%38 @2 ¥ £ M Metabolic & nutrient agents

3. 1. #% ¥ %%Jm‘z Parenteral nutritions
3.1.1. Fat emulsion: & 7 Fat emulsion 2 #7"% % % ﬁﬁ/fé(ﬂrﬁ glucose »
lipid ~ amino acid % electrolytes = & — #*% ¥ £ #5%) : (97/11/1 ~
98/7/1 ~98/12/1)*
LEREEGH A > S#F%y 2 -
2.7 2EIRY R o
JEAIIUI I -XMANEHERSY > &P AALE- L5 AR - (98/12/D)
3.1.2.Sodium glycerophosphate(4r Glycophos) : (111/1/1)
L9 203t R R0 > DRk G MO BEE AR Mk em A R Y o
2.2 AN WRAFTEH -
.H AR A g HTE 5o
3.2. 34 % Vitamins
(g* ‘s % ;5 o2 i BEEEAZ-A)
3.2.1. Mecobalamin % #| : (85/4/1 ~100/8/1)
A TR~ (o
LW Rop B E4 SRR G W S ple (R t ) -
2.EW EPBPFELELGH SHENCY) T 2 Wi 53 B p %
(chronic polyneuropathy) - (100/8/1)

~E

3.2.2. &2 % D3 A (4ralfacalcidol ;5 calcitriol) 2T 51]:1};3 B *
(86/1/1 ~91/7/1~100/1/1 ~109/10/1 ~110/12/1)

2. #l° ;ww;; BT o (R R ER )
3. ‘&'Fi%"’-’ﬁffﬁaéliii o 4F g > &2 eGFR -] *45mL/min/1. 73 m2 » & PTH-i +
LTFE= R o & ? ATRAR 10, 0mg/dL 2 L oA T R > R6RY R
LRE A RS N ?méﬂ@*m@wSSng/dLZﬁ 2 ¥ % 2 (109/10/1 ~
110/12/1) -
4. Bigisam By VARG A 4T g FaTE A -
3.3. & Miscellaneous
3.3. 1. ”‘ﬁbéﬁf??'l 1 (85/1/1 ~88/3/1 ~94/7/1 ~108/11/1)
1. 3F& v ~ 371 gg.—k » BT A2 - :ﬂk » 18 d ?55; & A F54 b’ff',\? ,g\ﬁ%g‘, }’;5;\17
7R BFET LT ARRT R > (94/7/1)

%35 -1



(DHBV (+) % HCV (+) 2 &2 GOT ~ GPT & < (et & »0)n ¥ @+ 1§ 1

Foo

(2)iz @ Fl#r5l 422 %A i+ 2 GOT ~ GPT < »v (& & »0)m ¥ & B L o
(HHBV (=) 2 HCV (=) 2 & > GOT ~ GPT i@+ »v (2 ¥ 30) @ 4 @+ 25

F oo

20FR AR # Y > B MU R- A5 BB @ * 3 F & % g (hyperammonemia)
ZFREHR B TE 2B FRL o

3. @ IFRER B IIFFAFEL > GHRLEFRPDLZI B > DR
% - (108/11/1)

A FH Stk Atk AR ET ¥ BB E S ARAATRED o AT B -
Fem o

3.3.2. a-Keto acid-amino acid ®# (4= Ketosteril) : 2

LR R b 7 s G B B F B 2 TSR
eGFR =156mL/min /1.73 m2® & A4&XE47/5% > F P L 5@ % = 4 -
(98/11/1 ~104/12/1)

2.8 FFRAA B HKRAE- X0 THBERST eGFR=25mL/min/1. 73 m2pF - 2 PR
RS TE RS R S I SRR VEI R SL R
ME-o A S PF o BIIRE - (104/12/1)

3. A& EH A FE 4T R a‘%?‘f},"ﬁ,& v I ARG - B R AT LA o (103/4/1)

4. # % AFPEREE RS TUR (G4 Aniyu- - ) B REFES - (93/12/1)

3.3.3. (#*%) : (88/9/1 ~93/8/1 ~107/10/1)
3.3.4. v JRAF AL “o @ oral calcium salt : (89/2/1)
T 5!]:},"5,&. i *

1. ¥ & ar%t (osteoporosis) R (osteomalacia) koo

2. B mpfs @ o g (hyperphosphatemia) 2 ™ s 4F7% (hypocalcemia) e

3.k HEA T AR (glucocorticoid) & e

4. FFBp L e

3.3.5.Nutrineal PD4 with 1.1% Amino Acid : (91/2/1 ~92/10/1 ~99/5/1)

1. RE &z Pﬁ.ﬂs‘ik’fﬁ%‘riﬁa,& i ; ;Zfﬁaéi SRR AT (CAPD) = B 2 12

b
TR - RAEFH FBEES TR o
3. serum albumin =3. bgm/dL & nPNA <0. 9,&—‘5 g% > TR 4 CAPD & ' ik

AR R A o

[:x: nPNA (normalized protein equivalent of total nitrogen

appearance) (gm/kg/day) = [10. 76x(0. 69xUNA+1. 46)] +body weight
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(kg)]
4. % F Kt/V 7 >1.7-(92/10/1 ~99/5/1)
5. * B P& H 2 s i ft (amino acid) & * -
3. 3. 6. "Baxter" Extraneal Peritoneal Dialysis Solution With 7. 5%
[codextrin (93/12 /1 ~96/1/1~99/9/1 ~100/2/1 ~108/8/1)
LT AmERY
(Dhigh transporters s & » * *t& X £ F 54  (100/2/1)
(2) high average transporters s & > & % @& % 118 =2. 5% § #5547
i o (108/8/1)
(DK Bp b2 Rl Sk T BBG2 mE > TRHET A2 - F
[ % 4,250 Bstq 5 dirid | pwp sk g ]2 %30400cc. F -
[L& =@ @ ®dl/20F () 2.5% § 5 #wdirie - (108/8/1)
(OHbAlc * 2270 % e Fop g ttmp b - ¥ x XL FRP -
(5 B o
2.5 2 — R o
3.V AP BB TIE Y N AT EE p KT 2 PR Y o U2 R
* Extraneal solution# > & p % K& E4ph T4 > &% 4 5% - (99/9/1 ~
108/8/1)
3.3.7.Sodium bicarbonate = 4 2. v PR &% 2R 2 (95/8/1 ~ 96/12/1)
SRR el L S
3. 3. 8. Idursul fase(4r Elaprase) : (96/7/1 ~99/8/1 ~106/10/1)

Lp P e T LEEE D 0p 0 TRk 2002 R G § PPRRPE L - TERR
%&ﬁﬂ’ﬁﬁmﬁﬁﬁéﬁﬁéﬁﬂéﬁ%’éﬁﬁ%iﬂéﬁﬁ?@ﬁ%
IDS p¥ & fbat £ > & F R F 0 X % ¢ 1 Xq27-28 =g+ 2 DS A Fg
A P ERBFELG - et R R EslAcAR i S 3] (MPST) 2 R
% ° (106/10/1)

2.V B PEF A GE L PRI TEL 2 Fhrr - (106/10/D)

R (106/10/1)

(1) %) idursulfase & ;% i i® & " B R (blood-brain barrier) » # 7% /1 &
idursulfas &2 § »xis% MPSTIA > 25 P A Y fedd 'Sk P T > &
A nR e
(2)#\,3$594;5:1,&;§;;¢ CRCE-$-2
DEARE P R 2PAT BiERRS > AL EFp IR 2 2SR B
e
BEY - ARF2BTHI IRV ER ok  BELEE R AR
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4o

-~

(DrFgz 8 5 f@isfenig sk o
(2)%—% B TP EHPETE > b7 A KRR P I ERT > A F
e kH 2 o R o et idursulfase 2 s
0. e T EHGFR in Rk 2 T AIE R 1 (106/10/1)
(l)i LA —J--'}lE&I/*: S
[. ©34%8
I1. f]\,fm pEE
[I11. i Hunter Outcome Survey (HOS) Registry #iikz i £ 1B :F i o
(2)x & - EHo = -
I. gbgrsiz;g] BN PR X s Fg_sjg—k s
[I. T H
ITL. < i g
IV. = & 44 i7p|% (6-minute walk test) #£*tH #h ™ % g 12 DDST
(Denver Developmental Screening Test) e #: iF % ## ‘wm#* T (Gross
Motor and Fine Motor) il ;
V. 3 5
VI. £+ 88
6.REF R FAAMBRY > F Y G2 FARMIE S EATY G F T
FliE— s B2 B4 1dursu1fase e 1 (106/10/1)

(DA? § §=Rpe B“ﬁ‘fxﬁ’r‘“ BNERL ISRy - B TR R - &
50%r4 » e 4e 3 E2 (53 0 2w - & 5 100% b e 4 o o
(2)= ~4aH Tplsk - gz w— £i3H50% 0 F 2 £ 53/ WA ;5 A

T 255 12 DDST e és (% % 4 mds (T4 R > 2 B 242 & »éTL;fi’?i' E T Ot
60% > 2 vt A= =% He P PF 2 B B EAR E $L13 9 o
(it d T p? § f AR L2 R EEF ] P
=90% °
(D~ F st GiZi - & F AT Rdd 4 5 58 i 2 ok & M o
7.7 = iz b idusulfase 7% 035 @ (106/10/1)
(D7 #FHE 05 L BT IRP Y 7oAl i 5 8 it 2 ik & fic -
(D4 bR PRPEEFL B REDB R 2 mop L &2 KF idursulfase

(2T 7 F0 > X g prke 3 oo YA & ¢ (106/10/1)

pw)

M«

AN

~=h

(DA FLFEES 2F I -
(4) A @i e b Bl R ARAT R L SR T2 @2 e § oo din® R o
3.3.9. Imiglucerase(4r Cerezyme inj.) ~ taliglucerase alfa(4rElelyso /i &t
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) ~ velaglucerase alfa(4r VPRIV i & /1 &3%)) (97/7/1 ~107/3/1 ~

107/9/1 ~108/5/1 ~ 111/5/1)

1P 227 5)igiE > ¢ #Hff’f: - A% 2 < (111/5/1)

(1)Imiglucerase(4r Cerezyme inj. ) ~ taliglucerase alfa(4r Elelyso /i &t
)t d R 2Nk o SR P PR R RS AF S
8o A g8 k& (97/7/1~107/3/1 ~107/9/1 ~ 108/5/1 ~
111/5/1)

(2)Velaglucerase alfa(4c VPRIV if & i ) @ P2 0ecd % - 313 2 <R
N é’F, oo~ o R TR E«‘I’—E“"E\}'?ﬁ,_)?;%’?gﬁ_—’: N 7‘;«}%% ) e ¥t g :‘_?&
Mmoo (107/3/1~107/9/1 ~108/5/1 ~ 111/5/1)

2. { - B F RN gEEEREZ E R - (111/5/1)

S REEIRFAPELREY o F Y R AENIEZ N PRFELE Y GRA
oA EE Y G E s FRRGER TR BRI AP 40T
(111/5/1)

(DE6R " Bl
I[.238E -

.o =% %2n | FHceo

IM. = ;% #4fifs (Alkaline phosphatase) e

IV. % 2 “je4p b £ 2 22 i 3p 4% biomarkers(4r chitotriosidase #
lysoGL1) -

V. Bk R o

(2)& # 3T 150 @ AFHE MBS ] o

4. 75% P % (111/5/1)

(Dt 2 & 2 [ liet H S fET(F M R jpfy chlicE) o

(2)% Z “p4p b # £ 124 i 454 biomarkers(4v chitotriosidase # lysoGL1)
BoEFFE MA (T B ARORE) o

(33~ Wi« 2 geed M T(T A3 A ipf el o

. iR g T AE- gy L (111/5/1)

(D 4 e inh g2 20 RE DB -

(2)m A FHRRPFLE

() A FIFEFASE 2 JE 2 AF 5o 2 05d 4§ &0 hen® Fi{e/d 0K
AR RZEG /AT R

(D 4 miZfe & RARRFP RPN Y F A BBFRESET V]2 Jfrni®h o

3.3.10. Laronidase (4 Aldurazyme) : (97/7/1 ~106/10/1)

LTS bl

<k

5385



(DR - AT REF -
(DAFEEY - RILRZSTVREY -

(A PRS- F# RpEFEL T HEd £ (s o
%a:@%&w%%%ﬁéﬁﬁfé%*&fﬂﬁ%%*ﬁ*’~ﬁﬁiﬁﬁﬁ
At o F A Ko mm%&#(m, NGRS EREEE

£ R R e 4o PRI
NI R PEFFAGE SR PR TET ZFI R o

3. BErE g * A

Bo i 0 o s AR IER S B

(D%@@%i,FMWPMv§$§ﬁ%7&#%
<wéy@& P PP P
e

1 BRI EBGEG SRR 2 T AT A
(D325 2 2 s = -

(2)3.“ii - EEH
[ BRI BB ~ 7 1t Sopifk
[1. PE3R42 5 & ~ "9~ ] ~ Hg_sgg—k s
[TI. <~ 2 H
IV, B4z 5 i s
V.= &2 & (7R%
VI ¥ % 5% s
VII. 4 348
D.AKEWFAPELRY o &Y G oAl E G £ AT ;ﬁ‘ﬂa} P EF T
FliE— Hw s B2 £ %4 laronidase ipf -
(1) 4@ wkﬂ*?xﬁ%hk”mﬁ’*ﬁi‘“ BRIy - B2 (83T 0 R - &
H0%;4 b et 4r 3 % = E 2 {53R0 o gz - & 100%01 b ki A o o
(2)= & 4 7Pl - ﬁvw—ﬁﬁﬁ&%ujﬁﬁ§2&¢ﬁﬁm@:5%u
T 2§ 2 DDST deds (T2 o b (5P 0 2 B B AT & $0 82 P F E T it
60% » 2% vt A= =t HR P PF 2 g B B AR E #2139 o

(DeFericted P of? § §Af0R G2 PP B2 gaF] )l
=90% -

(s A F edos i idi > &g P AEY fdd i 5 BT 2 TRk & e o

6. /= ré‘%,rk laronidase ‘m‘-‘i,% Eﬂﬁ"q; :

~=b
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(D7 #pkr T A B AR PR Y AR R AR 2 TRk R T e
(D) 4 bEZRLPRPFELE v REDB R 2domp L &2 & F laronidase
(DA FLFEES 2F I -
(4) A @i e b Bl R ARAT R L SR T2 @2 e & oo din® i o
3.3.11. Miglustat (4r Zavesca) (98/8/1 ~108/5/1)
1.2% 3% - A% 2 < ~ Niemann-Pick Disease Type C z /o o
2. &~ & * > Niemann-Pick Disease Type C z R z_:
(DEE3F 8 Pais @R Y o
D2 FE* B g pHERELEL -
(3)¥ it * B mg gt 2 T
[ 20 i’ﬂ&\ﬁaﬁ RLFE X U2 kP o
I Tesk ~ A C B S B BimF 4 s & o
(4)”&\@5\%@ EEPFFRY S 2B FEYFERF L T o
(Biehk o a2 whH 2 7E 2 ARL LY LHETR -
(6)F 7 e T BGTp in ok 2 B IEH o
(Y 7 * FRRRE T -
(8)#”% iE =
[ RETH G EF Oppoieg 3] > 30mL/min/1. T3m’) * ik iE *
Zavesca °
M gk Bg 3 EReEr -
3.3.12.Sodium phenylacetate+Sodium benzoate (4 Ammonul inj): (99/2 /1)
FUE A XM R AR SRR Al R R PRERTOR R
3.3.13. Agalsidase alfa(4rReplagal) ~ agalsidase beta(4r Fabrazyme) %
pegunigalsidase alfa (¥rElfabrio) @ (102/1/1 ~103/9/1 ~ 108/5/1 ~
112/8/1 ~ 114/2/1)
Lop kR # e eripe @ (112/8/1 ~ 114/2/1)
(DFETDEFLAFF R R ¥ 2 B ETAEE2 - 1 (108/5/1
112/8/1)
[, W gRFIRRE ° R
II. 3% Fk ~ #c2 ¥ 3¢ Sk(Microalbuminuria)
[T1. 2 % (Ot R B (ECG) % 238 )b 397 4
(DFETDE L FHCELARE - 2 B ET A EE 1 (108/5/1
112/8/1 ~114/2/1)
I.ETWRE Ry ST e < g4k - (108/5/1)
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i S TVSAH919GA A F1AL & F - Tig # s S o R R A
wiEedpthd GEF LA REFFAARL)Z T TR, o
h TP ELRERAFEL 2 TR RERARL 4 BT o E R
%9%§€i*lﬁﬁﬂﬁﬁiﬁﬁﬂﬁﬁﬁﬁ’Fw%£$#¥ﬁ§
(cardiac biopsy) #% § GL3 2 lyso-Gb3 #a JHAf ;2 7 e 'itip M o
BERBFH 0 UE DL EZF 8 RN ® R Tl L0
Bl b o BB S Ie R 2 HbALc(pEt & & 2)<T §F > eV B X pF R4
Zoinf o (103/9/1 ~108/5/1 ~ 114/2/1) »

2.@1p i MRERIBETLADTHRARE A L o BHYHA class
IV) - (112/8/1)

3. &% & & Fabrazyme 1 mg/Kg/every 2 weeks ; Replagal 0.2mg/Kg/every 2
weeks ; Elfabrio 1 mg/Kg/every 2 weeks o & ¥f@] 7% B & iR 2 Hops
Ao w g iR Eiek o AR Eiekd LieF g - (108/5/1
112/8/1 ~114/2/1) -

L ZEFnFaPAERY > B0d 2 ffp 1 & 500 ¢ G BT R
FAIGRBGERTR  FRETAIERL - SRR LR
(108/5/1 ~112/8/1 ~114/2/1)

(DB < %05 5 (NYHA class V)& pd wrmghiaic (112/8/1 ~ 114/2/1)

i RE Rl TR I F 2 ERBRERY 0 F ARE IOV G g ut
k¢ ¥ (late gadolinium enhancement >15% of myocardial mass) » & 4 &
segments g >Th%E

(DFTHFLBUZFH SRR EH A THAR (108/5/1)

DpEmdtsseri? ~ B2 %% (108/5/1)

(d 2RI S E W gy URFHLFEE03- & (108/5/1)

(D)t TAGFHFRZT > vFfgFd g2 4 é?vi“ﬁ%siﬁﬁliiﬁﬁ M7 XEREH
Blde: > EMiEsc s B (112/8/1)

(6 % FPREEIIEA & > 423 D0%A & ¥ e & (112/8/1)

(D * EELDAREHRE T FARES T FRRaEcdF KLY
R % (112/8/1)

)T Pl A 2 FFRIAP » FF - P AR - EEL RS g

(114/2/1) -

[ »&&hFEN D BHEAFEHF 00 2 ¢ {oip ¥ 7 AFEHLF < 3
20%

[T, %% Bip & 1 0 Ap gt A8 > NT-Pro BNP 3 4c> 700 mg/L = >30%

S.ip T B R EE FHh M RL 2 T ARR > g R LR AR 0 F
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wRER A
(Drzz 8 0 f@isdg g & ok o
(DB F ARE W LHGER > o P B (Aot 3 3997]) > i F
e g2 b E a1 > ki b agalsidase alfa ~ agalsidase beta
£ pegunigalsidase alfa z ;o5 - (108/5/1 ~ 114/2/1)
(3)~ 'Vi,%—‘ﬁi igsﬁ-‘}?&% Cornea Verticillata & 2 {4e itk o
6. % - # A ERTH - > EHIRAIE P 40T 1 (102/1/1 ~ 114/2/1)
(1) % # it (eGFR) 5
() Fdd (e & pcFdd )
(3)n ?fé f]\ui‘é lyso—Gb3 3
(4R 13‘ f ik
(5)¥ b =< #c;
(B)p & A3 3 MIMATHC HR & Roc FOR AT § OB A (AT L
FoOCEIEFORTEE RSB R B 53 B ERYA
B EARE e ER S BN N R EBE LRI o
(7)) 3% 7 5 ik EJ;« (X8 € v it % NYHA functional class % 6 4

48 4 _FLplsk i F 0 T BIRISR) o
B)F TR ~24 ) pF Holter « TR E R F A - WHEF ARAFZ A
~IEP

LR EEDD i~zﬁ%@ LR FRETE
)] EL
B

,<ég@%aaﬁ>~»z@

ﬁoﬁ%%iwiﬁﬂ%?i
v RS o

(D FA = wgrdr g B (MRD e & P 5w oo i dg & o B b s e
R AR RFERS D ERCRREEVERR S -

T#* AFEEFTRFBR AAEE TR RS LS B R ZERL

WA E K

¢ e s hBmp Bk A L B
kpwxEnF AP Y FLEF - (114/2/1)
i TS

“'.E\

BT AR R R AR TR iR (114/2/1)
= T B [ECG]
1 <7 Bl 2w g E (ECG LVH Romhilt-Estes score>b & i & Cornell’ s
criteria)
2 v g E AR ¥ LAV block, short PR interval, LBBB, ventricular
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or atrial tachyarrhythmias, sinus bradycardia( #

¥7)

bt el e

A2 4 o [Echocardiogram]

1 = 5 &R>12mm o

2 |k

gm/m2. 7, LVMI - (108/5/1)

o FRApdc (LWD T 2+ 51 gn/m2. 7, {2+ 48

3 SHEAR R A o R APRF B Y E/A ratiov2.0 2

deceleration time<150 msec &

v im E/E >15 2 plE2E/E >12).

AT R LB SRR A B F (C & TRIR

4 FIR L SACE 1212

PRz 2 FE (LW #4>bg/m’
5 SEAT A w5 AR B 4 >34 mL/m2 body surface area (BSA)
(108/5/1)
6 PRIE RS XFRE A BAEEH 2
PR L R AR
1 o R R i B veat B B2 (delayed enhancement) d1IR Zow B engE R 3P
REA o
2 Low native Tl
3 High T2
4 F12 % MRI incompatible pacemaker # & /%34 {7
FTRIwbaFL
1 NT-proBNP/BNP &

v high sensitivity troponin = & (112/8/1)

3.3.14. Carglumic acid (4 Carbaglu Tablets) : (102/9/1 ~106/7/1)

LPUF S b i %

(DN-2 fsveps & & prad £ 8 (117 4L NAGS 4+ £ ) ©
()P A2 7 AP - B w2 R
(DAZF T2 2P RFIF g RRLLXEHRFF (&4

150 ymol/L » &H & &4 % **100 £mol/L) - (106/7/1)
2.0 Lol AR P FFEE I RLE ) 2N
FF ™ 18 F o

pa

. e T AR (106/7/1)
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(DR FERFR e R L2 RR T2 SR F b -

()3 NFdE* " AP ML R FRLEREY  FANRYTR I -
A2l 50T

(DA T2 2P RFF L & - PREAAX SHEN § (L4 B AR :
150 ymol/L » & X & A F3100 umol/L) » i@ T A — 4 @ % u—

—D
|
T

€y

<

&
>

K Lo
(D Fis > FRFREFF LA p B By o
MprEzFcldppe B2 L&
A (GC)FF M8 (LR FuF) > 372 - H 20 g BEFFR
150 umol/L 5 B 2% s2d B f 25 & @55 >100 zmol/L -
3.3.1b.Galsulfase (4-Naglazyme) : (106/10/1 ~107/12/1)
LBRAPENTHEFEE I FEP L F 2 G FL R0 A ERE 2 AR F R
7 inse ARSBEIba £ o & L b4 ARSB R LG A+ 4 4 FHe kg A B A Y
IR S R AR R IR . (R
2P PEFFRBE XL PR TR L FR Y o
SRS L
(DEFFALI 0R 53 § EREEFRLE P -
(Diﬁﬁé S /I RS 5
25
(DFHLED G ¢ T ERRIEO/RLE, AP RREERE
4 EHE 5 FFEFRIHES galsulfase 1 mg/Kg o
DAIHEF AAHNETLF I IR A TEME > sV RERF 2 TR AR
WA AT A EE %ﬂé R A TERER B
(DFEz B 7 sk aipdpresk o
@)%ﬁ?;ﬁﬂ¢€i{jhﬁm@£%o
6. b T EHGFR oK rek 2 TIEA
(Dx»& L& gio <
[ 23HE

=
A o R EEP AR R Wi R

I. gbgg;@g} BN PR L s L= s

[I. «T®:

[T1. oAz f s

IV. = &~ &% 7#l% (6-minute walk test) £ *t5#% 0™ 2§ r2 DDST
(Denver Developmental Screening Test) #e#s i® %2 ## fm#é> i¥ (Gross

%3811



Motor and Fine Motor) #i#|; (107/12/1) ;
V. % % e

T.R5EFHFAPIBBRY > F¥ G2 FaR1E e £37Y P> FF 7
AliE- FRo B2 R %S galsulfase inf @ (107/12/1)

(D7 ? § Fr=Rpra et B WEL R Dy - #2 83%F 0 ma- &7
50%: F et 4e 3 % = &£ 2 {5300 o - £ 5 100%04 b e 4 o
(107/12/1)

(2)= & 48 7iplE @ ez w — EFH50% P N F2E KR A 5D FuT
% § 14 DDST e & 1% 2 fF s (T4 P > 3 B B4R & 620 F %5 & $6 7 foin
60% » 2% vt A= =t He R PF 2 g B AR E #2139 o (107/12/1)

DEBFiteh  AARLEIFRE Fich T 2 R? 5 f &R A2 FP &
EEFaEL)E =90% - (107/12/1)

8. /f = izt galsulfase /g% ) ¢
(13 ;ﬁ%&?%ﬁﬁ AR Ghe R TP RE NP A Tk BRI 2 R & fk o
(D) * bE o PFE2EvREDR R & T p L &2 EF galsulfase

rr!),%‘ BL o
(Dpr #FLFER 2F I -
()~ Bk e & B R AR 7 AL b2 L 05 o & fooma = e
3.3.16.(%1%%)(107/3/1 ~107/9/1 ~108/5/1 ~ 111/5/1) »
3.3.17. Elosulfase alfa (4= Vimizim) Elosulfase alfa (4-Vimizim)

(107/4/1 ~112/71/1)

L% 1080 TRk & ek FRik PERRREpE L TR RERDIEY > FEP L
H2 P s IR ER LA FRAYT wie GALNS Firak L o
GALNS A FG A 3+ 2 $ EH&FRTF S5 BAB KA A FES H ¢ &
A2 S pEE % IVA A2 R% o

2.7V IR BB PFERY -

;}gu? @

(DL ﬂwmrﬂwﬁﬁﬁ@’gae,

rH ,

(2)£ 7 Jffﬁ% i o 2 ﬁéﬁfﬂiv PRI R
S

(3 7 MR e & L BGR -

4%%W&¥wﬂ&j’%??“ R REARRET Sl LR - R ST

SR TR R rRRG AL TRRER R
(D=7 ﬁ*/r'}%“ IR P A% o
()&% 7 B2 LU LHSERE -
53512



D.EGETFAPALRY » B Y G2 fARIE S EATY GRF o 2T 7

6.

%Eﬁ%éﬂQW’“Jiwﬁﬁﬂﬁﬁﬁ%éﬁi’m 3R

(DS 3 FEEA DR - £HT I T~ V.35 - (112/7/1)

(25 b @iz FA Rk - #3877 [L-V. 58 - (112/7/1)

(B Ambpen F - &3 ™ # [IL ~V.5% - (112/7/1)

[.64 48 7R1%  ABESTSHR D » 105 10%eecd » S adfh g s
F10%ec L -

IT.vfwr otk & 0 FVC 2 FEV-14p gty f v 3 00 5 bheee > 2 sk »e B
Fo Hp 18 fdFEb%enze L o

ITI. % @ keratan sulfate (Uks)Ap#i™®iof @ '8 i€ < 2220% e

Ve s it d P 2% § 5 20 R (Sp02) &2/ PR 4 a4 ) prou b
=90% °

V. mssAg § ARl 0 Ejection Fraction 4% 2 % # B (Ejection
Fraction=50%) - (112/7/1)

JE = iz )t elosulfase alfa ipJ s -

(D * e inh g2 B0 REDB K 247 ¢ &2 &P elosulfase
alfa cf 2% -

(DpEFLFEES LF -

()7 & % e & Boif e AR 7 F AL b2 L 05 o & fooma =l

18.Eliglustat Capsules (4r Cerdelga ) (108/5/1)

e s LR B RS -3

i & & JF ik CYP2D6 Bk /i BE o

_Z%,—F)’ff}"}”,ﬂ]‘b—“ J\f_iﬁ%%}%‘/z‘—l%&-"‘

.EREEwE AP ALY o

19, £ = (R ¥ 2 F 855 % &(108/9/1 ~ 108/12/1 ~ 111/9/1 ~ 113/11/1)

LB L

(1) Levocarnitine/L-Carnitine inner salt

(2) Sodium phenylbutyrate ~ glycerol phenylbutyrate(108/9/1 ~113/11/1)
(3) Citrulline malate

(4) L-Arginine

(5) Sapropterin dihydrochloride (Tetrahydro- Biopterin, BH4)

(6) betaine(108/12/1)

(7) oxitriptan (L-5-hydroxytryptophan ,5-HTP) (108/12/1)

(8) alpha-glucosidase(108/12/1)

(9) sodium benzoate(108/12/1)
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(10)diazoxide(108/12/1)
(11)Cholic acid(111/9/1)
z**%%ﬁﬁﬁi“%%mié$iﬁ%ﬁ’%?%@w%’%TN*%F$
A ol & Jﬁ%%fﬁééfﬁxﬁl>é® ) STERTIA B
AR B PR FEF R R Y AN F R e ORAR AL R TR
5$%F@’E¥“ﬁ§%§%ﬁﬁﬁTﬂ§%@%P:
(1) #7424 w2é ¥ 5 carnitine deficiency £ % (free carnitine "3t6
umol/L) e
@)%4ﬁ“ﬁaﬂa&&&’%ﬂ®4’%Wlwffﬂmﬁﬂﬁla(aa
%> 150 ¢ mol/L) -
(3) A2 Wéite s 7 PRk (AR B g PRLE - 2ARLE
Z Pes g o HMG CoA lyase %) z Bt % o
A A F T AP RFIR L E o MR AT NHENF (g BN
150 £mol/L) = (111/9/1)
(5) #724 s2éF ¥ 5 ¥ fpie B 2% % (blood phenylalanine %>t 200 ¢
mol/L) - (111/9/1)
(6) #74 s2étk 5 % #evph o e 2 1 B % (tHey % 50 uM) » (108/12/1)
(7) #724 2éf& = BH44A £ 2 ¥ Rt 2% % (blood phenylalanine % 3%
200 mol/L) - (108/12/1)
(8) Fw Tl MYk, M BRI AE > HFT S N OFED Bk 2 B
AR R ARG F (AU R RP R FEES > S @RS
WA 2T ,A«gﬁ; aE 1S5 ‘,TJ.);'I k& %55;}: B A ‘m,fig;,fi_Pgﬁ %\_nga:
feg™ €% ) o (108/12/1 ~111/9/1)
(9) P & MR /o e o PRl BAZIE0. 082 A 23 o MRopl b B o
(108/12/1)
(10 FiEs 2aPs § F @A A S fE(PHHD & - 2 & T o2 2
- 1 (108/12/1)
[. % & #<50 mg/mL F¥ > Insulin>2 U/mL > blood ketone<0.6 mmol/L e
II. %iii#%%’K(ﬁ%iiiif*>6 mg/kg/min) » = & i F 350 mg/mL -
(DR + B R ”*?ééw’iﬁgTﬂﬁﬁéﬁﬁﬁgﬁéj(*”m
IR B PFE O S A GRFE S AOPRPLFFAGE R
PlRE-EE g 2 FEme ) 1 (111/9/1)
[ B soiep Pt e T o A2 S 3F o
[I. v -Glutamyltransferase=150 U/L

[II.alaine aminotransferase > 2x upper limit of normal (ULN)

(4)

e

%3414



IV. & 8+ peik & =150 umol/L -

3. A ARA F M > B AT AN - s B 1 (111/9/1)
(D* #Fio > Fpip2Fdcd fnpe B o
(DEIFWHRTEZFLRRBF -
DrAFESERHULEARITFEIFFE FhARBFAPARY ¥ -

A AR FHMRTE > EpEIl4p 2o

b AFE Kk B ul R TF iﬂl’%g'ﬂ’lliﬂ\)’ﬁagﬁv:kTi’}r&F&}@ﬁiég

wEH - (111/9/1)

3. 3. 20. Polysaccharides of Astragalus membranaceus(4r PG2 Lyo.
Injection) : (110/3/1)

B NBERG LT AL LR

Lar s Se BRApeRERY ERREZ MRS AL E (P § AR #RE
ma) -

2. 5kt ;1,? & ICD-107 k28 > 3+ iiimse U A = A(BFI-T &

VAS) - @ﬁﬁ:7ﬂf&@ﬂw&t@aio
3. ECOGrﬁ 022 B -
441~"ﬁp‘ s A BE Lo

EAC A HH%E’F’,H s r o

3. 3. 21. alpha-glucosidase (4= Myozyme)(110/12/1)

L3 s A BRI FAARRE CERY U B QP ERFIE
TP o BE NS RATR S B ] O IR F B S LA
ERFERTLFEAS R LR PR YL BT
R TR ETTRE- R
(DB 23R E Sk i AR 1R RER - DRep g4 0 S g S

s CK = B » &3vocp o 5 BEom 5 AFPEIL AR X
()8 2k LR SR IR p > myep g4 o & s (CK# 5 =
B o0 AT o 8 R PRI K o
2.0 * LEHE > % Myozyme 20 mg/kg/every 2 weeks > 4-Z i * 3 & HE
(40 mg/Kg/every 2 weeks) » AT 7)if i :
(DB 23R L < P ABIATHE R -
(2)8L% A& B g ¢ Myozyme 20 mg/kg/every 2 weeks * (& > mirg 2 #4
&g’ﬁﬁ@éﬁt

%34-15



LREFVFAPALRY > X RTWEHSFR R F TIIF A Lo Rk > F X
ClE R R FEL Y g @
(DB 23R b Sp g BE 98 2 o~ T~ vopjfeps (CK) ~ )ik Gled ~ s
TR - SHBAZF A Sy R PR V] E2 o R L PR E]
Fooip R BARS CHFIT ARG L AR P B4 MR F MR R
gopr (COBciE e A2 0 Rk Gleddieii e R 2 FRF BHFFEdH -
RTAFEI DGR -
()3 A F b g BE I8 2 a0~ T~ ik s (CK) ~ Ajik Gled ~ o
FAg s e R BRI E > 20 E2K o FUBBIR R P EELT o n R PR
SR R R Gt AR vupkeps CKBiciEic L AR AR GleddikiE
I AT FMTREFYEN AR R
3.3.22. CRRT non Ca dialysate : (111/4/1)
FHE T AR
I @ % 545 (CVHD) 2 7 i * heparin sz o 4 » 14 & 3048 ¥ e B
Fuiiz (regional citrate anticoagulation)i® * & 517 2 F547/% o
2. 22 A%R pkdpr 3 i (4o AL C.D. -4 Solution "S.T.")Z% 4% 4 “L;% (4r Support Cal
1.47% CaCl:) & & & # o
3.3.23. 4% ¥xpa4r s % (4o A, C.D. -4 Solution "S.T.") : (111/4/1)
BRAETIILIEIEE
L 2@ % 545 (CVHD) 2 7 i * heparin sz o 4 » 1k 3048 ¥ e B
Fuiiz (regional citrate anticoagulation)i® * & 5 1% 5 Fu | o
2. 2 CRRT non Ca dialysate % 4% 4 ;% (4v Support Cal 1.47% CaCl:) & & #& * -
3.3.24. Support Cal 1.47% CaClz: (111/4/1)

R LTI L ER

i)

l. Lg% e 7% 47(CVVHD) 2 # i * heparin FURZ R A MR TR i
fuiiz (regional citrate anticoagulation)® * & %1% 5 4F4F “Lj o

2. 2 CRRT non Ca dialysate 2 4%& ¥§f&4r i3 7% (4o A. C.D. -4 Solution "S.T.") &
CRNE

3. 3. 25. Chenodeoxycholic acid (111/6/1)
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1. * % 2t T4k £ Ffg 2775 i fi= (sterol 27-hydroxylase)m 3k el X (PR & =
EE=IQEER S AL e - ES| %H@uiﬁwwo
2. 7S E W

4B H o

FRUPAGRY > FRY Gl EL PRFELE Y PR

. ETAE-FE s KRR

(1)#F#* i 4 #<(SGPT » SGOT) + = % *+ A #HE -

(2)*2 4 2% (Cholestanol ) + = & ** A # fd -

(RL FF PR L » B AHE o

(i 5 2 FEBO A G 5 Rr i g2 8 SR EPHI T -
3.3.26.Alfa—avalglucosidase (4 Nexviazyme) (112/4/1)

LA S g B 6B R VR y " ERPEPFRE
T2 B BE N A GSRTHR R ) O P R F B LA P
PREET L F e Y o DRVFFER R Y RRTOEE 0
FR > mREETIE- EE
(DE2IRE RS 2B 1 AR R e B NI @4 v g et ivple

e (CK) =% ~ svep 22 2 807 3 SFpE3fE 4 -
(DBAF AR L g5 m | RSH g ¢RI &4 g (CK) # 4
HF o RO VAT R A -
2.1 % FE A4oT

(DB 245 b <A E 5 40 mg/kg/every 2 weeks

(2)8L% 3] B b g
I[.x38 %2030 kg #E 5 20 mg/kg/every 2 weeks
.-} * 30 kg > # & 5 40 mg/kg/ every 2 weeks

SHREFTFAEPALRY » X RIWEHERRF T AIFR LRk > Y
é'fr.” 1 &5 Pagald = FRas  Eygr

(12 52740 % B S BT o i~ B e~ o eps (CK) ~ Ao Gled » o

TR~ SBARR R v R PR 20 ] #E 2 & R bR E
15 o jpf PHRL SHBOe A R Gecd AR VP B4 MGt d AR

i e (CK) B 2e 4 4B %0 Fie Glod B ee d A 4% FHE B e



RTINS R
(2)80%F AR b SR BEFE T L R~ T~ vepkeps (CK) ~ Ao Gled ~ o
Fagaved U EREFE 20 1 & 2 o FUMRIE D P EE L o o P
o i B4 M pred ST oy CK#cEred & T fjuk Gled #
Ber L AR HHMFBIHFFEN AR R o
4,3 T E- 530 Pl W iR L
(DI mpE éﬁﬁa?]‘}iﬁiﬁ’); J& o
(2)3F e v X G T i3 F 2o Ap > Jpfr I op A @ E AW (L %
B F AT ] R R 2) 8 24 ) e e B ik 4 P
5. A & 5.2 it ¥7 alpha-glucosidase & & i * o
3. 3. 27. KH2P04+Na2HP04+NaH2P04 - H20 (4~ PhosAdd Tab. ) : (112/5/1)
U AL S AP PH R T LS E R MER PR L
3. 3.28. Mlgalastat hydrochloride (4 Galafold) @ (112/8/1 ~114/2/1)
Lo & i % hio Rz 7 g %o [VS4+9196>A(c. 639+919G>A) A FI13I & 4 -
2REFARE 16 A EASELE AR R A E W RRARE T P
#& F1X % (amenable mutation) [3%P
https://www. galafoldamenabilitytable. com. tw/])
BRI F T LTI R
(DFERZE ST pLARE > AR ETAFERL -
IR R g AR &7 b
IO. 39 /> #cg v 3=+ A (Microalbuminuria)
M. # F*%(4 T H (ECC) % 238 ) w97 <
(DFRETZE TR E2L ALY AR eTAREL-

LLEFTHR? PEREZTH RN 2P B TRIALE > TR o
Mg 9 F9 Jk (Microalbuminuria)4p B 742 -

IT. i % 5 Sk [VSA+919GOA A R3] #h 2 waRAI R > 20 T2 F o e R 2
AeFH TR pthd ) GEELAREFFAAR L )2 TR R, TR
FRh T EPELREAFRE 2 T RERARE JABIRAY > E RN
= U JE#F] Ly ?‘1};#?] A REEL > P o ’i‘;*ﬁ,féf'_f%‘;*f ¥ % (cardiac
biopsy) p’ﬁ?*‘ GL3 & lyso-Gb3 ™ fiafi ¥ ;2 FH "M kA * k% TAH
MR R A E 2§ SRR s R e BT 2o B o B AOR B e
B2 HbAlc(pgit o & 3)<TH > 47 X pEF A s < (103/9/1

% 34-18



108/5/1 ~114/2/1) -
4. #&K% RV REBERETLAYTHARE BT KL KT ##(NYHA class IV)
ot HE EFFELIP 1K FXRY [ ko
6. &~ & =7 it ¥ pegunigalsidase alfa ~ agalsidase alfa & agalsidase beta &
HEr oo
T30 FaAPAELRY » 50?2 fAzr 1 # 290 ¥ R B R R fonT
BEA o FRETAEEL - EJ‘/* AR
(DB < %075 5 (NYHA class V)& peg wrmglaie (112/8/1 ~ 114/2/1)
kIR at TR L F 2 ERERERY 0 3 2B 15%&»"3"*’%‘““L E BT % P -0
(late gadolinium enhancement >15% of myocardlal mass) > = 4 B segments
v b > TH%ER i
(D?W*‘ﬂ%#ﬁ%ﬁ@&gﬁ%ﬂ?wﬁ%
(3)F# i B+ (eGFR<30mL/min/1. 73m2)
D35 ? ~ERAFR
(B)d AW EFFARELA BB AR URIFHPLFEE O30 &
(6) s FAFRERZT > DEFFL L2 GAKET AF g o b4 2 PP
WAk i
(T 4 SPREFGILET & > A2 D0%A T ¥ IR* &4 o
B)pLEEEYRAIF Rz cd H A EEY T GpRaZedF o Ry q9
BE 7=t
(DM TP CHBEF R 23 RIEP > FF - P PRI - EF > B2 g
(114/2/1) -
[. = &K FE" 85T A R85 > 50 & 2 foip $ 7 AFEHF ° < 20%
[T, %% Bdp & 1 ¢ Apot &8 NT-Pro BNP 3 4c> 700 mg/L £ >30%
B.in T B B 2 T A EL AT AR B R LR A TR
B#H A
(DFg =R 7 fRinf g dh ok o
@)ﬂ**%ﬁﬁéﬁﬁhﬁﬁﬁﬁ’%EW%%%iC%J¢7ﬁ%D’i$§WEﬁ
EBHZ2 Ry BRLich -
(3)* Fﬂ‘ B &2 &5 % Cornea Verticillata 3 gk o
9. % - ERELATTR- X EHIR AP o7 1 (114/2/1)
(1) %+ it (eGFR) ;5
(2) P 39 (PR 9 S HAR 39 ) 5
(3= % ik g fj\”’% lyso-Gb3 ;
(4) 7 }?i kAL

%3819



(5)*® b = #c;

TOEDE B N S 0 SHERE LRI

(D ks (B9 <wE ¢ wr i~ % NYHA functional class 2 6 4~ 454
Bpl e & BB T RIRISR)

B)#FETH ~24 ] Flolter cTRECHFRF R - “HRFABAFL AR

S ze ZUBER v ERBEA o3 FREFTES
PRIE s e BERAARRIE(E T ESAZR ) o R RN
MG BRI E O RIS BT RN R S
CEFRAFTEL R TR RS o R BRT -
(DF# T v dRE P MRD R & G ol gy & E B B Res Rk
BB RLFERE S ERCRERIRE P ERIR S -
10,8 * AFERZT LB RIS TFHRAESLLBL R ZEL
ok P ATEREE  JRABRE I AAEBE BT
wHE AP Y FZEF o (114/2/1)
EH SRR AR TR AR (114/2/1)

1 & 7 Bl 2w g% E (ECG LVH Romhilt-Estes score>b & i & Cornell’ s
criteria)
2 v g g B LAV block, short PR interval, LBBB, ventricular

or atrial tachyarrhythmias, sinus bradycardia( fiz 3 i * Frd]w e

EF5)

= Bz 5 ik [Echocardiogram

1 = F B AR>]12mn e

2| ewARE 23 FERAE (LMD T 42450 51 gn/m2. T, & 42 48
gn/m2. 7, LVMI - (108/5/1)

3 SERAZ G A 2o R AFERF R F OE/A ratiod2.0 2
deceleration time<150 msec # 2 3AZ 5 i Afom 475534 it B ¥ (= & PR30
¢k E/E >15 & @2 E/E >12).

4 Fr: 4B 12 B RELZ ez FE (LW #4005/

¥ 34 -20




5 AT R = w 5 B 40 >34 mL/m2 body surface area (BSA)
(108/5/1)

6 PRTIE R s 4R B A 2

CREPES R AEE

| o R YR i B0 veit BB R (delayed enhancement) J1IR E o B engE B TP
JiA B AL

2 Low native TI

3 High T2

4 F1% % MRI incompatible pacemaker @ & ;* 34 {7

FHRIRAFL

| NT-proBNP/BNP £ high sensitivity troponin = % (112/8/1)

3.3.29. Burosumab(#r Crysvita) : (113/5/1)
LA g d AR RN A F R A P M3 Mpm ety > 2
LA AP 2 PR AEI8A AR AEI6R TR E T AT 0

2] .

2
()7 " M B e
(D2 ¥ T (L& UL FIVRA-ET S SR T )

() st F @ Iplgr £ 3 wilg > ¥ P@gkER 4 ik (rickets severity

score, RSS) &4 5 A 3t E 324 o

(4)% 5 = mzuaPHEX (phosphate-regulating endopeptidase homolog, X-
linked) A% -

2.0 R RPRPFEES DL OFFERF/ATRAGT L PR
TEPL ITRPIEPRFERLFF A ETHRP ISP FFETLF
FFELS 18 % o

3. e F X E LM EHGTR I 1K ipRfock 2 T AT
(1) 5%

(2)F | % $osH B et fc 5 (TnP/GFR) -

(3) & ™ AR i -

¥ 3 -21




(4RSS~ (& & - =)

L ZEFnFaPAERY > B0d FoRAEI2B 1 ST

hoiz& iz it 1 I T - R s R ®k burosumabis B e

(1) * 215123 1 ORSSE A A BB PFAA#E G ¢ L o

(2)ipRr (6% 121 » 3= — CRSS&, 4 » 4pg>t % — RSSH A X G e -

()@ 7 AR IR e il ~ T4 1 23S BT e 37 2 e 47 o

(D2 EFMBPF >3 507 F 8018k ~ L F8:E165 o

3.3.30. Glycerol phenylbutyrate (4= Ravicti) : (113/11/1)

1 2 md ARJIRNR A B F T2 7 %’%rj ] v ?frma‘é% o/ B HAd
g AR R A%k SR ¥ (Urea Cycle Disorders 5 UCDs) s 4 ek ¥
#es o > ¢ 35 carbamoyl phosphate synthetase (CPS) [#: Z & - & "<pk
% 9 fEA 8 # pF (ornithine carbamoyltransferase, 0TC)# Z Jg ~
argininosuccinate synthetase(ASS)#* Z jJg ~ argininosuccinate lyase(ASL)
# 2 J¢ ~ arginase (ARG) I 4 Z jz{rornithine translocase# % 31422 3 &
VRFL e -8 & n E- % AR & 1% ¥ (hyperornithinaemia-
hyperammonaemia homocitrullinuria syndrome, HHH) -

2.1 "L

(DR & & mps > & F UL & ¢ enged Jo R B ™ B 4o i 9 4F &
(Bldee T & £AFL ~ # % filarginine] ~ A & f&[citrulline] ~ & 3¢9 £ & 47
Zu ) o
()~ ZExR7 B * &5 123 4 £ g (acute hyperammonemia)2- 4741 o
DFEF Faraer o
B EL o FHTELTRRLRY o
3.3.31.Givosiran(4e Givlaari) : (114/1/1)

Lr# 22 mds 5 WA AR IR A i B F 22 F LA s % Fk (porphyria) ®
& 974 5k (acute hepatic porphyria, AHP)[+4r @ &R i % B
(AIP) ~ B @42 % B (HCP) ~ £ =3 % & (VP) ~ ALAD4* £ % & 5z (ADP) ] >
8T 5 »INGE Ii—ﬁ :

(D& &18p 1t o
%34-022



(2) 2 HMBS(PBGD) ~ ALAD ~ CPOX ~ PPOXZ s 2 1% B & (% # 't A FIL #rdR £ )

DEERF FRiE2E @ > Y GFAFERT &R > Fad(F)L &R
FIE AR EHFEL L LRISR 0 2 Y FRELL AT E S (hemin)is
R F BH & a2 27 L(intolerance) & & 2% o

(D2 1 2P R RAETSERINFRB(AENDT F 2480 )aveidmp ~
fc (aminolevulinic acid, ALA)¥*%¢ % &k (porphobilinogen, PBG)( 7 # *&
FREiwEEL) -
ey
LLFE?de& @* heminipfte » & & T v i 4=, 2R

S (EgRF @ i * hemin e

[1.@mf% 7 2% & @* hemin & » i = £ hemin 4p b 2 &£ ¥ £ 5 T2k

BFLia €'W27F HER 2T 2 PRE S fiimdul i
%&ﬂﬁ%%ﬁ@’wkiﬁﬁklifﬁ%ﬁﬁif\k&& # g

Fo~ B ICHE S WIS
(5)f& 2 — T 75
L RL @ HELY -
ILpt edg e RERR > RERFESILREIINLY%E -
L s 4 &2

h
oul
e
= »
o
'
o

2.0 AL A R R P R P F R -

Soin ¥ oM LR E(ArfiRfs & G 3 ) s o 0 B R
Prgisier o

L. Z35Fng Py B¢ Grula i PRzl Frapas
SRR g

(l)ié%ﬂ—*f),@%ﬁ’ﬁ:ffﬁiﬁ}a bz @'&éié‘v’fﬁf%“ﬁ%ﬁ v ke £H Y P hemin® *
B BTk s S cE BE AR £ Sthenin® R 3 A & gk R oo
(2)ieF P& D ApESTIo R o o (8 v e S (ALA) ~ 8¢ % R (PBG) 2 & 3
g (Fpg v 8™ " 5 E50%

Y FF*

LZEiomp B2 I > 3 FomaAp T 27" -
#3423



— A

I1. 5%

2R bR P

lﬁzé%%;%\@/é%ﬂﬁl—ﬁ a'\:""ﬁ‘\?‘;ﬁ— :}\‘(#B%H)—i%f’ —

5. YRR R (F3B P =R - =)
(DT etk & e shops i e (3 4 (i)
(2)r=sh i A (ALA)# #5844 R (PBOR S 3 th 547 4 -

ook osfe (B3I A dn i * T E B EHE B

-

(3 & pir ~ 5 Foopep™ o @
3R ) e

6. iz &L it
(DF2EF 7 28 o PELNRGEF LR o Bz THL L AER

:}%\‘0
(2)io R 18B 2 18 » % Za ] & ;égiézr%ﬁ’}%——ﬁ .

()G FHIRIBE Y 2 &M T -

7. ~% 572 ¥ & & ¢ * human hemin3f F# {475 % (prophylactic hemin) °
8. ¥ JELARLH T A geel v A ® & WAARKHFTRLATY e -

#3424



B WA HH TR R

1 = % 5 AR >12mm e

2 g Bz %5 (ECG LVH Romhilt-Estes score>5st # & Cornell’ s
criteria)

3 ARG e E T Edp s (LVMID) ¥ 42+ 2551 gm/m2. 7, & 14+ 3748
gm/m2. 7, LVMI - (108/5/1)

4 CEEAR R L L g asER i B ¥ B/A ratiod2. 0%
deceleration time<150 msec £ ‘4z 5 &7 4755 7 it B ¥ (= « PR
v E/E >15 & RIEE/E >12).

5 FHED S4B I26 7 Bl R 2w 2 FE (L) 3 4c>5g/n’

6 SRRAT R A 2w 5 B AR 40 >34 mL/m2 body surface area (BSA)

(108/5/1)

7 g g E AR 8 LAV block, short PR interval, LBBB, ventricular
or atrial tachyarrhythmias, sinus bradycardia( fiz 3 i€ * Frd]w e
BT

8 PRIE R AFRE L BPPEFEH 2 2

9 o ERE R Bw vt B B R (delayed enhancement) J1 IR 2w B edE B I P
REA .

10 NT-proBNP/BNP # high sensitivity troponin = %

¥ 3&-25




