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Synopsis of Thesis
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Name

Gene correction and overexpression of TNNI/3 improve impaired relaxation in
FmSCRE4, | engineered heart tissue model of pediatric restrictive cardiomyopathy

Title (berR=vI3OERERFEELIER o A= T35 H 5% B2
NRWMERBLOBIEOLHMBEET LVICB T O2MBERELZLET D)

FSCN A O F B (Abstract of Thesis)
(H #J(Purpose)]

FHREBLLEE (Restrictive cardiomyopathy; RCM) (ZUNHEREBE & HEFRF L7z DRILIEARA L E E 2T OMHIETH
%o /NERCMOFEIEFR I/ NLOIIEDHF TL 5% EMRIKBTHEIN THR AR TH S, ROMIITHIEA B 72 NEHER
MBIRNTZOZWIZI L DN REIRE L 72208, AIRICB T 2%A 7 R —FRED =% < OFEFITAEMBIA L
DIREEEZ IS DB E CREIM OB Z X< ENdD, £D7H, ROMDIFEET L ORZE, JWEMA, 512
FORIBFREORBENRRD 5N TS, ROMOFBIEMT L LTI ILa X 72 o R BEOEGFERBMRES L TH
5, ZTOHTH P AR=VI3(IND) BETIZEBITIEROBMENRH L. S HICINIZERERMITH AR TH
%o TNNISILOARUINHE BN RE OISR, D F V LAtiEIC G T 2ME—D X /X7 H ToH Y RAMOILIEAR 2 & v 5 KEL
NS CHER@EXZ L TND BN TWAM, BIETNNISZ BRCME KO b b iPSHlla % AW 72 e i3 s
INTWARY, &2 THREITNNISAE R & b DB 0> b VERR L 72 1 PSHlAE E Sl Ui Rk ASROMAR B |2 RF AT OD BB PR ) P14
ThHILEREELZ R L, £Din vitroffilEET L E LTHMATH L0 E I ML, S HIZTNI3ZE BB R T & &
. b LATEFTNWIBZREIFRE ST 25 Z & TEOIEREORFMUNUEZET 20 G0 MERT LI EZHME L
7=

(5572 5 QNI A (Methods/Results) )

YR TLBHLICE > 72 /NERCMEEFT 0 5 5. TNNISZEE (c. 508C>T, p.RITOW) 2MHEAIANY 7o R ERIESH TS
SR R e BB LA i PSHMAR & 52 L 72 (RITOWER) , Z i PSR Z FHUN T, CRISPR-Cas9iZ & 5 % AFREERIIC
F VW EREEHE Ul Isogenicf, FmERHTNISZ X7 Z — T A U IR B S W 72 TNNI35RHI 8 Bk 2 N L7,
TnENE OB~ EFE ST, BRE bEVFENRT/METEDL Z L 2MER L, Ca¥ A v VT — 4 —%
AW TCa* BIEZ FE T2 & . RITOWOMHII AL ORM & SN D RKESCIEEDIK T, KK CIHEE £ CORM O
HEAFO, £7oin vitro COMFRREE O L S 5Ca REDOHERMOIEE 2RO, T b DR
5. RITOWOAS ASROMOILIEREE 2 K L TV D 2 & AR ENT-, Isogenic/ O, TNNISHREIFEEOABICHB VLT,
ZAUVBRITOWL CERO DN T-Ca* BIRED A B R WHE AR O T-, WIZ, T 5 OO Z FHVT IV BB L7z b 5
FH##% (Engineered heart tissue; EHT) Z{ERk L J1FHIRIEIC & - THIFEEES R 2 L2 0 &2 el LTz, D ikiia
O US> T 7 —ICHEE T 56. B OEHT Z{EA L 72, ZNENOEHTICB N T Y =2 ¥ 7y MZ
X D INNI3ORBL A R L7z, EHTIZE /8 A HE XV dhZ 460, BBEMABICE T ABEMECIRG LZoY T —
DB EBEHTIC 2 & FM Ui, ¥ 7 —OBENERE ) 1X 6 = PL/3ET (I = zd'/64) P;E T —IZnind
7, LETI—DOEX, B YU /%8, & ET—HEHOEZE) TEIN, ZOFERLYET =25 /1P) ZRIEL
7o ETE T —DERKBEIEHEHICS 288, DF 0 BENTHE L TV A EEO S &2 JIET 5 & RITOW EHT &
Isogenic EHT, TNNISH&HIFEIIENT & CHEZITRO bR o7z, VT —NRKBIEEE O L & OMEICH £ 5
F CTOFR], % VEHTO AR RIZR170W EHT CH B ISR 280z, £72. 7 —OBEIEHE () & 11 (P) 25tk
BIBRICH 2 Z L HWT Y T —OBENRIE & ) DTG ~Z5H U WHEHNS 220032 ) L JERIINC 230 D T & bl L
720 RITOW EHTIX 2RO DITxtd B IEMICIS 1T 2 DO BEOHE KR, F 7 UHEINCI T 2 ioxtd 2 IEMIIZ s 1
2N OHEOHKEZRD ., THUITIERMNC D DB KR L TND Z & &R Lz, EHTICE T DRFHTRBW T,
R170W BHTIZAMARIC 2500 D BE O IR, F 72stfE OBRIT D I OB K 27880 ZHUIIRCMOIRERE 2 KB LT\ 5%
LRI ENT-, F72. 2B OHEENEE X Isogenic EHT, TNNISHRHIFEIEHTIC B W THELZ R D=,

(¥ fE(Conclusion)]
TNNI3 R170WZE BARCMEI SR D i PS Ll Alfa, O kAT 7 /L IXRCMIC A 22 JEIR IR B O R BB A 42 X in vitrofRiET
FTNELTHEHTH T,
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SR RIERSRLGIERE (ROD B T-HFR THMTH TH 5. £ < DEF CTINBIHEFEROERS H DB ZDin
vitro® A0, AT BRI TNNISEE SRRCMESE A & {0k L 72 iPSARE b e L # a0 L F5 8 i ATRCY
I F OPEIEEE S L ) S ERH L, SSILERETSE G L < ZERTINISIEE BT & D £ DRIV
W T AR T AL A THS,

TNNIBE & (p. R170W) A3 7E & 7o pIRRCWB S SR B BAS i PSR 2 M 72 L 72 (RI70WER) . iz, DRI
CRISPR-CasO% MV TR EMEE L/ lsogenicflt, IEFHTNNIIER Ty & — TEA LIk FE IR & A /o TNNT 35005 58 R A%
T Uiz, DFEEIEOC MBI BT, RITOVLE Ein vitro TOMMIEREE OHEI & SN D" RERTRMR O
RO, LR CICERE L, RITOVL RS ARISRIER L 0 Wk £, IIRME R
BrL T3 & T, JAGCHVRE, AT IEIsogeni el TNNIJRMIEIRIRIC I TelE L.
AT TNNIIZE JEROM in vilroBREE F A 248 L. S B OBEFER~OWEEEFAT LD LB ShPILI
HEAaLOERDA,




