T B 5

Journal of Rare Diseases

S ELES:

BANEGER LIRS E Siar P EEHKLIR

PREFQOMERF D2, PRCHERFSHEZ A2

WEMEE . i7", E-mail: shuyangzhangl03@ 163.com
EMEFS? ) E-mail; hanyaling@ 263.net
U ] B AR 2 eIt B A B e O PR} B X TRRE B 5 U 4 R o S I 2 R K A L By B R s P oLy, b 100730
2 R R X B e O R, R FH 110016

[BE] BAER (FD) Je—Fh X RadEsuResom, M ol R, FEHEEMN o LM A (a-Gal A)
TR e &b | &R EEY) = CORBEIE IS EE (Gb3) RATAEMIM ZW3E Gh3 (Lyso-Gb3) 1E £ Fh 4l i Al 41
I, SORZIESRE, EO0ME RET, D FERAFEAOENEM () EF5%, WD OIUE, MF FD O
U FD R FEIE T EB R A, R 40 BERAR S . BERE G T | DR R R 2 40 o 45 vk (9 L ST
DLR R SRR AT T T B TG e 2, ALREES BASE NSNS AR M FD O IG5 167 BUAH ¢
WEHE, SR FD O UG RIS 7 5 4 PR AR
[k@R] Emen; CIUE; 2 BT
[FEHZES] R596. 1 [ STEkARRTD] A [XZEHES] 2097-0501(2024)03-0335-10
DOI: 10.3760/cma.j.cn112148-20231008-00263

Chinese Expert Consensus on the Diagnosis and Treatment of
Adult Fabry Disease Cardiomyopathy

Chinese Society of Cardiology, Chinese Medical Association, Editorial Board of Chinese Journal of Cardiology

Corresponding authors; ZHANG Shuyang', E-mail: shuyangzhangl03@ 163.com
HAN Yaling?, E-mail; hanyaling@ 263.net
"Department of Cardiology, State Key Laboratory of Complex Severe and Rare Diseases, National Rare Disease Medical Quality Control Center,
Peking Union Medical College Hospital, Chinese Academy of Medical Sciences & Peking Union Medical College, Beijing 100730, China
2Department of Cardiology, Northern Theater Command General Hospital of PLA, Shenyang 110016, China

[ Abstract] Fabry disease (FD) is an X-linked genetic disorder caused by mutations in the GLA gene. It
leads to reduced or complete deficiency of the activity of a-galactosidase A (a-Gal A) , resulting in an accumu-
lation of the metabolic substrate globotriaosylceramide ( Gb3) and its derivative, globotriaosylsphingosine
(Lyso-Gb3) , in a wide range of cells and tissues, which causes multiple organ pathologies. In the cardiovascu-
lar system, FD predominantly leads to left ventricular hypertrophy and/or conduction abnormalities known as
FD cardiomyopathy. Since FD cardiomyopathy is the leading cause of death in adult patients with FD, early
diagnosis combining cardiac imaging, enzyme and substrate activity, genetic testing, and tissue biopsy, as

well as early specific enzyme replacement therapy are important to improve patient prognosis. This consensus
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comprehen-sively summarizes the published evidence related to the diagnosis and treatment of FD cardiomyopa-

thy at home and abroad, and provides a basis for the diagnosis and management of FD cardiomyopathy.
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] (Fabry disease, FD), M FF Anderson-
Fabry 3%, AT Xq22. 1 #Y GIA FEH R4, S5
T i) o 2 FLBEH B A (o-galactosidaseA, a-Gal A)
I PERRE S Az, 6 AR IE ) = AR SL 4
2 (globotriaosylceramides, Gh3) KAiiA: Yy 2. 1k R
Gh3 (globotriaosylsphingosine, Lyso-Gb3) 7EMIZ . J
BB IERLOBESEH LU ORI, 1R 2R
FUFARE G R FE B . Gb3 Fl Lyso-Gh3 JTRLLE L I 45
REMZRAMEN, SEEFFLLERIE (left ven-
tricular hypertrophy, LVH) . 13 %% | F 3 Ik &
ZOIMKAANEFELF R, T FD O EZ R
FERIN LVH f/ AL S5, AW 2
HTFD FEM LVH, £ 3555 F.OHEA 22
ifi, XA FD CMESZ 28 SO FD LU . FD AL
WA FD BFSET- M E B RIS W 587 X%
TG B E UG AR E

W, WRARUR R k2 A 800 7 Ik, 3
FD R2RE . BWHERMBUE 2, HiE O 4
(0 % e .k DRLAS I 1Y 3 K A R ARST 1 (enzyme
replacement therapy, ERT) S5 ik myhal, HZL
FD CHURERFHESE T RINZRY . A TS A RN
HME R R FD ONURIZ W 5107 A SCUE S I F R4 7
RATAEFIRZE, S FD OV A0 B4R AR i
1 HABHTHE
L1 #EERITSHITSR

WA 2022 4E P AR BE 2 AT (ChEHITT/AET
I RIZST 1 HE O HE T (2022 W) ), ASTE B AL
TERETAEH, GfFONRSE SRR, S5H0E
AN L Z I BAENF W FD 297 285, 7R
LRIHTE S 5 HEM N, ERIR TR E TR
FRHAEH, RS AEITE, the % KA X

B e B WA i 5 /R JE L (Delphi Method) . &%
AN RS VYESIN B
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1.2 RIFEERIEEFEHKIR

TSR R E P AMEE E PubMed | Hh TN BT T
AR IT 10 4FARCSCIR, EERRINEAA TR, %
TAHR . Fabry disease, SCRAZRAMUFGFE R/ SR/ L5
W, FRGegidy BT BEHLG B B DFE 45,
ARSI e R ER A 25 4 53 BT i 5 25 SCIRAR S
R R Kk, JE MRS, HE, R E AN AR
g/ RS T2, LR AR — IR
ISR AERSE N S AN RSN R &
IR AR T AEAN D SCHR, TERIR . &R AR
HTINE, =75% W BRR PR —BEN, RIFE—
FOE WA ACE — v, & ZRihe gk,
RAAERRL RN —EFET, AT,

2 RITIREMIG KB

KLk, FD — BN RS —Fp R WG, aAhG
HH 2 1/117 000 ~ 1/50 0007, {H 7] fig i A%
i, PR LA s &% 178800, 67 4Nl
NBEAEIE (351 363 Bl ) 1B ER, 7F
LVH =i At J& #.0 IL#S  ( hypertrophic cardiomyopathy
HCM) #FEH, FD MR EIA 0.93% 7

FD $% 11 K 22 B0 43 by 28 M R RGR e A 28 i )
ZWTHEME, BFH a-Gal A BTG S B E T K
(<1%IEHKF), ZFEILEBRRE, FEEHAR.
FREMER G2 2 (Bombd ., DI/ i) . g
TR AV I RIS A AR R T BB IE (A
R, BOREA4) . OME (LVH, & 3:BH# ., 06
A R AR I R G (T I A e it & A
Ay o R ERIZ LT Aotk 4 HE WS T I Bk
BEEWAL, DIRUAEIS & E, IR 32 B0 A
(k) BEZ R, AP Sk E IR & R R 0 R L 4
R 10 510 i AR KA IR A B i i 4 P B 1
iR, ENBEFD BHEPH 66. 1% K4 HA
Lt FD BE A 75% JR &R D IERE FD fE
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ZRMNEE (68%) , FFHEHAF RGN 52 R AR
IO G FD BETI R FE B

3 mmHLE

Gh3 UL D IE T A R i 2, %
RGO, O WU A (P92 RSP AL 40 )
G FA L, BRUTI PN LASE, TE AR 2 il & Tk
G, WA NE R A DR, R, JFT
LR & 2E AR AR & A . AR
Gb3 ] RERR S B 7l H MY IR (E0) A i
i, NI O8O0 JULAE B ) P 2 BR300 s L
BN BRI, 13 FD AR O B
PR [A]14i%5 . Gb3 Fl Lyso-Gb3 38 A] LUVE A4 %
FUARAT T 40 S 2008 P A A E B e i >

4 IARRH

4.1 FRFHESR

MR e LW AR, IR AR DLRAR IS KA
Fo BARLME FD B KRR, (A0 N7 8RR R
S5EMERETEZS ., B S BEE)LEL TR
H LVH, HBHEEHHEE 20~39 & LT A
2B SO MR AVARLE , Lotk o R e 5
PEFESR 10 4E 24710,
4.2 FD OALFRRM

FD O VBRI FEAHS LVH, OS5
W D), AU LVH J& FD O UG 0 0L i 5
M, 29 50%H B 1/3 B2t FD A S7E 30 4 )5
HMELLVH™ | LVH FERBUNAOEIRE, ek
A AN FRME B A O JRE o 5 L 4 2 1 O P EE A
PR R I ODEIBIE 2 5% B 101 % Az Al Xt Bk o 2 T B
RIS AR FD SR A F RO L s, TR
LSS (PEWL 5.1 DEEESY) . FD BE T %
A PHERMEMROERRE, BE (WOREE) O
T AR B T RE B PR (R AE K AR %
SE, T REE R A R w4 SR
4.3 FD HfOEZRERI

FD 38 0] DL 30 3 3l ko e —RMSC AN 4 | 5e
ARBIWKEENG B2 F S BKAR TR 5K . FD & % B4R B
TR B KRS H R e R, R E RN R-
TR RMER (50 KRG R X A4,
PR Ry A LT D H A T T R 2 0 T il A

DT R R BRI I AN 4 AT SR 3 ik
WHEEA R, (BRSBTS, DL/ L
AT A s A B e P 26, RELOBN
4.4 ILBESMRIE

FD BB 702 B, TR HAL R RN,
S JE M 2 2 G n] B Bl (18 k(A
MR KR ) AT RS (2RI DT
) o HRX 2z B2 3 Bk A v ol Je B e il st i % 1
(JFUEAZ B2 ) K IkaT UL I 48 ff B (oA 3
air . BARE | REERFN AR A 53 R R R T Y 210 B
B, 2o T AW ), AT BEE R
B e 28w WA R . RN DhRE A 225, IRER
AT LA BI04 R VA ek R 8 /A T R I A TR AR
BUMHE LIS | R R R s i

5 iHEheE
5.1 OEHE

FD BETE L N5 D AR I m] A 0o ]
AL, A5 PR AAGE RS S . A P it e
T H S S ER 1 A 2 e R R IR (B SR
i, DARCTEE IR ST BURARA T B8, QRS it
BRAEKT p7s B B AL S LU R BN QT [RIMIAEK: |
TSR . SO Shid B SRS S B A L B

FD B #H G M E FAERE O E, mdE
SMERHER: FD BF RAEAT 48 h O BRI, LA
T R B FD AR MO H Y
5.2 BELIHE

HA DB EUEPEG FD O IL. AR R T
F Ik AR ECE RO AL, X FD LU 19 515142
FWEI L 22 O LVH 2 055 U
SEH, OB AT DR B R AR A TR] b R
AL EAER . AR BIRFL R UL | o i BE e B
ARAERIL . A IR AT LU B 760028 0 PN R A L
JUUPA 2 BE P 25 W T Xk BLR, el 2 AE
FEFRAL, X2 T Gb3 ZEO L XL I AR, R
TEL BRI BT DU ARE Z | T O IUZ I AR
DRTER, FD B E WA O 52080 (left ventri-
cular ejection fraction, LVEF) —IEH , MMiEE 58 £
FIZH L2238 I 7 B DI REFNAT sk DI RETEAEE Hh B
SRR L EEKIEE (HAZEH) RE
JERBET AMI X A 1] B AR AR, TR T LVH A A, —
FEA TR R B FD O ILEZ B Yk AR AR
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AUFRALAT B T LVH RAELEAG R %5 . FD O UK 2
JEADE LB AMINIX, HCM 35 o 760 % 2L
P TITE [F) RR DX J, C JEE TR A0 R 2 P D 7 3 R
R X3l e 20 1) 7 W AT T O R B AR T
5.3 DBEREHIRAE

ORI R 1% (cardiac magnetic resonance ima-
ging, CMR) AIH T FD By 2 W, 25012 W7 S
o T R A IR 0T CMR AT UK LVH Jf 58 -4t
A OEFLCLIEE, T O AR BT B0
native T1 T & A% , =FD O RTE CMR 4 Rk
RIZ—, 2940% 7 LVH (¥ FD B3 F190% LA -
LVH i) FD &4 tH 3 native T1 MEWAT, AT H AL
JF R LVH, 40 HCM O e 58 3 A 22 4 ol ey 1
FET L FEFD GOIURE I, BT AR RE, &5
F native T1 MEAERIEE R . $84 FD O ALK B & T2
EAWRT S, SERfATE O NS S PEJAE, ELAEIR 38
1t (late gadolinium enhancement, LGE) WA BT FD
U S A WU 9 4502 FD O TR I LGE {3z
TAOERTHMUATT SN EE L S B A B AILZ
1M HCM 2 BUAE 2 BE R IEAL - Gl 2 & E]FR) .
5.4 DLEEEMIREY

LILUILES 25 F - (cardiac troponin, ¢Tn) Hl N &K
vty B BEH PR AR ( N-terminal pro-brain natriuretic pep-
tide, NT-pro BNP) ®HF FD .0 LI A9 FAl . i 2%
NT-pro BNP 7€ LVH, Z20ZE &R (87) Ui Thie
S PR O ERE RS TS, FD O LS
A oTn B TFR, 5 CMR b T2 (BT e fr bl B
FRTE O ILRAE
5.5 o-Gal A RN

XPEEQL FD (8 PR, T AT o-Gal A W1
R AT ER I | A it 20 E A T AR
£ (dried blood spot, DBS) FEAT AN il 3 I 2
BB MRS SR, A S Ry T (R A 20
DBS AN FH T 8 fi B SR 2 5 i i L 2R
FERF M a-Gal AJEIEIEHR, " LLHERR FD AT RE;
AR a-Gal A BHPEH T BRSO, $RR FD A] REYE
Ko B a-Gal A WG XS T LM B & K2 W I EA
BR, ZotEBF 2 X Qe O ARBEHLR IS AR, a-Gal A
TEPEAKFA—, 60% LA LR LEEE a-Gal A TETEAL
FIER G Lt B3 2 Wl B S S A
KollFn (80) HIURKAELE I,
5.6 I3 Gb3 FA Lyso-Gb3 #&il]

FHERE MK Gb3 KV h s, mido vk B
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2% Gh3 A AL, HE2aFIEFEWE, W
PR L 2 W B SOR K i Lyso-Gb3 7K °F-
b Gh3 R m, H 506 KRB A R AF YA ¢
PEBY M3 Gh3 Fl Lyso-Gb3 Al 4 a-Gal A I 1 1F
H SRR ZS RO R B R A 5 (variants of
uncertain significance, VUS) B H & L4 B2 Wi (5
PSRRI (1§ 4 Lyso-Gb3 7KV i 2 7t =i A3 B T X 41
Z LRV 5 B T
5.7 BEE&N

Xt GLA BE R AT 2878 3 M A B F 112 FD
FRTERE 1000 45 GLA 785, A4hHE X8 . T X
A RSB MG YIS A HRAUA 80% 240 1Y
AR PRI BT A BOv I BE I BOR PR R . VUS 5
RS, 20% 0158 i 5 B K AR 5. FD 1
IRERALYE GLA FERB S | AR | PERISEHI G, TVS4+
919G>A Bz 58748 Ay v R K A FD R 1 i A 5 A8
FEPE GV FD B AR R, TEETE 40 ¥ 5 3R
oA LVH i CH A R 5652 Bk, Hofh 5.0 05 2
IR GLA R A T ALEE p. Asn215Ser (c. 644A>G) |
p. MI87R/g. 7219T > G FI p. le239Met ( c. 717A > G )
AE8) yUS JEARRERRSN FD ATRE, Al it 5 R A
SEREIN S DRGSR S, kiR
FIWrE &N FECFD IR,
5.8 HARFKR

LT TR BB T . O E R R R 22 2 21
S T AHN A U 2 A 1A, U R T DL A
JELREL 5T P SR B AR RERE /MR VAR 2 (R s O
FE, AEEJZR, ORI B sl dE s 4, 2R
TRAEAR SR 45 1 LA BLRRAE Y L 800 A T T B
Bk o-Gal A WG (>10%) A (=) 1K Lyso-
Gbh3 K. U GIA FEH A (45 VUS) &, U
W2 o HERR FD; I PR S #3241 2005 K T PR A%
ERT J7 R0 B 7 Wiy -7

6 ZHTRIE

6.1 SN

I AR X F A B JE R LVH (G = i & A0 =3 3 ik
M= SR N) B, WAL TR EZ —, &
% FD 7l HE
6.1.1 DIFZIRAE

OFALME KA FH AL ERE; @0 HE .
PR I 46 5, QO3 El, BESGE B R BoR



JRN A T O MU 2 5 iR 7 rh e 3R

2o E B A XN ) B AR g AR ; @WCMR . 2200
Z O WL native T1MEFEML, Z5.00 % T HMIEE BLIK B
O LA LGE,
6.1.2 LHESNEIRAE

Rz Bk 1058 A s ; @B W @
WD EAR (<50 %, FEAEFIEAHR) ; G MM
PR, @B ThRESH R IR ; O iR .
6.1.3 FKikEH

i ek

N

B X #EHBAE MRS (CF IR, O
9) .
6.2 iSHTIRTE

X ERE (BRERHESE) &G AR,
A HIESEA FD SAURIZHE ([ D)2 A
FWE S FD SRR ARAE A9 5k 3, A0 JE 40
MBI a-Gal A % M b 2 R AR AT 12 W7 FD O L
ke B AR R B -Gal A T PR BE R AR Y 8
H, b AT GLA FEH B BRI, 3l T
A IRIRFRIL, BEIEE . EBERIR (80 KL
2 FD DAL . QSR 3R Iy A7 R B8 B B2 18
T BT HLER
6.3 X3Sl

FD ORI %02 Wi 45 . HCM, W HTE
AT S LVH (FE 3RO AE | m IR

B Ay
iz g

FUHCRE) FLOIEVERMFEESE (R 1),

FD O U 3 B B0 A E i PO R R
0T AR R IE G I | PR O I I A E FIAE S8
FHEAA ., FD O IURIGR T (A5 £ X0 IEs2 R B R
SRR YT AR X I AR IR Y . AR B
FD OHAURIRYTY, ARG Z B2 (hE
BATFERISIT B RILN (2021 EfR) ).

7.1 EHRMEEIT
7.1.1 DBEERR R

PR FD B0 A F R s e R, =Sk
TR R PR FH 4 55 K R e B 1 0 M 4 B ik R 32
PRESHURIGYT FD A B R, PR X P 24 1 ] sf
AU IR FD RE A M BLOLOM, 7% Rl
PG TEREA ], AR AR BT ] DEARIE TR
7.1.2 L ahd G A L

10% ~20% 4 FD 5 T2 B A K AR &,
WITAEAR D E R () EE R RGN
ARLOT A W 0 WL R T R S
% 2 B B s ( implantable cardioverter-defibrillator,
ICD) AT B L EHEAESE

1 RARLRREOEES |

i R
I
| | merowRE |
! |
l 2] | =
I
! AR i
i PRSI
i !
i e
I
: \ 4 ‘ *
e ~| GLAERERN |+ o-Gal ATIERIE | orGal ATEIEIER
WEEIEE

l Y ‘ l

MIZFDOIE  1illlLlyso-Gb3/a-Gal A FDULR AT Bt/
EBEEROIER B IR

318 W e P T IR e e |
Fig. 1 Diagnostic flowchart for Fabry disease cardiomyopathy
FD: EATEM; GLA: a-FFURFEELIN ; a-Cal A: o-FFUHEHFRE A; Gb3: —CMMCALBAREE, * FEL. XLt
BERBEE, Rl R HABE o-Gal A WMEEE, ERMANIEE, donl LI ST 5E A
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Tab. 1 Differential diagnosis of Fabry disease
Eizan AT JEJEL AL 0 LG TERREAE ERk A [N
KIEH A, X EYusE LA, WAk AR ATTR o 4 (K i AU, AR A
WL TRESUidi BB
DM B R RTCSC SN AT I XU £ Ak o J (= 2 R N o 1
LA £ TR A T AR BAE, FEE ML, B BRI
M REE ., E AR TRE, A ERIETIRERE
i ML
LVH = OSSO E; warsE EERAXRME  mOEEShE, TUA e BHOWE, Z28H
AARXMFR, DRIEE, 7L HELEERoR HOoFILE FELEY R
SKMUIE R EA7 0 Z NS W=
ECHO Hflb=M EFPRY K MAEHER LVOT AEBH; 04 MO B ik, MBEHE,  EIlioRiE EsilionE
B FBEE; SAM 1 ONLEFORR . 20 R
THIPEET 5K T RE R A% A0
sty
ECHO BERBERZC R AEE I AR 1 1T SRR DI (TR0 R EJRAR AN b 7 DR AR v SR DR SR X i A R AT
EYVES X)) AR AR fiE, DRFPN A IE W B AR (I RIEIETR)
JERAR
CMR native T1 {H WA Th Tt T TEH SR B T
CMR LGE = Zeb Z R M BE R R AR, mEEWIRLE AL, ONBEFENUE, wriEd RS SR ARREREERE AR,
JULa] EANLERII PR NE-S B, WUl JULa]
FUAk . WL
LVH: Z0ENLE; ECHO: B OFIE; CMR: OHERILRRIG; LCE: £LAER#EA; LVOT: Z.0EmiNE,; SAM: Wil —JMAiF%; ATTR:
HHDRIRR E AR
7.1.3  PRELDEK R #, WIS AR, B EEA ICD

FD /U WU B I PO R BRI TR A, Te 28
PRI E T ARG I o e TR 5L A 410 o Tl A
XTWERE 7 R ROAE R, DR T X7 il 2 B A D) R )
S AERE, I HER /L FD B h ], R
s /R ES T RAEL OB . B 32 ARBH I 77 S HoAth
W1 0 (Y 24 4 N O Bl i R A T VR
FOHAE FHZBRY . X T FD A 3E 0 B B h i
JUE = KR B RIS IR 7R, H] LS4
AT KR S T Rl BUEEIRAE HCM 35 1 IR 9T I
W, BFFD & JF.0 58 gl i 8 3% IS8 CHA,DS,-VASC
PEAY, HBI % SR

ShA LR A R 280 FD BE v R B RELL
PEEMOITH, (FUE 50 REE Z 8] 1 C R AN
W, EEATFELHE, FD R RO (FiE)
SO WS TR O ERE RIS A, SR RS R
SRR RS = W, MU Aar>1 4F, &
WCEAICDY | TG FD B OIS — 2 i B ) K
RrPoral TH, SUABORHER A TR LVH (>20 mm)
ML (CMR "HFEAE LGE) FETE 8 AR &
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7.1.4 DE

FD ARG IE O MRS AT AR IR B BIPETE RS
R AR, o 90% Jy it B B 3 gl
A BE T FH R PR 24 AR (86 A7 (R 15 B 7). LVEF <50%
IF, AT DM i A5 B o R e A I 1 3R/ 10 A R R R 2
PAFEHCT I [51 A2Z PR FE B0, R0 0 2 5 0T B e
2 R T RE RN B R, T IR 2R R ol
FHVD U 250 35 R - 2 W 3 ) 2 s 2 1 2 005
MIPEUEUESS , ToEE SUERftnT I IR, FD A%
GA IO E B SO AR R T REAN 4, NEA] B 321K
REL AN (A e, RS, S R O F P
FAOEHE P AR FD O LR R T DL R
JRAT 20 2 A B 2B AR IR AT
7.2 HBRMEET

FD $¢: SVEIGI7 4% ERT, 7> THEAE6 7 e A
IHIT Y ERT il ANEME A 7 AL «-Gal A,
fRE Gb3 43fif, W/ Gh3 Hl Lyso-Gb3 7E 4% B M 4141
R, JE HETE ERIE YT 75, ERT MR 46T 48
fiE b 2t



SR BEAR B O U 2 W5 307 E e R

R 2 OMAEMEREAE ERT BEISIRYTIEIE "

Tab. 2 Indications for initiating therapy with enzyme replacement therapy in adults with Fabry disease

[ 37 . FEAE
23 K
Bk, /IR R % ERT, 3 FA TAL 4RI
b, AR R LB RIOSER, % ERT: OARREIAME THABHEG O, OMZR, KRfEg, OFIHIE, AHH
THAMFEHEME AR ; @Fhaia g rEmison & 1E; ORBREAER W REMEES . 8 saerE
bk, Tk AOME, B RR R AR R | SRR S ALSURIES, RS ERT: OFAEROIEZ R (0N, D%k
WL ODALERHEA) 5 OGFR TR, B TR T LR A0 28T R BB NER AL . R/ B GBb3 IR @%b I R AR A
I BT AR
R T
A BV BT TR FD AR, AN OE RS R 2 R AR | SR AL (W), L% I

F ERT

ERT: BPER(UTIL; GFR: B/NBRIEE SR, " AREMH A (MEEAERLST & FIE (2021 455) )Y

ERT 2540 35 B ApE o (6 A2 2808 s 3 A
TARFARA T, HeFEFIE 0.2 mg/kg, 45 2 A Ik
FE LR, HiERta] >40 min) FFhHEEE 8 (£ E
A B S5 40 30 o 4 DNA R A= 7=, ) B
1.0 mg/kg PR, 4 2 JAFIKEEE 1k, i i a5
£ 240 min, A/0F 90 min) . X 5 RP 245 4 A =L R ok
JEAATR, Z5HAMThaEAA L, HA 5 RABAZK a-Cal A
MM IR 75, Harde 2R E L,
ERT A] & Z /0 1% Gb3 Fl Lyso-Gb3 7R, I K
HEFFICKSF-, X FD BEIRITRCER B3, RS ik
JT (30~40 Z A7) FRzs WA, MBI o 67
10 407 8 3% B AR S O IEE R (Ao 3 RO & )
OREEH (D= R EiEE, FYAELE R
JE) O INAE (4 LVEF) %5, e iy i 3 M A%
ORI R, AR K 5 R R A
HAEARNS 17.5 4R

SFAERITE N RN T 258, T SR 284
1 o-Gal A 254G MR E, RGBS, &M
TAMER M GLA ¥R R H a-Gal A VA ZR
A BRTE T FHERE T E O BEER 25 1
MIRAZL, (HEA I 1A ROd R 20 = i,
I PRAE I 22 10 20 ARk vl i, B R A AE
IR
7.3 BEI/HFEIE

WL FD B K2 =R ARG T, DA
VA RTE AL Ak . FD B85 78 JL2E 0 o 30 LS ¢
A DRI RS, WA 2 ~ 3 AR IR AT O LA &
BHEL, G0R FD B8Rz e, Bid
Hiid 20 &, wHBEEE 30 ¥, TEAER K

Ui LR, WA 3~6 N HBEYT 1K, #512 FD O WLR
JE FHE R /DT EREDT 1 K ¢TnT & ¢Tnl, NT-pro BNP |
OHE L AL 48 h B O R, 2 4E
1 X CMR ket |

HF FD 2 X R E B e, WX ine &
5 S 98 5 A A L R A 2 R 7 ) 25 A% 0D
AN = 1R 1s LY, 0 WA 1B i e A 1 [N e
WEE R RN A, IR SA FD,

HELER. wiE (k¥ RER), 2% (LEE
XFEFREREHEER)
BROERBERR (LLERBEE F) : 8 (RFXF
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