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25MOHERE—BER, YILI4 K=, AIfE FtEnEs
BIAOT4—T a2V TVXE, NyhH—8l REMHHERIE
mE
R - BEE— T U — RSAEKBE, X—F VERFEE
e, hsEEEE—7)VI—/VIEDEE, EEIE, BREHREEE
EEEDHES

(McKenna W, et al. 1996 £ &Z (T EX)

VIR S RIS E N

CAUTKT LT, 20084F 1256 S L7z W LB 7 &
(ESC) »434 (B2) V13 199549 WHO/ISFC 73 D It
FICHET DD TH DS, LFIEDETL [EBIIRE R -
BIIE - FRBE - JERAGHIZL DD TIE R, Wik -
PEREMELE 2 0E ) L8] L s, R OGHIIE S V)
BAEDHER SN TV D, ZO5ETIZ AHA S & [,
B/ FEREEL VI METEALTEBY, R - ik
BEEZD LI LI TH S

AR, DAEICBEE L 725 { OBIZ T ARDFEE SN,
GO EHIEREECRARLEEINS 2D, ESC
L KE RS (ACC) TH, Wb 2 [P OAHE ]
X, ZDIFEAEDEEND S ITRMOBETRE 7213
HEHEIZE 20D THA) LV ZRDVERE - TE
72, BEMERICS TSI REERFIIMbLIET, &
BRI R 5T D2 E00, LIEER, HRICLERE
WELTOREEKEL EME LT BELHE M:
Morpho-functional phenotype), ff & i %% (O : Organ/
system involvement), i#{n T2 5 (G : Genetic inheritance
pattern), J5[K %2 J5 7 (E : Etiology), A 7 —3 R HJE &
(S : Stage) ¥ Tx#MA L THKILT 2L L TMOGE (S)
DFEERDPRES NI (RT) Y. BWiBLO) 270
fift & REIREI 22 BRERE, & 670 AIGIRTE - ZHRIEDTFj %
RANEOLN B NP CTELH TR E LTER
ENTVD, ZOLHIZ, EFRETEFIIOWTORMIL
HAKRKZNENDGHS—E L T RVOPBUIRTH 5.
F72, HEROMERTEDH— SN Tk,

| —REEDEE (DRI RESBELD) |

AEARBLOERRE

FEREEEZOHE |

EZETEE

¥EE % (PRKAG2, Danons®) |
I

SV RUTDEE |
AF Y FrXIVIR

QUERERE

HRERE O EHIE RAE (DERZ)

ZLRFBRE (YRR |

HRELOERE
(EZRBK-#EXEL)

SRARGS R R
AV RA)NKFERERIER DS
EFEn/hR

AFIASIVERESEOSEM |

HREOEHS
E1 KREOERHS (AHA) [CKDDEHEDER L

(Maron BJ, etal. 2006 ¥ & *J)  ©2006 American Heart Association, Inc.



F28 DEEDERESRE
1]~ 1), ;FEH’REE 1], 4t
BAROHIE | | IRROGE | | TENEE | | MREOGE | | HEFE
N J
Y
Rtk /Bt | et/ JRBE |
KEE BEF IR - REHES
BET R Dl : ol

B2
(Elliott P, et al. 2008 ¥ & ©))

R DfERFE (ESC) DIDEHEDIIEE

Translated and reproduced by permission of Oxford University Press on behalf of the European Society of Cardiology. Please visit:
www.escardio.org/Guidelines/Consensus-and-Position-Papers/Myocardial-and-Pericardial-Diseases
OUP and the ESC are not responsible or in any way liable for the accuracy of the translation. The Japanese Circulation Society is
solely responsible for the translation in this publication/reprint.

K7 DEED MOGE(S) classification
M (0] €] E S
ACC/AHA
TEREE#EE figizs BT R AT—IN4E,
NYHA %8

(D) #kaREY (H) i (N) FRIEREEU (G) BLHNRRE - B-TEEZMHGC ACC/AHA
(H) BEAZEY (M) B8 (U) RIEEARE (0C) Fv U7 RT—I5%8
(R) #a5REY (N) iz (AD) BREAEE (ONC) />F+vUF (A, B, C, D)
(A) NEARIRMEGZE D (C) KF& (AR) BREHEH M (DN) RAZWAIF NYHA#EBED SR
(NC) EZE@EILES (E) R (XLR) 155514 (C) 218l LDBLEFER (I, O, 1m V)
F=N\—2SvTIBHHE | (AE (XLD) fHIEEE (Neg) BEHIDBE L FEENTESINC
(&, (H+R), (D+NC) 15&” | (K) Bl (XL) 1% (NA) B-FRERMIT
(E) B8 (G) Hikz (M) BEER (N) B FERIERE
(NS) FEFRFEMFEE (S) & (DN) xRigWIFERFEE | (0) BLFREART (HHDEHICKD)
(NA) 1B L (0) FEBfEZRE U (0) NIEEARAE (M) DR
(0) FEREEER L (Al) BERE 4

(A) 7=0+4 R—Y R

() R, FEDAIVRME

(T) s, EYE

(EO) WFEEER I DHRfES
Mb, MH, MR, Ma, On. Ow. Ok, Oc g:LRééxuféDéxi,AR’ EG-MYH[R403E], Ev-HCMv, EG-A-TTR[V3OM], Sai Sau
Mnec, Mo, MH+R, MbD+A Gum. Gon EM-sarcoidosis

(Arbustini E, et al. 2013 " & U &)

© 2013 by the American College of Cardiology Foundation, with permission from Elsevier.
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RRIEBHN A T4 ¥

, DA~ DA
PAE- AL [ W%ﬁ‘ﬁﬁ/*}téﬁﬁ‘éﬁ?]
RSB RETER FRRIEE | smm
HEERTER) PRt
,,,,,,,,,,,,,,,,,,,,,,,,,, | o
BOMOHE
BIMEO5RE DI ATE—A

777V)—9%

(EREOHIE)

BRI TNEERR l

ShAVRUTIDERE

R (RN HRE . AEAE
DEREELTDRS (DERAE 1DVERE

BEOEE
ERIMOBE
7IbaA— VD ERIE
wE

TE

fh3RE
1DVERE

FEEMRER M
AR OEE

- ADEBVIE—EEE LRz RY.
© RN, FTEOERRBICERE T 2.

A DDENRREIC B TERFEVDIHEZ DAL (unclassified cardiomyopathy) &9 5.

3 &HA RSAVICHIFDDEHEDER DR

EHA RSAVICBIFBDDBHEDERESEE

RITA KT A 2 TlE, HERPSDODDEOZWOTH] X
2B 2ES - SHEUSHEIL L 2555, EROHEZEICE
WCOLHEER IE L BT % 9 2 THIEIC 2 A AR 72
EZWMMEEEM L2 ZOEETIE, 200840 ESC D454
W, BSIIRT L)1, LEBOER LIEIL IR
BIXN AR, IHERED & OJERRE & Vo 7B BEDIET,
WIS, RGBSR EETEROGIIZOWTO+4 7 kEt &
MEEERL, LFE, 372b5 DLEREREL LS L5
HREIDI L, Wb s [JFEFEME] (i 5 o [H3s1E]D)
DE%R, IERELOHAE, IRRELOHE, ANEEIRIEES
ZLUHIE, FRBLOAE, D410 Lz RIS LG
JED 4 DDFERIFREDO— I EHE 2 /R L, HEIZEAH
WRZEHLIZLIEH D, TORKIFEDE L) ZIRL
T2DWHKITA FTA > OUFHEDEF L FIZ BT L HEE
HRA Y ID1DOTH S, E5HI220084E0 ESC D454H &
%, IS ADDFEE CIEDZ R e X

D PR O R OE (TR O] v L
2005 FEDOFWOTHI S BT B [FE5E WAIED & H 5 L
729 ATHEESNAZNE LT D, NI TOLYEDLF;
IEOWEE T 5D TH 5L, BUKTIZ4 DD EAIRRE
I HC & VDR E & 4 AN RE LA E (unclassified
cardiomyopathy) &3 5.

TAARIEER AR SRRSO &, DT 2 E M
DIE & R OE R E L TR ER— T RETH
B8, ZRMLEHEEICE L TE, SUERIOTA R
A 2T IR OHE ] ORGEPMEHINTEY, s
EDEROBITH kI LHHED AR R T 5 2
ENL L, T R OHE Cii—3 5. 72, %
Pl v KD, OFEDIRR O —HARE S 7z
HIE, #UITIE R WG 508, JEAETEA TR E
THESE C [HRFEMEDLR T O AHAE | O 44 h3 e 72 e &
LCTHEHESNTEBY, AFARIA 0 TIE RN O
Mt T 20089 5.



38 IERELDAEHE

£35 HERBILIIE

1

EREDHE

1.1
EE

2005 £ DR FEVE O ER A RO T & ¥ [k, AL
KIELOAE (HCM) 1%, [(1) AZERv LITHELHOME
K& Q) DIBRICHED LSRG T 2458 & 3 558
Tl LEswash s, BoOMEICE, EfRE2VwW e
O EE e LML 7-W R 2 /R 3 kM O (T
SEOE | (1995 4EWHO/ISFC O [ e U 125%24))
BT LLENDH LY. bbb, a7 EEER
T EIRIRE R FE SN T LA, H5WITERE
B R &0 o LR ER e BRI £ZER
K EORFNE RO WG E L RELLIES T4, Lo
L7Zeh36, /NERHMREECIE, R E DS 5 0 EKH AEX

BLOAREE LCE 7z, DOSEOREBRYEHY), KAA NI A
A /NEIERELCAAEZRE L Cld, MUZER OB 500k
D IORELOHAE & L CHUD ).

BRI AE R AL RE L, O a—BA D L IO
MRI (Cardiac MRI; CMR) T, 15mm bl b o & KA =5 BE
JE (IEKELOFIE DR ERED S H8581E 13mm Ll E) TE
Fshs (EG) 77,

20144ED ESCOH A K5 A4 P Cld, BAKIK 235 W 3
HEDFEEEIN TS, DITICERER HEVEET 5
L 120 LD segmentiZB VT, 15Smm Pl o/ EBEJLE

BROHLNDL, ZIUT LT I—HFE, CMR 7% EO

ZWiE HV, e CORMEIC X .

2. 13~ 14mm O EENRIE D&, EARELLFEDZRNIER
WREE, GBR DAL OIEIRRJLE, LERPTR, ST
A, FHEEGARACORHG % & O 7 A 1 2 Il & 72
5.

3. FEEBEALE A 15Smm PO REKTLHE BB O 1 T
BELNOHEBIZOWTIL, LT a—HFE, CMR, L
fik CT 7% & O W {%Z W T 1 DLl E O segmentiZ BT

(AEARZLOERAEDRIERE N & B35 513 13mmId L)

[ EZE5mmIX EDDIEA J

|

( BMELGLOESHP-RMOHEERSFRIBE0? )

A0y

BERELOERE
- BIVIATBLETFERZRDS
c HIVAATBEFERIEERDEOD
D= OBEIFBETN TS
- B FREFREIT CETCOELD
DI OFBEIEBETNTLS

4 BEXREBNDBHEDESR

H5

C —xmoms )
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RRIEBHN A T4 ¥

Bmm PL R REE 2 fRo 725, IERBLUHRED

TREMEZE T 5.

RO X2 15mm Pl EOBELE ST H /A1,
JERELUHREDO T BB = A 2 &, 13~ 14mm OBE
NERRLOHIE O W eVt % SBEICBRYV S 217 2 & L idfn
THA e & ORERRLOEIIE R SHF 5 X9 ek 2 89
5 EOEEMEAEML TN D,

EWHER LI E 2 6T S BIHE) ODIER
[ZoWTE, ERHELGFERE P OMRRE % 29 5 RO
iEE LCXAT 5. M GHIEER, JRFIC X - T3k
BRI RIEREDN DL EIEETRETH D (382
FHROHS), 77 7)) =KL, BREMFTEEIEA S
NT2H 10FEDESERL, ZoaHMEIEHIL Tw
59 F7 730 R—3 AT L EHGED IS
HALTBY Y, DR OHEO#EY 2L 3 E
P75 TLA.

1.2
pafl

JERELOHHEORILI S E L TH LD, KA KT A
¥ TIE, 2005 GERFFEVE CHER AT FEHE D 0 & b & 12,
IAEOIRZ IR L, FERELULHHREDRE 2 LUT D L9 12
EFT D (RGP

1.2.1

FAEMAEKENDERE (HOCM)

DER, ZHHIRE |/ 28 U B B 30mmHg DL EAF7E S
HIRHI L SER SN TS, HRHFICA B B2 0
T, EB R EOEB R TH BB Z R0
BIEBIN T & 3t ST E 727207, KFA KT

x8 EABDEHEDRIERDIER

1. FAZEMIEXBUDERRE (HOCM)
- HOCM (basal obstruction)
LERRFIC 30mmHg M EDEERBEERZEZRD D
- HOCM (labile / provocable obstruction)
LERRFICERZE(F 30mMmHg KRG Cn N, BENEE DA
HYISEEFR T 30mmHg M EDEEZEZFRDHD
2. JEEAZEMAEABRNDERE (non-obstructive HCM)
REIEH K UFAFES(C 30mmHg L EDEEZEASRHIEL
3. LEPEEAEM LI (MVO)
BERICHES DEFEBTD 30mmHg L EDEESEAERH D
4. IDVRERAEAREUDERE (apical HCM)
IDREBICRRB U CRERZERD B
5. HARIEBEAEYDAERE (dilated phase of HCM; D-HCM)
FEABYDEREDRER(C, BEAUCDERENRS - FESEL,
IDEARBEDOILRZ M+ D AZEUURE T (E=ERHE 50%KH)

ZEECU, HERBDEEARREZET 2

A Y TIRUTO L) IZERT 5.
- HOCM (basal obstruction)
FEHRHZ 30mmHg DL E /e 2 i I & 5RD 5.
- HOCM (labile /provocable obstruction)
R E G 13 30mmHg Kl Tdb A%, 7NV LN
PR E) 70 & O IR 70 5558 T 30mmHg DL OJE i
TRDD.
1.2.2
FERAZEMAEREYDEAE (non-obstructive HCM)
T B X OSE SR 30mmHg ML LD #E % B 7
Wy,
1.2.3
IDEREEAEEOEE (MVO)
JERAIZHE D LZEARE CONPEIRZEDN D D156, TERENIC
1, AEFIICE LWIEKREZ RS, WEtkOE =T ES
AT HRNERELGERIED 10% 2R IZFRD 5 & i &
T2 MVOITH 23 Midud, LIZLIZRIRIR
T TiEm, BRICEE T2 0H 5. FEPITH
25% D BB IEELRITIEE T T 5. Lo % &0k
L7236, [FEBASDESMORIBIC R -72 0, EZENIE
% UEERIED RN 7 5 220
1.2.4
INKRERAEXRBUDERTE (apical HCM)
LRIBICERPRFT 254, 19764 A ZE S,
19794 I BIC L) DA ED S D Tl SN BT
HH7TD FO%k, FREDS D RIEOHREH R SNI2HT,
DHE L WA S OHE T, DRIRIEREL LG D 4
FEREERIZOE DA ST DAETIE, HEEDOR
HOEFINZ RO LN, HEERIIRV2EMTH S
DIZXFL, WK TIEREETH % b DORREIR D FEFE 72 5 B
DG SN, ZOBEBNOHEBD1DE LT, BHIHESR
TWEER—ETLENWIEL—HEEZLN, KA AFT
A 2T, DRI RILUIE DR 2 T I — A TFL
BHI L SOV T O L SERIC RS L CRENE 2 RO 5 b D &
220 ZOBWIIEECHE L7z DREIEKELLFED
L, HATHRARELLHHESE SO 15% R E ISR
SNDBDIIR L CTRETIE3% L ARMEETH 5. FLEE
PR CLEFTEID T TRAEZEDZ LD (JLFEDLR
EREARRLOAHE) &, BUROBETIE, DO AL
JEL M SN DGO H DY, LSRR RA IR L 720
SEBMER BRI L, IR 24 3 2 $HE S EAE O
IAEAEIR % FBD DY B H3 % >,
1.25
HLSRABBEARBUOEREE (D-HCM)
NERFLHHEDREE IS, JER L 72 DB E AN - 3E




HALL, CODENEEOILR % ) FE R (2B
HR50%AM) & &72L, JIRILOHERIRRET 2L 6.
ZOBWNIFEBBE SN CTVILUIHEFE TH 575, FEa#
B SN TV TS, AN BRIELUFE & A2
DENTRDGELEENL P

1.3

Lifelong disease & U TDIEAEROGHAE
BRUT740-7vITOEEM

RERRLOEAE L, IS/ 2% ) 7)) v 7 %@L,
JEEIRLIRREDZAL L, IWREIIG U CLIE A R b 2380
% (B/5)*. X-T, lifelongdisease LT, EMo 7+
O—7 v THEETH L. JERELLHE L SIS, R
PEEL TG EIR I~ 2FEIC 1 EREDO 7+ 0—T
THLE L. IR RBLOEEE DT 5500,
B O RZZO WG, BMATIEAZRED ST
BE, BURICIERDESLSEbH 5 20T T, 1~1.5
I EREOFHEALEE LS,

2.
FEH

21
YILIAXT7EEFER
BRI LR 49 6096 A H et PR BV 12 5 50

38 IERELDAEHE

EEAF L, Z09) HHI40~ 60%DIE Bl A% O I HLAL
THHFNAAT 2 ELHERERZ I — N9 285D
BRIZEoTHRIET 5 (B6) 7. IERELCHIEDHF & L
T, BUE L EOBEIEFI2 BT LA00 DL %
BAHE SN TS D, ERILOFHIEDFR & 2 %43k
BRI AT EEFERIIRT. 20 LI ¥
YHESH (MYH7), L 4T Vi & C (MYBPC3) O
BEPEHEZHEOTEY, DVWTLH R T
(TNNT2), s FaR = 1(TNNI3), FaKRIA+ T >
(TPM1), LZERII 4 2 LS (MYL3) 72 & OH )L a
AT BT ERDFAN TS,

L OUGHEA TH AN I ATIE, 2RKOMEETAZ
W (Z-disk) OMIZT 7 F >~ 745 X~ b (thin filament)
L3745 A2 (thick filament) 2SIEATICHT ) &
BRI o TWA, FIVaARTHEETERIE, Ch
YN IR TR T 2R T HEHDO KRB, 73/
BT OEELZFTI SR T, TNOOEFEIZLD, O
2B BV X T OEENZEES, VT LEZ
DI, ATPHIK SRR OGN T A E R S, 5
&fit\» T Calcineurin % Mitogen-activated Protein Kinase
(MAPK), Transforming growth factor (TGF) -8 7 & (s
FIIER A LI B 55 2 D ¥ 7 F VAR ER R O IR
HEER I bary ) THREREEZ LT, LHOBERR
SERRECY, MIEOMMELZ: &, OAERAENRZ: & Ol
PRZFEBIRN BN 2 I REN 7 Bt At U % 7141279,
7% ¥, Angiotensin-1 converting enzyme (ACE) i {z T
DZEES PRILOHHEOBHiEE T & L THRESN TS

(g EEH HHEH g

=EH

DIBRHETT
DIBXHIER
DIBREITEL

HRRABRAE A B OVEREE

5 ERELSHEDCEEZEVETFUVIEDMEARY b
(Olivotto |, et al. 2012 *® £ &E (T {ER)

: EEINFEREE T

pV4

A
~25-30%

~5-10% — i
HILaAT =
REFER DA

40-60%

6 EXREDEES KUIEXEIDE
TEREUDIER DFREER
(Elliott PM, et al. 2014 7 & BE | EX)
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RRIEBHN A T4 ¥
L

F9 EXBOGHEDORRELFDIEELYIVIATEEEGF
(Online Mendelian Inheritance in Man: OMIM phenotypic series, 192600)

16

Gene Location Protein OMIM gene number  Frequency
Giant filament TTN 2g31.2 Titin; ¥4 F >/ 188840 <5%
MYH7 14112 égsm—? (B -myosin heavy chain) ; DEI=Z > > 160760 10-20%
. . H H R o A= 43>/
Thick filament WvLo 1202411 /IE/Ikyos\lln regulatory light chain 2; DEZ=74 2 V5 160781 _
LS
MYL3 3021.31 Myosin light chain 3; IDZERI= 74 2 > p/EERGH 160790 1%
Intermediate Myosin-binding protein C, cardiac-type; D=4 Ano
filament MYBPC3 11p11.2 S AEAEEG 600958 15-30%
TNNT2 1932.1 Troponin T, cardiac muscle; (0 ~FORZT 191045 3-5%
TNNI3 19913.42 | Troponin |, cardiac muscle; {0\ ~ORZ /| 191044 1-5%
Thin filament
TPM1 15022.2 | Tropomyosin alpha-I chain; o NORZ AT 191010 <5%
ACTC1 15914 Actin, alpha cardiac muscle |; DEra 7 7 F > 102540 -
: Cysteine and glycine-rich protein 3, muscle LIM
Z-disc CSPR3 11p15.1 protein: & LIMZEE 600824
ngélf.?g PLN 6022.31 | Cardiac phospholamban; 74 2 7% 5>\ 172405 -

(Elliott PM, et al. 2014 " & BE|EXR)

D M ACEEEDZEE & LHIEKICESES T4 &
FEF RABHIRTAS, BERILOGIE O FAE M R 2 28
FIFT LD LERING.

P aRXTBILTFEREET HRBLLHEEGNE, 2
NoEH S WIERELLERES] & R L CAEER RO
JEZEDEETHY, LRI O IMEBREE . O
MALORBER LV EETH LI EDMONT VDL, T2,
T T RATHETEREHT DHERILLHIEDR 5%
BoOVVaxAT7ERZFEAELCBY, IhEERFRHME
B2 EPHESINTNEY. E5IZhDED L ikt
Fff7EChH, I X7 EETEREET 5 IRELLHE
FEFI TR, BIATERROIERAIES] & B L CTUIMmE A
VIMNORARERPERBICEETHL I LDPHRE STV
Z) 43).

BRI L E O 18 An - ZeBIAHB (genotype-phenotype
correlation) (2RI AHMIFIEIINF THHE L s hTn
575, B TR % OREFIC BT 5 RITFHERIC S
TEHEODOTHRIET Y AOBEIZIZE STV RN,
BIZTZWNC L5 ) A7 @HMLE FERTFINIZOWTIE, Bl
DL AR REFEDLCOPBIKTH Y, 4K
WAL — 7 v A% H 728580 20 AR TR OEHTIZ L B,
I MADEREH RN T2,

2.2
AEXREBUDEATE & S8R T R E IR DEHAE

ERE BRIV ZE % B3 5 2GR TLIE
KEETH R ORER, FOERKICE > TXEEYZ
BRI RS BN  B 720, FOHEINITEET
5. TI0IIEKELOFHEEM ORI 4 29 5 kit
IEZ 7R 7.

TRV OEE OB L, BRI R B E S B b
NDLBEEEDS~10%LEZ N TS, %L ofHHNE
FERILOIERE BT 22 EDHMON TV 5.

77 71— (Anderson-Fabry %) JWAWHEE & L CldiRk%
T, 35~40 A ORI GERAEEHE D 0.5~1.0% & &
NT02Y HRADGIEKEE BTS2 77 7)) =KD
BEEIZDWTIE 1 ~3% DG S 5 %, Xtk
Xq22.112a— F &N GLABIETOERIZLD, T4V
V= ADMKSRBEZED1 DO THDa- I M ¥ —F
(a-Gal) OFEVET R /KFRIZ & 0 A4 U2 X gk m s
BTHhsH, BYETIIMEE, HIMERa-GaliFHELAHIET 52
ETRMEND. —7, XEEETH L0 ETIENT
AR E Y, BERIEEZ T TIEBHA T E R WIGADS
Y, FHRERLHEEFHAEL SICL)HETT 5.

AMP{EPEAL 70 7 4 » % F—+ (PRKAG2) #{nT%



R 10 AEAEUDBHERRLIOEIREA Z R 9 IR DEHE

KHES

YEFRIR

Pompes, PRKAG2EBLTFEHE, Danoniw,
=S

£ 514 Carnitine WIBfE
SAVV—LIR

T7IU—R

Forbes®

=IOV RUTR

MELASYR, MERFFJ®

TRIREARR

Friedreich2K38E, FHL-IBTGTFESR

Malformation Syndromes

Ras/MAPK B8 EEHEH
NoonanjiEf&Ef, LEOPARDYE(%EE, CastellofiElzEE

REBIERR

D704 R=Y R
KiElE, ETETIR, 25UHERTIR,
AL7=0A b=V R

RMDER

PR

FERREB[EHED SDHER
BeiiE ENE

A

704 R, #70ULX, EROFVZO00FY

(Elliott PM, et al. 2014 " B E|EXR)

FLIX WPW EMEREIZAE S PR AL LA AR HE & 7= 3 Jit
RO E %25 Danonild, LAMP-2i# {5252
IVEL L IA /8T —, KRR, OHREEL 3ERE L
7o XGEPAERER O FNAREETH 2, JERELLEE
FHPOOIEKRZED L. MELASZRED I har KT
% Friedreich JSFHE 7 & ORREFIRE TIX & HEEIRO—FF
RELTUmIERERD L. T2, LIEKFERETH D
Ras/MAPK ¥ 7 J )V DR LA [ 524 A3 E A T d 5 Noonan
JEMERE, LEOPARDJEMERE, CastellofEMERETH OB A%
DB,

L7384 F=Y A, BRPEMBORE % BRI 5%
H$HALTIOA F—Y AL bV AH A LF > (TTR)
T3IOA K=Y AHPKEGTHDLP. TTRT IO A F—
AL, TTREMGTFERELFNE § 5 EEMEATTR 7 I 0
A R=V A fEROFHRET 30/ FRY) Z2—1/87—)
&, TTRELEFEEZZD L WEFARITTROLEIZL S

F£3E IERELDAEHE

& 11 BEAELDEHESRLIOEXDERIICH REDIMEIR

R RONEERE
= hIVRUTR
FEEE, BHEEER Danon#®
NoonanJiEl&Es
S RIVRUTR
}E]ZII: 0 W
RRE T I T —55
BRAEIR

S hIVRUTR

- SARFIE, MREREME P04 Rz

CHETHRES, RAE

. RS 77TV
FIREAEREE 7204 F=Y R

R
HHET %J;\%/l\)/ﬁ
PUR R, S PIE 77 TU—R
WA MmEE 77 ITU—R

= hIVRUTH
BRE P04 R—YR

I7 IU—

(Rapezzi C, et al. 2013 ¥ & BE | /ER)

EHHHAERATTR 7 U A F—=2 A (BABESGHET 3
OA =Y 2) 1208 END. 7304 F—Y ADMED
WA IR BT 57 I 0 A FILaE & R B0 2 FERT
TRLEDH DD, REHATH 5.0 ERIE, &<
EREE CTILREAT LIS S WIHEHE , JERERRR < L3R
BHIEOAERATT OIS, P "Te-PYP YT YRGS~
F 75 TADBATTRLT I A R—Y ADA ) —= 7
ELTHEHSN TS GE3FASKEFOHSH), TTR
MRER S N34, EIEEATTR 7 304 F—Y 2k &y
P AERIATTR 7 I 04 K= 2 %8R9 5720, #nT
MV UETH S .

SV 25 TR SSEM BB RE R DA IR LS & D DR R
EU DY, BERREETAD S o A R 018 i i
EMNERE, NEEPERTLERT 2352 L0H
D P EHIZATEA FEH] R & OFEF) TR ATHE
ENLZEbHD?,

NS ORERELCHEREALGIE K ORI, BEARE
RIEEE, OAMEIR, OER, i, FRadsz iz
B TR - EHiT A2 04EHH 5. RI1TITIEKELLA
FEDE N 20 AMERZ 7R 7.
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ORRIEBHN A T4 ¥

3.
&¥

3.1

BaRE

JERELUAHIE DG REIE, S RRPAE S EOE NI L
DIEHOEDRE . [EA B R B BRSSO hE S AR
ZEHEAS 1998 4F (FRK 104F) (24T 072, FRE~DT 47— b
2 & B AEEFRA T, SEEER SR 21,900 A,
ARFRIIANI0T NS 720 173N TH 5. BEKELLAAE
BHEOPLINE23 11 EBUENL L, FEwBIImITE L
DIZ60~ 69Kl E— 2 moR L7z,

UL, BERELGAHE AR CREE T 2 BI25% w2 &
HEDPS, AREOBEHIIE— IR A— MFRICL S
HEEPLEL SN TWE, HREMmICInE TS Nza
A— MR T, BRFELGHAEOE 138 500 A2 1A
CHEESI, ANEZEDELBVE SN TN T,

—Ji T, A, LT a—R° CMRIC X 5 B kAt
WAL, SHICEETAZ =S ZHfIC LY, Bl
AIALE L, WEZH L SR RE OMUOMA G b
FoTHETHI LT, ERICIILIVPLEVERETD
LIZEDRTRENTHE,

3.2

Fi&

1982 4F (HEA1 57 4F) O V& A= 44 e 5 93 JELRR S8 1k /Lo ol o AR
eI O HE TIEAEKELLAFRE D SEEAEFEB LU0
SEAELFRIL, ZNEN91.5% L 81.8% T, #520%DEFHHD
LR 10ELINICIET LTV A e ESN ™, —BF
2, PREFLIESVEINT, FORTORETHERIELT
4 ~6%E INTELPO JRELLHAEIC BT 55
BRSO F 2 JFPRNIZHRIE, (OARESE, FITLEME)C
IR BERIEIC L AR TH 5.

2002 LRI DO DSEI T b7 KRR g2 <, e
KRELOHHIEDIEMILTRIL2.8% TH Y, LR E L TIEIAR
HIRAT31.9%, LAED213% TH-729. B EDIZ
ADBEIEL Y S FEENT L, BARBLLHEERE
DOHIZIE, 807, 0% % 2 54 T TITITHEREIR TR
WY BE L7 7L, RO AR RE R
DFHICT 25T, HREO#ALHE-T0.5~
1.5% /AEREE DIB TR E HE E T 5 9,

4.

S IRE

HEREIR S BARAT R 6, R AE % Sk & F i
FARMED TN, IERTHES 7 & ToLEMEE CThE
bNLGEL L. PRELLTES b gGE, (LT
I—RAEEATV, DR R OFFAE R B DA % 5Tl 3
b, FO%h, BEREEZEDTHN, ZOR, LR
RUBINRE R G T & HEER BT 5 2 L DTEE
Tho GEME, 35322 LRI & SRl &
WY GTHEDIHAZ ZHE). HAEIEE, FREEHELHE
L, CMRRUJE CT & Vo2 R 1, &R 4 Tk,
DA 7 — TV (O EME D), BaTRERE%
DTN,

4.1
fER - BFFRR (R12)

411

BRER

— AR IO FE RS I IHER THH 2 b 4
AIENHFFBIO R AEIRIZ B VW E B o Tl 7272, ARl
BERZE T, HIEROBE L, HETHE OB L T
HERERE 25, BRI OHEEEOBHREIERITRE <
PRI & B IRIZ 297 T & &
a. MUEBAEIR

TR RN IR NI Z (AL N LA TH L.
SR E 0D L ZIRARME O BRI X 2 HiTHE
LR, TLEENEOH/MUC L R EZ &)

K12 EAEOBHEOEFEIRAERESFMR

() BERICHSER
M, 2N, WIREE, hiE
(D) TRHEEIRAR (A SAER
1I5<5d, RRIEER, KM
() REERR
EE U5 5H, HEL), RFIPSER, KM 2RI
(V) EAEIC K BDIER
FRE (U, EBE), BEEE LRER

SR

(1) fimz2
ERNHEO&E] (double apical impulse, SEEIRCDIERR)
OF::=
V&, I#E I

SERUOR, RGNS




IR REEDHEICRE L T A LD EEZ 5N L. ks
WA b R LA E R E DS L KRR B HEIRTH 5.
AR O R IASR K & 2 S s, w2 e 8h ik
RAEOWERRELH 5.

B, AEEIR, SR, B 5 \IZIGE I ORI
PHERISER L TWa, RZEEdS 5 WL GEEAREIRICHE D
RO &b L\, FEVEIE L FE B R D5 B &
LEELHY, FNY—LEMLREE HVEY RS 21T
T ENEETHL. L ALEMBIE AT 5 L LRERE
NOFBIIKREL, FoEHEILMREREGHTHIL
PHLNTWED,

b. BRAEIX

BB A, IRETRE R, K ORI E b 5
FERIZIEREL L AHE BB OEELIEIRTH D, ZHRIBICE
LEIEERE L COEETH LY. IS ORERITLEH
, CEMEI R EOEELAEIRICE2HE LY, Tk
BRARZ K HEVERE - F2A7EEO MR T 20 5 #E 2 2 BRI,
VLB 6085, EENEO/NSWER, FRENEK
FEDHDHBETOIENEITESNY. T, MEIREER
EDTESHEOMIE, FRAZEVERE, SRR I3 T 5

4.1.2

B{FPRR
a. R - @2

JERELLHRE SR OMZ CROEELZTRIL, AZE0
2T TAT 2 AMETITHE) BRI (atrial kick) O
il T 5. fo=B & & b1 double apical impulse & L
Tl & 5%, ot ARG T X ) BT
& %. double apical impulse |ZPAZEMENREL LHERE T
FHEOE VIR T, FAEERARLOHESRSETH L
OB X E . SHBIROAE T b ZIERAMAIS 5
(E7).

)\ A
2L

®M7 BARMEXEOBHEOIBHMEL"IRIRZET S
BN

F£3E IERELDAEHE

b. B
BRI i R Tl b S AR CIREI S % B0 1%
N&ETHLH, EEOAY T4 7 v AMETISRKNT AR
PaETh, & AUERED BIF 2 IR RTELUFHESE T
S NG, T/, MESESHECTHENS NG, JEMEN
DBETHLEEFEIREE DL, FBRHHEE)S
N & DG A TS 5 2 & 05d 5.

fE R TR BE TOMB I ROKMIL, LR
BB 5 8 A T Mg A L HE 2 I 2 DU IIAMES T 5. I
MEFHIA ORI — 7 2 E T 5. KEIRFIRASAE D IUHE
RS & OBV EFERANOBHUII W, HoTh
FINWZ L ThDL, ZONGmIMEE L, TRELZERIES
PNV NV NFHE R A B TR BT 5 2 LS EE
Td b, HIHMHE AT O MEE X SRS 2 Y. A%
TS PAZEE O BE TIIMIER SR E A0 5 2 & 0°%
$, LRERD B\ WITIEE IR T4 O BE TIRIIGE O
ELE L LTSNS, EERMEPEDOHFIEILSE
BRI OIERE 2 b 7253720, Tade I pEnnzi
FEOEMEDH HVIZT atF & 1T pir OB O MR (27 B9
) BRTIEND D,

LEE P PAZERL COTEZ AT R OFBUZ, (ORETET
DF S 2 WEIIHES % BRI 2 TH 5.

4.2

InEE

4.2.1

125FE0ER
RERELLAGIED 75 ~96% THEE Qk, ST-TZAL, &k
TU%, A EEE D E AL 7 S0 5 O E I A
SN, LEMIIEEOE VAR AL ) —= 0 TR T
5. MEFEFEOL AL GEXSBM O E 2 5. i
OLEMFT AT R OB R, R EEE L TBY,
TR OMT & 2 5. —, ZOPRTRIZEHETorDOIRE
HTH Y, LEMOIRDSRERELOHAEOMEZI, B
M - T OEINI TE 2,
a. PiEDEE

e AT T R S PR S & A L B & S
5.
b. QRS’EDER - QRSES DGR
SRR O S BT A R 5. JER%E
PECIE, WEMIVS, 6L0 b V3, 4FECHERBINS
W S R AR R AL E R RRICIRE T A L0 D,
FEEAHEEZ S OV F AVEIZIAAS 2 BRI R I e
THETLHEDRE WY, 72, ARilEFEO R OB
EEREE DML E 2 5D,

W
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RRIEBHN A T4 ¥

SAEMIC1.0mV Ll E QRS A E T A BTl LIk
FEOBEEDNEHNE VI ME L H LA, —J, QRS
DI x A DB TIE, L OEME BHELE K W3
% 7% QRS I D FEAEY 72 15 X HE AR AR BT L E L2
LIZLIEA SN, (ENREREER R QA 72123
THEFRIEIARTHS™.

i. B8 QiEESUICHIEYE QEDEX

HE QUL BMABD25~31%ICHDH5NL Y. B
QIETERUZIE, PRROAEEL K L LFHEED 2 DD
KAHEM S NS, RIE RO VIEVC QI Z R L, MM
B2 MVDSIED B A AN ) B A1k Vs, 612, I
FHE Y THIULT, M, aVFIZ QAT END. Tk
ZBRB L 725K B C B QI OB AT < 0, KA
FEEHMBEANMERE T 22, FROLHICHRELS A T
I, QIEIXIEE LML T AN DL, T2 LRI K
RLLIECHEMAGI T, BHQUE bRV, B
X, DEEOZE, BRI X B RFTOREEETHY,
REDWE L & HITH - B QUEMAEBT 5. ZoQik
X VA-6FEIZ A LN, IEERAAIEATLOEIC S .

ii. ZDMD QRS EE

BRAZIE 20~ 30% 12380 S, LRI A% . HilE
EERADOEEL IS5, 1~5%I12 WPWIREBER:Z: &0
FRIBENAPEL, TIUERICOBEIA & 742 5.

c. ST-TE{k

ST FREEBEMETIIIREBOERNIED 5L, LE
FERAZAE S A T U AR B Lo BRI, FE ARG
B tEAE ORI D — k2L, B it o2t
2B R L S X A L L HEII S D, AR LA
VN — UG,

ST AE KT IE T B U5 L BIIER I o 3 FE A
PES EREMETIIZ V3~5 202, 1.0mV ELETxf
ML RL, LIFLIEST FREZ M, (OREIEE O
DERVITETELS D, BEMPEREETHIIREAE XD
WA, HERTDHIEDEL, FRABROEIETSH 2356
B,

EEI, KEMBWEGE, T, 10, aVF, »25WIEI, aVL
FHEIZ, REDFHEHRIROIL VR Q%) ST A%
PROL T EDNHY), DEHEEOMITHHEN SIS, JEERA
FERELFE R DRI LD Z IR A B LIZ LIEA S LS.
d. QTEFEDER

FERBLOAGEE TlE, LIEFLIEQTMMEH A\ E QT lHkE
DERZBO LM, BECAREIROSEA: L EHEET 5
ET BRI R, F7e, R2FEELERIZBIT S QT disper-
sion DHIKAS, FICHIAIEEIR D S R 22RO Tl K 12
0 ZADIIOVTOIE T Y AT,

422

RILY—IDEER

LEWD L VIE EEEOBIREAEIR, EIREAZEDR
&, BRBAERDFEA L, RHSIECIRIE, LJE
MR ZERIEDIRN & 72 5. REIRDZ ATHHERTH %
72, Bl RV F—LEROBIRE 2D, KOFA R
FA Y TlL, 48KFHILL L ORLERE I LN HiAT S 5 2 &
BRI LN TN D,

a. DEMFEIRD ST

AV — LERKTIEAERTLOEIED 50 ~85% 12/ L2 M
MR %, 20 ~28% | IERERE I B AE & 700 5 1,
3& A SIEEREMET, AL — M 18O/ LT %, B
FEVE L IEPAZEME CHBUERE IS v, BRI O S8
DEEEETH Y, MATENREDOEALA S Kb 5\ i
ZEIRIBICE S, M)y, FRbeIEHI L= AL, JRRAH
RE RO AE R0/ S AR B & A 5 2 R R T hE
WCEBT DDA, e LS BHINEZHRIED
EMRETEEZLNTHL?'Y ZoOE, FFREITNT
b 70%HItETH Y, BEIEHERIZ5% DL E &7,
B PR R 20 ~ 25% & vy, /N R FEAE D JE KT
FEDZEIRIEHN AT OEVEAFENR D A S N2 WEBT S 2o\,
b. EEMAREEIRD ST

ERELGFHIED RV 7 — BRI T, 30~50%I12 /05
PEAEIRIEAFENR % 5280, FEVEVE LB MBy O =13 5~
15%CTH 2", EKRELLHHED EEESIREAREIRIE T
BEANTTHY, BUBRAEERITIHER, BHEOL
BT LEWAEREBOLZED DD,

c. MEFILER

INEFIE.GERIC & 50 ERIEFENT (late potential; LP)
ORBHEEEIX 15~30% T, LEHAOE L OED) D
BHEMEINTVEY, HFHEICEL da A
BHNTHARN 1,

423

EFaEOERS SUDImER SRR (R13)

BN BIGR L 72RO IS, Z2IRED & D& Tl
WEREFTh A, Tz, EEYAMPIZILTE D A ILD
S9VAER] (25mmHg A), FEFEAIC MR T 2 7R 3R,
F 721 I — B AL I T % 7R 3 I S SIS
W, BERIRERILORIKEEZH T L4 LBO LN,
IO E BN T D 1o Td 2 '™,

JEREL A AE D% < 1 BB 70 IR L 22528 72\
A, FEBRTEBIFHAERSE T L T BE L\ JIRT
UHAE 1,005 B % KR & L7z UilE B B st <, Sk
R FZAEIUE S T ME D 100% % 48 2 5 BE DD 8%,
51~100%7%% 77%, 50%:ii O EH AT 15% TdH o727,

{



F£3E IERELDAEHE

R 13 IEAEDBHECS(T 2 DB SEHEROMERETIET VARV

. — Minds Minds
jgi IEZEZ WE | IEFUR

JU—R paE:]

EERDIMEZE LS K OBENMEAEEHI DI sh DD ES) & st lla C IVb
[EBSERR DI O DIEFEYBBEDE I PIRHEIE D HDIDFmER) & e 5 Ila C IVb

NERELGHRES BT 2 BB A RED T I, /S ALERAE,
FEEF BRI, PORREAR T, BB 2
EDL L ORTDBRT 5. CMEEE BRI B 5
KEEFRIE RS E DT, 2R LA EIER
DAL ZeR N0 7 L BT B 2 L DR ST
W, S SO U RoAE K R O BEOAT 12 & B
BEEOBRIC LY, EENHARELSTET A2 L s
TWb, £oT, MEARELLAHIEIZ B % BB 75 R8O il
1, FHRTHREEERIBO 720 OEE T ORERG
KT 5 BROSTEOFHI A CTH 5 2. 72721, 2hhg
I EDO D 2 RELOHERE TIX, EELAREIRS
TEB O MR T 7 & & B Em 3R O & BHE AR &
NTBY, LT TR L, BAIHRE L 72k Cht
1B UEN B 5.

4.2.4

IRREREIEZNRE

BB R s AR C e I O B A B F 72
BHEISFER SNZY, Uy M) — M RSN SS
ENDLTEND D, EEFEEOKRELOAETIE, Fet
DEFAOFFRITE v, R, GOIgA 0BT,
B \WITIERR R DS & A 2 IE KRB O RE C D FEe
PECEHIOFIEEDS, @E O 2EEIRIEM ClE 15~
18%, 3HLEHIHIELE CTIT) &L 27 ~44%B I AT AHDS, &
D% FE R CEETH L ", BT CEEINO
FRIFZOFRTFUETFDO12THS ", Zo.LFH T
WKL 80%, FREET0%THLDIZHL, Btk
FIE17% T, BRAEBFIMAIC X 2RO THENCIZ
BRAAD 5.

4.3

I d—%
JEARLOEIC BT 200 I — KA EO&ENL, Bk
ELUARE DM, IS 5§ 5 L IEREREA & EERE 12
FH-9 R - MATENRE - SPHETFICH S, 2B, L
FHED LTI =22V, [TEEREHEE RO RIS &

WA A KT A4~ (Q0104ELLETHD) ] 12 FEM2S R S
NTWHDT, BRINV,

4.3.1

FEERLTI—RE (R14)
a. IVIZREETH
JERELCHHRE DR 2 IR AR IE, AEEOWTR
DO T1ISmm P E (RIERE D H % EE TIE13mm L k)
D, FEBM R ETHIAO DD R WIE SR 0/ EREUE
THH". EROTBMILDEFREOAR ST, EEHREE
RFIEE, HIBE XSICHBEICRETAIENH L. boSHE
T, #IMCI LGRS KLU EA S\ & S s,
Maron @73 4%, I HREICBRFE T2 EE (I8), FkE
EEROMRE (A, Wiy o /o a4 & ¢ LR
(7)), wiE R DAL OIALORE (V) & S, o
MAROHEDO L2k Tl L HVWSERE ™,
KNG — %, e EEE G A AR L LC, B R,
SHIOREIE, DURERTHE R AP L, Rkl oZzwk
SIS B, LRI T — T R 2
AH Y, CTX CMR 7% SO BIEZWIED SREIZS
Wi 5. 72721, ST EREREIIAE AN b &
BEORZEAM L, BILEMOER, KENIRPRAE 2 &
THAONDT L, T/, RETHRMMEERES T T
FHnZ T RETHL". LT 7T I, O
il ~D R 7 4 THERREERIC L) @AM o= K
RRT 720, ENEES L. AR, KRR, AERE
= AR AT A Y.
b. DEEE - IM{TENRE - SIHAEST
i. EEINEREEE

BT C ALl 70 28 R S X E R B B &
AT 7272l b UCHEDSHMEL T A ERITIE, 1
FHAHEIFET L Cnb &2 5, ROBO%AILE
BEAETL F, —RASEREEIRZN T T,
global longitudinal strain fEIZ LT L TV ZHEFIATFED 5
N, SNEDENIZDHEDTFHEIARLEL VI W|EDNH Y,
FERNGERREII VT LD IEH L Z 2 2 _ETER W,
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UFIESIREATA K74 >~
I ———————————————————————————————————————————————————

14 EXRBIDEEICSIZBME DT I—RBEOHRELIEFTVAUNI

EARBUDEHED NN D BECHITDEEZEIEM, & <ICHREIEESTM
1) BERZUDEREDEH, OFEEE - MITEIRE - SHAEDFHE

2) BERDATH - BEDHE

3) INHEHEEE - HhSRFEREDATM

4) EERLEAROER HOBAFTOEE M

5) BIEMEROEHDER HDBEFTOEEE

EAZYDEMEDHEZEIRE COMEE. MTENREC KD OAEEER DM

EREUDERIE S RZHTDEE L CLDEBET

1) SERICZE(E DD o B E D s HElR DB

2) BRERBICERRIM DR DEEDN D BE DR E DHEDT
*MECMUTCRBBODII—EZHATS (FR155H1)

BARZUDEVEDEEZIIREC, LREFAERDERE(CLDHEETEE 50mmHg RisdD
LEPNCBITD) ULTIVNFR, FI(FIZMIT A

EXREDEAEDIEERZ T BRE C, ERAD D REFAEREBRECKDETERE
50mmHg FKEDIERIC BT DEEERFTT A b

EXRBUDEME S ZITDEE L CWBIBET, ELICERIEDBEVNEED T+ 0—7 v

A DEIEDEELZMBE CRERNAE L, JULHILNFR, FEIMAT A MIBLTH m C Q
EETHIEEE(C L2 HEEEESE 50mmHg FEDREGICH (T BEEER T ~
RIEBEDOHDBICBFBDRIU——2 b C C2

—HBORERI IR, A L7 LERIE D, &
SIZIEMALL, TR LB L T 2 BB *

T, AEENEIIHEIERN D S ERILRICED, ARk

G I 73 - > SR N v e ]Z‘Zi’;]E/e'>‘|4

L NN PR AL R It
qw%ﬁi igf 012(? oML RS imﬁ \,LWE (FFRBIE/e > 15 1zl BIEHBIE/ > 13)
ERUOTREERL ™, SRAIEAL LEHIEL FREN 2. A &' <7 e/ T b BRI &' <10 c/R
L. TNOOIEFNITHBAREEZ SN, HADLIEMEHE 3. ZRFAMFEE (TRV) >2.8 m/#
JEFIDFI10% % DTV 5D . 4. EBRATEEE (LAVD) >34 mL/m?

ii. ZERHLIRIEEE, MITENRE
RERBL LA CIIAE IR S ST, 1L

KELCAE LS BT 2 LAY 75 /2 =237 A MILGTE S22 (2R 3F - 124TEE JIEEDH 3EIT41EE
Wik (Bk) O, ZoEOMERB L ONGHE G =53 1k 713

(AW) OHETH LY, #HATTIUL, VWb B BIERLN
J& (pseudonormalized pattern) <> 31 B &1 5 2 (restrictive
pattern) &7 5% ). NS OWEIIIEREED LR —H &
FEZHNTWEA, —J, ERELLHEIZAE ZER =R 8 HFpEF BEICHIS DILIREEEZ D2ET
TR, EEIRINEE L E A MR T2 & (Nagueh SF, et al. 2016 " &£ fFR)

FHIEEEE bbb ™, i Doppler #:12 & 2 f4IEFii 1

By EE O FHIILERAEEE (¢) LB ORAIMTHEED I (B/

¢), ZRIWAE, EEAEIEKOEESHNLNE

(E8) ™. N bHOLEENRMFIRT, T 0EMEN X

1
(Emomse) | wwre | (ussmss)




0, FERILKERTREGISZ .

c. GiHEE : EEEREAE

i EERHIBRE, EIERESE (Mitral Complex)
DER

JERFLOAAE TU, (LEE b A2 2= T & fEIE 7 i o2 o
ZHERERIRZZ 2 B9 B RERI S S\, CAUIPIZEMEE KRG
FiE &S, FERZERIE KBS NS,

MR, AEPMED LA Z5E@I L,
MR L eSO E, AEIERPIED L4,
FENEFIR DY /788 (SAM) 12 X A RIE8 5, O
FRInE L A EDOK T2 47257, TOE-HEF
ELTIE, —ENE, PAZE LW, AT EE Tl
BWLTELLBIEICLD, MIERSHEICIokeNs
Venturi IR TR ST E 7288, MAETIEZDOHY:
IO TNTHLEEZ LN TV A,

WA, OFLEG OB AR Oz, PUHEIZ L) EIES
AHRENCE SR N, THBEPICRA T 5, QRS0
EL T AIROEEPBRRLIESET 5720, Rt
R HA L 5, @OFLBMHMAFIMEL T, BioH
BRI A BRI /2 B A0 U B 72, ARIE I v &6
(& N2 ORI RS2 2D, FIBEEOMT O
B P TR LA SN b2 82k, ESEIGHER
I ZMEIE B RO IEDRE L, E1h3drag forcell LD
HIROGHEEND S 57 54 % &7z L (flow drag[pushing]
mechanism), #HE L CMBOMELTIZRI T, &
WIORBED T2 EE ST B 0 ZoFEis L
T, WIRONGEIR /T EBIBARCIE, £ DIEFITEZ
FEHEEOFRILIEFHEHEANTH 5 & W) FEIZEIT SN,
TR 2B T EIZ KD EIEDSE L, AiRD 5ok b
% L) Venturi B RH & EEOBIL & I3EEE»H 5 2 &
DS & o T2 P G O B I 4 D%
I D IEFICEIL LT\, & TGO, FirE
WO, HBEAMOBIL, LEOFRE AL S, #HEIE
FrEPRRED, BT 5 L) 12<.

SAMIIME— NEEICTHERR T 2. S HERRZEIC &
0 BRI A5 A 61 TUE, REIIRFR I A EA 5
WAHAOLND, LRI S 2 SR 7 — 87
TEDEFA 2> 7 F Ve LT, F72, BEE N T7IHET
1, PRI ~IC Y — 2 A L ERHIIEE I S L
TEiIZRs LA, fii% Bernoulliz\x FiV T, 2 OBRI MG
D I 1 i R (Vi) & 0 75 283 1 6 E 872 (pressure
gradient : A P) 2MEETE (AP =4V, )"0, LliEH 7—
TIVIECRD I EEE L RiF 2 —5 R 3 ™, il
% ML R 9 T A W o 00 e ML e PR 9 T & B BL3- 2 2%, iy
HATRENIR T BATCRE 2> & KB IR P RIS IR £ C, a3

F£3E IERELDAEHE

e P S AEIE T B E CHEfE L, FifeRef T
A5 LaL, MEOMREZHELY, S-S HEEZ
Y513 high PRF (pulse repetition frequency) {EAMED.

PIPERRZE 1 X BIEBEEDF L, Z2IR980) A 7 GHifiZ 5
WCEETH Y, ZEHE, S OIZBALR AL TNV
WANFEFREZTORHEZAALLEDrH 5 (B9) ™. 5
Bernoulli 012 & 2 EBFEAYS0mmHg K OFEFNINZ BT,
MAEIR DY A X 14E T & OREBEILE T LS, HRERDY
FIEML Y FINVELZIV T A—F 20 EH BT
a-ASERE NS (B10) 7", 72721, i—sh/iz7u
FI— VIR, FRVATBELET L7290, ThEho
BMESECTHS N -2V 722 T2 ENETL
W LI ORI T COR TS 3 U RREEAN £ 5
RS, EEIIHE TR R\ 2, EB R 2SR B
IEBNZBRE L THTb N A RETH L. HIZEEAEKELLF,
FEIZ BT B SAMIZ TRIBAFRIOEAZEL, HIESF
WA T 256055 5. $7-, PR KILLAET
g, OIER, DUHEBE BB T 12 BB B BE BRI 573 i A58
WO, FRICEET LI L L) EELHMISLETH 5.

1EBEF INfEA HIEIE #“afn
Valsalva F#% - ! !
AV} - | -
HASVIN BT t t -
BRIEEE t | !
iz[i7:ES t | !
PDES5FEEE - | |
Bk - | |
SRR 1 ! -
& t t |
EEEF

Muller 4% - t t
i - t t
aRIEEE - - t
BB ! t -
IVESIR - IRV | - -
== | - -
I\ RIU Y TFRK - - t

H9 AEERBIREEDSM - /A& 0 NI
(Braunwald E. 1997 "*? & Y &%)
© Elsevier (1997)
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UIHIERBIR A KT 4~

LEREE, IV IVINFR;, 3Tfi
2DEfeld R 72 TO—K

 —

( SR BRAMREI LS ’
HEESBZE 50mmHgl E

l

([ Emmumcrsem |

EERHBRAKMRREICELS ’
HEESZ 50mmHgkKH

—

[ mmx ] [ ﬁrﬂx ]
1$gaa> 1 @Jgﬁ ’
BAEBRR Ia-—

1—1

( SRR AMTREI LS ’
WEESZE 50mmHgl E

¥
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EEFRESUICEBIEMEROFHEEN CTIT O EEER

% CCS; Canadian Cardiovascular Society




% NERELUHHE ORBIIRE 72 TP —B L T, L
il & B Ko TREBEBEIIRET T 1782 /ML %
myocardial bridging & '-EN 2522t A 7R 5 2 &A%
BB, DKZERIC: & & DRI DOWTIIMEL ST
l/)&\/\219-221),

F72, BAZEMERRRTLOHIEIC BT, R IR B e
Pl 2SR R B OVl B BRI O 388 & RT3 A 3 A 121,
EIRAT R & 70 B L E PR LB O [F] 7 R0 & Ji s I o R T
DOHITREBEIRER S L IEEIIR CT TORHliZ R

% 208,222)

4.6.6

ESEERNRE

HIE (5533 4.2 AR B A EERE) 2RO L.
4.7
IDAREROE SRR - TRIE

471

DARDEIER (DEER) 555

a. IDERERR DEI

AR, WRTERL TOLOED T — T ViEE v
W O 375 42 # (endomyocardial biopsy, U i A #0) 13,
1962 £ 49F, FilJEIC K> CRIZS S ™, ALVRHIR B % B
CEHERIZBWTUH OMBRFHIEHR % 15 HME— D ET
B b, HIEDOMEE SR W ERIZVETIEZR VDS, O
AR OO UG DT =5 1) & ZIZER AT
HHLIAT TR L, FEIEOUDHIIE & Ui, ZOMOF
B R CEOER], & 2B OZ I O H
)ﬂff) %) 224-226).

UM OBIGIZB S B ERR T4 R I 4 > & LT
2007 4F, KELGHETZ, KELCHER 725 & ORI
MERWER T ) =AY F ) FIED L GHH I
M9 2011 AL VIR U L8 S 8 2 & Lok T 5 9
HRLEOFRFEPEAAEINTED P, R20IZHHE O
W RY. ZORT, SPEICImATEIREDOmE L 7B
FEOAGE (7)) = ANvy )+ D) iE, FELTATRA N
D GIEINHIRE O IG & 72 2 BUET O SRR IR Bk 14
N 2R AR i R O R &2 & BHIC BV 72 b o
T DD, LR C O EEERIEE LT L b IRk
WEHER DRV o, 1B & GREMERISPHT
G VEREFE 2 SO 9 5 If ERERIEE O M L X IRHR L 038 3R
WCEHTH A, 20, HEEEDS CHEREORWE
BlEH VI K= A, 730 K=Y R, 7779
RT VM THA 7)) 2 REEHE KB IERNE D & 5E D
FEBISE DR TH 25237220 DS E Tl U IR AL #E I
FEDOHFEIE T, S22 B O E 2 BTl

F£3E IERELDAEHE

R & B R CHED SRS LAE ST 52,

E B AW ZE £ » 7 — DT 1245/, 5,260 0L
AR Tl LR R OIS DE =51 ¥ 7 5531.5%
ERETHY, WOTIRELOHE, AEKELOAGE, G
REZWSINT2b OB EN T 23.8%, 14.9%, 7.5%T
o729,

b. BR{FIRIN & SHE

DAEMTCIIEZE RV LEEDL SMREZ I 525, #
IR OE HER G IHEDOHEIZBWTENL OESIT
LI LOEE > TUIW R, JliffiH ofi=s, Mk ToORE
BRANR 3 AR, WIS X D EIRE N 78, £<
DY, BARIAEFE2 SRS, FEMVITEED—
MEARTIELELTEL, B TICHHIIIHRAK L BRI
5720, FWEPRET 2EEOLE I T ) v 7r1T—
OREEEASE ™, B, 3~ SHEOBMEORMALEN.
PAE, LIV A R=2 ADEEDLNLFEGNZ BT,
MRI *” 18 fluoro-2-deoxyglucose positron emission
tomography (FDG-PET) *” R AL S0~ v ¥ v 72
|2 £ BT DO E %2 BEF LSRG EE 2 10T B 3l b 3
HINTND.

A TIZAEMH /1 7 —7 )V (bioptome) D#F5HIZ &
LIV CERITFREIC L 508 VR F—7, ERE, OF
P2 L EZE AR, W7oy 7, &, g il
78, ZRIPRMIET OMREIZLC X 2 I, KEMR
B, RO IME R KGR EDOEHIED Y A7 D3 H
5P AR B W CEE R ABHE T 4 U2
1% A0 & S, 1998 FED DV ETOMRETIZLLDT T
O—F & h3LEEIL50.7% (147/19,964 ), FELA)
£30.05% (10/19,964 N\) TH Y, ZILL728E 0TI
T E12.9%, HLES2%THo772". ALY H60
010FEDOMETITLEN LSV E LR LIEEE
0.8% (4/490 \), /2£0.3% (2/622 \) TIELBIIE 7o
7270 BT ICIERR T, BIREEL, LT I—HAET
LDEERITRADSFRD LN A1, BRIl a—FA FF
DEFNRN LEH T ORI E D FLF— U NETH
;.;) 234).

c. HEBRFEDERWV ERRGE (R21)

DA TG S N7 RAR 1 10% HPERR T R L <)
Vi (S C—BEEE L, JGEIEMEE Ot Ho oL
INT— MESNCES. EHEGLE Th S HE Jeth L AL
HiHIZ B 72 Masson's trichrome Je {6 % FE AR 12 H, (¥
T Ay —+E{H ) PASH:Ah, Congo-red55D7 I 14 N
o, BVG (BPE#HE) defa, ~OLY) & 70— O %F
PRt 28N 5. v aA FREFEORMIZ: &40 )
VT IT—ORESNHIERTIIME T Ty 7 OEY,
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HIEZHRATA T4 >~

FR20 JUZAIWYFUFICKDDEFERDER

- - ESC 2
5 1 ~
“;iz SU=AILYFUS B ERIEE i;; Itzml PRI
= HRUAIL
; FRFE 2 BRI DT B LoD AR T, 7 | DERK (DA LM, FEIRN, : 5 <
SRFEEABN UIEAETRT B0 EMA) - D
FRFIE 2B~ 3 nADDRLT, ERRIAEIR | o o
2 REODEURER, [~IEEEIOvY, 5L /Dﬁ;wj4H—9X 1 B S
1~ 2 BRED—BHFARBC R ER T B0
3HALEHETDORLT, FEEIA S FRRED
8 DEUARER I~MEEZEJOvVY, HHdWVE1~2 | DEE (DCM, HCMEE) Oa C M
BRI D— AT R A TR T B0
. DCMEREED DAL GEMBRBERDIEL) TP LI | LI LILDREDERA, - o S
F—RG CBRIRRS) PIFBRESER T B0 BRI D
5 T NSHA U URERIC L BDBEDRONZ BN | EEWEDGIE Ta c M
e RCM - P =04 R—YZ,
N RIRAEA TR N N
6 BRERIEAD ROMAERAEE T RS o e e Ta c M
7 DEEEDEONZ B0 WiE BEOEE, U (B Ta
8 INEOREREDDEE SRR RS & Ta c M
FERE2BE~3 hBDDAL T, ERBEAETT
9 BFEREODLEMRER, [~1EREJ0v K8 b B
SNT, 1~ 2BEO—RBAREICRET 5 B0
3HELEHETHORLT, EEMhAETT DI
10 | BEOLEMRER [~IEEEJ0vI0E5NT, b c
1~ 2 BRED—EHSABIC RS E T B0
SV HCM - b7 =0+ R—Z,
11 | HOMEERREICAH LIc REREDLAS s sy Ib c
12 ARVC/DH\&HhNdHD ARVC/D Ib C S
13 | EEREOLEMARER B2 D RMEDEIE Ib
14 | EEREODEEE i

51 ESCREDHAHREL AL, S supported, M : mixture of supported and not supported
(Leone O, et al. 2012 2%, Cooper LT, et al. 2007 ' & Y (Z)  © 2007 by the American College of Cardiology Foundation, with permission from Elsevier.

$ 7% b deep cut section DIEHLZ L 1) J&JE DA b % HifE
L9 4. FAEMI O [ EIZI1E CD3 (T-cell), CD68
(macrophage) SO EGBIHHTH D, 7I0 4 NHi
MEHOBBIZOWTHRIET T T v (kappa,
lambda), > &4 A L (transthyretin), Amyloid-A
component, < L TEMNEHE THIUL B,-microglobulin &
A TRIZBGAEEATID, T 3/ BT Rl TR A
B A IHMEEAOKIEY ZE T 5757 Zofh, #
Gt H3E A 760 & L C major basic protein (MBP) D%}
FRERPESRL, 7 7 7)) —IKI2 BT % globotriaosylceramide
(Gb3) HoMgth, Y A a7 4 —IEDFEDNLIEF T
dystrophin 7z &3 % 77,

D7 (& VROAREA BT BmsE (B HIZ2.5%
TN =TIV FEGER (G TEES 52 LA E

£ 21 DEHEROBREERD SERMERF TOFESEIE
e sampling error 25 < 9518 I(C, 1BRIAF 3~ 5{EHRKET D
CEREFLL)
e LY U VEEIGFERTITD (KR TIl& contraction band
artifact "HIRT D)
o B TRRUME TCH>TH, BET—ID S5O ULVEBA(FE,
RIRDFE)D 7175

o IZEARDANTLEY artifactZBN71E L T, artifactZIEFE L,
RIADEDIFWVITIBNDHEN DD

FLL, LA, Rt s L CBg SN A LN
WEW (77 7)) —ROBOREIRT A V' — 2 EH A% L)
LI by R TOREZEL, 7 IuA ORI
ARTH A, F-RRBOGHHEICBWTCE, BT LD
i ERRAE DM ER L2 LRSS TR OEALE Y, 2



F£3E IERELDAEHE

K22 DEEBRRFTFIVvIURN
HHEENINS X —5— =2E
DEEREOREE (- um) BEARE - + 2+ 3+
KINREE - +
MOZEMTE (BEX, B, T, BEE) - + 2+ 3+
URTRF VD& - + 2+ 3+
FRERIRAEDIASR(E - + 2+ 3+
ZERAZT - + 2+ 3+
IR — +
contraction band artifact DIZE - + 2+ 3+
IDVERECHIDELN - + 2+ 3+
Err il - + 2+ 3+
fRAE(E
e EEE - + 2+ 3+
BB — + 2+ 3+
B — + 2+ 3+
ZAth VN R
IDARRREE - + 2+ 3+
RERR= - + 2+ 3+
7=0A RikE - +
(94RM) fHiSE - + 2+ 3+
Uk, o027 7—J, 138K,
gFehzk, FEME, SHEMIREE
38 PR PNEFE - +
J\EDAREEDAEE - + 2+ 3+
ZDMDFTR
DEERICKDIEREDER
H= (BBK— : ~15um, 1+ ;16~20um, 2+ :21~25um, 3+ ; 26~um)
E= (BEAK—; ~18um, 1+ ;19~23um, 2+ ; 24~28um, 3+ ; 29~ um)
(DEERRRAR. BEIUT « & LTODERE. BTE. p.20, 2017°% K DFEES CHEEH)

F=1 77V —ERROENDLLDIETFHENLVE T LIE
D™ HHVIIHE Y 0~ F » OBEIEREDO D
L0, EEHmE T R T O L TP EILWET )
&0 7 LRI ST A TN oW R b R S
TW57S, BHHICBIT B AL OZL L Tkl OREIC
DWTIINIZEERECTh 5.

ZOM, GFAWY - AT O 72O E TS

D AR RS RNABRIFR 2 L, #EfnTEReY A
WA ) KORFRIZHGD Z E B EETH B 052420
BH, FEBHEIZEZ)RBRIERSNTES T, #E M
RECHERIIZEE L CEMBEIN TN L I EHNE 0,

d. & & RIR

D ERC R S N2 B 1T o0 % LI R
WTHHIZD, R22IRT L) /T A—7—% %
WMIICEF 9 2 2 LS REE LARBO L, WEOK) IS
IS DO D P LB E OO L
YEIV T v — M, ORI, AL, (4
i) MBSOV T O 4BRE (=~ +++) OFHIiATR o
S5NTWE™. B, LHAEKTIELIE ISR O
DR IZ X % contraction band artifact (Bl 14A) # 13 LU
ORI L AFEH (crash artifact), IAE & BHEVRS
WEMBLORARL/MIEDOHA (7L Aa—-7HE) (B
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= - o

A : Contraction band artifact (HEZ&, Bar : 100 um)
B: 7L XO—TIR% (Masson’s trichrome 3, Bar : 50um)
C : RSB SN D DN R (HEZE, Bar: 100um)

14

A-D  HEREVDEREE, A, B&C, DIFZENZENE—ES

IDEFERICB I DARNET —F T 7 U b EGHHEICEHE U fcfBiig

wh eg

|G ZETRS. A BD

EBICIEREERER, REEISETHSDD, C DICRIEANDBEEED

IDEBEIR N ZRI AL CTHD.

E | JERAEAEARZUDERE, F @ NEIRRIEGEDEE
A, C, E. F:HEZE, B, D:Masson's trichromeZt (Bar : 100 u4m)

15 B2 DIDEHEDEIRERAR R

14B), 007 —F7 7 7 bSRSI, #WAIZEE
MLV EICEESLETH D, T2, MRS &
A RO BB RN 54 (B14C) (36T
DFEBATRIE E NS P,

OO T 72 % H BRI 2 Z M O E O BRA
THY, LHAERIC X2 HBHRETT oM % S o THEIEN
(FEFEME) O UHHIE L HEERBII§ 5 2 L3 TEY, £ DIE
BICIEBRAVEIT LOSE R R E U CRIRATE 11 iEE
B SNA. HERIZBWTIE, S EREE 22
Tl DRI HE R G0 T, ENENOIFREI R
RIS AAEONLZ Eidt LA ENTH Y, B
PRAB R S A85E L 9 2 IR 298 & 0O B & & BE Y
AR AR BT s SR E TR T 5. — R R
HORWEITHITIE, B BT T ML 20 41
WG EEsnGL 2 eh% < (B15A, B)™), Ml
HERMIERELOAGREIC A S5 (B16E). BahiiziEd
LIS LIS LI > CTHE U 25, AEEIRIE AT = UAE
T fibro-fatty change |Z4FB I 2T & &1 s (B16F).

LAL%dss, MW AR E Ch o THERE
VLIS R DHEE B ET A LIETE 2w (A
15C, D). W< O»DRMfF M %R/8T A—=8—, 2L z1E
LR OZENE, RLR, WiE, SRHELORREE AN OIGE T T
RTHREMBEL, WEOEMFELTEHTHLET LR
B & AHH, K, AR OMEETT B2 5 O ki
EIXREEE T 2HEDH Y M LHERIZL TR
HEEIIHE. L TR,

DOYSETIEILIRELUFHE 25 U B RS At B R o 5 L
IR, BAEGOR BRI L O AR X B IS
DFHImAATT K T %45, B BT 5 RHRET 2 ¥
BRIV TIERICTATEN TV LA R o4 v EBIRE
N7z,

4.7.2

BEXRBUOEHEEIC BT D10 BhERR & fRIE
a. DARRERDER

JIE L U5 i C U AR B0 70 5 BRI FIT L % 5RO 5 7%,
FRPRERAT > CMR % & 4IRS B S, MEED



X 23 BABDBHECSIIDDEHERDHERETEST VAUANIL

F£3E IERELDAEHE

= Minds Minds
ji% IE,’\:}TIZ e | IEFVR
JL—R Ak
IDRERZRRDDEET, TIRMEDEFENENDT, MOBEACTEM TERWVLES Ila C \Y

ARDMEERDCH DN, DEFRIE2cm ZBA DEEEZRY .
B : BELHREXEDREDIFZLZRH DM, BEALEERTIEOTHERAZALED TSN, #HiIFAEX,
EIERZNRTDEEZOND.

16 BEARBLDEHEE : SIRGIDPIIRRIEFTR

WD 7= DUFHARE V—F AT )BT R LA,
ZRMOEEDS DI, MMOMEE TR TE 2 Wiha
1, SEHZEOo0.0NRERITERTH S (F]23).
b. BREDHER S U ICBHET % E/E IR MEDEFED
fRiE
i. BEARBYDVEHAE DPRERTRIEFR R

EREL L AE  E ERIR AL OB O BEIE D38 11 7 & volume
DREL 2072 DT, KEYRFAIRZE, SEOREIMTE 7 L
IZE WS DPLIERIFIEL WG AEOBIMATH L. W
A R B9 1 MR R T O IE O/ IE R IE 15mm DL _E 0 BEJE
ERTIEDNLVN, WFAMITEZ S LIFELT, A1
SEREL RS (B16A, B). R sifaisylid ok
A OLERRRPRIEECL C, MBI TI3/E = R
T2 0EPRED A 1500 BT, e FR4E v fg B K
(ASH) %7K

JERELSHAE I BT 2 (nF R & BB L D i T,
myosin heavy chain (MYH7) % 8 T3 3 9 2 LK,
troponin T (TNNT2) 72 2 -CTI3 R D AIK & AEEIR %,
thin filamentZE 88 CTIIFFAEFERE, FHLIDREE 2L LS
L5735, genotype-phenotype correlation D FEAHIEBH & 2»
Tl

2L AEDIRBLUIE SR L, 2 OREIRDEE < R
L, EITLHORREDLIERIZIEFE T % b O (apical
hypertrophy) 1T A3 L\ #915% AP BRAEI L 2 fFE
S, TRANOIEDSHLRR L T SHERRAAAE R BL L e
(D-HCM) EMHINDIRID B 5. F72, 20~30%DHEH]
TIREZEKERAT ORI L B85, HEEZRT (Wb
W 2 FZEMAEAERELLEE [HOCM], 20 THREFSTEIEE MK
BIRF T HkZE [IHSS] &L S bl b & FEh5) ™,

LR ZERAEH O FF R AR Tl IS B L 72
BIRO BRI LAVR S, LIE LIZ G RIS e
PERHE SR 5N ™. 2N OFIBIIMRITON K1)
= ZEMETE (LGE) O & B L T 5. MRITIE
JEAREL U E BB D 50 ~ 809%6 | Zo0v2E B HR B bR 1777 g 1 2 B
ROLGEWREOOLNL. EEEEKD20% % H 2 5 LGE X
ZHRIEDOM L 72 TR - & ShTneg ™,

ii. EEXEUDSHAEDIERERIEFR

JERTLCFHREC BT 2 WA I CEZE 2T R
05 8557 B4 (myocardial disarray) & /U AT AT K,
RIAFETH L. ZiUL, FIBLOTIEFLTHR O A5 5
R ZE DI & HIFABED SN A B L5 A
FEREICHN D & HERALLIAY, £ IXrhiRR, BUEEE HEEICFR
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F:

A BERELUDEE, Bli&# Masson's trichrome (MT) 2, HAE disarry AR 9.

B BEABUDERAE, DEERMT 2, BHRD plexiform fibrosis CEEF#EH L E I iER Tl3ih

SRIBREARZUDEENDBITOERDND.

C : BEARBUDEREE, (DEFEARMTZRE, small intramural coronary artery dysplasia (SICAD) H%D

AR ChEsR S NIz,

D: D7 IZ0A R—IRAEHI, HEZRE (inset : Congo red 2&E[EMH), Sh&EDDEER TATTR

THhole.

E D IEXRELDEERESHIDOEIE R HER R, MREICESEEEREMNRESND (inset(&Gb3D

RERE). J7 IJU—RARESNC.

F . E&B—ERFIDEE CTIFFEED lamellar body HMERERE N,
17 BEARBEIDENE & T DERIKRE DR R

DHND. LERHEDRFIOELILE L TEE: (overlapped),
5 & (whorled), %24 (intertwined), ¥4 43 (abnormally
branching) 7 EASHUL S5, ARG CIIE R LIIABIL
B UHAI O SPATEATIZEE L, $EFERTINZ 2D,
M8 % O.LFHIE DO EE L IER, DR OMEIIAIEL 2,
FEE ML, Bra~T o oEERSHBT 5 (bizarre
myocardial hypertrophy with disorganization; BMHD).
HARRCH 2 R 9 OBV E IS R A 2 A 72 L) i Lhs
A B, Zitid plexiform fibrosis & I+ 1£ 41 T\ % (E
17A, B). F7E L 720 B/ NEIIROANE S K U
i O JLJE 25 & & 4L % (small intramural coronary artery
dysplasia; SICAD) (E17C).

L L, Z0&9) A RIEE LIRSS 2
ENL L, DHERIZ L o TEONAMEHZBWTHIER
BLOHRE B 722 D IE K R S5 ILY | 2 FR O AUEH T)
Rt RLE 2 %78, HERIEAR L CRIERDADHTTH LT
bbb, EBOLHEMRITT Y T Y ST —3% <,
MEERB N30T I — i 7 EOBRIEMOLHTH 5.
LAL, FIClRS &) 2 BKE T E Lz kMO
JiE & OFERNNL T ERITE AR TH B 32,

iii. IERBUDEHE & BRI DNBISIFFRM (RFEM) DEHE

FRILLEE (RCM) & OERINEITH L. N L
B DA DI RELOHHRE IS BN EN 2R ETH 575,

WAE, A OBEMETREE LM SN TV L™, i ELL
FHE L LB OIRAES FEIRTH Y, PUHFREIL L
REFESNTVAIRETH 575, ZOREZRIREL LT
W, IR RERE A 29 B IR ELO A E DM, = I
PEOIER, OHNIERE DS HAEEIEE S 25 E, 728 2130
PR ARAE B AE R I BRER IS 29 2 1) L 7 L VLR %€
Hdb, Fiz, MRERFAIZREL O & ST E v
PR ELUAREOREZ R SREA D LT LISERT 2. 256
12, L7304 F—Y A, ~NEZ7OY =Y A, PEENEZ
EOEFW R EOEELH Y, TNOOEBNILCHER
PEHTHL, TNSERELGHRE, FRELGHREZ 5
(2B S 5 32 7 R U E O T B AR 10 20 85 B O B
HIZOWTILITICEE Y. {240 HbETERE NI,
iv. BERBYDNGHTE & SR D AR 15 R D BREE
a) 77=04 R—Y R

JERAH O OHERBIRTY, JEIRA 2 2 R 3 EF T/L &N
L ®low voltage, LT I—PTHLHOEE, = a—i
EOMMERT L&, OERICEL LT IaS F—
ADWERDLENS. F72, ERRAIZ ST OB
KILFHEDS DI FER U AERICE D 7 I 04 F—
VATHBLIENHIATHZ LD B,

7 I U A FIHRES0912 HE Je (0 CERS % R I ER M 2 7R
L, MEIZLE, T Ik IEDFS it Tldfst s
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xR 24 REEAEDHHEDORISEEFHEING SUEEEREE S OERIR

BEXELDERE

HIRELDERE

D704
R—v X

ShaIVRUT
IDERAE

Z Dfthd
ZIRMEDERE

IR
FREERTR

ARG T (FIE
S #14 ob Be AT
E (ASH) [C 1%
RINBDNTHE
HEEIEE.
BREDSE
TFEAZERY, D3R
AR KRB E
BHENGHD. i
RABICEITT D
&EASHIEED
BFHIEEODND
(E16).

WhbDAEK
D (BEEHEX)
W AR AR (D
f22 31 3R) 0D BA
STV
TADLO. D
NRDEER
HEMEAEE (D
PUBRHRHESE
ERLTUIL
DRSS 7Z 5F
S. mHEF
SEICIKY
2.

BE, WOE
2EMICEE
IFEEEDIEX
ZHSIERD
DIERET,
HlESER=ZH
EROL: N
L. BEER
EBIE LD
ENSYAN )Y
5.

BEALEET
DEEHNZN
1, RCM#RD
HBERE B 7Z TR
THEEP, I
fEEENME T
D EIDEDME
NEIS)

BEREEZ DD
ERRRE SN,
Pompe /& T &
ELICEEBH
BEDFLBEAANAE
E UL /N
{£9 2. BEE
ke TIdLR
ZZ2UDd. D
PR AR S AE
ZEHEDEM DD
5.

HCMIZHE LU
fcEEiRXLZE
ETDHEEHD
5. ¥, DCM
¥k HDVIEE
ERE RS
DR REZAb7ZTR
IHEEDDD.

[SilERerNilieaess
ElCKDEEFTIE
BEIERD MR X
ZELUDTENZWN
n, EFICABEEL
BXZRULHCME
BRIZEEZT D, ER
WPREIE, X770
4 RBEEXLZEZEL
5%. AR—=Y D&
(athletic heart) [& 2
EREINE SN,
EERANBEME LS
NdUZXTHeD,
EEITHRIIBRED
SERINEE LU,

Ei
FREEFTR

SR TIFETIE
BEUREET
BDIERIDEHDTE
fRECH!, 15D
5 BMHD#& 7Z#
U, SRERiE
b/ \EhREERE
E7ZtS. R
BCHIISEERR CHA
[RIRHELNILT
BERIND.
HRERABICREATL
TeBDIFHRHEE
DRV RITHVIE
HigZrRg
(E17A-C).

DEER, B
B DR HEAL,
DERERYRE
ENESND
H, BELH
&<, BE
IR R
L. RFEMED
RCM D 2
[CEVTHEE
%I, 19RE
HEEEE 7R
gRELZDLA
B - DERE
DERAMNZHAIC
BRETH?.

=04 RI&
IHIViFH
EEEYEL
TmE R
BEICEEL,
Congo red %
ekt (817
D). ®mX UL
VAR TER
BOEREITHE
ZERHDTE
THEET 2.
D&
2HDIFEIC
AL, ATTR,
AAT, BHE
ETIE ABM
DHBAEDBD.

DVER BRI AR
RUZERZ M
AN RVAESH::
LR AN N
network pattern
g, (E17
E P). Zf3t
UTcEB D (FEE
BNV
VI3
BARTEREL
BETCIEFEIL
REINOE Y
V—LFAHK
HEEREINS.
HEEICIFER
JE D AIE,
BILFIRRZ
i73.

DEFEEDZRE
BEEZRU,
hET DI
J—4VICKkD
R AR HED HRA
DRICEBESN
D, L—2R
KOEREZZEYT
5. JUI—5
(& PAS 205
MzERd. IR
BB ETI(E
IR RE & D
ANeETD.

IDERlFZERE
ZRID, K@
micEmLe=
~O>RUPIC
KO HRRREN TR
ERERIR(CEER
ENBHTEND
5. BIECIlEY
YV ORDREI=
NIV RUPZ
[FUHETESF
DICHEREDE
RVEIND. =b
JV KU PSR
EEPELTFL
NV TOHEED
WMWETHD.

BIMELDCENDE
BORE MmERH
MR R 5N S
B, EEROZA(CIFAE
mE, WRRCHR
SN, RBEMDES
BHaEHIIBIME
DFEFENKREL. T2
U, WIFNERE
BATRIEEL, BRR
RIEABEZEE L
THIMT 2. B,
CD36 RIEAEE HCM
KEBEZRIHBED
HHN, RERET
DEEEOEMME
[C8B1F 2 CDIBFHIR
HRIIT 2.

fie
ESL]

IDEREEAR T
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W EDHE RN F 72 20144EESCH A KI A4
YICELTYH, mURZ LS NI BEDO AR MEE
FIENDDTH o705, I YA XV M EZOLHL
DB 2 7 B HE ST BARA206 A% &
tr Validation study T & [FFRICE ) A 7 HED A X2 M Tl
WIEEHTH 7208, K- ) A7 BEE W Sz BB H»
5O—EDZERICITE L TnD Y,

DX ITERBLUFHIEDZEIRIER ) A 7 BHEORIE (&
CIZICD @ 1K F i B ORA A3 R EH OFE) 13 F
T Tidid, EICHRANIBIFZEHOEL 55
HOBREPULETH L KA KF4 2B B
KELUFRIEZEIRIED ) A 7 KT % FR29 12, ICDHAAHE
JB7a—Fv—bFEB20 1R, TNFETIZHES N
FERVAZHTO%DPTE, [FEDOOEMED 5\ I3H
WA IA | (& <126 % AUNOIAERIL) A2 D3
EHE SN TN D) & [/EEREE 30mm DL EOFH LA
ZECICNAZOBVRTEL, INHED)ZAT7DELL
MP12%H LTV AEGEAIZICDAAMES (1K FB) &L
7o, F72, AR 20144EESCH A K94 2B1F 5 HCM
Risk-SCD Calculator (2 T/NA 1) A7 (SFEMD A N> hF
WAT6% & DK E V) EHIE SN LA D ICD AR I
£E55%.

BRELAE O EE) 27 []T-Cdh D[RO R IR (55
1EBLOE2EREHE O KELLAEISER T 2 & b
NBZEIRGE) | GERR © BB Bl £ THZRIRIE) A7 &7
BNV TIEIWE T D70, IR OE
$Ef, TEBRE O MUT SOGEE | 2B EAE L TWwb 8%
HHWIE, INSOTEY ZAZRTFIL12ODRTHHHE
fili K ([0 2= i R P ZE (O I — #4812 C 30mmHg P
T oOERGE AL &), TCMR TIL#iF 7% LGE,
[PERRAHPEARAL O], [WOERD) ZRIFCH T 2 BHIC

®R29 EEABDHEREDRATLEY ZIEF

FEURIRF

o DEMSE - DESEIRIC K D IMEIEDELE

o Bl DESBIRDELE

° 61 BUADLEMED S WIFREARBEDKH

EZEEE 30mm LU _EDEBRIFAEAK

2014ESCHA RS+ »5t&E L (HCM Risc-SCD Calculator)

[CTINAURD (BEEDA N ~FRIH6%KDAK)

o ZERFEDFRIRME
(&1 BEoFE (@R Tk, 7 SRrUFE2EmRE (B
RE, 7% BU - B B -&E FHEOEGTDTHRmE), 40
RAMDIZAIED S\ [E HCM 2B E Cld FisFRh T, 22
RFEA N NCIFDIHEIEBFER B KU ICDETHEE 22 D)

o JERHGIEOESEIR

o EBIFOMERINES

1EEAT

o EERHEMAE (DI I—RE(CT30mmHgU EDESHE :
BREFBHED)

CMR CIL#EFEE LGE

o YESRABAE AL DVERE

o DERE

3t LCh ICDAHA A (1T Fh) OFEMRIY 72 80 % HESE 5
LHDELT.

%PB, ICDHEEL T T L EKELLHAE334 A (92%
MIRTFEG) Zxt e L7-BISEMIEIc L 5L, #UESA
8% (FFF23%) TH Y, A@UMEEA16% ({FF2£4.6%),
FEIAAIPE D) A HHEAT18% (FEFES.1%) 12720 b7z,
ICD DFIED A7 & FEHEH (AU EB) O | R 73
A AGPHEDOFHi 7 &) HEEI T T LEDRH D

ZERRIETF B OB CTHANGRICBL T, 73451k
AEENRINFEN Y RSB 5 b DD ZEIRIETF IO W TR
Hd 23 ) 2 7 H3E BENZOWTIZICD A R D H
BTd B0 g A A AR EDZR (S-ICD) 11,
BEEFIRICDIZ B, EIZEFEFIZBWTAHIRTH LT
REMEDSH 205, ZDORMOA DV TIMES SLEET
&)Z) 322)'

JERFLIE BT 5 2ERIETF i Ot T 72 AL
WEFRI0IIRT.

6.3
EETFHRERE - KEPEiER=E

6.3.1

ML (R31)

W) 72 RTINS & & THESEIROERAE S
NBIEBIS L\ S, ZDRIROFEE R KW T AR CE%)
FIZOWTIIRHTH 5.



DEMB) - ORIFHAICE S OMFIEDEEE
RO RO E

¥

FEVRIAFDIBEFEROVITNHEETS
« B DRSS U FREARBED S8
- EREFE30mmEL EDERREALA
+ 2014 ESCHA RS A EHE I\11URY

I

FEYRVEFDIE T 2B BETS
* FRIRFED SR IRIEE
* JEFHS I O 581
EFROMERIGESE

T

Yes
( ICD#EAF (1RFBE) V35Xl ]
Yes
Yes
-

F£3E IERELDAEHE

( ICDHEIAG QRFFE) IFR | ]

- EHROMERIGES

I

( ewEreETS

20 MEAREDEHEZRE®D ICD {EAHEL 7 O—F v— b

[ 2BURIEZOSETREIDOHETS
. ERTEDRIEIE Yes No
- SR D= ( EHRF=HIS )—’[lcomﬁa;(mﬁcm 751|ij
Yes

[ ICD#EAH (1 RFFE) SRl j

B ENREDORRIEDRIEES, 2011 EACCF/AHAL A RSA4 Y TlE, EKICURIDBLETFELTVDY. BHA RSAVICHIT
DERWVICFERN D ofc. BRADEABDEED FEODIMEICHNT, RATORKEENEICURTDBVAEAF CHIMMERL—EH UL
hofefes, AHA RSA VTR, RYURTEBTISICDIEAHBIGE [ Ligh o f o1 01929190,

a. BiEHREE

BAERTHIE, FEMETIER B L OB A LT
BY, KENEBEYERT 28R MFSN L, N
JERELUHED 2 CTh & IZFAZEIC L 1) IR A IR
L, BIEICH > T RERITEMTH L EEZ BN
L. DF0, RERFOERGE LY L IR OB 2 B,
THMESIFETEX LR TH L. AW EL,
PERNCEEL CHEMR, ME TIIHERESLETH 505,
BIEHIDS K & R MREE 72 AHERNE ZIUT &% 1d o,
PeGhLms, MMEHE S0, #5%, BIEH
DEETHERLC, WHEAH»E )RR & TN
DT ENEF LA, BEMICE, EROBEROFERE
M, CHIED S, JEGIZ L ORRIRGE 2T 52 I
b, HERes RO BYIN e &0 HEIEIRER I RA D
LlEnb. LikoOEENERAEDOMIZILREE, M3
R RIMGESREZET 5. HiERZET Y AL R0,
a SEWIER (MEERIER) 28 L B 1RO § KR
FMHAPEE L., BICAEIRT P OB 5 O B KT
BHEL, TUF Y AN\,

b. ALY D LIEHE

HV T AEEPUEEE,  BERTEEAYMT S A OB (EIVEH
&) TG TERVENCHS T 5. BWETIER, B
AR ERIC X B BN BEE AR L CHwH
L. TR X O ER O LB AR, LR E O
BIRSFESN G, \EITHER) L LTz i 5idT 33
WIZE B0 AETHY, T2, HELEEHLHE
THWOHNLHELY DL, AV 256 3R R
LD ORAKIMHEE THINT 22 E08ZE L. &b,
WFOFETIIRT X IV G L B P AR R b
ILEBHNERZED EAAASNTEY P, BEREE & [H
K EIEROAE, T, AR L 2255 887
mERIET 5.

VINFTELIOWTIE, FEAETIET Y AN R
<P BRI B LR T8 IV ST X AR VWESNI R
LTCOABEREEET L. b, MERMEIEL, bR
WSR2 AT e Fa Yy J v R2h i A8
P (27278 0) 1, ERENEREYEINSE 5720
T RETIE RN,
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EEET | EERLEEE, CMR CLEELS RUZD NEIEES, heRIEIEAEUDEE, I1b C IVa
IDEFE
ZERIEDEE AR FPREMRTFZE SIFVEEDIL—F ViaEE LT ICD A H C IVa
ZRERTED U 2 7 SHAE B KOTERH (1~2FTE) ([LHDWVIFERDZE(L UTeBIC B IVa
15
ICD #8IAHBECHB IS DDEMAREIRIC LD ICD /EEESHENE UTD BERED D (& C IVa
FP=FFOVDERA

c. NaF v R LBEEE (laBHNATEIRE)

Na7 v fIVEHESR TafEIARIRE) (&, SR BETET)
VERAE R LEENEBEY BT 28R 52635, T
XY VET IR, bAETREHSICEIVRES N
P2 R YHMEREND ZED L. BT
1, EHEE LD O BB O A S NERGE T BT R
A, YUY I RBIUTY AN GEB T
% CRHR OB 2 AT 28R b, 207z, B
JERIEEE B L OV o AFEHIEE LD & B RAEREE R A)
REATH Tl YVET I FIIEPTHRUENREDH
BENTVE PP HRERFEIE SN TNEA, ZTOM
HREFLFLIE IR, ZOMEELT, BIEHEL
ToHa) AEH (0, ERBIUHEREEZR L) B X
CQTIENH L. XY V20 Tid, EkGIC
L B FERL AL BN B AR R S SN D L ST
WD DS I FBIUNY ALY CBBARTICIE A

b PLEREHETL, #I1EQTHIE (Qte) X iEfET 5
WHZdH 2> TlE, QTCILE%R & 723 MREE L OPEH
Bikd L OERERE > X7 FIRE BT 5 X9 IHEIC
FETLLEND D,

VVESIFBIUIARYYY) OIMTEEDE=S Y
Y7, BEEEDOTHEETHL, PRy VE, ¥
VEITINLD LI AMERAPD RN LS bHET
A SN TV, RIS ZEESLETH D,

6.3.2

EEMRE

BUAE U, AERR B Lo 5 B B Al & 8 2 1 v e s
i J5E 74 4t (PTSMA/alcohol septal ablation; ASA) A4iE
PEAOFEHRITIE HOCM 239 2 JEiitge & L il
SIF SN, WHE ML CT20114: ACCF/AHA A4 K5 4
VOB DB VIZ20144EESCH A KT A4 2 VT, Wb/ NE
# (SRT) LIFATWS,
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I35 (297 pe
SHIEILRY B EED RIS SUBRI A ERLEEEI S EROUEEENE UL 5 -
B5BLUBEHDDI B TTTBEIEE é
SEIMEHLARYE B U2 () ML R B S OB R LB S TR O : o
EENE LIRS (S LORSBIUBERDDIEN TTT LIS é
SEIELRYE B EHREDDLVENS) (SIUTNR TIRY YU VBRUYY ESS RORE
B SURRIET R A S EROBEZENE LR 5B SUBBMOB DD B IVa
TTERRIHEE
EMESSUMKBENS BESRE LT AHBERECNT SEOBSOWDIMEMEE | | - -
BT - MEIERDIES
RERORHIDSOFFI D RLEHEOERENS £ENE USSR S8 | | ‘ .
EBBENSZLORS
ERIEORHHDSOBRI D RLBEAE LM S HEBRINAFENOEREOL—T | |\ - -
BDVFHA P HA RHREDES
SEMELIRYE B EUTREB & NS NSV E A CE BRSNS S UBRI S R
[CHSEROBEERNE LIYILF P ELDRSBLUBBUOBZ BN TTESLE | b C v
2
EETERMREET SBEICBI SNELREMOSORAPBIEENEAERT %A c o .
(IFHURBE)

F72, SRTEFHNIAMED T S, HL<ABIThbTa
72DDD = ¥ VLS RBEIGEED 1 D Tldd 5705,
BAETIE, 52 OFE T SRT DG & 7 5 72 W35
ARV O i 5V B 28 M AR K EL U B E L2 B AT S % 7,
Fr S T AR H 1 DA CR— A X — ) —Fl AR %
VEET DA, FRIEO—KD DR FHOHIT
T B WGHEREASIR 72 0 72 B ZE PR AL R FL U A 12 ICD % i 2
AATESE, DDDNR— ¥ Z ORISR AL, EHITE
ATENIHEITT 5L VD) OHHIKRTH 5.

a. hiE#EIAE (SRT) OFEMRS 3" (X32)

SRT DBIIERIL, RO 3ETRTHHH 2 EALEET
BB, 1) EREMNIH B R EBEZ ) IERELLHIE T &
52 & (MR L O EEPEEL ) IEARLL
fiE), 700 2) EYFREIRPIECTH L L, 20 3) RN
THHIETHD.

b. ;&EEDEIR
i. FiROEREIERITD, PTSMAD ?

¥, R OB OBISE % 2 5. B CREC
BIETE BIAELIEED D AL, HER ORI % %
W5 2. EBIZPHREIRTTEENC & 2 b O TR ARVELE
AR SN SIED I D DL W TH S . DL
TS RIS & R A 2 E T R EER 2 R
1 AVEHEE % B3 A ST F 7 IR A A

OB RE AT AHIER
2.9V ERGE 2 T L B RENIR £ 72 2GR A
EBEL TV B IES]
3. FREL, 2 2B AR RELLAE CL CICHEE - F
HEAEDSES]
4, PR AL 2L E P RRATOBEE 2330 mm LA D FZE
PRI i iE DA B
5. PTSMA |2 X % HrB i/ NS DA 55 70 FE )
fENE IR A R OREE N R OF IO XRS5
Z &, SRT#ENiT %) 2 CIEFICHERLTHY), &
FEERWMGEES) T4 2 TR T 27, $72, WEH)
PROMEE T, PTSMA (ZANA] & 70 AE B A B O in I Bl 5%
BRSNS, FRLHUBRM A, PTSMA 20U, B
KILCSE DGV L 7 IR BRZRNENE, OlESMEHE
DLW S b — N F =22 X ViR L72) A TIT
OINAZENREF L\, F72, SRTIL, ABHERNMEFEL
THEINDHEERBROD H sk TTHhNDLZENEFL
" 333)}
ii. SHFE9RRE BB YRR
L YIBE OFEARMRIL, Morrow (12 X AEKENRAT 7
O—FTd 5 MIERAIRNORERROFAE, 14
MR AT~ ORE A L 72 i FLUA R B B 5, (RS Ao
M5 RO EARMEES A D L B AL, OAPIBIC Tk
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LEEN D15/ \— b F—LD—E THDRERD D1ME [C K DPREHE/IVEEDET (& c Vi
10 BILLEODREERRER, FEsRDY 20 Bl EDaESEE)
RAMAZEOEYEEHETICHNDD ST, NYHA -V DLASERZEE L, DD B Vb
WFFRBOLERMHIEERZEN 50mmHg ML EDIERDgE7Z BRIy & UlcthiEiE/ Ve
RBEEYEED TSN TVDICHELS T, LEERDDVEFERFOEEREEERE
H50mmHg M EICKDFIERT SNDRBFICIFHIEDIRT FIEMERHDBERTHZENE B IVb
U e Bt/ VA E D T
EEREERAZEDD S EFIETIHEE AR DEEICK LT, AR ROEVIBR T Z X FFE—
T lla C IVb
lb*ﬁuqa—é
RN DMDERL, To& X [FEIEFREIRD D WVHEEBRERIM DD WFILEHICHT HF lla & Vi
DA EIREBIC B (S 2 R EZBIFRRRIDEREENS T K O R DA IR T DR
BIEFONIEIRFTTEEC K 5BEVHEED O EFEDEBIEFEAEIDEZ 1 5 Zlsh o
[FFARBOAEEREBERZEN 50mmHg DI_EDERMAEFIDEIEFEIRIMT D 2 W (ST Ila C \Y
[ES; ]
BEALHFEDDHDEEY, S CRONTDERDBRAREVNEER SNDERIETED lla @ v
FEIRDYD 2 BAZEMAE A B D IE B BN DR MR O G OMT D EE
BIEFR - PfREMER TOHRREEN 16mm MU E, HDWVIEHROHUBRE THhEEN S
EAEBIEARAEADIEND D BEElF D 2 VIFFARFOAEE AL EERZED 50mmHg BLED I1b C \Y
FERG S T B IBIEFE 1R 40 & W (FTERT
EFPRFUEEAELDEE (NYHA Im~IIl E) T, BB RS AETREAEZE T b C v
2EEND PTSMA DN
HAERE L UEYEAIC OEBM B AE DRI N BAZE M AE R L DVERE (C K 9 2 Hhfsia/) VAR C \Y
FERIF D D N EERD 2 W (F BRSO EE RIS EEEZ RO IEWVERELDEE IS T S h
AN C 2 \Y
FeitiE/ | VR
bR/ VAR Z K CE 2 BEDAEEMHISHEDHIRD BN CEIE T D IBIEFE IRl C C2 \Y
FIDITDEIL & IS D MDFRE, WENREERL EZHTF T DEREND PTSMA DX C 2 \Y
NEBGABEIEELZRR < 20 mABDEBEENDRENHROEHREEMDER, E5U(C 40 © ) v
A BE N\ DREBIY AR R DB BT D SEHE
FEXBLDENEDRIND DZEM T 7 700 S LADIEVEER TEIES N2 TR Ve C 2 V

FELZY, RS B VI ERAgT 24T PO, il R IAAT O S E, ERNIEREEZE L LT
it a—BNZ L, LEFREEESO55 %805, M S HLZ B O BIER 720 Tld e <, IERARROEER,
RO TR A R E) (SAM) OTE 2 &M L, 1457 i kk FEHBED S AEIE I B E 3 2 BB R OREBIE
PEONZWEE, FRBIRGER TEMLEZTT) 2L b LU 72FLEHA & D T B SRR 2 &A%, BB E AL
HB. A TIE, LEFE, LREOMEZEHL TV LR ERSTVDZEDPIRE SN TN L P F7-/%
BICIZRERENIRST 7 7 10 —F LR LRI T %D TR 72T Tl 7 < HRERIC & PHZERSIRASFAE S 2 il & A
BeAAT9 . RN ERD, BRCHYIN (resection), AT

HIETIE, La—#HE, ECTE LU CMRZ ED DFEE (plication) 3 X R H R R MZR O YIFE (release)



%&b TIT), RPRrepairk W) EZ FAEEL T
%) 341).

R IR AT 21 SR 2 S 5 721 Tld e A fE
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%M RSB E 2 iRk ClE, 90% LA EOERIT
KEERBBEHENFRSN, FBRIIITZEAEALNLR .
70% LA EDFEGIT 54ELL EICh 720, AL E, EE)
eSO LA S, 10FAEFFRIZT2~88%THL. &
CIZHEOREBITIE, FFROBMIEIFTHY, HHEH
TIEEBRETRETH L. —F, FMTIEI2~
4.6% (FEBREE 2 CTIE0~2%) LG SN TW5D,
FAIEE O T- £ LCld, &, Ao NYHA class
V, BIOMSIERED ST S5 1431439

FMEAAPHESE LT, B, BE7uyszicfiEkIns
BIRMEAEENR, WAEZE, Ly v R F—7, HIRMEEIER
AEENR Fepelb O=HAB X OVOEME)), LEPRRZRIL,
KEDIRFAESE, IR EA%b 1T His .

iii. KRR OB (PTSMA)

PTSMA & id, PAZEMERRRTLOAEICBWT, A
Hd RIS DA U B — KT 5 LR
WAL, BEROH & T 2 EEIR, £ 3R T TR
S5 L TW AR 2 LTIy /=L EFEAL, X
UFEOFEEALZ X, AN B O & 155 T34 T
BN, P INEGED 1O TH S,

BEBGEOMEL, WOk D OFEDZ NI R
JEBIEIITHEIC E DIES 2 &1EH 505, £ TH 600~
7004ER], BZHE L TUERWIDTIVETHS. T
WEEWFTHUEAR R — A X —H —§F ADSLIEL 72 B3|
10~30%, FENAETEHIL1~2%, FiEPTSMAASLEE &
7% % Z0E 5~15%, 5~104 A7 1L 80~95% T dHo
72339 AHIEOL U A 1) — (The Euro-ASA L ¥ A
R =) 5O TIE, PTSMA L) Bl 14 BfiE 1 X
L, FAREMCRHEETH Y, HEAEEEEFZENT
RELUHHAE IR LT PTSMA SEIRIE I B & O S i H %
FAZE DRI ICHE M R IGIEE T b LAEm D727, 7272
L, it simMKEHZEOMEL FERB X THROE
LEBED DY), G SRR D20, WY G )#E
RENBHERZEL TS,

AOHEE LC, HIRMEAEEIR (CEBH, LEME) B
LOBIREARER (RE&EETUy 72 E) OIERrIE, =
) —=IEN, BT =T IVFHR R =2 X — 7 — 1
A, BEIE)BIHEDSD L. BERFEETTY 712D\ T
&, ALY = vEEBEDNH L LI IREDL DD,
B R T IUEEIRE LAT 505, T8/ — v
7% COHIRRA Z KBS 2RIy ) — L&

F£3E IERELDAEHE

FEALLEEIET 256055, FHPORLEEZET
Oy 7 &L, MERTZ &0, & && L TFEOME
WS 52 EDD DO THRIZILAEBE L 2B oRHEGIZD
WCHRT LD H 5.

FEFIT L TUE, FRR O UIRRMT  fiT 5 5 & L
25N (R 2 IR % B C PTSMA % {BIROEIRFL & L
TEZHRETIERY), FEAIHLTUL, o0& EL
TAERCOMT | 2D 5 DI Tlde v, BFEOHkIED
T 65 A S H R LB VR, 65 Ll I VgL
LB L V) BRI H 275, FL TS0 T D
JEBITHPTSMADBAEIZAFRTE L L W IHIFE DB Y,
407D EDFEBNIDONTIL, BRI Tldze ERS
CICERRTR S F SE A R (RRHBED 2\ I3 A
BITa—, JLMECT, CMR 7% &P ) 253 2T, EtRe:
WARHE, RIS VVRHE 2 & TR SN AN — FF— 4T
Him L, EBODMBIERNC L o> THREED ERET
LDOWLEFE LV,

MiE#2 5 PTSMA L, Mo BRATEERRE, REERIC X
DGRBS A SN A, 20114E ACCF/AHA 7 A K5 4
IBWT, BEROD HAATE LI, 206ILL EoF—lrg L
L CoOREER, 506D ORI O & 5 fink T T2 #s
boTWb I LEEFHREIN TS, 20114 ACCF/AHAY
BLU20144EESCHA FF4 27, b EOERMLE,
BRI OREERIER NS S 2 1 7 — T IVIRBED T A N
T4 7 QOI4ER) ™, WFIZBWTL 7 IATELT,
ERO D DMHI L VAT ENLRE, LENTWD, R
A RT A THITEIL 10BI DL E ORGSR, Hidk)s20
BILLEOWEBEER L LT D, 27 T ALELTC
iv. DDDNX—2 5 (R33)

IR, ARNEEERERICEN TH D L) Hid bk
RENT228, FORTHiAT Sz EA L7 b 2 — 3=k
#2385 Cd> % The Pacing In Cardiomyopathy (PIC) study **
& M-PATHY (Multicenter Study of Pacing Therapy for
Hypertrophic Cardiomyopathy) *? 12 £ V), ZOFE RIS
FESNTZ. TORIZ, FEYFRFIRY A REBEDRER T,
JE SRR H B O, R NEIRD Y — IR
EEN, RIROBHADH D & EOARRERITEIRE ZRE S
N5 (538 6.3.2 IFHYNEROESI) . EARILLHHAE T
&, EEIREMETLTBY, AER—T V7 OATIR
LEFIHEC & DI DENDTRADW AT 5720, LI
ML 72, AVIHIREZ HHICET& 5 DDDR—2
THEIREND.,

EHFEE LC, B, HOARIRALOBEAIES L O— 2
A —H =R displacement 2581 S LT 5 303,
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., UEME S X MR TEARAEDFEREY) A 7 & L T4 & SH3 LA U CEMIENCHE U CRE T 2 2 & DD B 1
FEEWRBDIFHENTND D, Fie BB AR A F7e, B ERMEEIC BT, WPWIERTED 2
OHED BRI HIL T (S20RTE, (LAATE, ZEHIE) © WIEBEREET) = M) MO PR, AT —T v
VAL % LB (UEMBI3%/4F, TMFHEE1%/47) 7. — 77 L—a y OFMEDE

77, ERELUHHE S OB & B ) & 80% LL LAY & 7>

* 33 EERHBEAERCHTIN-VYVIDHEEIET VAU

g IEFY2 Minds Minds

_ . i IETVR
2 F S I T (PP e
B TRRIOERTIFRMT D 2 WIF R OEYIBRTIC LD TOv I ZE /Y X I ER) I1b C Vi
EYFCARTIME D RS D VIEFBRBOLERBIEEZED 50mmHg LI EHDEBET, b C Vv
125 YRR DER YRR T 8D © W (S HRBR/IDVERYIBR T DR DAE B C 85 D IER
ZEG DD VIEFERBDEERHEERZED 50mmHg I EH D, TRFEETEIIRTIEDE b © Vi

H(CHTD, ICD DEBDEGDDED ICD 855U\ dual chamber ICD

& 34 EAELDBHEICS(T D EEMAEITAE S MERISEDOFHOHRETET VY AUV

. Minds Minds
;Ef;\ IE:EX e | IEFUR
JU—K | 98
BERZYDERE Cf D DEMENERE [CHREEAZTT D B IVa
BERELDEREE (S D Fife 14D & VI K DB EIDODREEERE S LT, BB, NX3)( C IVa
S, IIWF7PELZFERTD
RITFIE UToD BB S8 U CESHIBRBIDN S W37 =45 0V (IC K D EEFHIBRAE) = lla C IVa
75
FEABUDEREE IS D BREODEMBICHL, PEAY0VHHIVE | BNAERECLDE lla C IVa
FRFPBHZEITD
EYPIRTUED D VIFTABIRENMERA TS WIT, ERTERILRZE SEWVLDEMEC lla C Vb
WEDNT—TIVF7 TU—YaVEEEBTD
BEWRE(C CTHTHIRMAEERE A DHVEWBERRIE D EME) X U, &8 JL—>3 b C Vi
VEEETD




6.4.2

MiEZILAE TR

RERILCAFAEL B OBl BN AN 28 % 300 72 e 284
FEQTEZR ) A7 T % 7D, JERILCHREZAE D LFAl

BRCE AR R & L 7Pl S o e ZEARE T B R & M
L7 AILRERIZ 2 S, BHETHEREZELLZE
B, LEMEIAAD NS/ T, SRV rED
PrbtE s 2 FlG 3 5 2 L R SIS, CHALDS,-VASc
237 &HHECHADS, A2 712X %) A7 @yt fho
SN,

PrEEREEE E L CiET v 77 ) v O H (PT-INR 2.0-
3.0, 70/ EPT-INR 1.6-2.6) 2332 S5 77 F 72
EFERRROPIEE R SE (DOAC) 2DV Tid, MEARTLLAGE
AR E LUZBRRERIEE 13 was, E0F IR
ENDO B, BRMBIEIR COPSREREOMHIZD
WD BB G YY) A KT A4 A12hED &7,

6.4.3

IDVEEGRER

BENRMED DEAIENClE, O EMIZ 52 8T, MATE)
BARL, JEROWENEOND. LIHEEREIZIE f T
HOJET v FO ) YU RAIN T ARHEE (RF830
RUNFTEL), HEVZZFOHESOSNES). U
IX L B % S BZEVEIL R T O E L2
S LUTIIEEELZROLZENPLMH L 2. B, HL
MBI AR A R, PR R o U REIR
T (R <50%) 0L B3y %2 L Hilia %
Wi BIERTEE L OB D LI n®?,

—7J5, FEWIEHEICTH T OAEGRET AT D 2 e W
IRMECEMBICLE, BEEHT7T 7L —2ar &=~
B —HEAARDEEEIND S,

6.4.4

AL - BRTFE

DAREOBE R EHFEHER AN > T 5.0 S,
B B NI DEIEA YR RSE S SUSES, If
TTEIRE DM % 1 LB o L Tl DB B (38
W) A K54 N BRIBE 2 T . MfTENRE
T, FARERICEEBI 21T O WA, T e P
BxATo729 A CEAMNEMEIS 5V IET7 I+ ¥ vk
VE Sz F ) L ol

B R EL L E C /LB B 7 B 2B 3 2 BUANEE R SE & %
VAT T NT T L= a9 S L BRI E L
BALRERI 2\, BRI X 2HE DAY, JERTLL
FREEICRE S DEMEN TR E LC7 I+ 0 ICHEMED R
ENTWG 7 T sty Mk Ae % 1 ) PAZE IR
KL EB AR TY Y ET I Ry Ry

F£3E IERELDAEHE

P E TR T DN D03, (CE MBIk 4
B HFEHERN RIIAHTH 5.

AR, BERTLOARIE P OB R 5 7 — T
T 7= a v iGEOGERRE SN TEBY JERR
QOLEGEIZHIF XN TV B0 7272 IERELUARET
D LEHE 7 7L — a I LEEELSE L,
TR IR EIRESE RIS (, ERENKE R
BN L\ BAEO L 25, SEYIRPTED 5\
HHTERWEIT, EEEIKERL, Fo L
HOCOEMB 2 SRS N72BIZ BT OIEILE Z BT
5. F72, Maze FAIOAF AL @ STz 79, &
OFHIIIRA YD 5. b, TERELGHEIC WPW IE
HAAGPEL, BUEERE A L7 R 4 1) LB ATED -
MBI ENEERI RS 2 TF—TF VT 7L —Y a v wge
PRICTR & L CHERET 5.

6.5
FERITSFRREN DI
6.5.1

SMEZSH U rciBXEDEHE

BERTLCAHIE & FERERGIHEDL L 7B 1D & LT
FEVECEEERD D 5. mIi PO Bl O Rt s i A3
JFRCTEEMRAEITL, FTIREDEK T, 5
AT 5 L PGREDIR T % & 72977, JRRRLOFEERE
DUIEIEEZ Fo B EDEIMEEZ AL T -8a
ES PR ORI X O IR HEST L 72070, HEAHLL
FHRELSHESE L CRIMUEASE PR L7220 % BHRR I B 5 2 &
EWEETH 27T R R LTI - CMR A ED
W{GBWT, 1255 0EX R &% O TREINHETT 2
el b, LI O—MRAETIIEEORKEEED 15Smm %
M2 5 BEOEEGRIIRBEENZE L WE G2 IEKELL
FELZZ T CMR Tl I P O R & KR L e
EBITH ) =7 ML D BIEEE S RO NLREGNH 5
7S, BETIRE ICLETREAEEAT T 723 EE A
b HEELIMICHEINLHR L ERESRTY
YO 1FELEXTIE, ERILOAE CIE R E
W ARERE BE QIR EOBEBEM IO R L B
%éﬂ% 374, 380).
20144EESCH A BT 4 B S 72 B M LR
EHCMOERIARA » M &R (R'3)7. £72, bHEOD
JERRLUHE O L L COREIERIOEAH L%\ 2
EDBHITHENLH, ZORIOE IR ELUHIE & 7RI
.j_% 29,30).

I R B O BT - BRI IS 22 IILE = >
FE—UASERTH B 05 ISV ARL L AE Tl
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RRIEBHN A T4 ¥

MEIREH OG-V e Fu Y D2 RV AP
RV =y =T rTF T vy v RAESER G R
AL ST DLW REMED D 2 PP, EmIE & AR AR R
T 5 BEI LTI A BT 25551203, PSR!
DFHER R L 729 2 CHET S 268058 5.

6.5.2

KENRF R Z S U T BEXRBYUOEHAE

KEPIR I AE CLEFRGEAY 2 E B 12 & 0 AR
HEATL CTL B 7280, NRBLLIHE & L L 72 LB RE LS 2
DN L. & HRIGICIHEE 2 501, FEEKE)
R Fr e 7 o S P ZEVE R KB U AR FEAR O R FE R O AR

&35 BMEMHERSEEREDEHEDER ZH/HENT 5
BRPRES RS

BIMESRIRETH I D ERREISE

EER 12538 0BRECEENBESZHDEVSENL

BA&T56 ~ 12 1 BREIDUHEERME 23> ~O—)L (130mmHgRis)
[CRBDEEIEKRDEE

PEARBYDEMIEZ 5785 9 D BRPREVHFE

FEAZYDERAE DR E

a=EXR

CMRCOZEHFRAZEESMICIFEZLADRDEEILELD(C
EIESE D ETE

EZERAREE15mmELE (BA), 20mmBE (FRA)
ERDIRRES
ERCEIBEFPLEES, QRZHD1257FE0ER

(Elliott PM, etal. 20147 & Y)

Translated and reproduced by permission of Oxford University Press on behalf of the
European Society of Cardiology. Please visit: www.escardio.org/Guidelines/Clinical-
Practice-Guidelines/Hypertrophic-Cardiomyopathy

OUP and the ESC are not responsible or in any way liable for the accuracy of the
translation. The Japanese Circulation Society is solely responsible for the translation
in this publication/reprint.

Y—BE o> TV DA TH L, ZOLEITEER
B O & KREIIRIT OB & s X $ 5 2 L1d9E
REAIZIZREETD 57 KBRS E AT ORI Z O
B N2 A2 LU Z OIS 5 2 LT IBE S
LERETHY, FMERICLEERBEIAEIES L GER
YCEAHIR S5 2 & R RT A ORI C U B4 Y
LT BTHEME D ME SN D Z e h S, REIIRFP B HLs | O fl
HRALZ PR O BIRRAR & 38N 5 2 L 23S 2 A%
W IO (RBB). ik TR B A K B IR B Al S5
RENDZEHPZ TETHLAP FRIGICRE &
7 U S 2 A 0F L PR NGRS L L E 2 5D
BAIZIEZPTSMA 2383 5 \WISET L TfthbiiTnw s ™
(&S36).

6.5.3

BEBXBOAHEEE ORI DARRSIH

SRS PR 2 OB DI DA - FLFE - Y= b
T &I L0 DAEDSEE L 75 CE AR E L CTAEL S
ZEMS, MARBLUHHED ) bAEZENEREZ G HHE
PR RE L U i R R0 AR P SHAN 42 7 & 0 H BE S LA
AP 7ZBEICE L A EBmSE Y, B AR
i i JE DS IR G M DR 48 % DR 56 L O fE IR A i -
KENRFPWGE B D\ G H % S0 L7213y R 72
IR 2 3 2 A D 5. MK RLOIE & O
Yy, NEE L 7-A8iEFraroe &G E RPN B 5 5%
T DSEG R DOUFFEERAL & &A% P43,

ESCOHA BT A ¥ TIXPAZEMEIE K ELUAHE & £ ) 72 1
PR DR FSRE ) A 7 DR EE 0T 2 s R E
OFBIPAEWE 53R SN TR nwp™, bytE
TIEBRHLE R S PR A B G- 2T ) RE) A7 O
FEVLERO 1D L CHEERRBLLIHET DT 5
(F&37)".

xR 36 KENMRFAFIEZGH UCBERBDEEICH T 2R\ FliO#RETEST VAUV

Minds Minds
3 "
ﬁﬁi Iﬁzix wE | IEFUR

Ju—R ikl
FIRESEENREDRLES[CIHET AEREEIEZEH U EEXBIRAIEERE B Il
[C U, XERFEIRMTEI TR CRRR ORI Z BT S
FIRESEEN D DT [CAEEREEIFENLF I AN SV EEXBIRAIEERE lla C 1 Vb
[C U, XEiRFEIRMET TR CRRR OSBRI Z BT 2
BREHABIRABIRITELOABIRAIEZEDHRESERECKD EELAERHRIIREZ lla C C1 V
AHUTWDEHEEIC PTSMA Z5&17H D WIEBIMNTITD




F£3E IERELDAEHE

& 37 EEAEDBHEREOEFLEROFHNREYERSOHEREIET VAUNY

. — Minds Minds
;iﬁ; IE,’\:EZ WE | IEFUR
JU—R paE:]
EENEREZE I OBEMIEXREDHESREPEERBREZEH UICIEXELDEERE(C lla C Vi
XS D EEHLBROFTHINEYERS

6.6
INRICH(F DB CVERAE
6.6.1

INBREXENDVERRE DY & 2

HAVNEIER G i DR — XA 7 A TiE, AR
D FE IR B L 5 58 13 4F i 30 ~ 4091 il 2 D T L FIE DS &
% ™tk @ Pediatric Cardiomyopathy Registry T i3,
ANJEREREL O AE D AF I ZERE 1L 100 75 N db 72 D) 1k Al
T303 A, 1/E~18/%T32ATH ™. /NEIKTLLA
FEDORRBBIIZHTH ) (R3B), K5tk (74%), (UH
BB (9%), FEBEHE (9%), e E (8%) &
2 FU BRI IE, SEREE (Noonan SEMETRE,
5 7% &) ORKELUFHRED S <, FRZ oL,
BOOHBME THE R & M 2 IEIR O REFE ML K EL LR E R,
TRF O JAR R Z2IRIE DS WIFEREIR T B % FEFE LRI L
HED & TIN5,

TiRIE, BROE S 72T BRI, MRERE
BN X By, FERAHRE ) BRELOHE, L
RELCE /IR OCHAE IR AR, AEREL Ui /) s
DRERA O PRITE L, VRRG TR 56100
R EEFEGEREAE ) IERBLGHE S FRE N 090,
1 AR TREWT S 72 2 R SE P B R B Ui E O 3 2708
Wb I, FEREERT L LT, BEEE, AEEIIAR,
9 o M OAE, JDIUEIRT, ZEBEEE R ED3HITH 1,
BEOGHRKNT 250018 Bnek sNTns* =2t
FUVTOLTYAN)—WETIE, 0FA 5 105%F TS
ENTBRELUHHIEDIELE £ 721 3B ORI, 145T
86%, 104ET80%, 204F-T78% & S, faluA T &
LC, FREAZEMAR, NoonanfEEHE, /s mBEE, X
MR T & T %2,

6.6.2

INRBBABYTVERAE D E2 HABFEA & 2268
a. BRIRAEXRBUDERAE

R IC BT 5 T a— D& KIZ &), JEREIG
PENFEDNLEERDIE R, R OB BAER
ZWIMZ ThREOHED B ST s, JRIEINIIER
BLLE % B3 25, BERIE RN, AU [HI B i

#* 38 NESEEICHIFBEERD

FEFE AL AR DEREE

YIVIXPELCFER, ZHEGTFER. DLV LABEEGT
- Eva)

FREREABLDERE (ZRIETERE)

Genetic/Familial

FERIE
NoonaniiEfEEE (PTPN11, KRAS, SOS1, RAF1(3HY)
LEOPARDfE{ZEE (PTPN11) CostellofiE{=EF
Beckwith-Wiedermann fiEl&aE
Friedreich Z<58AE (FXN)
SERMHZERMEIZ RO T —

#ERYR - Pompe (GAA), Forbes, Danon (LAMP2),
PRKAG2 (&

24V Y—AJR : Fabry (GLA), Sandhoff, Hurler, Hunter,
|-cell (D

S NIV RUTHR | IREEFIBAEIREID—B8, BEfBRAHES
D—8b

SBAHES  Wilson, NEZOY b=V

Non-genetic/Non-familial

FEFRFREHAIR (IDM: Infant of Diabetic Mother)

WEARIEIIMAERERE (TTTS: twin-to-twin transfusion syndrome)
2704 NAERE
DEIR—YRF

FEMERE, RAS/MAPKJEMER: 2 &I BT 5 4%,
b. F&ER~ZL4hRIEABLEHEE

HrAE R S FLA RN sE I AT b L B (i TR
FIRTESNBWICELZ 0D 5. KIS Lod R
RS DR L 2 B DANC, REMIIAR, KSR &
RROSF R GBS, BEBRE 72 &), FFERS TR Sz
BB SR UCHEDBRNICE LB H 5. T2,
RE TR 9 7 & DMMOBRHIZ & 2 B XARASE - 20
ERDLZELH L. ORI S AL RELLHEL,
P GERERE) (CBI#ET 2 b 008",
c. FEHAIEAENDEHAE

SREPE T D B LT/ N RSB O SRR LB S

o
w
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RRIEBHN A T4 ¥

T, OEREROHEY, LR R EER O
RLORED BT SN 2 D5 B, T fiiglc £ 5%,
DI & 2 LR MFEERL I XA, MoFmE 24
KM LI L) ERBLLHEDZRNICESL 2 L bd 5.

RGOS T, RS R ICHE S0 et oo BE A R 220K
FEORREOFEH A B HE121E, LERDIETTH K
WEZIHIE L, BEISLTCERIRS TRHEELZ1T). O
T AL, SER LYY 2 2812, QRS ENM 2, A
BawLbAEAam, ST-THER, QUEE, NEREE
AHIUL, ERELLHE S SN & CRRZ S 5=
WG~ LMD B, RaVLASV, > 23mm 75/ B AR R ELL
FHIEDAZ ) —= v 72 L T b EDED H 5 4
2017 4F L2 HA N/ NYE o 4 i 5O B AP R R BB DS HT 7212
FFREINY, S R/NBIEKRLOHIE O/ LB WL HE A
REENLFETH D, LK MRIFT R CHEHELZ S5
AR = AR (LGE) (&, /NEMIT L5012
Bl s, BAEMIIIEINT % & OGN DH 5 P,

Z ORI 2 N B B RELLEHIED 7 A2 21%, Danon
LT TR ELEENDL. LT 7T ) R,
IR HEDS T RETH ) WAL £ 115, Danon
fEix, 10/TIIEL, IANTF—DPRIETH L0 RES

TN D I REEATE .

6.6.3

INBYFFREMERE BN DERE DG
JERELUAHAE DOEEO B, OREFEOLGE L IERD
B, AOHE (ZHRIE, AEENR, ZEME, GG S)
DOFBh, T HROUETH L. Hr ORBOIFREIZED
&, SRR L IEEYEEOMIEERETT oL LB, K
BHOIIZ A G185 2 GO - R ARSI E T2 5 7.
a. FEMIEXROHEDES

i. —AXRERSEIE
EERBKICBI A0 a—MiE N 77 E—-2 T
30mmHg DL % F & 4 e 2w b gk %2 (LVOTO) &% 2
b, JEROFEEZ D000 53, Bk 70 B 1oL
MEGC 72 B2 &) AERET 5. dEdR (9, B1E B
i, ZIET L) BdHYAE, HEEB XU ES)
#EEIET 5 (ERAEGEIREEBR WL CKX4) (A
21). 7o IF T vy AR ESE (ACED % Eoiil
BRRRIER YV TH L VIZLVOTO 2 AL S ¥ 2 DTt} 5.
FHSSRED LB (AD) R TAAI R

ii. EYEEDER

INA Y A7 BRAFFERIETIZRA DS & R S5

BRAEY ONEREE j-------------.

FEIR(—)
FERR(—)

fEfREF

EEHIR EEHIR SEEHIR SEEHIIR - FEERR
(DX%) (B, CX%)) (B, CX4) (B, CX%3) FURBEAREE
o ZEHR
B AR AR AR %Eg
(BERTEE?) B R (RS B RS - BRMEDARER
DIV LFEREE DIV LIRS ACEFREEF 2l HiEeE
IRV ELIE FIFRE ARB S
SVESIR PR iR
=25V FD R
A PEB Ul
DERIRR T
DREARE
BB T OB
DS

®21 IMNEDIEABRIDEEDERE




FIVHTH Y, BEMEESERE 22,
a) BIEMREE

B 7 LVOTOZxf L T IERIEH O 70 B BT
WEEVEIRE 2 5. BAERIEI, O xR S8, Bk
BIWERD B 5. IO LY, RINEER L
BEME TSNS, T2, sEBO.L3EME 2
FERPIRAME LA s s 2 L bt sh s, —4,
2 ERC LY, EENEEEEZ R S8, Kk
MEER EOARIEREZLET S, 7u77 /0—Vviy
DIERIRG 7 BHEWTEEAMEDND Z EH LY, R
2~5mg/kg/ A — M TH 225, SHICEHMAE B~
24mg/kg/H) NAEFHFEZLHFE I L LI HETH
B4 o BIERTER (77 a—)L, A R Taa—)L) %
ELHVSNDAS, NETIEE BERTEED BRI 2.
b) AL LIEHEE

FV T AEEPEEICIE, BRI &R R RS
HDHIENS, BATIEINGNIVHER & EB) & O
L0 TEOWENH L. NETOF—FIZZ LV,
FEMEVE T BTSN R OB A 1AL TH B M. RT3
VO EIE 3~ 8mg/kg/ H A — I TH B, 72771,
SRV LVOTO R T % & L TV 254121, ik
LRI SR D D RS 70
c) MAEEIRE

VKT IRRIAYYY L, NaF v p Vil X 5
et DER 24 L, S BIE SRS L OPR
BIRVEFI D S 5720, A TIERGEICAHE &
%M%s NRTOREIIA R (BRI G2 EET LMY
LEMZE=Z—L, QTZERIEALATIF IOV
FO— NV ERBEHLZ. SRS OO BN S
HLWEEMDH 5720, BEMBEDOHAIEE L. &1
Be 5 CIIMARED LA I W L2 EET 5.
d) ACEBEEE

TIAXT v, ZoMmoim i (GHEEIERE), ACE
FHESRIZOWTIE, HEAELSE D WEEED S 4 7205
HIEH L7, LA L, ACEFHESR IS ILIRANIE AR
FETIZHVONDLZ L Dd 5.
e) FURREE

FRBEIIFT AT OB % L 725 T O TRV W
B3, AR B DA B R 57 R R B ) ST By
BliE, EELEFSDEOFREZHV2 2 L TERD
WEIESNDLZ END 5.
iii. FFEEEABEDE
a) BEMFRLETHSH (PTSMA)

AT, BEROD D% CTIT ) e BIIR-OZE PR %S
HADOFRA 7 V2 —)ViEAIZ L), LVOTO FEBZERER,

F£3E IERELDAEHE

FERTGE, EBITARECCED T SN L L STV 575,
INRCREMFHOT— 7% L, REO/NS /AR TIR
) A7 BT OB T CHESE S D AR\,
b) SR CEREIRRIT

WL I ER AT (septal myotomy-myectomy : Morrow
procedure), Modified Konno Fli 7 &S ThH LTV 575,
INETOREI DT BRI 2 BGE O AR TH 5 1),
c) TEImaE

PP B TEIAERIETENTH LA, TH—MFETI6
~18% A IEFRBE M LS A TR LTz LS
WRLT, 7345 rn LFEMEEDD 5 5E121300
B YIBEA, & 5\ Id ICDREAAR THL T 5. HNETO
ICD DFEERIZ D\ s, I FEHRHEEEIZL W
CEDBEETRETHLM.
b. JEEAEMEARDEEDIES

FEIR D 70 CAEER D 20\ E, YNGR OBIEA D 5 B
RO DH L LA TH L. MLDOfEBRET (2RO
KIERE, BIETFRERE) 2AT25E6120E, EB)flR%
FRET D, PR X OGRVCER ISR T 5 (FRAEE
IR B WL CIX5). ERY D 2H6121E, AL
R Z T, EREZER L, TNERTEHS 52 L2%H
BEE 2B, WHEIERT 57 < 71 ERE B YIS VEIRE IR A
HHYAEL, BHEREEE 21X CaT v AVIEPIENEE S
N4, BUNDEROLGEITEE L RSP REOFRSEL
B 5. WEEIET (EF <50%) 538 ) IERD S 5554
(21, BEWTERIZIMR ACEERR T v I T v v %
BRFEDEE (ARB), D OFRELZET S

6.6.4

SIHEDFRL
a. BARFED TR

R EL U RE VX H5 4E o DU Z2IRIE DI b — 1 73 5L
WTHY, & AEBNIBIE L 72225005 W, /NET
RN HARZRIEDOBE D 25 L S, IbEI LR
FTWIERIL 12~35%TH 2 Y. A TIZ, Z2RIEICETE
TAEMKAT & LT, SWEHER G54, FERGE L=
HEH GHEFE LR, OIE120/5 Dk, 3080 DUA), ok
FESEREE (=30mm), ZHRIEDORIKIE (E# % MbH 3R
BLOWAE & 2 S 72 1 BIEE N DZRIRGE,  F 7213 BRI
FHIEDZ W OH L 22 H0 5 1BEEN O 40 A D 22
BRAE), St (& AZHEBh) oBEA, LVEIRD BV i ER
OSSO, LEILK (EEE=Z45mm), £Ei
W R, SEBREO I FOG O 24 (GER40 LT T
SEBIEE O N IILE _E 7Y 20mmHg i) ASHE ST
& 721009080 - R ILUNAE 12 BT B SAEDLEZIRIET
I3 £ 7 (HCM Risk-SCD formula) 25 & S, 1)
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RRIEBHN A T4 ¥

A7 DREFHMLIZ D WA AR B E 27 (ICD) Ot
PIRIBENTWE D, INRTIDE I BT =213V
— WAL, AEEEROTAERE (oA L2 BEE 75 30mm L
L7213 Z-score=6), MO, FEFHEME OSSN,
ZEIRIEDFIRIE, CMiERA: O BEAE DS LB 22 IRIE D fe b A
TEeEZ5NTHEMY.

H AR 2R R S DAERE L 7222 AR T PR 3R (K
2IEEER) 12D E, N ) AT IBTIHITE A EDEFR
AR—= VBT EE I 5 (PR AT EBIRER BIX ).
HAERIE B L OPHZER ERTLOAIEDORES Tl EE S
L OEVEENIEEE T 4 (FREREEIREEREB VL C
[X53) %2, =PIEDERMEDEN & S D b ORLBEAERD
BITIZL 7 ) T—3 3 AR OEBNIHIR S 2 L3
N, AR=Y ML= v FRHHIIEEE T 5. BRAEREAS
TIXICDE LEIRE 2 5. FRtfEN T2 2oL EA§
HHEICHICDOMINEEET L. fERERTF251 272000
e, A2 OIEGITEIBERRDY) AT LB % A
729 Z CHEEICHEIEEET 5.

INBIZBWTHIERFI RN A ) A7 B EFFEO QRS
BAOAET> 10mV, LEFREIIER D 190% %82 %)
DRI G L&D Tk, g (Fa 75 0
O—), A h7oo—), ¥vryoo—)L) oHeak5
DIRWPERIE THiT5) ZTHMNT, EHIIYVVETI
NOPERDZERIED ) A7 ZRER L 72 & S Dhs, B
THEZLL 72 O Tld e\, —5 T, BERRLOHHE (A
PEREARERHET T Y 7 2 PWEBEEORIRE & 723 ER)
Wdr b I EIZHEE A LEDH 5.

FLEDBIAFIEG]TIE ) o MPEOAED 7205 S HBEL L
FHRARTH LY. LHETOADIEIROFLIETD 14E4
FFERI1L50% Th 5705, BAERED L) oI LA D REK
TS 2 b D ICERIEDOEIE DT o> TL B,

b. BERMDREER DTS

FZE PRI R RL O IE TR G IR R O B EDH
{BBDOT, MEEDOTFHHRALEL STV S5,
WL E N7 v A3\,

c. ERRED TR

LDEMEIS* a6 28613, DRMEEREZ R
L Sd B 7O ESE OG-S EE T, PLlilIMICE % BF
HT22E0H5.

6.6.5

HisRABAE R B\ BHRE DB

JERELUAHAE ORI, IR OEST & IE T
EXTEINHY, PLIRAAERELLEE & IS, R
AHRE AT A E O FHI G F B A E OB EHE L,
BIEWTHE (V" a—)L) 1I2fNZ, ACEF%EZER ARB,

FIRSEDO % Z R8T % 2.
6.6.6
EEREIEAROIEDEIE S A
a. RAS/MAPK fE(&E¥

Noonan JE%#IZ RAS/MAPK JE R (RASopathies) @
12THY), BHEOFEEES (PTPNIL, SOSI, RAFI,
BRAF, KRAS, HRAS, SHOC2) #¥ii &N T2, &
SR, HEIRE SN, FREBER, WIRRE R &R
My, LEHEL LT, BARELOHE MBIRKT R
B - BRZE, LB RR R, CLE AR, WORIMmE G %
FIG 7% EHH B, RAFLEIGZFER ) BlCldmsE (B
90%) | F FEDIERELLAIE & B3 % 7. JERBLGHE
W, ZEEBEE, FEe RRik Hr BRI OR 2 SRR FSPEIE RO
e & AR DIZHET W2 445, PIRITFEFEIEIE R ELL
EL VL, & IZERey AR TC O EZE-TH
Wr SN BB OFHRITEL, REESLPHIIKT b L 72
fERRRT-& ST 5™,

LEOPARDJE:#E S RAS/MAPKJEMBRED 1D TH Y,
FEIEIRO L FMERT (multiple Lentigines), DX
(electrocardiographic conduction abnormalities), R i %
# (ocular hypertelorism), ME)IRIEZE (pulmonary artery
stenosis), 4 #¢ 5 % (abnormal genitalia), W & [ &
(retardation of growth), & & % # I (sensorineural
deafness) B0 5. HHMOAEEIERIZTH L 05, IRFEH
B\, #980% DREBIC EARBLLAHAE % 725, € DHEIE
FEDRTIRICHES 5. IR R IL R 2 A e K %2
EL, H40% I EERMBOEEZBO L. HIL#HLET
@ PTPNI11 %2 S i iy & HAE B2 & 0 B b R S 4,
GIn510GluZ2 526, HrA ol & 0 B EE D I RIL LiE %
252" RASMAPK R E B3 5 G IE O R AN H
HBENTNEP,

b. (XEHERRE

Pompe ¥ (HEEGHFII) (X, 7)) a3—7" 2 43 fEEEs% (acid-
alpha-glucosidase) DK F 7L FHFHEE I LV L EDIE
W) a—= r SHIBNICEE T 2 R E S R 2R
THARHBEFIETH L. O, R, e%Hmcrya—7r
YERPEE T, & TR Pompe i (2% £ TIXHIT)
R THAE) TIEERM IR Z 20, BARTLLHIEDE
BEETL TVWIVaAvy—E¥T N7y (Bin i)
2 X BT A FINAT 2L, (DR DUEEDE S
NDTEDTRIEEN TGP,

Ty 7=, a-HT 7 MY —EBRIBEILEEE
TIEDHEREN T A V) —ACERBLLOHIERE & /2
T THNY Y —ER—F lIETHIEZ) 12X DR
FRERAT, KA B S % 2.



Danon¥#lx, 74V V' —AKOLAMP-2EHO R I1Z X
D AR 22 DS 2 C & B XOESH BB (n 2 R 310
BEAECTH A, ERELOHHEICINZ, KT, R
FEME R BEERE IS TR0, (IR (URELOAGE, A%
IR) D3P #a BET 5. TEARBELUHRE LR OIEIE R A Sk
IRABERALOTIEN AR L, IR R e 2D 2 Lt
H2 BN L) BINISE LEECTH LS, KEOE
FEFID BB, W EZHREIFRINERIIIFFE ST,

PEERMALL, 7 b EREOTRRIEARIEZ ST
% 434, 435).

c. =PIV RU7H%

I NI R T OREERHREICE D 2 @R T ORE &
RIS F S EREEROERE 2T AHHWET, MBI bar
RV 7D 20 ~40% |\ AHE 2 AL, FRBENZIE AT
DHREA L ST BL D RE, JRERELCE, 7280
LREERELH ThHLH, FERY - AUBHSEIEZ b
TFBRARTHY, FERAHOHKILLAES L TRES
NCWLREN L H 5.

d. FERFEEFR

PERRREEAR (1EL 28D 226 HMET 2RO T 11
R LR DA BEZ R0 5. BHEOEAES, JEIROE
ML B A 2 A) VIMEETIERIL, LDAMELE X
7oY. BEOLZRRISEHEOMLEMLKE CEERE
FIRIA <, L 2B il %7285, LIERDZ {1X
BH~%» HCHRT 5. R LTI—0ELTFHRED
RS ST 5 P68
e. WAarYEMAREF

—IREBAED 10~ 30%12 A 5N 5 G PHET, BIED
SRR IS & 25FAE L, — T ORRREIR 2> 5 )5 O
JEREE RN AYE R ICE SN D &, RN £ 1T
REIERE L, BN B M CHREAIVNS L B D, I
2, GIER, O EE, AR SR LR
5P JENHHLEIAE R0, BIERRET -85
BILB»BHA, A 10H~2% HTHETAHILH 5.

xR 39 BABUDBHECSIIDEREEOHELIET Y AUNIL

38 IERELDAEHE

7.
HEEE

7.1

HELEE

PEARRLIHE D (54861 HEANSR) 12 LD T
it

7.2

E® (%39)

INFETAR—YEFRHEEZTIIBWC, JERILLHHE
DEPICOFRBEEL LTHONTEBY Y, /- 500G H)
LS TERIEAT | &2 SN & LT, IERELUIE
WZOWTIEAR=EHENIB T HRF T4 & L Comhs
HRHENTEY P EBIREON G I SN T E 7o
NH 5, ORELOERZE BN, Hieskmiz & gk
WENCEDY ERZFRAD DD 5. TNOHDFERITASE
TSR, ORI, FERAN SO E B E RS
L 2 WIME RO AR 2 955k % &1 THBIT 2 2 vwb
NTHH ¥ ZNSI2 L) EFRAREDSFIR ST 5
EEZLNTWDE™. UL, ARG OMEDLHH
b 72 5 T HEERLEII 2 B S GIE R A XY RS L,
BERERER QOL %2 [ L S A Z EAHMOSN L X H IR,
BN L—= 2 FASHFEF R E OB AR % il s &
QOL & HiAtE# M L X5 Z eSS E o7

HFpEF 2D\, EfEAESRERMY Y BLo Ay 7
FN I AMNZBWT, EE) b L — = I R R SRR
wCRSNLEBNTEREL RO, QOLEZM L3ghZ L
PRENT WD, LAaL, Thoo#HEILHFpEF &fkd
EEEERN R 2R L CB Y, #5fll7 HFpEF O JF K% &%
RLTBLT, IEKELGAHEIZR S 728 R Th 2 00
RV ANQRY/T /YA

. Minds Minds
;i% IE,T\..EZ e | IEFVR
Ju—Rk x|
FEAZUDEREICH L, EBMBENEZENE UTERET S I1b C ]
FTAVT 4 Y 3 2V I DEAREXRILUDHEEE PEHEEEDK T UcEE(ICDVTIE, U
IR VA NU—ZV I LK DEHIESUICHIFANINEIC KD HREEFEE® QOL Hhi[ I1b C \'
+92%
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RRIEBHN A T4 ¥

AR, RIS R B R 2 BB L OB 2R
L 725303 Klempfner 5 %2 & Saberi 5 ¥ 5 535 S 7z
%9, Klempfner &1 20 A O JE KT E B H (F 62
3 P HIEREE] . BIET70%) ZR5RI2E2 0 6055
M OEARRGES D CFI41E) L HETOT +—F &~
FHRERLE. HROLTI—TOFELFTRIL, LETHE
JE17 = Smm, 2 BEIE 12 +2mm, /£ % B H 53 +15%,
FEE T AL 7550 + 24mmHg Th -7z, T2, EEIE
FFERBROFERCIL, EERFIMEUSATIER TH - 72 b DI
60%TdH Y, 38=19bpm & LIAFIHEEIZIK 572, 2D
FER, EE) L —= 2 SR ERSTES 5T, 50%0
B IZEEOALENYHA 7 5 A5 5AT 1 Be Ry e L 72
BB ZAED 4.7 2225572 £ 2.8METs & HE 22 L
72 (P=0.01). Klempfner 5%, WEHHEEE ZIF T 5
HIEROBKBLUOIERE T, BHAEES N —=2 7
TUT T LML o THL D4 B ARERESGED AT NS &
L7

X512, Saberi SIHEREE 136 NP L, #EEAML
BB FERL 72, 168 h7- 2 B L —= > 7HE
67 N (4F-#550.4 £ 13.35%, FB14E58%) & H G HFEHE69 A
IR 3T 72, A AREOEBPFREANAE, Ol E ) i
HEROFE R T L 212, LU TFIEED 60% 12 AH24 3 %
BBREE % R E L 20 A3 Mo AR EB) 2 S FME L,
RV TIRBN~ 14 OPRRETREIC R 5 L) ITfRE L 72,
ZOBRGANGEERE L B2 WINL T &, AT ke
70%, 1116045 #4~7ENZHR L Cvorz 16HE O
ADFER, EE) N L — = IR SR RENE O
+1.35 (95%CI, 0.50 to 2.21) mL/kg/min, 8 % i 7% #E 1%

(%)

+0.03 (95%CI, —0.62 to 0.79) mL/kg/min & A #1223
L7z, 2L C, WM ERZCHEIIIAE L 2ot
BURE g Cld, IEARBLOARAE 3BV 2 B B Bl 38
HRETH D, AR HEEFRLIT E 7SI 72iE
MY ThHD SHITSHIEFREHECL, BRHRICb:
LR BV O E L T EDNH L L BbI s,
7.3

YR - HhiE

7.3.1

ik - HEIC ST S BEIREER(L

PEUR - tRPERRLS, PEERBIREIZ Y A - Iy 7 IZE LT 57
0, THRCHERETF RIS L SN D, JEBRIMSE & JATAR
2835 323 T A I IZIEITEE O LSRN L, L
= O FBROBINZ R $ A5, HERATEClE RIS T EL iR
A5, HHRE LTI FISOABD T 22 L128oC, b
HHEOMINASER S NS ¥, 2FEARBE RO
EoT, MEBRIMSEREDOH KA —2 %M 2 5 30 B FT 4
LIULAREEHOL VN Ths (B22). F7z, AP
WMERIFE T2, SHEZE SIS 0HHE L
R (T M) = & 128 & 2 300~ 500mL O 1= Ja g o
MEDMARIEERAN AT 5. IR O R M5 1 500mL
BETHY, WIRPICH 76 SN-EER = O R TH
ONLHPTH D, FHEERIITEICLL T REROEE
ARSI, BMAEIREROBMAES 5. (EBRENRED
IEFEALT 2T RE 1 ~3 2 AREELET 5
JERBLUE A BHEIRTIX, 20X ) BB L, #
TR ) A7 29 LIS ET .
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FAZEVENE R AL U IE & BFHTIR T, AR R O 5 BRI 4
wEOWRIZ L) EERESEAR TV, G B A2 D3 ER
FTHUREMDE 2 SN DAY, EREFITIE, FEEiREEC
Iz, OHEOMINT b b CEIRIAEH T4 2 212
I0, IR OIEEGEAER T 5. IEPAZEMIE AL LE
EOHTIRTH, JREENEE CHIUL, HRILGERED
WRICHACES, ERIERMILE2S LAL, 5 ol
RED) A7 L5, WIRTOLEEIRIE, OEMEID)
A7 % FVF, F-RRERETHEIC X D k) A2 LT 5

7.3.2

i - HEUR S

JEARELGFHRE D% AIHLURICHT 2 9 545, BBLE2~
AENZ A A BHE Z 520 5 790 RHEERIE O
B, ZEIRIEDPEIE T REEIE R0 i KEEIE /S 30mm DL o
FEBICH-722 L h 5P, IERELLHEIC B 522K
DFERIT (ERELGHAEZAE D ZERIEDOFKIREE (40 ~ 50
A, JRERABH oM, FHH A E K (=30mm),
RV Y —LERNC & 2 IR L=, EEh oo )£ 5
HIB—HE 3T 6.2 EFCOIHSBI) 2 b o Tld, &b
R OCIRIEH S Ay o v) v 7, BEICIE LTI
NREEIRRMA AT B ZA R 7 &% SHRICAT .

DI A BHED G T1&, HEHRET NYHA 258 I EE DL
B PAZEVERRZA Y, RO A A BEE O BEAE Y,
FEIRET 2> S OWIRGEE YD 72 Bl ShTn b, HIRE
) 27 FHli A2 7 O CARPREG 227 Tld, =a—FEok
FEH AR 22 FE 75 > 30mmHg % LI A X > N FilllIA
FD12NZHIFT VD™,

TERAIEI A S BEE RIS TR E IR RO B — T, s
ASE A BHIE OO I 58 R 1 8 B I 2 S BN 3 2 AR 46 2
HIH 5 5B TOIIENZ { P29 & (2R
FEME LD S MR OE & PHERICBWT, KR
PN OAREDHBLT B dH 5727,

F£3E IERELDAEHE

HAIGERRRE DN A T4 T, HIROBSRRE 2 1F
BRETLHLVITTIREEZ BT A RELGERD 122, £
FE ik ze CEHE 7 > 40~ 50mmHg) % & F T
2 460).

7.3.3

ik - HEETE

T R R LB O DA, LEEAEEIRIC
xFLCIE, BHEWTEEDSH RN T B D HIRET D S PR
LTS5 IR D AkRE L, AR REIR 2SI L
T EEH 2RGS5O ILIREL E R0 U H S Sk e
DIEBITIE, 1ELAREDIZE AL 2 v/, TR
o LI EBEINO 7201208, O3 OHEMATK & 72 % E]
R, BEWTEEORLG - R OB, GIBOIRT
25, ERIIEEOWMKIGHIG TETOALE &4
WHDHZLIEETDH. NI INVLBEOEETOy s
HWHICEZE L2 SMEHRETH L. LB LTt
WRilEh % sk 5 2%, TAFEN AR L 2 WA, OEGR
L PUREREE TS . BICERTIE, TR PTSMA
R OHYERN, 77— arReR—A A= — - Hl
AALRIGHIBIZE 2179 . SNOHOEEE, MR
AT o 72t b dp % 44,

— WA ITRRE M RE T H 575, IR I EIR R T
PR SR AMBMIRRTIL R B GET S, Lol
M PERR SRR - 2R R SRR O 5, T2 U
SEOMH, MEIMREER FRORE OB, B - JRE
DAL T ER L 2R 675\, LIS, EEDR
FEVERETIE, SRR ORFTRRENI LY, RIEIMAELRRI
£ DR O & MER T A L5728, Zoinik
RIS 5. ZEOHIMIFRC R O3z X 5 Bk
FECIE, MMM L 2 X9 B E A CEI I X 27430
W EAT). —7, WIREED20, FREEOTIRE
FEOHEANIAN D - % Ek T 5.
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ORRIEBHN A T4 ¥

1

TEFE

2005 4E DRI OFHE A O T5 | X Yk, A
A RTA 2 TOPRBLAE, [(1) EEOVE AL
M E L (2) LR RER L 3 2 BHE L ER L7
SWTOMEEIIL, FEEEELV LSS MOREICHEEL
FUL7-REZ R [ RO FE] (WHO/ISFC O [ 4%
EOFEAD SRSV 2RI S, ZBESCOBHETD,
BRALUGAE X, [/ ZHhA & e R 2 2 i & L
D AMOIGHEEZT X L) 5 BE2EAmIRT (5
MR EAE) 38 & OTEEIIREE D AP VBT &
EFRINTNDY.

HRERBYDVEHAE & 8871 T N E IR D ERRE
AHAZGFE TR SN TV 5 L) IR AL AR 13T B
1B L OB 25 HICE Db O TH Y, IHIRFRIIC
FEEMEE BREORS LEERTHS (B1)Y. K
BCIE, TAEZIAK] & TESENRERE | % & 7278 o
RIS LHEET D, L2hoT, WhwBEIEME (H5
1) OILERELLEGAE DB W B\ TR 4 O kPR h
HE, Wb B NS 2 Cd A B UIE % By 5 2
B L (RA0). TNoHE5HFTZ T, IRLLEE S
SRR URIEE LT, JERAHAEEAT L 72K
OHIE C & B EERANNE KB O AE R, AEEIRIEMEG 20
ED BTSN A, & AR ARG, vk
BT, BWHRITEAED 5 O A TITIEIRILUAAE & 8551
TLONWEETHLZ EDRLIF ISR SIS,

\SRESDVEATE

2.
[RE (BAmiE)

2.1
TRERRDSHEDERRE LB

PLERFLOHAE L, THEFEME ] ORRED 2 AT (1) LI
fifal (2) LENEOILR L T LRERETH D,
B OAEREIR T FF L L A ) B3 FHRAR -
ETHORBTH D, T2, FOEHEAREEIRIC X 52208505
BROIMEERELELLZ L LD 5.

FIENFIEIZ X 2 BIZFARF v ) TR, TEROAT
FSE L 72 R OIEFRALOHAELZ DWW T, W25 RIE S
ThoTHRMPPOBMNIHEOLZENEETH L. K
HIVZRA T & 2oV i O REE IR RENY S 2 RRO 7235 A1
W, IERELOEAE O RIS B VIEETEE R & ATV AT RE
HxEz, WENaEEL #BYRBITOIERI AL B
L AV FEMSELETH D, MR ERIRD 7% &
b, WHETI O HDMET 3 %% (hypokinetic non dilated
cardiomyopathy; HNDC) & % \» (& % £ 95 i 2400 5
(mildly dilated cardiomyopathy; MDCM) &, FRRFEEER
WIZEERBIL G TN, FESLETH L ikt
LRI E R RN CTHEIR TLEEIRDFRD Sk
FEBID 10 ~20% T 54 LI HERAL CFiE ISR 35 2
LG SN, FEEROBBIGED UL 72 2 4749,

2.2
HhARENDEAAE DR E

PERRBLUFHED RIS CARE SNTE2D, #Eifs
M (FK M) LIREENE GERBEME) 1200 Totrsnsd &
Y, & RN TIIET IR OHIEDZ I3,
TR ASEE G- L 7R & N ) B R E 2> TV 5,

2.2.1

B (ki)

BIRF I C OB O ERDS, FIRIEILFRIAL U AE B H D



FA4E HREDAEHE

x40 IREVDBHE & RIS REELTRMEDEE (FEDEHE)

DEIDEE T &K 2D EHIE

REMMADERR DEEE, RYZVT, \A)\x—Y 3y, WIVERES
ARVAREE Te ZDIFDERE
YEYR BERDEE
BoRERs BEIU DY T, SFRMUER, SLE BAMEOHEBREE
EElE2i= 7IL3—=)b
DEEYE BRRE i, #% #h /UL, KR
Al FUEFA NSAIDs, FEAZE, 101 )V AR E
- Rl DAIAYE, DA VAR
FERRRE FIVA F—=T R
RBIERER 7I0A =YX, ANEZOV M=V R
RS FRIREEETTEE, v VIR BeiliRE BEf: sRNVEVDRERGE
RHRR tERRIS. BEiE
SAVYI=LF | T7TU—R
FRUBERES TR RUNRR
L TIZHEAE IN—=S—fEMRRE, J\2 5 —EREE

MEERER, EHIERE

HmEaE (E8T -

B IC&DDEEE

HIANOT 4 —, SZ/)F—, IV RUTREE

SMmE SRR

R FRMFRIRE, DEFRIIEIE, TOMOILRMORER
IDEDBIERS

fE-ZN FHERAE
IDARRDET YFERERIEZ DR (LD L) VAEIRES) , IDARRSEMERRMETE

SIOHEEIC KD BD

EEARIC & D IDERTE

BAEEM, FRIRMERETUERE, B/ (YT v MR, BREIvE. MDD

TR AR, BEIOv IS
SERRIE DEHE, DEEREE

120~ 40% I S DAY, FERKED R Icb W F 2
O SN TR WEIE AR GElIZHE 45411 #R
THAEZZR) L EELT0L ETFHENE Y. £
OBEAOIF R T, EEOIGHICBEET 2 va X7
EA% I— N3 @R 0IE ) 2 mE T 5155 %2409
VANO 74 YEEERY O— N AEET, MRy v
T AT ST ARADERTH L. HINTEBS
T R Ry — 7 0 202 X BIERALLFRED 7/
L3k — MFFETIE, 38% L ECHEBOZEREZED, 13%
230D EOERZ R L e M S Tng 7,

—77, BEFZEEDIIRNED 5\ IZBIRR 12 &) 528
ZTHIELWHEPI o TE W, 7/ LT F

R E AT (Genome-Wide Association Studies; GWAS) (2
LW FE SN, HHOBZEELT O RERR A BT
TMZEYTFRETER) V2=y 7)) A7 A7 HF5ES
NoH%E, H—EnTREOATHIATE 2 WVEERERO
BZTNHD ) A7 FHIORADIHE > T D, FEEE,
IS LY, EEICBIABERT - OMasDb
BN Lo TUOBIESIEY A7 2 Tl 5 Z LA BRIC 2 5
LEZHNDY,

2.2.2

JEEIGE (GE=EEM)

e AREDIEFRIL G AE D JER N DTk F 72488
ThHb NI TOMRESLTZLE, ALPOEEIE
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ORRIEBHN A T4 ¥

RLHORIZEIZL 20DV FEHE L TEZON TV, LR
RLOHRED 22 2221, SHEMIRR A 2 < & b, FRERALL
FHIE & BT S N7 BERE ST A VAT Ahsfgih s
T EMEESNTWAE . T2, JRALLARE BRI
BWTEEMABE YR 7 5 AL 0T %2 LU 2
BOFHRN 72 RIEIGE 53 4 & N A IMERE TR DQ/
DR/DPZER LGRS BEST L2 L s, w4 IV A%
SRR HREREN) 7 B CSRIER T OSEBD L, $REREL G E 12
BATT 5 LD HEE SN TS, R, SRR RS
DIMFIZIEIA T >, B1T7 FLFY Y ZHEET M2
KAN) YZFEART bR 217 Na-K-ATPase &
DA ARl s DN O RS- N 7i W0 7] = Ak 7 K X/
FAETHZEDERSN, oo &b —ERIZMS
POFRREATENEREYETAHIEARENTND, —F
T, MERELOARIEREGIC BT B0 5 200 HCHUR O =
139~95%THY, MEFICEINFLVIISLDEIRRRED
KEs e nTBh ), fHrofEFToHCH AT
DERIERZIVE T —EL T aWn

3.
=¥

3.1
HhIRELDAAE DR RE

PEERELUHRE DA TREIZOWTIE, FOFMEZ#E X
WELZRV. bPENED & LY, KRETH, JRALLE
DOIEMLRAREIRPTH L. LAEEEDH HOLHIE
DEEHSHEET S L, 20174EEONER I HPIM R - B
BEE R R B B 0 X B ABEBEEIL 2675157
AT, 1AM EOEETHEINL Tn5. HARSMKIC
B B OAEBERIUCET 2 EMER NI 2 V2s, HEET
TIZ20204E12IX 120 W NIZET B L S, KREITIE, WO
RERFEHDEANEDLEEIX2% L S, ZoE

TV EDDETIEFR 240 T ANDUAEBE P NDZ LI
. BHPENZBIT S ST ST ak— MR (R
41) 12 AUR, ERELGEE & B R L LB O
EABED ) H15~27%DHEETHY, SHIZH30~40%
IHARBETHLZLENMKT 2L, OASEREET
HULHERE X, AOFTAHZD1I~3 ANy ZEichk
B, TNHIEZIRIEOHRED —E3 7% ) & Eh T
LEEZONL, —F, WRELOIE = 828R & LT
TERBZIETEDOTATE ((BEF @A f AT ) TH
5L, REBFL, FH244ET25233 N, FHi294FET
27968 N CdH -7z SFH2THEE D S PEER Lo BE
RGN TEEFEINDL L)oo LR 5L,
JER B O 7 IRALOAHE DA REIZAOT AH 720 0.5 A
DFD#2,000 A2 1 AFREEHEE S NS,

18/ LT O/NBZ IR & L 72880220125\ T 10
TINB 720 TAEIZ LI OUIEDFSIE & b, [/ Ui
ZETAERIIOWVTL, 1TERIMTI07 AH72D 14:128.34
fE, 1~187 T10/ A 720 14:120.70 O FEHE & s &
NTW5.

3.2
HAREVDEARED Pk

PEARRLUAE D T2 DWW TE, IR TR D 2o
PHIKTH LD, —OULAEEEDTFHRESEIITS
& FO4EBTHILJCARE-CARD *”, CHART-1 ¥
X73%EMESNTVD, OAEEEDIELNOTA
el CHART-1 T30%, CHART-2 C17%, #IETERIL
CHART-1T24%, CHART-2 T15% L ei#E%RHOTWV5
ZENS, DHPETIHLAEDOTF B L Y EEL T
HAHEMEDS TR E NS hAE Tl UL o J5 K5k
BELTRDE L, 20184E8 A F T 408 B L AL FfAE
BlDH B, 68%%ILERILLFHIELS O, KKRE L CTRARLIC
ELEIEOAEOFRKREERE L TRETH L™, JLER
DHIEICE L TOARDREDTFHICET 577137
B, PR AEDEALDOFRAETSFEALFERTNE 2> T

X411 DHECSIFBDEFOAEIN— MARKICSIT DIBREVDEFEDEIS

N I HEEREY DVRE FERAE =M Z0fth HEE
CHART-2 “¢2 3,029 59 17 17 10 7 2013
JCARE-GENERAL “ 2,685 30 15 26 35 17 2007
JCARE-CARD 9 2,675 32 24 25 18 2009
NARA-Heart 29 432 40 27 11 3 19 2016
WET-HF “29 1,876 36 15 23 38 2016




7273, T DO R SRR, (DR (CRT),
FAAL RN TR & e EDICHE L T0DHEE RS
N5,

4,

SSMREHE, SERIGSHR

PERRIALOAE L, A== ORI - BREEDFH O 7%
PTH, EEOVE ANPGRS L EZIRZEL, EH)
ARG - I - FPBUE - SERF 2 &0 R A E
2l - BT A b0 TH S, WHEITIE, 28D B0
EEZ T TR RO T 2FE SN2, FERAIZR 2 5
KA 2 M CR—EEZWNIC X BB TATRENS S
ENEE L

4.1
=Rl N EI0EHE
4.1.1

BRI T REZRMEDEE (FFE0EHEE)

SFEEFE AR L IRFL LR OIRRE T BT A
BoLhTy, WEWHEED S, BRR L LIZUIZHERIC
HELZET L 0HEZ FrolciR 5, JEELOHIEDZ
WO DINZINEDEBEREINT 5 EPLETHY,
FHDIZOWTLTIZIRRS,

a. R OEHE

BRI 2 JE R & 3 2 PLRBLGE IS L 2 A E 0
PLR L PAEFERE O T 2 Fi B & 3 2 HRE IR IMPE R AR T
b5, L AFBIHECHMEL T REEL T L0, OE
AEVIR UISHET A 2 LS & AFAE O BRI, £l R
P EERE IR T 72 1S K B D O IRIEE R IRE S JH K & 72
L. DAEHEIZ L AROENE LTRSS THLZ M
5, WERALUGAE 2 58 ) JEF ClEL I IR T 4. i
IR AT — 3 L 72 R AT B B (T 2SR 7278,
CFAMETOEELH Y, F7-H3sMEIRALLETY
AY—LBEER T 2052 b D B720, TEOHE)
DR 5 b A7 v, SN IR I R B OB
e EOIWIEINNZ T, I T —T IR CTIZ L 2Bk
WRARBEDILIEE 70 B, s RIDMEM TE 2 wigEI2idim
MY F 7574 L BRHLTRETH 5.

b. SMEMOEE

e M P G B B e ZE IR K B & OO IE R,
B0 M R AR L 7 & ORI R & & B I ORRERE
EL LA LT 82 L 72RO EEEPORETH
B, IEBPRZE) W AR 2T 22 LAWEHTHD,

FA4E HRELDAEHE

ETTRANCIZ S FEERAEEMROIELIRT™. 7
BINUTEZR A RO TLAERIEME N2 2 &05H
570, EERAD R LD, BILEORERLLEZEMAD
MAEOH I OWT TSR iHESLETH D, LAED
FEAEICIE, (OBROMMEERY - ARREM RN, A, B
figi 7z &R MRS & 2 Ol #REEE S5 LT b 2 &A%
WV,
c. bHILaAA K=V R

P A R =2 IR O 2 B HERESFNE R TH
D, M, WY CoNEE ], REICHET S v ada
F—3 22 B B UEIRZE DO IEME I AHTH Y,
PRIGIZIZ SUAEE E Vb T WA DS, HIBIOME Tk s
SITHHE DS L 7 00 byE TR e IEh S EIC S
{, BUTIITFRERD L CHEEEIZDALNL Y,
ZWidE & & LCTHREET, LIEICBRE L CEAET Lol
BB VIS F=2 A8 H D2 eh5, OEE LT
B STV TEFI OF R LR 221 Lo T S
252l bHH™ MENCIE, RIEHEE S R IR R E
DFFET BN —F L 7 D EBEIRE % 580, IR HRIE
AHER LR B oMM LT & ORIz LIE
LIS 2 B0 JE L2 2 U 5. AREB L OEEO R
BESEBIE T R0 LR 2 00 5%, IWEDIREIZ R IUE
ILRFLOHHEMRORELY 232 . RIS,
VEREIEIE 2 Ao e W LA A Z N, TR A o 72
) USERZE, WML, BUNIETRE L SR e AT
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BThHb.
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K9 5 O REREE % X 72 L7oRECH D), FEES LT,
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Lo E ™ (inflammatory dilated cardiomyopathy; iDCM)
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Y A P a 7 4 — S CTHEAT RIS R T 2R 35
BT, Duchenne®l, Becker®, Emery-Dreifuss

B, BT A ba 70—, R P ERA, 4 b
RN EN A, YA MO T 4 — IS &

ASENDIPE S E 2 2070l

DB TEENERNE 2 5.

i. Duchenne BUfi A RO T « —IC¥ S5 VEHEE
BEOL X 10RICEZIREDK T 2720 5. EB)

ATAHYA T4 U EE

HIRD 720 UAEIERZED WS LDz, FEIRD
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TN TOBGEIZOEIT A2 e 5 Y,

ii. BeckerB¥fF/ A hOT 1 —

Duchenne # & FABL9 2 BEIR IR 2 7R 9725, AT &
DOHEFTIZR R E . Becker Bl Y A b1 7 4 — D MfEE
APHEEE L 60~75% T, FEERNIMAZEIKE L,

AT R B CH OEBEIR T 2R3 2 LB Y, sk
VI Tl IR EH A3 Cd 4. Duchenne B CHAELAY
T e R R BEOMAEALILEFE RO 5T, %kmb”fﬁ
F7ATIREL O A IERE O BRI AL = R B R
D SERIMAR, 4N 7 PH EH AN 2 55 255k b%ﬂ%.@%_
HEIRE &L, ZORICEENK & EZE A 425
Zg DRI 7 8% 58 T 5 ™, Duchenne B! 3 Becker i

X Yt (R OB EERE & 505, RRBETH->THH
1% T D L EREREIR T 2 AR T B L S, BB
B EETH L.
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BN, BREIERIIZ LWIZO b oS, BHEICEE
BET7 Uy 7 Rk EORBIREREZ 23 5 O00F
WThHb. T2, HEREEOIRKL D SN LR
VAMAT 4 =TI, GDIEHMREREEY XTI DD
B, MBI R PRI LER 2352 LI3ENTH 5.
B ERRAG Y A b7 1 — T, DEUEAAEIROHE
FEDSEADS, OREDFRBANLI T R E & 5.
g. 73—V EDEREE

B oL BmOMEY 52 LI Lo THET 5 hENE
UFFIED 1 DT, —H&AgIZIE, 1H80~90gnfirtsy /) —
VIRE R (HERE4~5E, E— k4 ~54) % 54D
RO IS 2 EHET 5L SNTW5E, FIINIZIE
EEE, AREAKLEL, T D EARITNR, AR
JEIZTERE LA L, JRRELUAGE & RO A RRE S
£35. MRS, MENNEE OS2 L, &I
I MY R TORMNARR - 3K, LN & H
RoObND, EPEARTHY), LETHHIEIZIL D HEE
T 5.
h. = b3V RUZIDEHEE

IRV RYTUHER, S FIVRYTHRO1IDOTHY),
IV RY T OMEREEIZL 5T, UED 5 \WILE
Bt COMWEL B 5. (DIHIEDARDHIRIIL DR AL,
RIRRECRIEIR e SI2BPET 5, whbwb I bary K7
FRFHEDT HEEL L T T 256095, I hary Y
TOUEICRE S 2 82 5NA I POy R TEETOZ
FO(EZERD L IIRE) 1, 20 M A SN TED,
TRDOLE L, RFEMRI MY B 7T HMELAS,
MERRF, &PEAETT ISR R R:HE (CPEO) & 5\
Kearns-Sayre EBERE (KSS) DJFEK &Y, ZOHGHES L
TUEZETAHZ L%\, T/, WRERERR S I b
Iy R THNTHERET 2EHT I— FLTWAEBRETO
ZBRCTLI NIV RYTUHESERID D B8, ZOHE
BHRKNEETZEET 52 LS ORARETH S, 3
M3y ) 7OAER, BEKEIOREA & 5 2 L0598,
PFRIIRA A ORA A 2552 L b d b, IR, O
FE DR B A TIUHRREDS R - LT B Z & D58\
A5, RO HEATIHE - TRBUCIUFEREDME T L, JL5RE!
UFHEROIRREEY B4 80D 5.
i. = P3OV RUZDNAEGTFEE

b EHHEICABIND3243A> G2 L 5 MELAS 72 &3
Fa Y R T EETFREICLALHETHIUE, BRI
Y RYTHR—EDANTOTTAI— (BREEETLIE
HRUBIRTANRIET %) WEEZ B2 5 LBV BIET 5.
BROEEIEERICLVRERLZ 0, OHERIZE S
BIET2M, BFEMEIC L A EETH L. LD

FA4E HREDAEHE

SRoREEREEE LT, B, AR, T IR,
b4, KRR & CTH 4. Adams-Stokes FEMERE R 220K
FEDN A7 RS 57280, BHUREO.OHEITEE TH-
THREN BRI LETH L.

ii. ZDNABICFES

BDNATI— RE723 by B 7N EH R0 B
fEFOEFIZEAIMI Y P THTIE, ZORRERT
2[ET 5 LIIL L DOBERS TG\, BRHAERD
HbHETI bay B THRRRE 25T 5 L EDH 5.

i. SERI I DEHAE

HHNC L > THIERIENDOMHEEICL ) OHESY 2
I 5 DOWFEFNEDHREDOEAIRRETH 5. T, bz
BRICOPABBIEIIZAHT, HARAD2 NIZT A AL
RETHLEEINDD, SESELDVARFEOELRIZLD
LI CEBIERERD, PABBEDOEGTRITFZL
CEEEL TV,

P AKNZ L B0 LTL, HdreT Y 7o
JVVROREFINVESL Y (TR)TYAT V) RA45VE
Py UTRATY), TVRIMERIOY 7075 AT 7 3
F(ZYFFHY) RARAT7IF (A5~ AF), R
fiskorarr ey, BNEREEO NS L)L (¥
XV T—I) BHENTNI2D, EOMG FRENEL & O
TP AFN L BIEHFEDVLMEBIRFIED ) A7 L2 ) BE
QOLXRAEMm FHRICKECEET 52 L5, [Cardio-
Oncology] &\ ) FFRSFRIRIC S I L, & F &5 e ARHEpi
D ST D, WM ESS 52 45 7% (European Society
for Medical Oncology; ESMO), ESC, KEJEIGHRFZH
(American Society of Clinical Oncology; ASCO) (2 3 \»
THKRNTHA FT 4 2B L0 task force BN FER S 1L
f: 503-506).

i. 7Y 5S40 UVRRDARIIC KDI0ERE

DTS BBEEDTRC, JA HEH SN TV R HERNZ
HEHIFFVILES Y (TRYTIAL YY) THAH, 1EH
PEIEEREOCHEETH Y, #Bfx5-2IHEI LTI 5.
AR GHP O 10FE 2B L THEET 2L ENTWES
A5, WEIIGHI Ay e L2 IRANICFERET 5
ZENL (FRA2)T.

ii. NS AYZXYTICKBDIDEE

72, HER2ZARIIH T 2 MEE/ 7 u—F uhifk
THHIITAYATT IN—tTF )L, FHARESR
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K42 7V bSY4 U VERIC LD DEEREDERETF K43 EERREEERES|ERIIHHNAA
. BIRSE 3 R
. it S .
. 65MLLE, 188 72 ZeATN
s Bf2 REVILES Y (FRUPRATY)
o DRESHISREREEOHESLOmAE | o
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(Zamorano JL, et al. 2016 ' & B E T /EXK) A FILET > (>90 mg/m?) 5~18
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. e~ e = MDY RO (> 120 mg/m®) 2.6
iii. RIEF T v IIRA Y MEEEICKDOER, DEEE R I
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TIE, =RV T L B0 RAT0.06%, =KL~ T LA TIARE
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BT b RSB AL LEUEINC e B 2 245 B 72 ERAS AHAT PR
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FOM, UHEZRSIE L D APDSARZRASIRT, e A A
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.77V - |
L7 7 T —ROLREY, R L LR 1A
FAIFRET D 528, O AT I A S U e 2= vo7rsey 27
& & QIR OB B BBERIBICIRE L 7235 # Lo BAN=TEE==4
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k. EIERIDEATE (FEYGIEDVERE) NBEE S <1
N Ve A, JINANGS 2 TR E K AL Z
Lﬁ,®%@ﬁ5<,LTE%ﬁE?%?Iﬁ@C&% SO
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LEREDIRIES 22 b0 TH D, BRI LITE4ETE MIAYART 1720
THH, FAEN IR TSR L, FEIIESEN T AT 1.6~4
H5. IR - DS ARIEEOFIE & RIS L Tnwb k NI e 0.7~1.2
Z2ON, WIRESINUTE, ZIREEIR, = DU &) i INAFFOY U+ — =
F U BE A <, 0D B 00 AR C 5600 2 L p— p—
;Q) 465, 508)
) JJIRZD 7~11
41.2 P—
BRI T N E{MhDDERIE Vo7x=7 48
JEIRDMFE T & WSS OARED 72 22T, R - % FYF=T 2~4
RERYZEAL SR AL IE & FHIL L TW A DS, S5 § X &0 ARFZIAVIBEE 0.2~2.7
FHE & L C, PRRAHIERELOHAE, ANEIREEA 20 S)tF=T 0.0~15
IE, FUHIEE LCOGHETIE R WS, AR b [EP—— p
PETEILD, JOF 7Y —LBEEE
- 7T - =
a. MBRAIIEARY AR —
B ATLFGREO—IBITIE, BV ESB I A L 70 I A= 1125
BEESUCEIZH L Y, AR OKT, EZEWEOL MLFY=T 2-5

KRz &7z, RELOHIEIZNERZ 255 D0 H 5.
FIEEZ A HE G0, BOUHARIRIC X 522898
IAEELRYRTZENE L, FRARTHS.

(Zamorano JL, et al. 2016 *° 8 E | %)




b. FEIREMGE=EDEE (ARVC)

AEENRIEPEA S ORI, A EE OO & O
BT, ARREOEECEEAELIRE EAFEL 327
ERIZIEEZWIUBEREICE ST L. RICHEZ OO
PAZEME & AR L 2 FRO B AR HELZ X 1) A5 i M50 a2
(VI-3358) @ ¢ I F 73RO QRSIFIER (> 110ms)
HUHHFT R CH 5. HERIFOLEM 71 v 7 Rlo. = 1
SHIGHE DBRFER LEHIIN A ON L Z EA %\, LIFLIE
KT, FERFEEGECHEORKNE LT AT —
LAMEEE T REIHE SN Twa, LEENEOAED
ERDTBRARE SN,
c. EE®ZLEE (LVNC)

feE AL E (X, WHO Tl unclassified cardiomyo-
pathy® 1 D& LCHEDF S, AHA G Cld#fmlE
DFIE & STV 5. IR S 70 Ui | TR &
NDBEABEE SN, AR TIROJEIL U258 L 258
5, UREE MR D 720 OBEME T AE L B & £ 2
S5, TEERBEOERE M HIRORAETZK & GV IR 4
WeTHEABETHL., Ta— L, LRSI R
FABEED D 5 E\ g &AM OB L L - # B o=
fElEEE 235, R, EREOERL LGRS TY
7o7%, TI—°MRIZ EQOWGZIMOFEL & HITHA
BICTOHEHDHEI L T b. 2 F TZASP, tafazzin7s
EDOFETBEDPHE SN TS, FIRNEED 5050
N L, NEDPSBANE CTRIET 2 0ERER EDE
ISR TH D, B AR O 720 AT AN 4
EThh MBESCHERT ST LIL0HY), FA
HORGERNK T, AROIAB LA ETEL, B
PRIV IEEREL AIE OFFRER & % 71012,
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fER - BFFRR

4.2.1

BRAER

PEIRRLOE I 2 HRER I Z v, F 72, SERE
EANG ST AN O AVRNDI DY Aoy N oY | 272 R || R D 6|
R NIZED RS A SIS, BRAER & L TORIRE
#EOFE, ZETE, ARAIRCELAALNS. S5
AR ZEARIEIZ LB FEIR T TR A2 b DB, AR E
LT, SN, (COEEAER, (OEMEIS ASN
B, LEEND L WVITRIREAENRIL, Ttz
7B L, BHIEL FNTIE RV, BARMZRERIE, 2k -
B OAEBIEN ARSI A > QOITHELET) "W & S
PAYAR-YAARY

FA4E HREDAEHE

4.3
I0EE

4.3.1

12FE0EBERERIVY—IDER
a. 12FE0ER

PEIRBLOHAE | R 2 DB RIFT Hd e v L L 7as
5, LEIOMMAL, LB OEOILE, TR mERORRE,
OAEEITHR T 2L, ANERSROOND, %
BN ~EZEER (BER), riimE (& Vs Vi
@ poor R progression), &4 Q¥%, QRSIFILE, /MG
ERFFE |2 B 1T 5 VAT (ventricular activation time) i &,
e 7oy s, LENTOy Y, ST-TZAL: EA H BT
5. EEOPIRP S HITH#EITT 5L, QRSIFEAS0.12F0%
Bz, KM7ay 7iRa 235, S5IZEEOMMEL)S
EATT DL, EHKERFEORIEANRE L, SEATAED
BERERE A R L & b1, MRS EMILT 5.
—F, HEOIK, FEEMIHAE L L EAHNEEEECT I
PRI, Vi, VsFHLE TTRRIRASER T 5.

LD RBEROFRLLBIRAMNLED FAIE-T
PR EMHMEALDHE L, PHIROEES AEAMAT A 2L,
UEPERAME, CEHEISHIL L T < 5. OIS
HOBBEDINT L L BITEHT L L) IR, HEESLLHE
PRSI S 3T 5.

PERELOHE CIE R L L CEEITRELHT 5720, L
FERNEOWTIIHM 70y 7 2 255 2 E03% .

IAEIRECTEBBURABEIRE 25, BT OEER
OHRR, BEIRH S 100/ 75 % W2 DR 2 LT 28
A3, 055 A R AN 98 Y] i 45 IR (inappropriate sinus
tachycardia) |2#£0 CHEMRFAFVECIIEZ 589 °. O
DB LD FEERMGEINL L, [~MEFET
Uy s &HELS,

b. RILY—IDLEE

LB, DEEANERIEA ORI T3 520N T
BN 4. IERALGHE Tl O EAMIGE, ZIRPE AT
e, 3E5 L IR =R b s, Bk
BLOHE TR A A TR B2 (ICD) K02 7 Al I ik e
fF ZBlEN 2% (CRT-D) AR OBISHES R, SR
DT ¥ b E =V D72 DI UEDIRAH TH 5.

i. MEFIILER

TSP R B Bk D R 28 12 D 22 IRFE TN A
EENTVDY, (REREELE) 2 LSzl ENTh
FIIMEL %57, Z 0720 IE OB ZE LRALG
FEOTFHTFUNH B E—EORANH 5, 72721
QRSHFKE AL 22 GRIEEMA TR SN D IGE
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&, CDEHAOREE L 20 505 OZEATT TITAFIEL T
B EERT.
ii. EENEEOER

EE AR RIAIIIRALOAES CTld I & L CLEEAR
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6 HIBATECREliS TV 5,
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i, RIBICO RS AT REED S ), 1CD OFfARLE
OWYREEYET 5. L, A7y 7R RS 5
Lown %3402 ~4 O LEMAEIRDSEE)C L D FEE SN/
Bz, M7 ay 7 RoOARERGEFEHCIEFFEFIZ T
NEBIZTFHRARTH L,

CPX CIEB 7 BEDIBIE T b 2 i ik IR R &
SURABHESET 2. 2 OEIINYHA GRS
WZHAREBIEICEN, HERRR TR E ORI
FWEETH 5.

6 /AT BB L2 0EERE) Y 2 HEETHHDOT
BB, AFFZHEEGTIEIFEFMAHLZI LD L
ZFOZALIIFERF AR L 1 Z—F L vz &b H 5"
iii. [RRESEEFRE

B CTHERELOHIE 22 & O EREF O
Fih% TS B ERICE L CERESD S ER %2 B H
ENTWP, BETIRT 7L —Y a VBB AIEE LT,
Bt OSSR ENE PG HET S, 2135
HIBIREREST 2 DTN A% BT REPE D EPET S H
BTHATSINLD Z &%\, T3 ZAIHEICE T 5 ACC/
AHA/HRS % A K5 4 22V cid, EIRNAHO LTI
EPS CHEfM: VI/VE A #FH R S NAULICD O 7 T A T @G
EENTWE7®, Kzt ) JEaRELOFAER] Tl EPS &
WiAT9 BB D D,

4.4

NLFI—h—

PLARFL DR R R 2 N A v — =3 L 2w
W, OAREDONA F <= =3 HERE SN TS, eh
T3, BNP & NT-proBNPIL-OAEDNA v —h—L L
THEETHY), AV)—r IFHhoEEEHE, FHTM
FTIRLLAVSENR TS (B24)7. NAF<—H—I|Z
DWTOFEML &M - B OAEBHEI I T4 ]
o ARV -

IAEIZBIT AN, F =T — DR S AL TV F
ALV R4 VIR

4.5

IDId—%

L a—M - K778, IBRELOHIEDERTH 5
[GEEAMET L, KL 72 0% ] 2y R34 KT EfE
IR CE AL L0, FREUIRERAL OAE P45 72 LA IE

B ORI VBE R D 1 D TH B, LT I—WiE I
L ORI L L EREEE T 2 0724, JRELL
FER IRMEUIE R 82D . 72721, EOREOLERIARR
BEEE) O T % b o THLRELULHIE & 3% 2220w THIE
AR 2,
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IDAZRED S O R DERRE D EFI

PERAELDAHAE L, OENIEOILR & PG 2% g &
5. LTI L2 0IBEOBIEIE, KT LIHED
BN D2 e B L. 12770, iR LT -
A X 280IEH#ETHD, MRL, RULHY »F7 7
T4, DERT EMOBRTY — L AR A DR B LED
D, 12770, BAEOSBW Y — VT, SREDEHHIEDS
Wi FESI2AT ) S EIZNEECTH Y, JERILUEE £ 2 5
NThH, UM CHHEDSBMICEL Y A »2sBE D 5588
ENTwRwnd, FICHEZ2EO W LIEETHL.
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DAREDETREMEIFHRE TEL

DARLOETREHEIZEND,
ARSI RAHRE

BEOOFLOTHEML
HEOTHE, BBER

BNP O ‘ 40 100 200 (pg/mL)

125 400

AENREEZDALEOEEEME
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proBNP

BENREGZORLDAREELEL
DTHEEHBVIZEMEITEN

24 BNP, NT-proBNP {EDIDAEEZRI~NDA Y N4 THE
(BADFRLZEFHEES. 201372 &Y)
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SRERHE b 1] SEEHRYE - - - -
20— 5B Ilb [} 2oU—=vJBmN - - - -
DEROR=Y (T, I)* - M/ L7 RLFU DY THATIROARRITH U CIHMRBERFTEWVA, KEDERF S (ACC),
KEDERS (AHA), KEDALRBE HFSA) [CBIFDHA RS+
B - - - - VT FORZVARR, #HEISR, IEFVRAUANLATED,
MM DR E S (ESC) [CBIF2HA RSA VTR, #EISR,
BEE lla B B Il IEFYAUNILCTHD.
o I 5 ! EARTEIOARICH U TIHRBER .
TR a | B (B BHORLBRAA K54 (2017E3ETH). 2018 £ 1)
SREAIRPIE - - - -
2oU—=V5BH - - - -
a. %ﬁ%’l&%ﬂlﬁ#ﬁiﬁ LNV KA IRT
PEERELGARIE CUE, AEEMRRIRT, AR, Fiwdk 46
KIZE D FpR ODEFJféMﬁH%ﬂ &1 #iﬁi‘iﬁiﬁ‘ébéﬁfﬁﬂ MRI
D3 5. fEEFE G O BEE B L U RE . BIUFRIC
HESLHFTHY, FOFHIm iﬁ%f&)zﬁ” 2, Ll MRIO & ENE, 1) & MRIIZ & % /0 F% RE FE A,
b. E=EINHEFERIEA 2) FIRIEFER MR X B OFED#E R & U PR EEA,
PLRBLOARE T, AW 7oy 2 BEEEED X ) 7% ZLT3) HIERE - THROFETH 5.
QRS rllmfrr“bw%éfmf X, EEWIES A v 798 LR MRINC & 2 ERIRIIFHTOHESR L =87 v AL~
TN BOBENRIIAED L, FRICHEETLEEZ ZRAB IR
LNTWAD, HEHEPEE LT O R (cardiac 4.6.1

resynchrony therapy; CRT) % J\: %78, .o T a—F71E(L
CRTAH#BIZ TR L 2 SN0, Wi TRO 5
1% apical shuffle %> septal flash (& CH Y 2 LAY )7
\223/6}) z) 526)‘

PR OIEIC BIT 20T I —REOHIE L TV 7 X

2 Z MRI I & B ivEHESTHET

(D) 2% - AR, Q) e, Q) A= - LE
LR - ORI A, 4) OHEEDH 5D, ¥4 MRI
AT, 3WICHE S % FVCHZE /2 Z 8 R TEEE
B IEEAOEVEBMEL b o CGRHETE 2™,
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4.6.2

MRI [ & B DEREIRSTT
a. BiEERZMRI

BIETE 52 MRIIE, MRIEFHITH L7 K1) = 2 (Gd)
D ¥ 510~15%r DLt o P # A 12 B v T, Inversion-
recovery {5 % iV Tl LEZESEIR 2 W5 0 ISR %
TUERERO 1 DD ) TH 5. GdITHMILINEIZ AT
BH, IEE LT O A TR NEIE S Z L <, Mt d 7z
NTWBEOITR L, BRIFERIZERHAE L7 &1 X 0 iR
T L, MRYNEIEDSEEIN L T 25481, GdASEIRIC
AL, MHEARBES S LT, BEHEED S TS
LT SNG, COFEZEA LT (1) LDiEZEY A X
OE®E™, (2) LHBETHEDREE™ S, (3) MmATHE
(LB NA T E) T4 — ORI P UCE TS 5.
IR ORI G o D EA L vzl AT
BEHOBEEBNEDIIF CE L Z EAE ST,

b. T2 5&5RIEHR
SMEOHEED LWL L™, L vaf F—
APNZ BT D JIEVEFIEZ B3 5 /01 T2 AR AYAE
FEL, T2H@HAEGRIZBNT OO Y 7 VRSN
5. FEIEFE S ASHRAE AL RO BEFEEE o L Ml I I 7% A8 & 3
W 20125 L, T2MFAMEIZB 5 @G Tl mEER
OB O B RS 2 S L TV b & W2 B8, J60E
ELOAE ClE—MIcmET 2 232w,

4.6.3

BESRINY—VICKDOEHEDEE

R CRE & FE I O E & ORI, ILIRELLA,
fiE & TR ODEIE & DN B WT, BIEEFO SR
KRR A I CTdp 5 750 i i O IE Tl
RS2 FL RIS — 3 L LN T 2 S M 9 2 R I 5
RIS, JRRMME RO TORRERREEIZE L
TIE, BIEEZOSMTEASCTEREIER BN ORH DD 5

=R 45 HEREUDEHEICHIT R DI I—BRBOHELIET VAN

. — Minds Minds

JUL—R g}
EREVDEEDSEON S BE(ICH(FTDIOHEEE, AEEEESE), FIRE, AFMKE MsIED C Vb
SHEDZH DT I—1RE
IREVDEREDEZMI DT U C LD EEICH T DU TOWVTNHDENTOOT I—1%E
1) FERICE(ED D o IBEDIDERE, ERENES), FBE, AZMEE MsIMEDFHE
2) BEFERICKDBENBZZEE I DN DD HEDHEHN C IVb
3) BELENMEET, DEME), MEERESHHEITOOEARIMEDFTHI
*MB(CHUTRBELDTI I—AEHETD
HRSREYDEREDIERDIZH DI T I—HE C IVb
YEREVDENE R I (FFELIDREEEZMDETE U CLDBEE T, ELICEEDTEWVNEED T + 1 C IVb
O—7vJe LTODT I—RE a

F A6 IRRELDEHEIC ST 21008 MR [C KD ERRMEHEDHREE T EST VA UANIL
Minds Minds
3f pe=ra
ﬁgi Iﬁzix R | IEFUR

JUL—R k]
3% MRI (2 kB D HEREET ’ I
BIESS /5 — V(K DEMEDEE, —XMHEOEHE & DR Ila B IVb
EIESERIC KD ARERA N b, BT, DBEEED T Ila C IVa
T1 mapping [ & DR HYFDET IR LB DHETE Ila C IVb




D33k N—F TR H D7D

T ORI il%’ﬁc% QRS

P TE 2 MRIH

PEARAL L . BIETESZ SRR H L\, ﬁm
PEO F_%MLKMWET#%ﬁﬁﬁéﬁLﬁ%

b%m,ﬁ@miﬁﬁﬁu—ﬂb&me@@MﬁLL
B HR RO LB E LRI/ — R BT D,
B 2 CUFIRY & SN D DI 0E E@¢E:%<ﬁﬁ

(M T 2 BIEREE T 5 75700, BIEREE DR IL
PN, AEEIRA X D RARIET, b%u&%mT@l?

LB T ARG SN TR ),
PERELUAGIE DO O F AMEDLAIFAHEIL, BEEE O LR
MEALIL R IE 52 TR SHE L WA D 5. #i7z 20
FRTEIREFAGE & LC, el & R 971 THEO M
% FRT 5 Tl mapping b 1), MRS 2 O LE &
HIBE$ 2 2 i s hCng ™),

4.6.4

BHET D ZDEDIDERE (F47)
a. EEWE(LEE

U BE D W 7 TETE L & T\ T BR AT i TS RE &
ﬂfxb,V%MMK;%%%%ﬁﬁM#ﬁ%m%&ﬁﬁ
LBOIA2 : 3LLE) B EHTH L0, FHT
HHEHE - | COEFIIFET L T35,

b. BMEMLEE

EILEYE LR BIZBIT A MRIFTRIZOWTo#EE A
T, JERELLEGIE Tl 70% P OREBI T IR IE & 3578
OHN, FTO/8Y — UHEEFEEPREB L O TR RO
FEAWOHTRBIZBIRIZED 5N D 2 LR nolixt
L., I MG TR 50% O AE B CU T I 0 3 JiE 1

EMEOLNEL DD, FAER/INY = TR R
W L72h 5T, MRIBMUZ X B ZHTIZNEETH 5.

c. b7”7=04 R—vYR

WEOBRERFZ MRITE, BEOH & IEE OHH O3 >

FA4E HREDAEHE

P A RDL LA, IEE LB OEZHEED null 127 %
& 9 inversion time (TI) RELTIRET . 20720
DI ZAMEICIEAE T 27 304 PP 52
CIIWEETH B, — 75, MR TIRGE © & I2IEH L
CRIEEZAIROE 5D iR 2> T A &% BRI
fit (Phase sensitive Inversion Recovery ) (2 & 1), ‘v 7

I04 F—Y AOBIEEZH L) P ICH S, F&RT
NZAHFHATHLREED S 2. 7304 FiEEIETI
% TLHESE D 2 LA 5, Tl mapping 257 I T A F—3
ADBWIEREOWMEDNHZH¥. 72, bTyAFAL
F Y BIRFORRZENE T HEEEATTR 7 S04 F—

DA, BEEMALT7 IO F=Y AL L, fEZE0M
OIERFRIEIEKR, BEEEORILER, HEOBLEEEN

EHETH ) 'O LEMRIAVLT 304 F—Y 205
R RIEICE A TH AN D 5.

d. FEIREEEZ=OEE (ARVC)

20104F 12 ARVCOFT L Wi FsE SN, ¥ %
MRIIZ X 2 JEFT 2 45 S5 BE B 2 & 7o 3 2y S B &
:uEEwWﬁﬁ%$$~mxt(UE§Km$ﬁg

40%, (2) fHERRABI A /AR R A = 110 mL/m’
(B, =100 mL/m*> (L) OWFhhgim-+ 21

oTWA™  ZIUIHESH &, MRITARVC EZ s
LEIE L LR O WIRRE (19944E) X Vi 5 2 &A%k
HBENTWE P —J5 MRI® T1HERE S TR0
PRIFZEMZFET 528 b TE LN, TR L FFEE
FEL %, BRAEOHEICLEEN TR,

e. FHYA MOT 1« —I[CHESDEEE

PRIE S L O O B2 A L, A DA F
T ODEREICRED OIS, BIEEEZ O IE32~75%

Td 57 MRI_ ORI & B & 500
DOFHEALIETT Y A b a7 4 =28 O EEOZ N A H

THY, WTFRSHOT L FHE PR T2 555,

RAT ZOMDOEHEICSF Z00E MRI (C X DEERIEHEDHELE TEST Y ALY

i
ISR
IDERE BIDEFICKRDBET A XDEE, LNE MEREDEE, MITHECHAEL D lla
A7 EU T 4 —DFHi
D7 =04 R—=T 2 DlE MRl (Phase sensitive Inversion Recovery JEZZ) (CRDTR b
REDHE, BERAEIR, TERTA
BYZANOT ¢ — D MRI L KD DEESEDZH & F% T Ila
BEDEE | EhEFICRDTEHRTE Ilb
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f. EZEIEOEHEE

TYRNTHA ) RIBAKIOT R T< ALy (F
FVUNE D V) OLEEEICFRRM 2B IEE T AT %R .
N5 AV TN X B OTHEDRBIE S & MET L 72HE T
1, MIEED.LHRIEIZ A 588 — USRI & ST
\/\Z) 561,562).
g. DI 7 ITU—IR

TEIEFE 2L O IEER D T HIEE (200 A L, BBV A S04
f i, ONEE & S TH D, JRIERE R O IR
Lo TEILTHEEZLNDY, 31~50%TdHh 5 '35,
D77 7)) —IRIC BT B O ORR B ERE A T1E % FifE S
B2 L25, Tl mapping BAIEDFZIIH H & O
idr B2,
h. BERRERAE

SEBIEAS 10 AOHETIE, 4IRS 5 20, =
NEOEF TILOAEEIZ L 2B AN L, ELZED

R HSBAE L 72>, AL O 7R D™ B BEH O IE O
TR U RENED D B
4.7

BEZ - CT (&48)

BRI TIE, ol 72 tracer 7 FIV A Z &2 X D) HlE
PEREIE IR A WAL - EmAbT 5 2 EATE, MkOIRHE
T2 ENTRETH L. ATRTIL, HEERALHHEIZ T
TAOEEFB IO CTOHRAMEIZOWTHI TS, ZES
R CTHAENZ BT, JLRILLAFAE DB WSR2 AT 7
13728, IRRRCTRREO MBI, IBHRIROHEIITE
HATHrLEEZLND.
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DERIRA A=V T

*!Thallium % *"Technetium 25 UH LT A X — > 712
Heoig, IO ORI 572

O, MHALOEBIIERET L LTt sn s, EEET
RHYARTEITH) T LT X D O RMA RS 5 2 L 25T
&, WARBLGHE & B Mg OREOERIICEH TH
% 203D - PEERFLOGHIE C B B R O M 2 E 1L, O
PERETRIZ, JREEAT AL GBRAELORERE) TR AT 5 &
HE SN T WD F7- LEREY SPECTIZLY,
BRI ERNE T HHT 52 L TE 5.

4.7.2

DERRERRBRE A X —T VT

DRI O 4 OV F— I O #) 60% MR IHEE O
P57 BIBALICIRAE L CB Y, ZORRIEEACHH1 LS4
E#ENEECTH A BMIPPIZL A4 X—Y 0V CRHMETE
%. BMIPPERE DL 1L BHERTIEIC X B IEERN R OFRIZ
ERBIEDNHEIN TV, F72, ERELUAEIC B
VT 2 #FEO BMIPP R R H I FHRARO TR T TH
B ENHE SN TN,

4.7.3

AR AR EE A X —T VD

[-123 MIBG (I EZ W E TH S/ VTR T 1) V|2
B LS EZALTBY, O REMRERERES 2 -2 v
TIZHW SN D, 1-123 MIBG A 100 58 B R i
REZ DUML L, ZRIEAEEREREICE 2 5Fili 52 2 L 25T HETH
%, FG 155 HOFMGE 3~ AR HROBIIEIZBWT
EH 7T 1% 45T, s/ #ehait (H/M) e L
rENT L OABOEEEDV D LIZONT, BIFGH/
MIZE T L3R LERIE RS L, SEMIGHIC & 2 ORRECL
FIEATLTHET L. INHD/8F A—F — 3 THD
FHNZOER TN D),

4.7.4

DEEREA X—I 2 J (FDG PET)

I8F#Z 7% fluorodeoxyglucose (FDG) &, MG 125
B4 27 FofEimskgzs i LGPV AT NS

K 48 HREYDEHEICH (I DREZIREIC K DERARIEHEDOHRELE IEF VA UL

Minds Minds
3 pets
f;gz Iﬁ,’;fbx wE | IEFVR
JU—R k]
DT A A —I V(K BIEINA T EUTF 4 —DH Ila B IVa
DEEEIEHA SPECT (C KD AEEDRE L DMEAED ST Ila B IVa
DERRSRBAAREA A — YV I (TR D FHTH Ilb C IVb
DV R A A — IV I (C KD FH T I1b C IVb




glucose analog TH V), 7 N7 ¥R OB A 24k % fifl
35 PET tracer Ch 4. HAETIE, 20024 L 0 I
FAEIZBIT D03 T ¥ 74—k & L CFDGPET
DB & 7o T2, 20124E0 B0 v a A F—
T RNIBI B RIEIMOBWFEL L CEHALKE 7o
7z

IEEGH T ZEIER IS BT 2 T AV F =B DF190%
LEEENR IR CTd A A%, RO A 2 0 TR TR
R#HEH T RN EBATT D, LhS> TER G
2BV T FDGOA B Z 7D %. FDG PET & fiv
7oA TIE, PRRELOE I B BRI A B O T &
PR OTUHE (D S B IEN O REIREDZAL) 23
WaEEINTWET™, —hT, FDGPETIZL DL T R
TR SN TV B 5A 1 BEREEAND G2 E
FTHY, EEDEOTFENOFHOT R e iEE MR
HEECTHDLIEPHESN TG,

FDG PET XTGBT D & % SAE SIS & SR MRt 4 5
ZENTE, ZORFEERCTHLVIAL =2 ADLRE
MR S B 7 JERRBLOAGAE & B &,
VI F—2 ATIHLIEIC BT 5 FDGER O —MEH
BWIZ &5, FDGPETIX GV I A F—3 R LR
UME L OSENZBWICER L E 2 5N 5™, F72, LB
ZIHEDTES B SGEN L OB OFEHEEZ S
nN5.

4.7.5

CT

CTIE, MRIDIBILEFZZ LA TIER /LG & B0 &
DAY PFTAIPEFELLAY, LFHEOZMIZEITSCT
DOEENIR . BN ZREHTEE LT, mEEIIREE CTIC
X% BRI CARIE & OFEHI LR CTIZ X B A=k
RIEENIMAR DI E T 5.

4.8
EENTHEHE

JERALUAIE O FE 2RI OAETH Y, AR
BHOWEBRE I BEL, OAEOEREE L KL 5005k
B AR T Ch 5. EHINAREO I, ILRELLA
FEVZ £ B AEDEREE R FHROMEEDITHRARIZTT
%<, HEEBOMARP, BESPEBNEOBRIICBT
BHIRHE FATICEELCTOY A7 Ol EICEHETDH
}Z) 583).

4.8.1

NYHA iCvEsED 4B

H 215 0 B AR TR B BE D12 260\ 72 il 70 TE FF 454
THo™Mh, waElk - BRI Z LW LRI TH 5.

FA4E HREDAEHE

LA EORBEIRCEEE, BOOEHZHIRL T
WLZERHY, EENPLETHD.

4.8.2

B EENRESIEEL (Specific Activity Scale; SAS)

HEAEGFOBMEW G ZHEL, Zo#EBjet
metabolic equivalents (METs) |25t S8 72 51Z 05 B AR
Bt 118 % (SAS) TH % (FR49)™™. ZofRiEIdEH
OFTEIRE A TN CIEIR T 49 A CIFFICHATH 5. &
NZH ARG CHEERDS MBS 5 R EED 5 EIED A
EDEFREIFHMIIC A TH B ™.

4.8.3

6 S S 1TEER

R R B DS e B R & L C, mRBIINC L 56457
MOAATHEEZ W T IR AKAMRARTH S, HRADIE
H 49 (m) (% [454 — 0.87 x 4F # (/%) —0.66 X 5 & (kg)]
£82 QMR ICHE (m) L2 DOPRBINT
VB Z oM TE S N HATIEEE & NYHA UBERE S
RSB AENEIIBIFICHET A2, FHOF
HIZOEHTHLZ EPOPHE SN TV 5,

4.8.4

DIHEEN & FEHRE

TEBIIT 7Y RE O e b 25 B 20 TR T i RGE B RE O R 3538
WETH 5. e FHEIE (peak oxygen uptake: peak
VO) i P Ly FI VR HIEH T LT A—5 —% 7o
i R 1k 2 B B i s B s 000 & A O E B B 5B CRE
fiid 2 %", BEREBIEIIEEOWEE COHERE, Mtk K
itkne, B X O - RIEERMER 2Ka L2HRETH
V) 592)‘ j’v_)?"ﬁgglz,ﬁm 582, 593-595)’ ‘L‘Hﬁ%*ﬁ'ﬂ%%ﬁ%@ Hj\_fﬂé 582, 595-597)‘
IR 0720 058 7 i TH 5. VO, 14mL/kg/
min Kl OIEFNIEGFEB AR TH Y ™, T
10mL/kg/min Kl OFEFNE Z LD TFHEPARTH 5.
F 72, VO, DER IR 2 FillZTd %% VO,
A 50%RIGE T HARE S D™, NYHA CHERESHH,
SASB L U% EmMREENEOBOH LR T (K
50) ™. F O ERE RIS Lo GEBIDHIR S T 5
BB T, ZOEHHIRILAEIZELED00E ) H
N HEICAEHTH B,

SHI2, AMFEB M O MR IEBAIND LR A~
N CdH B BIE D EAEE O L WIRIETH 5 ¥,
WAREENFEN OB L Z50~55%2H 720, HEDIEHL
NV EFETIREE LTHWS NS P F7 BRAER
HEMEE NS Z LI L 5T, (AR E OB AT
RETHIENTEL™. 612, ARG CIEEE
NI TP R EBNARE 2 S5 T 2 E L TH 05, &)
WJ OVERAZ & 72 o TIIBER R E LSS E 122D 9
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K49 BIFNEEIRESEEL (Specific Activity Scale; SAS)

&/, RBICERNEIN? (1Met IF) =9 D50 ?
HICE2CWVBHEHETTN? (1Met LIF) FW D50 ?
—ATBEPEENTEXIN? (1.6Mets) F D50 ?
R UIGF—ATEICTEXIN? (2Mets) [FL D50 ?
BEAD—ATCEFRIN? (2Mets) [FL D50 ?
IRBPFERDCTEE TN ? (2~3Mets) [FW D50 ?
BH CHEZERITEIN? (2~3Mets) [FW D50 ?
ZTOTANFEFTEFTIN? (3~4Mets) [FL D50 ?
T I—ZAUTHERTIN' ? (3~4Mets) [FWL D51 ?
SUFHRZE L THIERTIN? (3~4Mets) FW 250 ?
EERIEA LR URE CHFith%E 100 ~200m BV THIFR TIN ? (3~4Mets) FW D50 ?
ELWUD @LWEDULDIEE) ZLUTCHFRTCIN ? (4Mets) [FW D560 ?
—ATREICANETIN? (4~5Mets) [FW D50 ?
BREAEBURE C2EETE>CHFERCIN? (5~6Mets) [FL D50 ?
BUORMEER (BEDKEL) FTEEIN? (5~T7Mets) [FLY D50 ?
TR T200mBEVCHFRTIN ? (6~7Mets) (FL 250 ?
ENEFTEEIN? (6~7Mets) [FWL D51 ?
TR (XIFEER) ZUTHFRTIN ? (6~7Mets) [ELY o560 ?
J3F¥v (FEESkmIZE) Z£300~400mUTHEFERTIN? (7~8Mets) [FWL D50 ?
Kx7ZELTHFEITIN? (7~8Mets) [FL D50 ?
BHEVZELTHERCIN? (BMets b) [FL D50 ?

(Sasayama S, et al. 1992 **°, #igIRt > 2— 0 K Uik

& 50 EENWEMEDOLBDBER %,
BHFEBIHES IR

ll, LIELIZEDN LIRS R R £ TITba &

NYHA e % SEEMRENE
DRESE (s”e"'f"’;‘:g;’"y Scalei (g, peak VO,) L1515 VE/VCO, slope Th 5. = DIGHEIZ—520 CO,
| y— B0 80% L PRI E S 2 A B2 R TOT, WRAEE QI L
° R &% (ERIT R B 25 % 2 S NCV 5,
! 8.5~-5.9METs ER{EDE0~B0% VE/VCO; slope 335 2 #B 2 2 B & I F IR R & ST
I 2~3.4 METs EEED40~60% 7z 09
1TANE! I EIZB i N ,,4—\.;\5_5\, 1% T X
” 1~1.9 METS LI E’ﬁft?a%éw; UAEIZBU 5B AR OELEE 87 AL X
ES(BD 40% F VERBIIZT LD
NYHA D $B(C & (TR T D SAS [F1EWL\HDY, [EARZT2METs,
BESTIEMETs, SYZHER - X Ly FHRIMETs, 25 4.9
_ EEL A Ny oo N = - — —
5-6METs, BSEZ6-7TMETs] EBBEZDERE LTHELLE. DD F—FIRE
LERREPIRO IV YU RDD AR LD EDER TH 5. ‘ . ‘ ‘
(BRI > 2— % £ V4RI PLERBLOHIE DBIRIZ BT B0 77— 7 VRO E

REIE, (D) EEIIRERC & 2 BRI CHE & O FIR,
BRI E DG BEAEE DI B Ty 65 O TE BRI Z O FFAH,
(2) RN L B L RFRERIRINER, BB AT, H2
VIR ASEAN 2 7 E OB PR BEDRHE, (3) LAE



FA4E HREDAEHE

xR51 DFRCHIZDEHTEETEDERETIEST VY AUNIL
. Minds Minds
jgi IEZEZ e | IEFYR
JuL—R Ak
EBEIRE], DIERVIRAE, KRR, MENRIBEEEDIEET DD B IVa
IDBENZDMDEETAEEINZIRE T DI DDmERIE a5 B Il
FERF TR R EE > S FHEDEENFIRREF & 782> TV EBE CRAZHR T Db DD FhE
s B IVb
EhEfE iR
FHIHEDIcHDREHEREBNEAT B Il
EBENLE ZER T DI sbDIDFmEE) & a5 Ila B Il
DEME), N—AX—AREODHINEPEE OIS LRTE, EBFOME, FERK 5 B I
REEIDIZEDFHE, EERENDELEIBEDFHIEE DI DDIMES & EH R
JL—F B E U CDORKESE[HER C C2 Vi
=52 MREIDEEICHIFDEONT—TIVRBEDOHREEIEFVAUNIY
Minds Minds
] s
jg; IE:EX wE | IEFUR
JU—R ]
UTFOWTFNEmic T iBaDa LT —T ISR
O BEREODODAEZECL, 2ETREBEREFPERRASZETD C IVa
@ fhDBRRIFHEN O/AHE, AEISREKHAE, MERIRY 21— AOFHlN HEEE
FFRENT —F [CEDELNSRENAREZIT O COOARDIERNIUE ULLEWVEET, M
DVTFNHDESRICBIFDELNT—TIUIRE
O WRETE, DHHE, 2MERY, FIMSIRTOAED
® UHEHAIDE AYME < PR AR IC S L 7R Ila C IVa
G BHENBETD
@ IERODMEEEREZNEETD
® HMmBEREE POBEORS D NE
FPREPMEIREICBFICRIN T D IERMEDEMEIREBEOALZEEDIL—F VDR B D I
BRmiTEReE_—5 > J

W5 AR E 12 & A IMATENRERRAE, (4) LT O
AR X 5 R DRHEOWRER, (5) REIRICH T 58
SAHFIRAE R E, 2O OEREDNZ &0
HITFHND.

L&A T — T WIANZ 2 OB B HATT 5 2 L8
WRETH L7, BENLTFH - METHL I LI2rbDIX
%<, FTIIIHRERN LB GRS AR AR LI X BET
% T->729 2 CHREOBISZ KT 5. (1), (2) 122w
TIITEENR CTHA LR 22, L MR 7 & D fthod
W A7 & CHRRIERIEONL 2 b\ (4

46, 47O L),
4.9.1
BOHT—TIVEE (FR52)

BREIIR 71 7 — 7 V& LT, Bk 2 A EDFRREREM D
7o OVHEIRE, LAEORIER LA EIEIC L5 E=
F) T ETH T EOFAMIEEEH S TR, fEk
JRRECTH HILRALLAETIX, G, JRE, XEHmE
LT I—[MAR, &5V A LA 2 & D IR EE
7T = Z DR EERZIT) OV EAITH S, L
ML, BREFEMEO DA EE &7z, Ak ES 8 E

(5) IZDoWTIEKIEZ S S 720,
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(acute respiratory distress syndrome; ARDS) %2 & B¢ A 42
T AWET, MMOBREHE, S &, AELR
KT, MENARY 22— 20l EEEZ & 2121, s
HINCRHBIIRIEE =4 1) ¥ 7 %479 2 L SR S n O,
F72, IHBREIT— 5D Z LR ORENGEL 1T T
DA L e WEET, (D) R, Oinl
w, EMEERPL, ERTA > 256, (2) P
MUEAME S HIREFRIC SR L Wi E,  (3) B EEH
T A4, @) EROOMEFEHELLEL TL5E,
(5) BB AR B IR BR 2 R LR DR DS L B 2 3 B 1S
X, BEROEIIREE=5") ¥ 7L 2 ATEIREO S S
oo O —J7 FIFREER M LRSI BAFIC K
IS 2 IEE IMEO S IFREMEOAERETE, Vv—F
Y OREIMATEIREE =5 1) & ZILHELE S 70 00,

EIAR 7 7 — 7V & V72 U OBRIEIZ I, Fick B
EBFRED A SV SITW A, Fick 355 R B
wAE L7729 2 CHIMRIM IS X O A DR 1M o> R 5% A Al
EzHWTROLLDTHY, HEmMIIZITL oL HHED
JWIEFFETH 05, 4 RRFEINE QW E IZFEED
IR EDUETH L E V) FHND L. —F, BAR
FAIHEIR 77 7 — 7 Vel |2 SNz —3I AY T, &
K BETEA L7 OIREZ L E b LI Ot E 2 T
55 ToHDh. METHYELWERZIT) ZEATE, &
ERIORTEIR 71 7 — 7V % W 5 & R 2 D R O £
ZH ) THMUMRTHLECHFEDRDHH—FT, HEHE
PLEOZRIFHBEAEDFAES 25 50N ¥ & bOdF
169 B EIEEEMR 25 2 EICHET 2L DS
%) 606, 607).

FBIIR 77 7 — 7 )W AZ Tl E AY 0] B 22 {6 # IR IR 3% i
MEE IS OMMBEROIEEREL L TEETH L. L=,
sme, ~NEZOE Y OERSLHE, Ml TORE R E0IRE
L, FOETFIZEGOEBAREDEL 72 5. L
SO TEEECTHIA RO, HI5E 1A FPEDTE .

49.2

EOhAT—TIVRE

LR DIEMEIZB T, EEBRBKTICESTE
S LR K W E (left ventricular end-diastolic pressure;
LVEDP) #1734 5. EZORHAMOIRETHY, W17

xR 53 MERBVDEFEICSIT DIDEIERDHREE T ET Y AUANIL

BREOEHICH2o T, LA T—TIVBRETIE S
DEFEIRBEAE TR SN D Z &b L\, IEHEOHIEE
THY, LEEEIE.

TEZEER T A EOBERE) /21 Tk {, EEILRAM
B, LR AIAR, LEIKNE Mot
7 EOFHIEATRETH B, LEIIRD BV L b S
FUGHHREDME T 9 A 61 TIE, I P O e B e JL iR A
JERELOHIE, S5, L7330 =Y AR LT 77
1) =7 E OB R B R RINS LB B L. R
W70 BEE B H % FR0 DA, BRIt R BOMIZY
Pvad =T A, ZHUEM G %7 & & O RISv%
Th5b.

EEIREZ IOV, BIMEOREZ RV 2 BT
119, R~ EEORETMERL AT 2 EBH BV TUIE
IR CT DN L BBRALZII T L2700,

4.10
IDAIBRIDBREEAR - iR

4.10.1

DARRDEER (DEER) (B3F4.78R)

R BV O AE IR, PEBRIL U AE | 2 S0 70 i 3
FLARAT RLIE 70 <, RSO IERT FL & OB RE eV L PR L
DEFELHS P TIE R, L2 > T, MEEBRNIOME
MIZLETIE WS, SR OHED W fetEds st b 2
Bty HENZHICEMTH D (RES). & L
JSHIEDHFEICES LTI, WS A7 I OIS, O
AR & 2 IR CHEDE AV TH 5.

4.10.2

YERBLDEHETS S U CBET B EE TR M DEHE
DIRIE

a. HRBNDVEAEE & ERI DR TS 150\ BHE D Y ERTR IR
FRR

DERED 3 E L Cld, BfaTEROBENEREYE
ML 722006450 AHAIZ X 208 R HE SR Cl#sn
B LROTEREIZ B I FR % & < 2008 4F 33D ESC 12
LB DB D, IHEEHLRRSA) 2 SRR L O IE O 85 1)
WZBWTIE, — ki R O & Z R GHAED
X5l % 7% L 72 19954E0 WHO/ISFC DR E D |2 Ho < &

. Minds Minds
BRI wm 1wz
Ju—Rk x|
IDHEERIR N2 R T IEADT, TRMEDEREN SN, tDIREE CEM TERWLES Ila C c1 \'




A BRFRERTR (DEE 5259)
B I HE%® (Bar : 100um)

25 HREREVDEHE (BIMRAER))

A NERRERR (LEE5259)
B HEZ& (Bar : 250um)

® 27 mRMmEDEE (SIHRAES)

FEZRT

PEERFL L O BB 7 PR BRI S TR G O A4
IRECERIRMEL, BEIZFES®CTHE=IIMMT 5 (FyHEE
500 ~600g). PULMEDILRA SN DAY, LHEIZHL &
0 BHE e D EE R W UL DEPEOIER AR L, MIEFRR
ZRFOFFEHES AT 5 (B26A). LIEMNIZIZL
X UATBELE AR % 528D, (Ui N D BEIR D ARAHEIL R IR
L7z LS B s ™. BEoIEE LI RIERYIC
WHIROWHEDORELRTHEG L, EREEEEE
(LVNC) #kDEART . b, BELEZIHMEIIIK
TERRTOEZEILRO AN WEGI S FAEL, BREEILR
L7 JE (mildly dilated cardiomyopathy; MDCM) & L
THIBN, FEEILETH D,

Z DD FEFEEDAHIE & ORI DOWTIL, JEFRA R
RELDHAE D56 b IR BRI PR IEIE 23R 4 122k b i,
PEIRILCARERR O TZREIZ D  (BI26A) . F 7z, o
R BT B RO B LR EH LB O Lotk 72 & Tl
JEFFRIWICBIG SN D05, AT LA BIRE A 20
iE Tl CAME T 25 A FI MR AR i S, A=k
FNIRT 5. 20 &) A =Rr, MBIk T,
HEOREIZWIE L, triangle of dysplasia & F-E A, #
AHNIFER AR IR LD D2,

PLIRBLOHE & 5l 3R & R ODHRE & LT, TEE
RO FEE L AZ & Halg & 3 2 BIMPELAE T, L

FA4E HREDAEHE

A NERRERR (LEE 4609)
B HEZE (Bar: 100um)

26 HERIBIEAZIDEHE (BUREES])

A AIRREMR (DEE5809)
B:HEZ® (Bar : 100um) s BEFEMNFE
28 7Ia—)VEDEHE (BIARAES)

A 70 LB BEEIC O F AME ORI L L OB BEO TR LR
A CIERIL O ER O WIRIERE A 7R 3728 (RI2TA), 7,
NFEH % BT T AR EIIR AT L W R L E DS a2
X1

ZOM, T bV A7) 2 RBUERIGE L BRI O
O, JHRER GEREYE) (OFEE”, 7 v a— W LE (B
28A) Y L HLARALUIE & AR O L IE KL (eccentric
hypertrophy) %7~ LIARRFT ALCOEBIZEE L. Vitamine
B1/RZIZ & %0 (beri-beri heart, wet beri-beri) M%<
OS2 7V I — VIR OFHEEDORE Z AT E W3,
PLRELORERR, & ICHEMEM IR EET LI L
Hdo BvLEE, L CBUEROF TR IETEIE R
WX LOZEOBELETHENL VD, IGRIKT AR
BRI ) NPERIEER % (B29A). F72, 1@k 0% (B
30A) TIXHMZEM R 2 LIIEIEIRIL D AIE & O3
FEELWEISZ O gt oB Mk SHEERE TH S
SLERHiZfiE, BT w7~ T 5O EE R & LB
A PECARIED & SIHRALOAERR A 7R 3, Oy
A F—2 2 (B31A) THHMBULIEIRALUHIE & D512
M TH L5E D% BV, REFEERZE RCRIE D]
Ff 2w LKA BERIRZ R L DHNICRD b6 055
D, BBETIE R RRERTEEBIC B R B OSEEL S R o
5% REREDEOER LD LHEDH B, NEY
O~ b= ZIIREVDEOTREEL R L, $RILEICLD
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HIEZHRATA T4 >~

A NERRERR (DEE7209)
B HEZ* (Bar : 100um)

®29 =i (BMERY) OERE (BIARIER

A RERFEMSR (DEE3309)
B HEZ& (Bar : 1004m)

E31 DEYILIA K=V (BIRES)

CHHOBE G EHAE R T (B32A) . L7 I8 F—v
AR T 7T )= D% OFE BRI R
(concentric hypertrophy) Z 7k L, & L A I MO e
R IERELLHE & OFBIAIE L 75 2 L3008, i
TR CHRALUER R T2 L b 5,

Z O, SRR S PEEREL O E R O B RE T BE
WCRATL ) 2IRRE L L CIEm M M O B 87, Bl R
PRARIE ™, JRBHAEVE OFE GEATE) ®0 b d 255, JREl
FrROBKE L THEBET 2 @ IMUE R B R E B OB
SR IO NBIER D\, MR EIZA DT 50
it & L TlE, Duchenne®! 72\ L Becker®I DY A b1
7 A —E T H ILRELUHERR O/ E R OB IR LEL R &
AN, PELL L OSEF T OEBNEZ Ry, SR LR
FERALAT AR BB LIRS CBR O DS & Sd 7,
b. HEREYOEAAE & SR D AR TS 10 EFAE D 1B ISR IE
FRR

PEEREL U RE ORKET RIS IERF R TH 4%, EF T
EVHE A4 DRFEDLH ORI RABISE SN D, —HIZHF
WOHAT L 7-JERELCAAE T, OOV & iR
1 B 2 B VR AR O AN B USRS (R R, R4S,
ruxF v OiRgR), HIERMEORA (HEML) 22
PE%PES (B26B) ™. 20 LS iDL G &tk
WIER L7220, T4 OLRREO RN 368 L T3l
% 2R VST BE S M A F AR O MR LIRS

A RIRREMR (DEE4609)
B : HEZ® (Bar: 100um)

30 BHEDER (BIRAESD)

A NBRRIERR (DEE 4409)
B: HEZ® (Bar : 50 4 m)

B 32 ANEZOVM—IR (BIHRIES)

BEbL s, L7 7 7)) —REOEER eI ba v R
)T DES OENAEEN, BETOAZ ) —= T
DI R, Feb LWEBNZ DV TIIBEE IR R i (5T
ReZES 5. CHMBENDY) K7 ZF 38, I
PEWEIINT 225, ~NEZB< b= 2 (E32B) (281
LEEE EOEHNILT LIRS TIE R, LEI2ggam
PEECTH D, M LIS BB 2 v URTE N (O
FRAMERT) (2R U 2 RUBERMEIL &, (O OBERBICAEL %
B L 20, LI LIS ORI ALE R ik o
ik (i) 20k ™. RO 2 R PR R
M CFRAE 721 Cld 7 < microvascular disease (2H & - T
BAEL, 7o& ZATIEHRAHMEKELLATE b R 5I H AT 2.
B UEEEOBRMELI O ERIELDZZELH
h, FoES VIS F—2 2 (B31B) % &) 5Efl Tl
7o & 2 WA 2R PR % B WBITO, BRI
EDSRZFEIE I REDIREF CTHh L2565 03H ) FESLET
HHW LHEemERMOKEDT I 0 A FikEIZHE
PR TE A Y VTS & L CESITHKRIIT
5N, VEROYE1E Congo-red S D4R T H AT
HLWZLPDHY), Zo%s, BEISEHEEING®. %
B, MAERBER—FE, LMD RS 2 iR &
Congo-red5$D 7 I 1 A Yt THIGTEC 2 % 720iEED
VHETH 5.

PEIRFLOAHIE CIXBVE IS~ DOFREE D) &/ BkiZH 2)s



BIZE SN B8, B O ORI B DN L5511
B % (B80B) 258l ns% . F72, ESCH
WRIR I\ ZIRERBL O E & FRRE & 1L 2 95 B 0. Ui A AR
DRIEFAEIZBNT, ) 23R (& <12 CD3F M T
Lxzu7 7= (CD68WEMINE) D#EEAHT 141 /mm® LA
AN D G D% FEMILREGHE (inflammatory
dilated cardiomyopathy; iDCM) & EFEK L, T LX) %18
1, FEEEO DI KRB EE SN TWD LT 5 iifx
IRLTWBE®E L Lad s, bOBEOTA K4 12
B B8O I %) & ESC O RIEMEILREL OAHEDE
HPIOPMTLL-HTHLOTIIRL, BHEOHE
iDCM DIFRIEFIIIIIEEIEICd B, £ DM, 1) > /3Ek
v on7 7 = VEQIIEMBLIHI G T A1 2 Y COR
JERALDSE R R OIRIR 2 H D FD0) &0 5 2 L bR S
T2 F/o JEE EENE) GHEICBVTH L
EUAZ O RO FT L%t 079 72 2 O 2 5 B
(Tacotsubo syndrome) X7 72—V 7 I VEEDFEIZD

RIRO SRS R ONL e HH 2D ™. E512,
REMPAERGRIZ S LIX LT RORE 2 ) 720, Lkl

FH ORNLEE AN DWW B0 IS EEL ) B89 D,
ERARIREAHBI O G EE L 70 5. LREMIEOMBLCS
W VIS F= 223 U0 & T 2RFMEMESE, B
MNP D A R IR R e B SUG 70 & #2509 5. M|
MR OB A I PR HE RN, 7V 3 — VPR OHEZR & T
HIL DM & 058 555, AHENR IF A 2O AR E C I3
i1t & R L DIRAE L 72 fibro-fatty change % %2 9 5.
LAHECH OB S T2 OFRREIZIEFFRIICA BN D25, Tk
o5 B L A 9 % B D AL B iE B T IE K0 5 o 8 R C )
(disarray) 23 BEE1L, SRARARIE AL CRE A #5112
B, ZOH;E, end-stage cardiomyopathy DI T
& ) ME OB LR Z L H% (E126B) )
PERRILOAE 7 & O BIE3 % F2 7% R M DA E O FR ER
FREF AR OE IO W TIER B4 B S L,

4.11
BIGFRE (BohovteUVIZH)
PR AL IE D #920~30% X RIEETH B, T3~
(LMNA), % 45> (ITN), B34 v EH#H MYH7), L
7 MU LF X 2R (SCNSA), $E51KT Eyad (EYA4),
RNAFSEEF—T %5 273720 (RBM20) \ IR F% v 728
SHARAT 20 & Gt REEAT 2SI L S SIS m T2 BRI 2L
Bol2r—ATH 55, PLRELLAE Tl S SHFNT I 5
RERDBL RN bbb, ZOMD%L IIEMEET T
70 —F1Z & V) pathogenic variant (87 & {IZILRFO
FEXFRLT 5 CTh A ) BIZT-HE) BHEESNITr—ATH

FA4E HREDAEHE

L. DHERBICRIS T AW e B8 A 2 A DEEEZITTH
PERRALCHIEORE (LAhMIRaREE, MIast, Mk iEi)
BEL)BEEZLN, KFA0FHH DM (LTI pathogenic
variant 23 ST % (F&E5) PV, K variantid, IUET
KT, Iy MEZHRT, IHMEERT, Vs o A
B AR 7 &% A L TR ORI T 2 B T 5
EEZOND, BEEFLEEFRELZA T HIMBEICS
WTHERILURE R FSRE L eV 2 & 1%L (RERDMEL),
F72, FANTRH— variant % H 3 A IM#FEE &9 LT HIHEE
WBREDT—ADRER SN L 7 &, BEin TR EREL
FHREDREE BT 51213 S 54 2 ROER LT
THh5b.

FAFLEHINIARXATOZHPEMImETE 2% CEKR
HIEEETH LS, Ky —7 o —0fFHIc L) 4
WHNTSTTREIC 2 D), SLRBLOARRE IS BT A 5 4 F  DE
FVEINEREND X)o7z FHWI A4 F v EEDOLER
% &9 % truncating variant 25 % & P 9558 0 i AE O
25%, IMFEVEILIRILOHED 18%ICABN5 . 2L %
b truncating variant (3% > /X7 HEREICEEE KT T OT
PRALBED RN E £ 2 CTLEF ) TH LY, ZERIE
<, B LS IRILOESIE LA o2 bbb
500 EHBEDIBIIHASND T EDHWHS,IRY, 72
& Z truncating variant 73D 5 7z & L C b FIRZ S & R
I TERnk ) TH5H, MINEEIZR$ 2 USIE R T
WYETY O TR &Y, FRIZHBER LW Ehhh
E O IZ L DS AT SN TN 5.

4111

A F&IGF truncating variant D&

% A F i#{znF truncating variant O R 1%, BETRZS 5
=T 256, HHVIIFRBITEFICL Y HERERTH
BT EDURENIAEIIL, ERBLOEEOZRIB L U
LREOTVERTENAH, ARTH LR .
| 4.11.2

S=VA/CEIEF (LMNA) ZEDH

RSN S > 737 Tdh % T X ¥ AICEIEF (LMNA)
BREFTLEGITIE, PRIGHECEE70Y 7 %26
BT 20N MENTH L. FIEME IREEEL G0 598
FRELUOHAETIE T X ¥ A/CHEIZFREBIO NS, IEF
Belk O, EEKHE<45%, B LMNAJEI X
b AERIIEIEMAERLBOFURFTHE P L
RSN, 1CD OFRINE 2 JAAZHWr§ HRILE LTHE)
LEZONL. DHPETOME TS T I ¥ AICEER
HIERFLOCHHEIR FREARTH L Z 5B SN TV 5,
Thbb, 73V A/CHBILT variant DRI, BEFRZ 2
=T 256, HHVIIFARBITEFEICL Y HRERTH

79



RRIEBHN A T4 ¥

B ZEHRENTSGAEIE, IRELUDEEORZRT, THT
HWCEH, ARt Ez2oN5 (R66).

WA =7 =D LD, ZHRELOE S
HI2% < Drare variant SRIE SN D L) 12k o72. Ths

HRZHAR, T R—2AECTHR#EETERERE ST
TWAEE (WbWw b [BERER -3 256), 5
WITR RIS CHRNERTH 5 2 EAVRENT AT
T EEFOD S variant EEZ DT EIZT 5.

80

rare variant SR EL O AT IE D R K & 72 2 iR 2 205
W EHET LVEEICIZREEZ LS. B A N7 4 2 Tld,

& 54 IREREVDEHEDFRITEEFHENHS LU EBEHRRIEER S DERIR

HREYDVERE

i /Oy BE D 3
K72 DD
HDEXR U
(FUIFEETEM
1 BERE
EOERHR
5N, AR
BaNElizl e
2 (E25A).

HEERABAEAEY
IDERTE

WERELDNERAE
BROIDIEHRR
ZmL, JEx
igeeslictilc) =
BHEDODNTV
DEEDEN
(E126A).

REM I DERE

HRBERYD\FRAE
BODDPELIR
ERID, B
B EBRE
{LEPEER
X ECHRIIC—
B URERE
R, DERED
=SS
ah o s (E
27A).

=MRE 5o
m, SFEENL
KIEMERZ
FUVDZEEE(FAE
B &ECEE
mizzR 25 (B
29A). —7.
BHLmXE
HRAREYOERE &
DFERIIFEE L
(E30A).

DEYILIA
k—v2

¥ 58 B4 D\ Bh fE
O iE NG
ZRUDD. I’
Z(FDREEBIC
£US%H, &
<ISDZEHERT
FEBDIEH L E
BHETsd (A
31A).

ARVC/D

HIDEEDIRER &
TRMERBAAIRRA
DE R
AERHER}
85, DB, T
BE(C3R V1L,
HETHIFERIC
PRED RO
DD T
9.

Z DD RIEDERE

7I)L3—)UE (B28A), =
Hite, BEFERRDARAE IS IRR
BUDEREREO D IELE R
UL3%. BIED, R,
RBEYP 704 K=
R, T7TU—RIEETIE
IERDHOSDBITHEGBD S
?. NEZONY M=V (B
32A) TlFDEHHREEHE
ZETD.

HAIE T,
DD Z M,
s &
RERDERDR
DHEFRE, B
BiEWLB
% D R HE
{tZzrd (A
25B). #R#E
EIFEZERE
[CHEKRICE
UdZEDSD
.

HEaRELDVERAE
BROFRZEE
D330, &
TR RDE
[CEBFRECEIAY
BiDogahn
Hd. Fled
B iRt
FERITE M
DBEILDI’RK
HDERES U
TOFEZETR
IIERINZ L)
(E26B).

R M4 RRRE D
R (DR
AICE<ES
N, WEBLE
BEFEDIEE
CIEFRAERR
DMmERIH
ah%L. F
fcHBrR
L, DAERE
THEDLE
|FBIEZ =N
FIRICEET
% (RB27B).

2ELEKT
&, SRIEARR
8 (U>) R,
& ETHFBRIK
M) [CKDIDEh
DERFIRIE G
EMR) ZRD
2 (E29B).

1EMEDERRIFHE
SREUDERIERRD
mRZEEDDSD
B, TEREPEDR
AEMRR B DT
T PRINIRIE L
BFEHDHD E7F
2 (E30B).

JFEFHBERIELE L
EHREFES
LB (E
31B). A&
ZEHBIEVE
Al tHEOR
tIOHhEZD. &
FRIRERAE LD
V) EREEES
EEED. WEF
ETE =i
f9 (& CDAE (I
TEMRRIEOEH
% (CD8 & i)
EDERIICER
ESND.

IDERDZEE, B
& AR
HENDB IR
W TH D
N, BLDEE
DY) EREE
WAL RIDE (S
B fREC 5l 7= TR
IHEEDHHD,
heterogenic 7&
RARZ KR,
BLDIDEET
RoNBmEN
UIXUIRRIET
3.

EMMECTI(EMmEEFE MR
HIEDNR SN, HERKEMN
REEEDDBIEICHILE
95 TJFIUTREDE
BRPI NIV RUPRT
FZEfRE M ZFHND(CE
BEHAER NEZOX h—
> X (H32B) & # 2 e,
7 =04 F—Z[FCongo-
red 2 &l HEBOEREE
[EITEZEEER I 2. 7 ILO—
JUtE (B128B), FHIMEDID
HHE T RSP R 2
TSRV, BEEHIDEEIF
EETDEIRARDBZRT .

SO

R R (&
RN TH
D, RKREE
BEOERM
DS A,
AR
nEET N
3. BEHR
RDEED &
SICIDHERES
FEREZ IR
TR R
NHH5N5%5
abaob,
BEHNSDF
BOHTEF
iz LTWLIE
0

BB CVERAE
LU TOBEFE
FEDIEVERI
T3, ¥hREY
IDERE & D$E
AFE U<,
RERED
SOHEECHE
FdHEDE
A

fEE(CIFDE
REINCEEEL
feRRATR,
BEIRRED
BENERS
na.

IDERHEEARD U
VIERE B,
DEHXICHRE
BTIFEL. &
FCEERDH
fiE, & VRID
fRE. DT J—
WP = UEEE
EDFRIN
E NEMIRER
BUDERED—EB
(I DEIR &
BEI DR
h'épdhY, WL
U2 TlEIE
L.

SHRVSIRRG
7z AR THE
filCZEZER
HUEBE, 2
I ENESER =SS
BAREHSNZ
PZFREMEAER
DHal B
DPZFREMERAE
HREPEYR
INE DRI
AR DMED
BHD.

IDERREREODRRE
BERSEREANDE
BISRELIRED
M FERRT
ERELEETL
[FUIFIFFFER
[CRSND. #
FEEBTHD
b, REEYEA
EBIRvrAEZ=LTHR
DREBRZM7ZER
HDHEE, A
DEENND.

BRECLOHRNMABEDR
EHRESN, J7JU—R
ZDEBRP=FIVRY
7 IDEEDSDN DB A,
BRZNTVULEBLTFERE
DRRZEEEBITD. =0
-« REIERERDETICFR
BRBICINAT, 7= /&
AT OB FERDRED
MBIFEED DD, BUERE
MPAEIRSEZSZD, D
HIRIBICREL D DERIKIE
HMOLEBENEZRIBEICHE
EX




& 55 HREREVDEHE & DREDHE SN TWVDEIGT

FA4E HREDAEHE

BITF REB{RE(L BIGERI BInF REB{REEL EIGKRI
OFILOXT Offifa &8
cardiac actin (ACTC) 15014 AD & -sarcoglycan (SGCD) 5033 AD
cardiac /5 -myosin heavy 14011 AD B -sarcoglycan (SGCB) 4912 AD
chain (MYH?) q
dystrophin (DMD) Xp21 X-linked
cardiac troponin T (TNNT2) 1932 AD
desmin (DES) 2435 AD
cardiac troponin | (TNNI3) 19913 AR
fukutin (FKTN) 9q31 AD
cardiac troponin C (TNNC17) | 3p21 AD
metavinculin (VCL) 10922-g23 AD
a -tropomyosin (TPM1) 150922 AD
laminin- a 4 (LAMA4) 6021 AD
titin (TTN) 2431 AD
integrin-linked kinase (/LK) 11p15 AD
cardiac myosin binding
orotein C (MYBPC3) Tp11 AD lamin A/C (LMNA) 1921 AD
i - i emerin (EMD) Xq28 X-linked
zi;?r;ac(:Mo)(/Hrg))/osm heavy 14q12 AD q
OAFF IV - DIV DLI\Y RUVT
myosin light chain kinase 3
(I\ZYLI/@I)Q nx 16911 AD phospholamban (PLN) 6022 AD
OZ=BLUEESF Kare channel (ABCC9) 12p12 AD
q cardiac sodium channel
a B-crystallin (CRYAB 11922 AD
rystallin ( ) d (SCN5A) Sp21 AD
four and a half LIM protein 2
(FHL2) 2q12 AD OmSRT
muscle LIM protein (CSRP3) | 11p15 AD Eya4 (EYA4) 6023 AD
T-cap (telethonin) (TCAP) | 17q12 AD OZOft
cypher/ZASP (LDB3) 10022-q23 | AD presenilin 1 (PSENT) 14024 AD
a -actinin-2 (ACTNZ) 1g42-g43 | AD prasenlin 2 ez 1a31 AD
_ ) RNA binding motif protein 20
BCL2-associated 10025-026 AD (RBM20) 10925 AD
athanogene 3 (BAG3)
= =~ &
nexilin (NEXN) 1p31 AD O=ha¥vku”
myopalladin (MYPN) 10921 AD mitochondrial DNA Mitochondria | Maternal
AD | BAEBATEMER, AR BRBEEBISER
CARP (ANKRD1) 10023 AD BABAEEER BRBEEBMEER

(AT BRRFE 20147 KU HE)

X 56 IREVDEHEICHITDECFREOHREELIET Y ALNIY

SV ACEGTFEEDRY

#E | IEFUR
I35 (20917
5 A F VEEF truncating variant (D& lla C

B
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22 | IEFTUR
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ORRIEBHN A T4 ¥

xR 57 HSREVDEHEICBIIDBIEAY VBV IDERETIET VAN

9)

HERILDEERE ICH U CDBETAD YUY T (RERATU—ZV I DEMEICHDDS

WTDERER)

BLTFEWMZERITDRDBECHD YUY T (BLFRMORESIUELDIDURIICD

DMEREDBELZ(CERUICEICKDELNDY Y EUY T

‘ . Minds Minds
jgi IEZEZ #WE | IEFUR
JU—R paE:]
B IVa
B IVa
Ila C C1 IVa

411.3
BIEhDO UV (R57)

PRI RE B EOBIEA Y v ) 7 (RIEN A 2
)=V TOERIZ D ST) LBIETHNE T A5
DR AT v ) 7 (BIZTFROERBLIOAEL) 5
NAZIZOWTOHW) 12275 AT 40, LIERBRD
BEFIHE LB LB  TE TR
Tak7Zb.

5.
RARRIFEE &g
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