA(E10.9£3.8TH dfce DARS2BIFR35H (67%) THR. EBINAERAEIER (34241
(81%) THolc, BIPICEIMPIDLLR T, FERAM (p=0.22) . IFXIRSHA (p=0.31) . J\WkX 3
77 (p=0.64) . BFEFEWEAET IVIGEHEE (p=0.83) . IFXES5EIOIAF0O1 RESOEHE (p=0.40) . 10%WH
HIEETO IFXRES (p=1.0) CAREEROEN O, 1TH AKIC CALOEFE RHIIERIE. 1141

(21%) THH. CALEEHFIE CALIEEFHI TOLLER T IFXEMB] ( p=0.01) . BIaREE L EMNE
BIcEh o (p=0.001) B ZNLUNADLE TIRRICEREERHEN DfE, IFXREERLD CALZERH
DIFABIT. ZDSE IFXEMBIM2/4BIT. 3/4FIMMOBALEIIC IFXEFRAL TUL ., BIRIGIE1141
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(21%) ([CBO. BREOZOH2O0BNESZE U ERT. BIEEETT D TULIZM infusion reactionZ F&

Izo ERADEMRI2E (4%) TRHc. [ER] IFXOEMESEMTEREFEE0HD EBENDREEAET
HD. EWHISEMHFICLEL CALOERET SAREMATUVR. ZORIGEIC—EDERAIEFRHEN D . BHE
5K infusion reaction(CEE T DIMMEBNR G Do

9:00 AM - 10:20 AM (Thu. Jul 7, 2016 9:00 AM - 10:20 AM ZEBR1H)
[YBO4-03] Infliximb ( IFX) % third-line therapy & U T/ IBRaMEHEE
B0 I-)LORERE

CER ERT, BX BT, R BR, TS EN, R B—, FH 7, B8 L5, 20 T8 (LEKZEZD R
Bl - B IREFREER)
Keywords: JI|IZfA. SMEEE. 17U+ vD

(BR) #7255 KDDOEMEAEOM—bE FERREZENE L. BERREBR/NBRIOZHER AT LB IE
WO~ I—=)U(YKD)&EVER U RMEAERE T > TE /2, 2006EN S I K AMEZESNRAES T, IFXE
third-line therapy & Ufzo S IFXAMREEICE U TRAINzOEKIC. YKDOBEREERSI Uz, [H
E] YKDEERARNICES L. BAEMR. BVFROER. SEIRERZE(CAL)DHREIEE L SEB A ML 2.
YKDIZ IVIG 29/kgi 5% 2BIE TE L. BI0 IVIGRIGHEIC(E IFX 5mg/kgZE &5 LTz, IFXEEINEICBRAM(C
(&, MEBWEEEMITLR. [WHR] 2006 78N\ 52013 FE6AF TIC YKDIC K DBEINE7514 (BR
40445), ZIB34761) . &2 BN512K (PRIE2RI1 7 B) THolk. [fER] YKDTO KDRAER(S
2013FEMRAO10AX302.5 AT BEOHEER. 2HOEHRSHITEEFEE(FE—BUZ. #0 IVIGIEZ5534l
(73.6%) . BH0 IVIGIE162(5] (21.6%) TEMIIE oz, B IVIGRGHIE366I (4.8%) T. CD>E306IC
IFXMEE S N226I(CER. 8HIICEMTH Dt BAD CALEER(F—BMHLK 7.98%. regression
1.56%. #%770.1% (FEE1A]) T. EXEIEMN D Iz. B IVIGRGHITIEZ50%(C. KF(C IFXEERDEIT (I8
76l(C CALAA® D fzo W IFXERERIC CALAKITNIE. BIBHSICHAT IFXEMEFERICEN D2
(92.8% vs 56.5%, p<0.05) , BIBEELBEMERE. BNz, [F o] BEEARETONRI—ILEL
T. YKDIEYUHWDEMEERL TULBDEEZX SN, UHU IFXBSRBHGESEESHNCIRTREETD
D, TSICBNEERTUSFETH D,

9:00 AM - 10:20 AM (Thu. Jul 7, 2016 9:00 AM - 10:20 AM ZEB&15H)
[YBO4-04] )IBEEEER A (CH(FD Optical coherence tomography M
ruptured plaque, erosion & BEERE  "EEABEIE(ENARSYE

SEIRBED ') XD HV"D proof-of-concepthffse
OXiE B2, =8 &%, B BE, BH 41, 20 @, B 4", (X BB, 4v)l B*, 58 EB°, Tl
HE (1LSERZAZE NERE, 2.818/\— Y5 — EBEAR, 3547k BRERR, 4 SEXTASER
TEHRES)
Keywords: JIlIE#&. OCT. EhAREE{L

[ER] RAHBEIREL(CH (T SIIMRIEREF(ACS)(E, TS —UBiEE EM(erosion)Z BB E U TRIET B &

ENBM, JIEE (KD) BHERAGICH TS ACSHEIECRSET SREIFARBETHS. &, Optical coherence
tomography(OCT) (IR AHEIRE LRZDFMICEREINS. [REK] KDBHER A DEENIREEE
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(CAL)(&, OCTL®M ACSEEZEMS. [BE] WRHEAZ20124FE98M52015F68. MWRIFFHEEZ6NALA
(CEBEIER(CAG)[C TFHiEiS N, KDEMHAICoOmMmIU EDOBEIRILAZE E/ZL, BER15FLU LB U IZEAR.
CALOEZW(F, SMHOOII—, RERHNBLUNE OCTRM CAGHSTTL), FHIERFHSIEEZ normal
segment(NS), EfSEE(RAN), BEREIREE ( PAN) , BRFIMERAE(LS)E Lz, OCTICKBFHM@IFATDLSIC
fTolc. Fibroatheroma(FA): IBRANBAB CREBARIE—HMEEE M. Superficial Signal-Rich Regions with
Attenuation (SSR): ERODESHBEZMHSEEEMEE. Microvessels(MC): BT L —LATEHEINE T>—D
AICERINDBESOHVEIEEIE. Fibrocalcific plaque(FC):NERRI—Td S HERBBLMEHE M S 2
ISMEMESEIEE.  Thombi(T): MMEMIE(CZEE T S8, Ruptured plaque(RP): REEMZ(FTBE&#E, fibrous cap DR
Bt (&SR] EGIE116 (B/Z2=6/5) . FhplEHPRE25.3m(ICR: 22.7-30.3) . KDELERIAMAPRE22.6 F
(ICR: 19.9-25.8; range 15.5-32.1). NS8[Xig, CAL 43X#H(RANT9XIE, PAN16XiE, LS8XiE)ZE OCTT
U7z, CALA3XIFTIE OCTE FCP(n=20), FA(16), SSR(13), MC(18), T(13), RPA)&EZRHIZM(E
BERRHD), K¥D NS(7/8XIF) TlFZENSDREEHEDLEMN Dz, TREICIE MC, EAYRRIEMBEEL,
RPXI(C(E FA, FCP, MCHBEEL CUL\e. [#4EE] KDBIERADBEERELE(E, ACSHIEICBEELRSSD
OCTLEMEEEML, ACSREICEEST DREMNREBIN.

9:00 AM - 10:20 AM (Thu. Jul 7, 2016 9:00 AM - 10:20 AM FEB=15)
[YBO4-05] BAHBICE L 2]l IR EIIREE =B I SEFINERE -

Fr)—FA—N—ROVTT7D~-
CER BAR", RR BERE, BR HE, T2 EE, LA B, £ AAR, g 57, BEEZ (1IERRER
WEERTY Y — \REERTY S — ©NREREAR, 2 RBEEREGERT Y S — RALSXEOKEZER, 3.IXE
BMaERtY S — BERBAR)
Keywords: JIlIEHE. EEIRRZE. =EHEE

[ER] NIBERKD)SMHDOFHIARNES L TUBICEANNDST. VWKXRICHBICEBEEELELCTU D, H
BHI MR AR (CEEIRR (CAL) Z RO TTEMZERNTIEE. ZORDBEHDI 2 0—Z1T2TUL\S, HBH
CALRZE L ZMSNIIERICDOVTE. BCEE - RBENDERHIAUIRLFHRITIAO-L. ZORKRTO
KDICHIFTBERS - FRRLEEE+DICHALZETT20—FLEELTVS, [BH] RABICELRZ CALZ
BY 3EFDEEMRRHMEZTV. SEOT+0—EFH(CHITIREICOVTRETT S, [WRHLUT
&) WRIISMHC CALZSROIERID S 5RREULEDS3H, Min2EROEE. TELIZHERL BRA
A REMBERSFICOVTEZRRERSEMICRETLIZ, [BR] 253FI18fITH 70— NTU\E, S
51200V NERI(ABE) T, 6FIHMERENRI(BE) TH olc. ABE12BIFRABIMR,  BE¥ TII6BIFR 6/ TR < 1
TU\Z, REREERE U TIE ABFCIINBINEENIR/ 1 /S X fiZ. BEFCII1HINEEIAR/ A1/ Xffi. 161 PCl%E
RIITULE, BIRBARHCEITMOANT. ABFICE ETIEFNEFME LTI 4B0IIEHRIRARETIRIRRNIC
J#0—HIEEE B EFRINIEREPKEZENZL L. 1HIMEOEFEMHERE XFATZERL TS D, xTn
BOELTEIEmMEZELTLZ, 1PIIREREEEET 326, NRED SO IREMREZEREZT O TL)

2o F122260(42%)T T # O—MHKTL TLVE, ZDIFEAENMBBHRDERERE CEERBHIRBEE - WARE L
ESINTULA 3FUCDONTIEARRG D SEODEBND T — T IIVREDRHNEMLEE ZEBH TV BIEFIT
Holz. [ER - #EE] XM OEREBEFRKIC., KDICESWTERARBRIGEUTEFOEENEEE LD DDH
B ARIE/NERIDZNZNORREEN L. BHNIBCEMBETH D, ROVIT7D MEFIEEDETEL
FHEINEIN D,
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9:00 AM - 10:20 AM (Thu. Jul 7, 2016 9:00 AM - 10:20 AM ZFEB=1R)
[YBO4-06] ) IBRSEEADFFEK/ D >/ EKEL. [M/viR/ YD >/ REKEGIS

IVIGEEIETIMED FRRFICTED SN ?
Nirt ", £H BE', tH HE", SH A, T #—, Bol EE" (1.BEERKER NER, 2.55EE
RIXER BEFRD
Keywords: JIIBE. FHEK/Y >/ BKEL. [/)wvWR/ D >/ REKEE

({82 ] 5%, MMEZ (U HETIEESUOREMERBCEMEIERE - BEERBOBEEICH VT, FHEk/D Y
IREKEE (NLR) &KX TIMR/ Y /38K ( PLR) MREBFEZLILEHIEZ FRIT B2 DI /L I
V—A—EUTEESNBLSCHE>TER, [BM] NIER (KD) SMHAD NLR. PLRAN IVIGEERIBEFUIED
FHRFELEDSBINMEENT B, [WREFHFE] KDOZKITHBRICAB L. IVIGTEAEINZ4056] (RIGH
3204, BHHISSHI) . BEe IVIGEIARAZ(CIIX NLR. PLROM. SAEBHARIDIMRIRER R & MER CTLL
8 LTz, Receiving-operating characteristic curve ( ROC) BH#gZE AUV T IVIGEEREIIGZ FET 31550
cut-offlEZR$. ZEEMAFERML I, [BER] BEBEBMOKRBAMRE 2BMCHRUEBER. RIGEFCL
U CIEHEFCE NLR. PLR. AST. ALT. CRPAEEI(CHETHD. M/WE. NahBGE(CEETH D,
Cut-of f{EZ NLR=3.83(CERELIBEND. MEFZEFHEL A v XHh(F2.96 [95%EFEXE 1.26—6.97],
P=0.01T& Do &z PLR2150ICEHE LIZIBE DB EH 74 v XH(F2.27 [1.08—4.73], P=0.03THD.
NLR. PLREEITEBIBHMOHILIZERAFCHdEMRI Nz, /e. NLR=23.83/HD PLR2150MIFE
DFBFA v XL(F3.59 [1.91-6.77], P<O.001 EEICHEHETH oIz, [ER] MBEDOKRABERFEEICH S KDE
ROABGAIBESEREEIT AR TICH VW TRIERIBESREBEE CHD. NLR. PLRIEZE THENDRRICFDC
EMTES, [#EEE] NLREMEN D PLREMEDHEH#ENDEE. KDD IVIGEEETMZ FRY 5 L TERE/NT
ANV—H—EEDDSB,

9:00 AM - 10:20 AM (Thu. Jul 7, 2016 9:00 AM - 10:20 AM ZEB&15)
[YBO4-07] WVIGE P VXA F VI VSREEREOHBIE M2Y o O
J7—I&ZFEITI~VIOIEERVYOOID 7—I=ZALCKR

S~
BB RN (BERWNREETYS— BREZR)
Keywords: BEIRA. YOOI 7—IBiE. 7772 USHRIRENE

BRAEFBAGE VIGET XA TV I UZREENZE (LIF ARB) COHAMR. FEHbvoOTJ7—INDEH
ZZBICIFIL VORI BHMAERNET DFEEHRE L. MEEROPLONEEIZESYvOOT 7—II(CE.

M1 (REEME) & M2 (FAEEME) O2DDBMERF D EMMSNTUSIM, IIBROBEEIVRZE & DREE(FAR
BE=mMZ 0. BR  IVIGE ARBOVOOD 7 — I (CE5E X BTEE in-vitroRBRRERAVWTHS NI S C
Eo BiE  SEEMOED C57BL/6JV I X, 4% ThioglycollateZ BEREPESH U720 (ICY OO T 7 — I &R
B L. 3x106cell/well 188 T D, T SICHEAMEE. LCWE (5pg) Bf. T5(C LCWE+ IVIG (5mg) Bf.
LCWE+ losartan (10p M) &. LCWE+ IVIG (5mg) + losartan (10py M) &E&AR37°CT4AREHERBL 2
#&(C. EURLUZHMiEN S RNAZHRE L. M1YV—H1—Tdh S interleukin-6 (IL-6)& M2¥V —71—"T&% 3 mannose
receptor, C typel (MrC1)DFIREZE ') 7ILI 1 L PCRTEERF LTz, BR: LCWERERICLD. IL-

6 (1677%) HKREFBECEBMUEN., MC1OLEREEBETCH D2 (138%) o IL-6mRNA(E. LCWEZRM
EHBU T IVIGRIMICKD51%. losartanmlIC K D43 % ZNZENMHEITNIZMR ( p<0.05 vs LCWE).

IVIG+ losartan(C K BIMFIFIEE TH oz (20%) o —7A. MrCImRNAIL IVIGICEKD25%ET LIz, RIS
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losartanlC & D13.7%EIML. E5I(C IVIG+ losartan(c & D53%DIENN%E 3+ 1=(p<0.05 vs LCWE,
LCWE+IVIG), Z8 : IVIGOED MIMEIWER L losartanMiFD M1 M2IEIERE RVWEI CENTE
o &5 1 IVIG+ losartanDHRAIEVYOOT 7 — It E M2NEFET 5 C & TK DUV IEMFIR R NERF
Thd,

9:00 AM - 10:20 AM (Thu. Jul 7, 2016 9:00 AM - 10:20 AM EBS15)
[YBO4-08] JIFRSNERRC & (T B MEARMHIEER RO MER/] K F

(EMPs)(D 1%l
O EE, M ET, SR M, PR E TR, 2EE R, VE B, BT B, THE BF (BLAZEZE NR
RIZH=)
Keywords: JIIEFEEENAREE. endothelial microparticles. microRNA

(BR] IBROREEEEMMEXMERE CTHD . FCEBROMEARESE S UESHBERR L. K
E LU TOHEECEHIVBIRREE TRTICEDIBEEH D. BAE. JIIBRODBENREBEOMEXRTHDC L
5. MENKMIEEEE T S N3 MBI K F(Endothelial microparticlesUUT EMPs))ICEB L. JIIIBfH
SMH(CH(FTB EMPsDEENICDVWTHREIEIT oIz, [733E] JNIBRE506I(S 5B EiRZ (CAL)AB). XHEREF
506 &EREINRE Uiz, JIIBREED IVIGEER. BFE. REEOIHOMEERVTIO— Y1 ~XKNIK
U RNAZHH U Affymetrix GeneChip miRNA 4.0(C L3 Vo207 L —. E5(C THP-1#HIET microRNAK S
VZT7I02avEREMITUR, [BER] JIIBRIIMHBICH (TS EMPsDEIG(31.27+£0.16%THD. BEE
(0.0940.03%)(cH L THEIC LRE&EFZH(p<0.0001). BEELDEERE L EMPs(CH UV THOVIEDMHERE (1888
%¥ . R=0.512(BATEAK),R=0.488(EEEAR)) ERH. T5(C. CALE IVIGEEZICS LT, AEHI. O
EHAR U Non-CALBF & bR U Fold change >2% "9 microRNA 16TELE(2AN0.6%)ERE LTz, IPABRIRICT
16T microRNAND S5 G-CSFICFEZET D miR-145-5p& miR-320aZBFE L. THP-1{HARSERR (C TRIEMY
T hATVD MRNAE BRI IERES, [IEE] EMPsI)IIBREBEEZ FRATIE(FTTHEL . IIBREMHAC
H1T3 CALEFRIT B EMNTE. T5(C CALEFCHERI2EFED microRNAFIIEMEY 1 1 Y DELRF
HIBEFARL. JIBHEOHEE CALEBRER CEBHRIERZLTULDCEMREBING,
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TEHEE | 264 - B2

EEEE7 ( YBO7)

LEE - BIGFE2H

FER:

g ¥ (BRAERIAZRNEBST VW cEERLEY S — NBR)

Thu. Jul 7, 2016 4:40 PM - 5:20 PM &EBRIE (XZE V5 —)
YBO7-01~YBO7-04

[YBO7-01] Rapidly progressive infantile cardiomyopathy with mitochondrial
respiratory chain complex V deficiency due to loss of ATP synthesis
S mF, BEER, hl %7, BE RBAC, IRA F8Y, K17 88°, BIE BE° (1.ARKZE
REREZRMAER 7 LIBRE, 2. 2LERITHIYREEE N\RE, 340mEXRFEEZE NER, 4.
RAZF KEFREFRMAFER BRENRIE)
4:40 PM - 5:20 PM

[YBO7-02] :E&h - s ICOEMSEHEZI S LQT3IN/NE 4 4
O i, =i U, 1RO FE B E, 58 BE, BE RE°, AF A, AW EE' (1.EE
RERMAE LY 5 — NBERSER, 2. B BERERME T Y Y — DRIMENR, 3. B ERESR
R — FHER - EFIEHRER)
4:40 PM - 5:20 PM

[YBO7-03] PA/VSDOi#(C BHARIRIB(C L BIRFEREL. GATAGEIGTER

( R456C) &R

Of N, mE2E, i EE WRE AE, oH %, K., BFE ", 3| BeR°, R
T ER' (VLBRERKZESEFFEEERBREY S — N\REL 2BBERIKZESTFEEER
Brysy— \R - SXEGEDENE)
4:40 PM - 5:20 PM

[YBO7-04] RAS/MAPKYE(ZEF ( LEOPARDSE(ZEf - cardio-facio-cutaneousiE{zEs
Costel lofEIREE) (CEHT IMAEDHEDRB. BECH(FTDZHFRE
CHZ BET, BB BN, BE FE, 1% FFIT, K IS, S5 2R, BER NATFA, RE X
B (EBEVU7VFERKZ NERD
4:40 PM - 5:20 PM
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4:40 PM - 5:20 PM (Thu. Jul 7, 2016 4:40 PM - 5:20 PM #B&15)
[YBO7-01] Rapidly progressive infantile cardiomyopathy with
mitochondrial respiratory chain complex V deficiency due

to loss of ATP synthesis
“SH HF, BE BT, il BF°, BE FAC, IRE FEY, K7 8E°, BB RE® (1.ARKE KERESRH
ER T LBRE, 2.8ILRI IR /NERL, 340EEXZEZER NRER, 4 KRKF XKFREZRMAER BER
wRARIE)
Keywords: mitochondrial cardiomyopathy. Infantile cardiomyopathy. mitochondrial respiratory chain
complex V deficiency

[Background] A previous study described four infantile cardiomyopathy patients harboring an m.8528T >
C mutation in the overlapping region of mitochondrial ATPase 6 and 8 genes with poor prognosis.
However, the extent to which this mutation is heteroplasmic in heart tissue, or whether synthesis of
both ATPase 6 and 8 proteins is impaired, hence causing mitochondrial respiratory chain complex V
deficiency in the heart, was not evaluated in the previous study.

[Method] In a Japanese patient with the m.8528T > C mutation who died within 5.5 months of age from
a rapidly progressive cardiomyopathy, we assessed the heteroplasmic status of the mutation in the
autopsy heart tissue, ATPase 6 and 8 protein levels by SDS-PAGE/western blotting and the presence of
complex V deficiency assessed by BN-PAGE/western blotting.

[Result] The patient showed a high-degree of heteroplasmic m.8528T > C mutation in the heart muscle
(mean 90%). Compared with hearts from control patients, SDS-PAGE/western blotting analysis showed
decreased protein levels of both ATPase 6 and 8 in the patient’ s heart, and BN-PAGE/western blotting
analysis demonstrated a complex V deficiency.

[Conclusion] In a Japanese infantile cardiomyopathy patient with the m.8528T > C mutation, we
demonstrated the mutation is highly heteroplasmic in the patient’ s heart and also protein synthesis of
ATPase 6, 8 and complex V were impaired in the heart, which causes loss of ATP synthesis. Our findings
support the importance of mitochondrial genome sequencing in infantile cardiomyopathy.
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