TERBHAT, BITHEA (T R)

% 3 & FZE F 2B Metabolic & nutrient agents

(p112& 87" 1 p2sx)

Pt R

3. 3. 28. Migalastat hydrochloride

(4 Galafold) :+ (112/8/1)

1. AE7 GF % 3002 3 SR
[VS4+919G>A(c. 639+919G>A) 2 F17]

Ly -
2. ,;aa'tﬁw 16 fert 1 > KR L #TS
TSR BK T W RS

?ﬁﬁﬁgﬂﬁﬁ(mmww
mutation) [ % B

https://www. galafoldamenabilityt

able. com. tw/ ]

R e MUT T
(1)&&\2/"*??‘/ ‘f{;;%'u")ﬁ_:_{j_; illié;

¥ B ET Al -

~~—
T

[, NTRBepm g Fieg o ¢ B

0. %0 g~ e v Fv K

(Microalbuminuria)

M2t TR
TSN Sy s RS

(Microalbuminuria)4p B & #2 o

=R




e

A EE L T T LY

}?E'\;J—‘f:’v#ﬂ’fw—ﬁ N (I‘]’?\)%ﬁ 1 78

2% 10587 > 3 A Bdpih 0

S e 5 g B (cardiac

biopsy) # 4 7 GL3 & lyso-Gb3

%?ﬁﬁ%°
M. & ;2 # 33 <5 Cardiac Variant

I S v I TEE
AN TS T

B R E N E s B RA R

Fps v B TS 2 i

o B FRp T8 in o P HbALc(pE

b 4 F) ST o deT s
}%& o
4 '#”/t e %&ﬂi’/zi&;%ﬁ 7 2 %ﬁﬂ

”ﬂﬁf‘f%rlz' B & 5 B (NYHA
class IV)
Lt RE AR LIP LR EX

L

. NEE 7 50 87 goalsidase alfa &

agalsidase beta & & i@ * o

Eal LA B . Sl
R ERTE TR F e T A

itz - S PAS ERR




'é{FTI B AR T

J 36 AR

(DFE < %0 5 (NYHA class V)2
B e it

(DFTHREN 2T “gH L &
A 3 TR

QFHa g
(eGFR<30mL/min/1.73m?)

DRI gPe s Y “ER
AHE

OEEES FEEE-EY 30N
S0 MIRAPH L G F b0 &

(6) e F IR
A I A EE

.
Gldo: > L HIEATE B
(T * EnpR B g8t 7 i - 4238 50%

A FIRE B o
(8) 7 & B £ % 5 47 4] i
- BAD A R RN SRS

z

s

o4

‘Ilk'

Ry TP RAT XN o
T

1Y

RESE) il Ll M Rl Rt 2

TR o X § LA AR
L FumEES
(DT B 0 f2io R g »c sk o
QR K ZDHER D EHGTR
ho@ P AER AT (ot 3 T 975])
LinFee BER p R RS

s o ik o o
(D~ & K2 & 55 % Cornea




P

Verticillata = 2 mH o
0.5 - £ AE3TR- % $HkA
P AT o
(D)% # i (eGFR) ;
(2) Fp Fev (P devd A 3 )
(3)sk % 2 it GL3
(4) = T,{'E\ Frite 1yso-Gb3
(5) 7 Ji ks
(6)° B =% #c ;
(DB EETFF DRAT G & R

’

JE
/” %4’” /r'}% > l\aﬁ_—:.
g’?ﬁ%ﬁ’ﬁ\; - lh NN ]’ }7‘ ");Ii:] Eﬁ%p " /;di?‘;}% :j'lis

-‘/%)"
(8w i (X &

7 5 & % NYHA functional class

2 6 4 daA BRI  EE o T ER

%) -
(# f&~ 7 B ~ 24 -] p* Holter « &
DERSL 6 DL £ & WS

P2 ZA~T5 P




(10) F 4~ = Hpdm i B ORD# &
PG s R T s B o S B

BT B H R B H R
TORIOE Y2 TS X L

¢ RS I 8 R %

Y AR e

RS TSR o5 % (8RN
TR ST LR

oo BRI R B W R RS

5 e BRI R B S -

3.3.13. Agalsidase alfa %
agalsidase beta (4 Replagal
Infusion # Fabrazyme Injection)
(102/1/1 ~103/9/1 ~ 108/5/1 ~_
112/8/1)

LR E T LETIET
(112/8/1)
(DFEZZ % s L3127 g b

x

14

2 8T i

(108/5/1 ~112/8/1)

[, MR g A RE &7 R

[T. 3% k>~ fcg 9 39 Ak
(Microalbuminuria)

13 5% (i 4 % T8 g o

7 -
-~

M-

(DFERD TS 4 32t AL
H o T AT -

(108/5/1~112/8/1)

3.3.13. Agalsidase alfa %
agalsidase beta (4r Replagal

Infusion # Fabrazyme Injection)
(102/1/1 ~103/9/1 ~108/5/1)

12

(DFEzZ %L A2 g2 B

dﬂzg FLETAHMEZZ - EKiFr

(108/5/1)

[ IR R e &7 R

[T. 3% k>~ fcg 9 39 Ak
(Microalbuminuria)

[T1. # B (P4 % T3 ) 399

]
—

() R AL AR F o @
&R 2 - 4 1 (108/5/1)




Pt R

e

.55 SHR PR 8227 58
Ao Ap B o (108/5/1)

IT. 2 % 35 < [VS4+919G>A A& F14]
By e T2 e ige
LA R iRE ) OF
)% 1832 % 1059 » 313
Fipth DR S et
(cardiac biopsy) #% 3 GL3 &
lyso-Gb3 5 %Triéf.ﬁiﬁ

(1037971 ~108/5/1) -

_IM. & # 33 < g Cardiac Variant
NI B RERR i X
e F AP R A 2 e
HpoL AT 0L EZ BB
BAE R s R e Bl 20
HbAlc(pgit o & )<TH > 4+
FXEEEAM s Fk o (108/5/1 >
112/8/1))

migalastat hydrochloride #

~
|

T i g i % » JB A % migalastat

hydrochloride /o & »xes 5 i

it (eGFR<30mL/min/1. 73m*) > # i¢ *

IT. % % 53 < g TVS4+919G>A 2 F13]

RS o (112/8/1)
J.PErE i R RS EHET 2 AY TR
i

Pofh & B B E R H(NYHA

class IV) - (112/8/1)

A el LA

SeAp B - (108/5/1)

By e T2 ig
£ AR PR iRE  OF
)% 171 % 97%°¢ > 1A%
thtk o PR ERY VR E
(cardiac biopsy) #% 3 GL3 &
lyso-Gbh3 g %ﬁiﬁ.ﬁiﬂ"

(103/9/1 ~108/5/1) -

B2 # 38 < g Cardiac Variant s
Flf o ¥R R CCERERAT
R FRAIPM IR A 2 %
Tz 3L E 2 B R
BB Vg B e T 25
b o AB SR B
HbAlc(pEit a ¢ % )<T 'JF"] v 4T
TP RA iRk 0 (108/5/1)




W3 =T %2
3T

£ AR E

e AR

4. &% % & Fabrazyme 1 mg/Kg/every
2 weeks ; Replagal 0.2mg/Kg/every
2 weeks o ¥R T B E N op ke
o * o F Y g Eie R 0 A F R
Tiehd LipFRA-T2 o

(108/5/1 ~112/8/1)
5.aatREAPAGLRY o &
«3-7 Fe ARl ] E ST ¥ ;ﬁ—é"# 253
@ EfER ﬁw?r}%"’%‘*’iﬂf"?\
o FRLETAERZ - > PR
R 1 (112/8/1)
(1) B < %05 5 (NWWHA class IV)#

Bt g (112/8/1)

(DFFREINZFHVER L &
A T R (108/5/1)

€))L CR TR - 3
% % (108/5/1)

(Dd kWA gAd e g
oo MIRIFH L GE AN &
(108/5/1)

G)ae TR HFRZT » v IEFY
FLpE D B I
FIREH » blhe: > DM EAF
(112/8/1)

(6) 75 % PR &g jEr 2 i+ 423 50%
Jr ¥ ER (112/8/1)
(D A FE& £ IR G 4802 ee

s

2. &% % ¥ Fabrazyme 1 mg/Kg/every
2 weeks ; Replagal
FHE
AR A 0 T L R R s R
LFREiekd LieFFEL o
(108/5/1)

0. 2mg/Kg/every 2 weeks °

S rEEwnFhPALRY > B AV
SR TIB IR I
@ mERRE %‘s“/u;ri,%‘fi,%‘*iﬂ"—f*’p’“
#o F R ET AR - > R
e R
(DB 5B s 2 Bod i i i

(D)F%%L3 ‘#%Q,E%A A
* Hp g}s"’gﬁ-‘fi.«‘f[%‘ (108/5/1)

(DEE I eBE 5 £
% 4 (108/5/1)

(Dd vk P2HAgAd e g
oo MIRIFH L FE AN &

(108/5/1)




(112/8/1)

RS EPELE U EW T

ﬁ ﬁ' v EL\'»':\.L #’fh

T AER o T3
ﬁ*’?&%ﬁﬁﬁr
(Drz 2 8 7 jaisf chigdhrc sk o
(D47 BIHEL U LHGTH

4o BB e (40 3 35751
a L2 R R

a ,r.?g]gﬂ?

fs » &% 1 agalsidase alfa #
agalsidase beta z_ /5% °
(108/5/1)

(3)+* &% 2 & %7 % Cornea
Verticillata 5 24k o
7.5 - &

JEP 4o ol

(1) % # 5 (EGFR) ;

(2)F 3w (B devd BB AR 39 ) S
(3)s % 2 it GL3 3

(4) T@E\ ﬁju‘.’?z lyso-Gb3 ;

(57 )3’ A

(6)° R =% #c;

B E AT -

(D kAT F DRATD Hop 2 R
3]

She
-\‘\

SRR AT G E A (hRA
NELS i NS W - J Y =

n}

/” &éﬁ‘-;]’ﬁ/r,}%\:\,ﬁ_— —@‘;‘%’J_/

5, - &

= iéﬁ.j’,}"iﬁﬁ

m

=
4%5

IR LI TRV VY

T AR B § LA

=X gr@:@)ﬁ% %

(Drz e 8 7 fRipf g2k o

(DR H T &b LW EHTR >
hof BOBER vk (deb it 3 417 )
LinFEhe b2 R A RN
fs > J&® it agalsidase alfa &
agalsidase beta z_ /5% °
(108/5/1)

(3)+* &% 2 & %7 % Cornea
Verticillata 5 24k o

FEATER - A EHIR A

JEP 4o ol

(1) % # 5 (EGFR) ;

(2)F ded (P v 2 cF v )

(3)s % 2 it GL 3

(4) T@E\ Frite 1yso-Gb3 5

(5)% )E’ AR

(6)° b = %< ;

(D & AT 7
SHRHEATE D B
N T R - W < 'uﬂwi’d?fﬁf

/n %*ﬁ/\f'}% Sl ke _@ ’;;




F X AR E

2 23

(LB il i

Fre b 5 B D
B o

Byt a sk iy (eX) iRy ¢

# qt ~ % NYHA functional class
3 6 448 A B PISR 2 E B w TR
) °

(¥~ T B ~24 ) Holter = 3

Rl oggqg ik - wHEF kA
pr2_JL A8 P

U RARERY DT 2w R SR

33:

?i_ﬁi%ﬁ;&_éxr‘g NN
RS o R RS
(10) % 4 = pidr i B (R e & P
FoeregRi T p R 3B R
CHRRRER B W R ERE S

s RS R EHUR B -

o} ol

e @ N
Befg ~ o 0 SERERIBT Gl
) o

(8) W w g i (=X

gw@&ﬁ%%@&ﬂﬁ

EL2

# gt~ % NYHA functional class
36 448 A B PISR N E B TR
) °

(DFEF BT @/ ~24 -] FHolter = 7

Rl oggq k- v EF kA
pr2_JL A8 P

4t

um;rﬁu%&%ﬁ%MMﬁﬁmﬁ
Foeregi T p R S B R
CHRRRER B W R FERE S
ERs RS LR E -

BIro AN L OFTIE IR




I B R A B R 4 L

1 oo % B E>12mm -

2 = 7 Bl = g% 5 (ECG LVH Romhilt-Estes score>b & i &
Cornell’s criteria)

3 ARz E sk (LMD ¥ 42+ 28 51 gn/m2. 7, * <
3t 48 gm/m2. 7, LVMI - (108/5/1)

4 SERAT S gk 2w R 4R A B F E/A ratiod2.0 %
deceleration time<I150 msec £ =34z 5 A &pom &5k i & ¥ (=
X ¥RV R E/E >15 2 R E/E >12).

5 R Agd 2B Rz FE (LW #4>5g/m

6 S BEAR R A w5 BAR 40 >34 mL/m2 body surface area (BSA)
(108/5/1)

7 wavd g I By 1AV block, short PR interval,
LBBB, ventricular or atrial tachyarrhythmias, sinus
bradycardia( iz § & * $rdw B H 7 )

8 PRIIER S X FRE D BREEFEH 7 2

9 s R AR i B0 ow veut B B B2 (delayed enhancement) J1 IR 2w R 65
EREI Y Rmi o

10 NT-proBNP/BNP # high sensitivity troponin = & (112/8/1)




