BT BR AR E B & (BT
éj\

BORMT iR (AR RS BORIT I H3E)

AR i

LI i < RS

CREBRFERFBEE A TER - 200%)

KPR D ARIE I B3 2 BRA L

DI as]

AMFFEEEIL, 19T IHIEAE R EREFRANIZEIE L LT, FRME OREDEY: - NN - 22 - 1eIR 2 5
DML S, £ ORMIA0ERKRE L TSI TOMEL - FERICKS SHBL T 72, AR, O

FIEDRREAHE L, AARBRGTR, IALREER

HE UBWILESCIENA RT7A4 VO 2D X

L. WFERCRZ IR R~ E M U, EFOKMEOR L2 X5 2t 2B E Lz, WIZEEEC X5 2EBSTo.L
FRIED L A b U — RFESRERER S AT AOMESL A HEERE L, OFEL 2 — 7 > b & LIRSS
THLYT I N—THREEB L, BRET IOk, £, IRERROEE~DETE LT, ==

NPT R ARG IR 21T~ 72

A. WFEEHBY

LMNAEGTIT. EEOEFTHEA THh Hlami
n A, Cx=2— FL, EEOHESEHRREFCDNAKLE
B RBICEE RS 2 R4, KGR
IXlaminopathy & FEEN A FEi 4 OB ZF| & L 2
L. BROODHE T, PRI E+ O S e %
2L, FrRMEIRE D AE D% IRE 2 Fb D &5
Z BN TW5, AKBIT, BEEMERRERC BEIE O
REOEHICEID PHRARTH Y, WAL
DI WEEEMHERETH D, Bxid, LMNABE L
FIE DOIRREMRIA . PRIBEORFTIO T2 TTIER,
A5FRITB T DR T o7,

B. W3tk

LMNAZE B O LT\ A TTRER], 46F RIZE
W, B (truncation mutation or missens
e mutation) . FHM (LIRS, /2K
RILT (EF<50%) . LEMEAEIR, B L=
RENR) (2B L CTRp 21T - 72,
(e B ~DBELE)
B FATIX, s OmBEE BRI CTREZT,
AT r—hRartvy sETWVIEIT L.

C. WrhkhER

WAL REAT & fE1T L7 PR 1345 =178 Th
V. 74+ re—HHomIREIZ497°H 7 Th o7, T
THIH L T (92%) IR WT, DEREED, *
NZENORBTIOSBEE T, DIREEFEES1%, L=
BRI T 45%, LB RFEIRS8% ., Bt LEs
REEAR26% CTH-T-, 741 —7 v 7HIEFIZ, 9
Bl (12%) JE1C L. THNIRHILA S, 2611322
RIETH T, BT ORGSR, 58641 (315%)
IZtruncation mutationZfH L. 196 (14%%)
IZmissense mutationZ B 7, LCligifsiEfEE
SRR T, truncation mutationfiZ Tm
issense mutation#f L V) A EIZEFE TORIE &7
Wiz, £z, ZEEMHTICLEL V., truncation mut
ationi, D& REE, OEMEAENR, A=K
RILTRUARIED U AV R+ TH o7,

D. #%%

truncation mutation?’ /0RO BEFRIGEICE D
AHA = AALE LT, truncation mutation Ti.
A-type lamin®haploinsufficiency (%7 L L)
LOEAIFEB LWV IZ25EE26N51,. m
issense mutation|IZET LA NGEEA I NTZH
X7 DipartialCBERE A AT 2 72 DIEIR SRR X

N5OTIH R EHEZEI N, £z, I OE
8« KRB OGN TIE, BHEICTTPFEARARTH
HHEZENHE STV D) (Van Rijsingen et al.
JACC 2011) . AWFFETIZH LN MEEZRD 72
Mofe, ZOMEAICEL T, ANEESTH 2 O
A — K Tldtruncation mutation?375% (v.s. 4
5%) W LG LGS EEZ LI,
limitation & L T, A#f5EiLretrospective study T
HY | FIEMEOJLRALLIE, Olffs g SN B
BAFRMT ORI G L 70 ) ST Wb AR adR— MNMIL
MNAZE BT X 5O HIE DR IRG 2 )k L C U7
WHEEMEDRN B 5, F72. RUFE TITDARE D E 72
JRIKTH D P vz A7 BEE s IR L CRgfr &
ATV, iZix, BRIZEYV = MY —LT
FEGIE AN R D BIn T STV RWIET L
T2 FHRIEFNIAFFIEN B D TR T2 8Dl A R
k2l DR L WD ATREMEEE N B D

E. #tsm

LMNABHE DHIEIZB W T, truncation mutatio
nlTEBROBRYIRIEICEGE L TWA EE LN
77 BB TFITIZZM O 5T 2 7 ERIkIC
HLHEHATH 2 AREMENRIE S L7,

AKWEZE1. Cir Cardiovasc Genetif\Zim X Is £ %
117,

F. fEREGERR G
L

G. FoFE

1. R

1. Nishiuchi S, Makiyama T, Aiba T, Na
kajima K, Hirose S, Kohjitani H, Yamamoto
Y, Harita T, Hayano M, Wuriyanghai Y, Che
n J, Sasaki K, Yagihara N, Ishikawa T, Ono
ue K, Murakoshi N, Watanabe I, Ohkubo K,
Watanabe H, Ohno S, Doi T, Shizuta S, Min
amino T, Saito Y, Oginosawa Y, Nogami A,
Aonuma K, Kusano K, Makita N, Shimizu W,
Horie M, Kimura T. Gene-Based Risk Strati
fication for Cardiac Disorders in LMNA Muta
tion Carriers. Circ Cardiovasc Genet. 2017 D
ec;10(6). pii: €001603.doi:10.1161/CIRCGENET
1CS.116.001603.PMID:29237675

%2)"6%)%%2% (R AT » N— T - FITHLSE
1. VW &, Gene-based Risk Stratification fo




r Cardiac Disorders in LMNA Mutation 1. B

Carriers, European Society of Cardiology 7L
(ESC) Congress 2017, 2017.8.26-30, Barce 2. FEHHZEBE
lona, Spain, Poster oL

3. Fofth
H. FeMpEMED HFE - B8R (FE L ETr)

24



