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4t th 5% (LVEF) = 40%( #2818 F & /84 i —
FROHEB TR CEFACTER  BE -
TG R AR b R B0 £
S EH BB R) -

II. #& ACEI s, ARB 12 #| 2 6% » A& HHEA B-
LT A6 % kT A A T 49 (4 ) AR &
1R B- FELETE A 2 S AR 0 R SR
IBIEIRA

Q) A A 12 MO 4 M e B 9B % A (41% < LVEF

= 49%) 0 JE R A AT IR ¢ (114/2/1)

L fRéa& SR a NYHA) S RBH R8BS
FoBERWR - ESERBHRT L 0 S
F 4t & 4 F (LVEF) = 41 H = 49%( #1 K48 A
HBRM—F RO TR SR ACER
® R~ BB R Rk FARE S

RARAMNAECEHE > EBMBER ) -

2.16.Dapagliflozin (4 Forxiga) ~ empagliflozin (4w Jard-

iance 10mg) : (111/5/1 ~ 111/8/1)

I IRIF&TF 2 &AM 2 12 Mg b 9B B K1

A -

(D) R & 8 S BRI & (NYHA) S RB A 485 5
—BEFWBR - EASFRBARTD S AQT
5t 4 4% (LVEF) < 40%( #7248 A % B M —
FRCER TR CHETACEREY  BE -
THGET R Rt EH FIRE A T A
SES BN FRMER) o

(2) #& ACEI 5 ARB #% € &4 /& » R A1 A B-
FRLET ) R K 7T At 2l 2ig 4 3 (4 ) A ERfe
A B- FLETEA 2 BoE MK R 0 A QKB
SEIRFE -
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>

II. & ACEl X ARB# ZHl &85 R&BHER B-

MEFFIRRTo A ECE4H (L) R ER
%R B-MAETEI A SR KEA A S

>

® 2
RBIERA
1L 38 % 9 A & R 3B 4E Fe o 3 S48 - i A R FF

DB A RIEBE -
2. %M B ¢ (114/2/1)
(D RADSm TR TR REESFTE L X

2 R ¥R PRI R B &% AT (Pre-ESRD) < j%

ARBMEHGHE | L BHBERRA BT

& T MRS

I. #: % dapagliflozin &, empagliflozin & J& a7 J& #5

T 3% ik Kt % 78 09 ACEl % ARB £ /438 o

Il A2d56 %% eGFR =25 H < 60 mL/min/1.73 m’ -
I UACR = 200 H =< 5000/mg/g °

IV. AHER A A FAE— B ¢

i %1 AR -

Chnd % EH ~ bl R4 B 0 Rt

1.

ii.

b b e e e SE SRR (ANCA) A8 Bl e % 3K -

S AB A P AR [ % IR G R R IR

iil.

BN R B R R 0 R E R o
BEBMA L -
EMOPEE s AR LR PRAR

iv.

12 38 Py 52 B e JG kot A -
12 38 P9 78K ) Ak o 18 & 5 fif -
(2) 4% A # eGFR F & £ <15 mL/min/1.73 m’ » Ji& T 4%

Vi.

30

% o
.HRARSES | H -

Ry L4 e

i
W

iy

fisE T BIARIR D HITE TR

% 3 B 43 A% % ] Metabolic & nutrient agents

;{1 BIRZNE | EFEH{YZ= pegunigalsidase alfa py0%% 53 Elfabrio 2mg/mL concentrate
for solution for infusion B{Z:] 3.3.13. 2 3.3.

28. BemigUiRE B 114 F 281 BEN -

53T R BT R T

JREBARE

3.3.13.Agalsidase alfa (4= Replagal) ~ agalsidase beta (4=
Fabrazyme) & pegunigalsidase alfa (4 Elfabrio) -

3.3.13.Agalsidase alfa & agalsidase beta (4= Replagal

Infusion & Fabrazyme Injection) (102/1/1 ~ 103/9/1 ~

(102/1/1 ~ 103/9/1 ~ 108/5/1 ~ 112/8/1 ~ 114/2/1)
1. J% BAFSATZEEME © (112/8/1 ~ 114/2/1)

(1) #E R F B B R B A 3 KIE X B > IR & T 71
Az —  (108/5/1 ~ 112/8/1)
L BBk AR e T REsE > R P A
1. && k% ~ ¥ 4% G sk (Microalbuminuria)
1L 7 %A% (B %o BE (BCG) % 278) & ou

£ PN

(2) 7 R W Ay kAT R K FE R R AT A
AT A < (108/5/1 ~ 112/8/1 ~ 114/2/1)

108/5/1 ~ 112/8/1)
1. & BIAF AR T BTE4 ¢ (112/8/1)

(D) LB R R KEZ & > B
Wtk — 1 (108/5/1 ~ 112/8/1)

Lo BB P HE T Bk > 3 P R
Il &4k~ #E4 %9 &k Microalbuminuria)
IL R EERR (AR 778) s B R

K

& T

(2) HE B & A 30 ROE R A & > B 6T 71
etk 2 — ¢ (108/5/1 ~ 112/8/1)




L BERKXCEWE BT EABKEMR -
(108/5/1)

Il %47 3% KE TVS4+919G>A L B A & % - 3
Uik R KO SRR S B A OBR AE SR A 15 4R
k  (BEARRERFELAER)X T
TR, - TR ETR - TwEEsitE
BERE AT ERETHREREL  4MERSY
o BEAFHYEHAE Y | ARRERLE
FRRARE > BSR4 R4 & (cardiac
biopsy) # & # GL3 2 lyso-Gb3 5 H % ;
HEHMAHBREREBRBREN  RRE D
FEZ S BREBERRBCIREELARE T
bRt bk o WE R 2By B HbAlc (BE1L
e E)<THE WBTHSEEHALE -

(103/9/1 ~ 108/5/1 ~ 114/2/1) -

2. HERAE R A kiR B R Bk R & R
F OB 3E58 (NYHA class TV) = (112/8/1)

3.4 # #| & Fabrazyme 1 mg/Kg/every 2 weeks ;
Replagal 0.2 mg/Kg/every 2 weeks ; Elfabrio 1 mg/Kg/
every 2 weeks o £+ %3] A B E R e R Mm A
T IR B LR > AT REE G £ BHRT
Z © (108/5/1 ~ 112/8/1 ~ 114/2/1) -

4 FEFNETHAEBMERN > FRYFIHALALF
& TR 0 S AR BE AR R B A A6 R R
BH - ZHETIEMAZ— AIRTREHEA
(108/5/1 ~ 112/8/1 ~ 114/2/1)

(1) B E-wBmm (NYHA class V) 3% B & O L4 4
A6 (112/8/1 ~ 114/2/1)
EDRECOMBENLRR F2FRKRER
¥ AR 15% S LE F & 4L E A (late
gadolinium enhancement >15% of myocardial
mass) ° 3% 4 18 segments YA _EH > 75% 4k 4L

(2) BB B AT B IR 6 A R B
(108/5/1)

Q) RERMBILETE & T ~ A KA E (108/5/1)

(4) A RIR A 3% KE R IR R - AKTAI AR
E4 A — 4 (108/5/1)

(O) A TFAAFHERZT » MEFELELALES X
BREMEAMT RRIEH > Flde: 2 FHBHR
J& (112/8/1)

(6) s Ao IR BE B4 M 4R > A3 50% K IEF 5647
B4 (112/8/1)

N RAEFRIAREFNLEREERRER T
WaERAFRES > RBEAFHEZ T LHR
(112/8/1)

) ATl w oy AL SPER R > A — A H A
AR — R B TAR (114/2/1) -

L S<uo&Firiib: 88 amEdiR) S0N
R o A $HT A 38 8 Ik U KA 20%

I SEEBHEHENL AN LN NT-Pro
BNP 3w > 700 mg/L H >30%

SEANESEEE 11

L ZHBXCE R E T HEEA % KEAH -
(108/5/1)

IL %47 3% KJE IVS4+919G>A LA A 8% » 54
Uk A 7% KR O i 4 A O R AR SRR AR AR
Ry(MER)F1AZF107AF » 2 WAL
AZ o B Rk B # & (cardiac biopsy)
A GL3 & lyso-Gb3 jg 'H 3 # & (103/9/1 ~
108/5/1)

1. AL7& A7 3% K2 Cardiac Variant X H % > & 37k
T 5% RIEBE F A AR > BARMAA AR B A&
WHREH - ABRE D F X5 o B RAE RIS
Mm% SR BT8Rk - BAREHREE
H HbAlc (Bl %) <7 F B THEZLHE
76 o (108/5/1 ~ 112/8/1))

2. 4 4 migalastat hydrochloride 3 & # 4+ & 1 % - /&
s #& migalastat hydrochloride ;& % #& 2% % B 2 4 &
At (eGFR<30 mL/min/1.73 m%) 7 T 4% /i KA & -
(112/8/1)

3. HERR R A R LR BRI B RS S R E
SR 95 (NYHA class IV) © (112/8/1)

4. A% 4| & Fabrazyme 1 mg/Kg/every 2 weeks ; Replagal
0.2 mg/Kg/every 2 weeks o 4+ % 34 F i & R JE 4k 98
BRA > TAFEREEHE > AEREEHGEEE
Bf R Z o (108/5/1 ~ 112/8/1)

5. REFWEBUERMLN  BFRYFIHRAALF5
PR AR T AR R B A A L ROR AT A
EHETAEEZ— AR TREMEM © (112/8/1)
(1) gk m (NYHA class IV) 35 &0 DU 4L

(112/8/1)

(2) B R 4 R AR 2 KE R A SR B R R R
(108/5/1)

() B ER s BALE LB &+ - EE R FE (108/5/1)

4) AR EA 3 KE R R E > ARTARAEF
F o v — 4 (108/5/1)

GC)ACELTAFHFERZIT » HFEELLREFTR
FEMERAMAS RRIEHR  Flde: 2 HFHBHR
J& (112/8/1)

(6) & Ay R BEIEHEME R A » 4B 18 50% K B 5647 3
4 (112/8/1)

NDmAEFERRAEREH B LIRS EREERE
HERBEERESE RBAFMHEHF R 2R
(112/8/1)
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SR BHEEARE A BBERTIFE i
FRRLERCHER  GHERBEME

(1) R T Ak TR R -

Q) BHH BT B RTAE > BV BEEX
(o L3 Pro) 6BHADEERAREF
# M2 1% 0 J& 4% 1k agalsidase alfa ~ agalsidase
beta #, pegunigalsidase alfa = & J& o (108/5/1 ~

114/2/1)
(3) Yot B F = AP Jgm % Cornea Verticillata & RPEJE
g o

6. F—FAEHHFH - R BHRKEAB W T
(102/1/1 ~ 114/2/1)

(1) B3 48 (eGFR) ;
Q) &l (AEaRXMEAEEE )

(3) sz 5 3%k ik lyso-Gb3 5

(4) ok ig

(5) FIRKRE

(6) 7% B AT H BRI QR RR AL EA B
ACHER (HBFHCIMIBE - SHEREEOHE
R R e~ S PRIBAE ~ B T AR S BT X,
R m H O ERAHBHALE  SER
B BAERE B ) ©

(1) s Hish AR G (249 SRR & u o) i % NYHA
functional class & 6 % 4% & ¥ 0 5 R E 8o F
R ) ©

(8) ## & v T | ~ 24 /]\ B Holter & & [ 1.0 A2 5
oo SR TR AENX A ARER
EXEARPER S ACEBREBRE - EOTA
BERE S EQEHRETREETY S~ Q5 KA
BT ACELRARAT (LS ABBETIH)
SEBBRIEREE - P R G R RS
Tl By ey RS R ~ SRR TR - BEIRAQCE
HEME B S s CEBERBSORE R O
Al ER U 1oy JE B o

(9) &A1 R s EAEIR %5 (MRI) 4 & B A o LA 4L
Bm B 0 BB IRERIRE R KB E
SRR MR RE S EREE -

T AARABEREARBEERALESN.  TEARELE
R RAP AR RS A RGBSR - Gl
ARG EESE FRABHBE AR T I HEE
AMAENELS BT OB PRI ES - (114/2/1)

6. BBRAMBHEZARB AN BEBE LTI ER LEH
AR LHER TS GlhmBEmE:
(D) BRI T Mt e TR MR -
(2) BH A AT I EHTE o BRBEBK (o
Lt 3 PR 0 G A A B BRI AR AR
# » J&1% 1k agalsidase alfa 3%, agalsidase beta = 34
B - (108/5/1)

(3) 4 B &= /A BEJ% 4% Cornea Verticillata & B M4 %
a4k e

7. HF—FAEH LR BRI EAB T

(1) B4 (EGFR) ;

Q) rEa (REFaIME%xa);

(3) o 3 k% GL3

(4) o 5 RSk ik lyso-Gb3 ;

(5) IRk AL

(6) ¥R E 3

(7) s BRADH BRI RRR CERATH L
ER (RSP E s SHEREFOHE
WHOE KB LR~ BB ~ B T A% BT R
Htb o mmH CHEAN B OHENEFK > SR
B EAER G )

(8) S T REAIK AR (4249 € T AL % NYHA
functional class & 6 %~4% & ¥ 0] B 3,3 3.0 5 [ )
By ) o

(9) ## %8 T B ~24 ]\ B Holter & & B ¥ A8 5% °
SEAR AR AR A RER
ECEARMEE  ACERERE - ACEN
BRESACTHEZRETEZSL AL~ Q5 KA
¥ ACEHRARAE (LomlR )
FARBEA GG FE b IRAE S JE S F e
BEME e RS R S OB c BT RACEY
THE TS STBRAEHO R EE o
s 30y E

(10) 35 #7128 < il A% ¥k & %5 (MRI) Az & BF A & LS 42 1L
By & o B RO RRALIRIE R S L B L
BRAR RO IR E BB -

3.3.28 Migalastat hydrochloride (4= Galafold) * (112/8/1 ~
114/2/1)

LA & 7 @ A6 & kA 5 K JE IVS4+919G>A
(c.639+919G>A) # ! H % o

2. 9% BIAMH & 16 RA £ R T BT & R A iR K
FEZEXARARRELATHAOMER R
% (amenable mutation) [ 3% % R https://www.
galafoldamenabilitytable.com.tw/ ]

3.3.28.Migalastat hydrochloride (4= Galafold) : (112/8/1)

LA S 7 # A A% Bk % K E IVS4+919G>
A(c.639+919G>A) R A A & & o

2.9 BAAM A 16 R A Lo T B &k kK
EXEHABIIARELLTHEEERR
% (amenable mutation) [ % % B https://www.
galafoldamenabilitytable.com.tw/]




3. 8 BIRME & AT BT R

(1) # R B 2y ik A 5 R 20 B %+ AT
oz —

L B P e T Rt > 3 P R
II. &gk ~ #&&F &% 4k (Microalbuminuria)
IL 720k (& EE (ECG) $2)RuE

& Tk

fek
(2) 7B 2y ik AT R FE A B ARG A T A
ethz—

L @ERRI AT kA 55 KIE A8 B 2 kA 2%
KREBFHBA SR  ThmMExak HKEa®
G Jk (Microalbuminuria) #8 B & #} °

II. 74 3% KgE IVS4+919G>A K A A A sh =2
B 4+ b o R B T
DREHEREIE R ) CGREARRARE EX

BE)ZTSER T SEARTR SRR
wmERE A ERERERE AL T HME
FEHEEVIAREER L ZE/ZRARE
H B 4 8 b1 | M & (cardiac biopsy) B A GL3 %
lyso-Gb3fg H Mk LA E A B R A
#o B E P2 b B RA SRR S LR R R
BTG f sk o ¥ km 8186 i L HbAlc(#E LA
EF)<TH > BT BEL M AL (103/9/1
108/5/1 ~ 114/2/1) -
4. PErR AL R A kB T B X R I B R R AR R
F O 3238 (NYHA class V)
S.ERABE ERMBRLB 1R FRRA L -
6. RZE 5T A8 2 pegunigalsidase alfa ~ agalsidase alfa £,
agalsidase beta &4 4# A ©
T REFNEEBEREN > HFRPFIRAEALF
Bk WEHE R EREBRATEEN > XFET
A — 0 AR T RIEEA ¢
(1) B & Bk m (NYHA class 1V) & L4k 4
A6 (112/8/1 ~ 114/2/1)
FIREFOMSBBEILER S B2 FHIRER
o AR 15% O UL & & 4Lt ik F8 % (late
gadolinium enhancement >15% of myocardial
mass) > X, 4 8 segments ¥A £ & > 75% #5410
(2) BB S B AR A 35 I R A6 BF R0 B R R
(3) B3 # &AL (€GFR<30mL/min/1.73m%)
(4) RERIBILETE & F ~ ERREE
(5) v A RIR AT 385 RIE RIAE IR > AKTAM A F
S bit—
(6) BT FARTAGERNZT @ MIFFEL LR LR
FBET RRIEH » lde 2 H B R E
(7) 9 A0 IR BENRZE M R AR > AR 18 50% KB F AR A
i o

(8) % & B F R IR ik LS R E N B
R E R EH > KRB FHEET LR -

SEAREEEES 13

3. R BIRFF B AT LB
(1) % 3 Br & %A 3 RIE L 8K A& F 214k
Hz—:
L BB o P T R 3 P R
II. &&ak ~ #Ea%kg A& (Microalbuminuria)
IL REM (R FE TR) ReERK

Q)RR ZE & FA i REIFRAEL > ARFE T

etz —

L @ ER R ETIEA 2 KIE 48 W2 kA 5%
FEFHRAELE  ThmEak MEakd
J& (Microalbuminuria) 48 B &%} ©

IL &b 3B Bk 5% KoE A8 B 2 05 A 35
KIE SR B 56 TR E % %
RS RIFAEIEAR R (HR)F1EE

% 107aY > £V RIAEAE > LA R
#: & (cardiac biopsy) ¥ & A GL3 =, lyso-Gb3
e R ERA -

B kA7 3 K JE Cardiac Variant 2k B % » #35k
A ah KIE G BBl &R AR R E
o ABRE Y FZ Gl R RS LA
WRAME TGk kR BiBGHEEA
HbAlc( BEibdn 6% ) < 7 % > 46°T32 65 -

I1I.

4. BErp g R ki 2 3 B K B R R SR R
S % 98 (NYHA class V)

S.fEREE ERMELIB LR BRIRA 1% -

6. REE 5T Ag ¥ agalsidase alfa 3, agalsidase beta &4 1%
A e

1. FREMNEEZEBRERN  HFRVFZHAEA]L F5
PR W 2haE R B AR R G E R AT A
Hz— A ARTRZER
(1) B E ks (NYHA class IV) 3 ik & o L4 4L

i

(2) BR324 s R 9 A 6 R TR R 7

(3) B3 At &AL (€GFR<30mL/min/1.73m")

4) RERFRICELE LY - TEAEE

(5) WA KB EA 3 KIE R thmm > AKRTAIMAES
FhIH—F

) ECELETAFHFERZIT » HFFELLREGTR
BERRRIEE o Pl 25 B R E

(7) i A PR BENEHEME R A 4B 18 50% K E % AR A 2
¥y o

B) 7 BEF AR BN EXREERF A
EREFREH > RBAFHEE L IIL -

N
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O) A TFARBL SRR X FEEAR > 2 H —AR K

A EAL BIR TR (114/2/1) -
. ~ubbiaaie: @HTABEHRE Y 50N

R Fv A8 ¥ 47 A& FE &R ¥ KA 20%
I SRR FE BB e A NT-Pro

BNP 3% fw > 700 mg/L H >30%
8. R A M B X AR B A BB EMT I EE &

FHELEDR K E R BEREHRE

(1) e 7 ms o TadI R -

() BEH KAFE T T E AL o BB K
(L7 P72)) 2 EFAEDBHFAREF
HmEE® o B -

(3) 4 PE B H = /A s 4 Cornea Verticillata % R MEJE
% o

0. FHF—FBAENFMFE—R > BEHWHEAA T

(114/2/1)

(1) B2 #& (eGFR) ;

Q) kEE (REEGRMEREE )

(3) oz 5 3% ki lyso-Gb3 5

(4) gk ag

(5) FIRK

(6) 7% B R T H BRI QR RSB CHAR T TH B
ALEH (BRI E ~ SEREESOHE
BHOE X MM LR~ O BkiBEE - B TR BT R
HA S B e B SEFR B HEANERE SR
BFAEE G ) o

(7) S eI G (f 8O BRZE € QA5 42 NYHA
functional class & 6 4-4% & 3% 0] B K E O F
BB ) °

(8) #% #& . & [ ~ 24 s BF Holter « E 8 81w 4 &
oo WA TR A A RER
ERFARIEL - ACEBRERE - AQEA
BERE S EQEHEREEY G~ S5 K NA
B ACEAFRSRAN T (L SABBETIH)
SEBEFRBIOREE S P RS BRI
BGOSR - R E A E
HBME B S - CERERISARE R
fa] B 4 o) & B o

(9) &1k S JiRAEIR ¥ %5 (MRI) #r &85 A O LA 4L
om B 0 AR RERIRE R e B E
R EMCHEIRE B ERE L -

10. A ABES SR AME LGB, T EARE
BRrRBEEEHZERE  ARAHEHREEL -
WM ABRREEE  A%aBHL T AR T IM
ZBEAMARENE LTI B Y RIES -
(114/2/1)

ANEINN

8. AT BZ ARG A n ki@ Ef T 7 FE it

g agm s GhRBME

(1) e 3 T b ey TAR AR -

(2) l%;g—ﬁi%%j%% E?ﬁ}] 335%3‘?4# ’ -}(D_’ﬁ‘g‘_ﬂ}:] ﬁg?’%;ﬁ(’!{ﬂ
L TRTF] ) EE B A BF RS LR
#% o JBAFAEG R o

(3) % h & % = fa K55 % Cornea Verticillata % R M
Ak o

9. HF—FAEH ML —R > BHAR BB BT ¢

(1) &34k (eGFR) ;

Q) kEZE (REaRmkzda):

(3) fn 5 SRk iz GL3 5

(4) o 5 R k& lyso-Gb3

(5) FImARAE

(6) F IR E

(7) 7 BL TR BRI SR RSB CHERBEATH S
AL (BRI SMRE ~ SHELETSE
BB R ~ SBBEE 5 R R
HA S B R R o A B B G 0 SRR
BEAEREE) o

(8) i T BEIK AR (429 CRRE @ O RS & NYHA
functional class & 6 5-4% & F& A 5 R F 0 [F R
) -

(9) # 1o E B ~24 /) 5F Holter & F [ i S RAZF % °
SREARF kR AR A KIER ¢
AR FARMARGE ACERBRE - ASEWN
BRESACEHEEREEZY S~ B R A]
T ACEAPRARAZT (LSABBEIE)
TR QRESE P IR B R
BRI RS F ~ SR - B E R ACER
BRHESY G CERERI G RE R )
Bt g R o

(10) 2541k S Bk aE ¥k %5 (MRI) Ax & 85 4 - LA 4
ibaysm & o B RMOC AL IRIE R A B
R MO RRAEIRE P BRI E -

it ¢ BRI B FAEITHAE
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sy BIREBNES : 18513 ropeginterferon alfa-2b f3 %53 (40 Besremi) ZZEaigIiRE

A

B114E2818BEK -

% 4 B ik 04 % B 4 Hematological drugs

ST iR AR

JREATH T

4.3.5.Ropeginterferon alfa-2b (4= Besremi) * (111/9/1 ~

114/2/1)

1. PR 5 & B 3% 8% (60 BRA £ ~ 3% 60 3R AT o4t H
AR IR ) X BRI E K R A B iéf_m}]‘i

4.3.5.Ropeginterferon alfa-2b (4w Besremi) : (111/9/1)

1. PR R 5 3 B 3% 8 (60 BRA £ ~ 3% 60 3R A F o4t H
Ao AR %) X B IR PR IR K 2R A LM Ar o 3R

B EIERA SRR AR IJAK A BRI ED S IERA SRR AR IAK A BRI ED
HEA TR AE TR - HAEA T2 A% TR
(Dfi)ﬂzﬁﬁ%&ﬁ%i/&ﬂl@]ﬁ]#Jk(ﬂ'@'r#é&% ()RR k2 VAE3IMA—R(HEEE V4

RYXAE BEBBEIHMBPRESLSBERRE
= 3 7 47 4 0k i 3] Het < 45% > 3% CTCAE2.0
Grade 3 YA Loy ESIVER & -

R)YMAL BEBHELMBPREEBEERRE
2 @] & 45 f % 3 3] Het < 45% > 3% CTCAE2.0
Grade 3 A Loy B ESMER H ©

(2) BT 2 prA 45t (2) AT 7 P 464k -
I. 2%k >45% I £ Bk >45%

IL oM >600 X 107/
M. & e Ek ¥ >10 X 10°/L

. 2N 838 >1,000 X 10°/L
1L & 3k ¥ >10 X 10°/L

2. BRENE DG EBEA 2. BRENEDSB KL -
3. BGI2MEA% AER PR ERBELRTHE (3. b REAK AERD RS RIEEX T TEH
A e A e

4. F—RERMZBERLEFOMAZE R - HHEHR |4 F-RENIBULALFOOBAFIE KR - FH LR
lfﬁ [?E'Jifié,éfz%/ 4@&(1 ﬂﬁﬁlmh*u\) lin: RBIEE A 5 (L8 A AT — K ) -

5. A& 4345 A ruxolitinib pR, 5 o 5. A% NAFHE A ruxolitinib mg 525 o

fist BRI BIEITRAE -

P {E{%%/"V—t . EFZ belimumab pio
B 1M4E2818EW -

% 4 iy ik s 5 B 4 Hematological drugs

2250 (40 Benlysta) SZYBI8 B ST HERIGUR

BT E
8.2.13.Belimumab (4= Benlysta) : (111/10/1 ~ 114/2/1)

I RAAEZIRRGRE S 64@?]49475%&’&2%‘:75&&&”%@?%%%
BTV %V ARE B RARARA

JR AT
8.2.13.Belimumab( 4 Benlysta) : (111/10/1)
1. Iﬂ?ﬁ’;‘«fe’%ﬁyﬁ%‘%iﬁiié% B 618 A A2 A7 R R L
F ) e gm 08 5 TILIV 3RV BRI B KR AR A
BEEFNESHAERBA -
() FRENE L EHBEA - (1) #2282 36 A% 45 B B 48 R A T 324
(2) BB ARG B AL A T 8 4p I. Prednisolone > 0.5mg/kg/day( % 48 % 7
L AEBLKEGMA  AYE VA 2MAZATHY PR E X R BIRAY )
A2 B AZ 5] & (4o 2 Bk Prednisolone > 4 B #| &
FN 0.5mg KB B EEEY ) o (114/2/1)

I {# A % % #7446 /& (induction phase) %, 7% ¥ #| | -

II. 4 F & & A7 %4 #% (induction phase) %

4 6 18 A #) mycophenolate mofetil( & B #| & 2gm) JZ ¥ %] & > 4 6 18 A &) mycophenolate
2, mycophenolic acid( & B #|& 1,440mg) ~ &4t mofetil (& B %€ 2 & ) 2 mycophenolic

acid( & B # & 1440 = %) ~ R EHH
#4 cyclophosphamide( (£ 4+& 12 18 P§ 48

A 4% cyclophosphamide( iE4+% 12 # Py 485 & & i
3gm) #:4% 3 18 A 49 mycophenolate mofetil( & B ]
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¥ 2gm) =, mycophenolic acid ( & B #| & 1,440mg)
3 azathioprine ( & B #| 2 &2 7 2mg) -
LR BE A A sk T i’uﬁ%%%gﬂmi%
K B ETABERE  2FERAENHZTH
FME R EIE A - (114/2/1)
(3) ik A ¥ Hl gk gk 0 T &
A AT
. &G k4K 8 T Bk ) <50% > H uPCR s 24
DEEG R >1.0-
II. B4 3ki% 8 % (glomerular filtration rate, GFR) F %
A% 20% vA Lk HA4EEE uPCR 3%, 24 /¥ & & &> 1.0
KA BIIKITE °
(4) e AGTAE B AL - e 1218 A B3R bm AL
m%%ﬂ%@&ﬁ > BLE B RRARAR 0 LA FA T AR
BT AR
I. uPCR £, 24 /B & & Bk< 0.7gm/ X k48 &7 &

III. 2

HERELEHRE Y EAR

B F ®E3g#E 38 A

mycophenolate mofetil ( £ B #| & 2 &%)

2, mycophenolic acid( # B #| & 1440

%) 2 azathioprine ( & B H| & & 27 2
EH) e

(2) ik A A 3E #] g& Jm 0 2

Y618 RABATHATER

L & & kAT B kd <50%> B

II. B4 3K\ E % (glomerular filtration rate,

GFR) F A2 i 20% ¥4 £ H 4[5 uPCR

K24 NFEGER> 1.0 A HBEITE -

2. GRS AR A E 2B A AR

ALAL R BB R FEA S R E FRIGAE > 2
JAER| VAT AR T 445 A

(1) 23308 & f <0.2 2 7% 8] uPCR 2%, 24 /v 8¥

G

RBERELER

T OFB— R b e (111/10/1 ~ 114/2/1)

II. % # 3k j8 % (glomerular filtration rate, GFR) 2 #
T FEAB B 20% VA E o

1L % A R B Rom -
I\A #a%“;%ﬁﬂ e DUER BT XA 38 AR 18 1 45 o
B2 1R FH R R A AF (complete renal
response, CRR) > J&1% 1k 4% F belimumab - CRR 3§
s A uPCR<0.5 H eGFR T[4 51 & 37 48 b <10% 3%,
#45>90 ml/min/1.73 m* -

OM%k="F>x: 2
mumab ¥ 3 %
2. FRAE A 18 Rk L BA E e 2 G M i s R B A TR

A o (114/2/1)

(DRNAEHEGFLEELAREREE I EGEEZ LR
7‘]‘ °

QFrENEELERGER -

(3) WIRAF AN AR AAZRE GRS SR &R 618 A %
Z 2k SLEDAI-2K #% » & A& 8ap = f648 ~ & ~ 74
R SIERR S S RBZIAAREEST IR (B
4~ ESR #2 CRP) -

(4) m AJAR A& TP R A& » FT{E A o
. HEkmEE > SREHFS

i. anti-dsDNA G
. &ARRE (C3 % C4) T

Ilmﬂ&xﬁfm%é &R R A ENREZS
G RE ARSI ERL

RAE AR R RE F X AL A beli-

AN S A

Q) £EAMEBEGRAN02 N EH I NEZH
uPCR 2, 24 BB G RS2 2N 5% o

Q) A EGR> A BEREA A
W14 o

4) & % 3K @ J§ % (glomerular filtration rate,
GFR) 2 A # AR T HR © F AR 20% 14
T HAFRE R G &> R A R RE -

(5) %A K B -

(6) A A o 7 ILER BF 0% A 3 hm AR 1 4% -

NBHE2F% HFROCEZTL2ERE
(complete renal response, CRR) » Ji& 1% 1k {1
Jf| belimumab - CRR #5 s A uPCR<0.5 H
eGFR T F& 81 % #1481k <10% R4%45> 90 ml/
min/1.73 m* -

Ok =1
mumab ¥ % &

A RAE RAR R IRIE B A% A beli-




i RELEFEMGSIERA AR % > 2 RF4E
SLEDAI-2K 4 $#£345>8 -

ii. PATF 5 #F T35t A SLEDAI-2K 314 @ @i ~ 4%
W gm ~ BE MM EERS AL~ RN
EV RS -0 3 ¢ AR Y 3 Cn @3
AR R FERCBR) -

i ofn % K3 HERRA H 5y~ A~ R F A

I1I.

FHMBA RABKERAPRERE AF

ESR = 28mm/hour 5%, CRP = Img/dL -

iv. B Ep K3t B A 4 B AR E oY B B & 4
18 2%, A& oA b 04 i Ak Bl 87 (5 P B B A AR AR B X-
J B R BB ) B E ESR = 28mm/hour 3%,
CRP = Img/dL -

V. L% 3t 5 % A o 7% b AL A 8% 4w CPK ~ LDH ~
GOT b XAEFE 2 A L AAVEE £ %
KA AR R R~ IR RPER
Eo3AFESA | A B RAER -

Vi. Rt BHERIE R B O % 0 kR dost
VAR B A fe B E 42 % 45 # (Cutaneous Lupus
Erythematosus Disease Area and Severity Index,
CLASH i##8 k> BB R @B B EE %
AL (M RR A )

Vil B FBE K S IR Kt > FRIE S & b R
%2R ETEFHFEW > BF ESR = 28 mm/hour
# CRP = 1 mg/dL -

A2 ML R R bR B IS T 5] 3 AEAR L Ik

IV.

Bahopiib sk

L BB EREVOMEMA A E SR
2EAZXATHEREREAERE (o0 IR
Prednisolone = # B #| & 4 A7 0.5 mg R A48 5
BRI T B ERAEY ) KRB LI @A NG
4% F Pulse IV methylprednisolone ( i 4% 3 X &
AT 10mg YA E ) ©

i, AFREY  REERE S 6 EARZERF
hydroxychloroquine ( X 200 mg & A L )

i, E AR ZFRHRFHHESHF—SEHENE
> 6 18 F : azathioprine ( £ K & 2> T 2mg) &,
methotrexate ( 4 # 15 mg) X, cyclosporin ( A X
#F T 3 mg) & mycophenolate mofetil ( & X 2
gm) 3%, mycophenolic acid ( & X 1,440 mg)

iv. Jo BRI E & ka2 0 CTHER R LA KA E
B~ RER BRI HHIZHE -

R B Ty A

G R ¥ H%% 6 18 A %3746 SLEDAI-2K % 9% & &
AR FETRPAEE TAFEER > 24
3 AR BRY HHA -

. DRBEEEEARBTFEELER TS mg AT X
=% Benlysta 74 & a7 48 804 B # 2 T % 50% 1A
J—_ °

. JmESERE VAT 2354234 ¢ SLEDAI-
2K F B 2 4 5 VA F 3% ¥ 4% % Benlysta 76 & a7
SLEDAI-2K 2% 3 WA E o

iil. A EAHEEERILIRARBEIL S RAH
SZ AR AV FETHAAMEER

SEANESEES
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#+ (8.4 ESR #iL CRP)

() eELAorH BRATHFTHRMRRELE
mEZRBE -

() M Kt oH SR THEERHMERRA
BB RBE o

)AL X oF A vHFERMCPK-
LDH ~ GOT # {4 -

(iv) 7=t o4 o R F Sk b %A it CLASI 3¢
PRIEJERY -

V. BRERE G S RS2 5 % RKR
g5 & By £ SLEDAI-2K < 4 % — S04 k0 3] VAR
FToREE O EHBEHEBIRERRETHA
SLEDAI-2K < 4% — F0 E42 8 > 22 iz A
BmEEE > TARFRESEE  BRERERE
g

VI R &30 48 b A MR B Jm A ©

VIIL.Belimumab 75 J& $i2 34 4 4 8 0] B] B 454 ©

3. IR Ai# Anti-ds DNA 3oi8 B2 45 RAKAHEY - HIE 242
ZAER LB E Y 3B A ek R A IR R R A S
M4 g M IRIE 5-17 s A o (114/2/1)

(D) FRENEELAEBMEA -

Q) ¥ HAIMEAREREL FH = ARELEZE S HR
A HEEATEREE
1. #5818 B2 T34 %] ¥ (4= 2 IR prednisolone >4 B #| &
AT 025 mg RFHIE X IAE BFEY ) -
II. Hydroxychloroquine ( 4 B #| & 427 3-5 mg > &
K #| & 400 mg) -
L. £ % —#& (&) % J& 3 #| &| > 4w azathioprine ( A
B & & & 2 7 1 mg) -~ i 4t A cyclophosphamide
(500 mg/m*/month) ~ cyclosporin ( £ B 7| ¥ & »
F 2.5 mg) ~ mycophenolic acid (720 mg/mZ/day) ~
mycophenolate mofetil (1 gm/mZ/day) sk methotrexate
(10 mg/m’/week) % ({24 %42 SI4E R R 4H ) o
Q) ik A My H R RLEIRELHE S IEAK
113 H & g% & B e SELENA SLEDAI > 8( A4 48 4% 4% 5 $
T AT A~ AR R~ M
TERE ~ MEAP R RE - RAEMAR ~ Mo E FH o B
RGO RS AR 4 o REAAER - R~ R AR
R Bk > s JB ~ bR L ) B AR B o BCF BB H GE PR 0 48
B A S AR BIA MR E ) -
(4) Fe GBS SR 4k A © FEi6 %k 12 18 A 1% 3746 SELENA
SLEDAI >8 #4o t fisn R ¥ FX Mot R r>4
D HATHBEAEIN o S BB > FEHIR BT -
OM &= trx— " 2RERRKRE F Moo R S-17
Rk AL A belimumab 4 4 8 5] ¥ 35 &
OM & =+>-= = ! SELENA SLEDAI# » %k

izt T BRI HITEITHAE -
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] a2 % 1133403698 3%

A E R o

i
oo

ARARLF K EALRMEREZAZ S > PHER > KRRV FARMIFR A 48 HmREAHE

RIF | 2 RALRARR % F 64F A2 RAEBRARER F R FoAF R HF 23T -

B | B EE R IAR B SCPE BOR (SR AT AR B SO R SR PR R E R AR R

297 %
z?ﬂ’$%&é&@%ﬁ%%ﬁ%m%ﬁ&%%%%%ﬂ‘*‘Wﬂiu&%ﬁ%% P i
7] -]

FE | —AHRE
2 A AT R RAE BRARIR B 404178 B B A AHAR AR 5 83 AR F SS BE ab 8844 L2 2.11.1. Febuxostatt

(4w Feburic) @ FR12 Mhom B8 H 2 SRR EE A > LS THE4FZ—
U1, % 4% i 8 % Jk B 22 4 benzbromarone & %% R JE % » R EEAEAS 57> 6.0 mg/dL -
2. B A 1% M BB (eGFR < 45 mL/min/1.73 m® &, serum creatinine = 1.5 mg/dL) » st 2L jk Ba 14

B o SRR B R T R R 0 AT RRALZ R AR A
3R gm AL B F AR B EF i R (FARA R X ABEBRE) R BB Y -
—~&EWMEH - 2%8A8 %5 TFEBURIC 80 MG FILM COATED TABLETS (BC25427100) ; » {}:{/I%
EAn ~ A% T Ak 2 T 0181A > Feburic 8 3# JEE & © 06 1% MR JEL B 09 % IR BR S JE o Ti%'%
JA A S K Y & PR R JE o %ﬁ?ﬁﬁ%ﬁ%&iJrﬁﬁﬁ 74k P BT B 1 MR R
TR RATE ST IRRA - REARBRE  F 0 A g AL 10948 A 55}’%%‘ i
#8 %k #5 3, tiny renal calcified spots or stones » 1§ %% 5% /\;%)z?(&xfi HR & ARBMEREESR B
# o A0 7 A7 8 B sk Rk 9.8 » B4 B = feburic > W £ F#0 B A 112411 A 1 A5
24k - T 112-11-1---eGFR 58->75->61->66---uric acid 10.2->5.7 | » A &5 A A8 % B AR T
i@ R E AR AR RN RIERAREZTAL  RFAFES > FTHAWNBRAL  iRATES
MPFERZEERY  REELERTE BT HSF -

[ &4 =) #3rF5 % 1133405733 3% (M B E4)

S BAERMAEN AR BRRFANIBZETA2E E3 B AR E AT BHE A3 £276,362 T
YPHFERFZTH -

CHEPFERRE

« 3SR E s ¢ A O GENERAL HOSPITAL -
CFBREA AT E(RERETRLERR) -
CHREW I3 ETA2AE3 AR -
CBRER WA ER(TR)HIER3MI T -
R NE

AMEREEL > RRFBITHARIRIGRH  BTLF To4T -
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(=) 2 RAEBERRIES SR 2% -
()RR ERR AL ERTABBIREROER AL 2RAH2E -
(v ) fEtRF 11347 A 5 B4R EF % 1130663130 55 A% -
=~ MAB R E R 6,362 LA
SR FH AN B F1LA 13 8 (AKX A ) PFFht  EERERFEINLT > FEREHREFN
£ TN3HT7 -8 -9 AMARMEERREEHENGREFRE B LR > ERHFR 6,362 7T 0 itk
Bl | BPORAER A 6,362 T 0 A I3 11 A 22 BRI HABO 2 RAL AR B 4B R B R

b EHBAEE S RIS VTHFRERZOCLAE -
=ML REBRREZ BREALE1E 1,979 1 (18,341 L-6,362 L=11,979 7t ) K 4
RS GIFARFEREAPBEHR LRI BHRERN1E 1990 ERFREHR > NEE L
o e
W tEE o BERHAEH BB EREEA63602 L 0 PHFRERIENCLAELE  BR TS
A ERER R EREEE > EETES  REEHA IR T ES -
BEhE  AMPFLEY»TLE FHEEY > FRERLERREFH KR L RIEERRFREAE
LR IBEFE AR AR R 1956 F AN » R EX -
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Challenge on diagnosis: KRBT XM ETHE R
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/J_\# : /1 %F‘
Uncommon presenation: Infective R /Jiiffli %ﬁ i
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KRR BT
Common disease, uncommon P SR R B
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