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Background : Fabry disease is a rare, X-linked recessive lysosomal storage disease caused
by deficient activity of the lysosomal enzyme alpha-galactosidase. The resultant progressive
accumulation of the enzyme’s substrates in tissue causes profound clinical consequences, such
as kidney failure, heart disease, and cerebrovascular disease. Of these clinical symptoms,
cardiac involvement most significantly affects prognosis. Enzyme replacement therapy can
reportedly prevent such clinical events. Objective : The object of this study is comparing the
efficacy of enzyme replacement therapy for cardiac involvement of Fabry disease between
female and male patients. Methods: Forty-two patients with Fabry diseae (14 female and 28
male) were enrolled in this study. All patients received intravenous infusions of agalsidase
beta (1 mg/kg every 2 weeks). The primary end point was the time to the first cardiac event
(new arrhythmia, new ST-T change, development of left ventricular hypertrophy, worsening of
mitral regurgitation or aortic regurgitation, or thickening of ventricular wall as judged by
electrocardiography and echocardiography). The cumulative incidence of cardiac events was
analyzed retrospectively with the Kaplan-Meier method. The statistical significance was
evaluated with the Log-rank test. Results: No difference between male and female patients
was found in the cumulative incidence of newly developed arrhythmias or atrioventricular
conduction disturbance (p»=0.0598), newly developed ST-T change (p=0.9793), newly devel-
oped left ventricular hypertrophy (»=0.5071), newly developed or worsening myocardial
hypertrophy (»=0.9860), worsening mitral regurgitation (»=0.6071), or worsening aortic
regurgitation (»=0.2990). Conclusions: Our study suggests that there is no difference in the
clinical course of enzyme replacement therapy for cardiac lesions between male and female
patients.

(Tokyo Jikeikai Medical Journal 2007 ; 122: 295-304)
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phy, mitral regurgitation, aortic regurgitation
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Fabry Jx (Fabry disease; LI FFD) 1% a-
galactosidase D RIEIC & 0, {KTHE, MR, &
RS, RZ, IMNERE 223 2 XSS
DOBEMHRETH 29, AN O FAN R I ETHE
ZZaR M) 7F YT R (GL-3) 2iZU®
&9 ZHEIRE A N AN, SR, R
Hif s LYY, HIfLORRER 225 &k C
FTIEEEINTWE L2 FDIEROFTH, &
JRAS, DIRAYY, IRMERE I RED TR E R E
{EAT S, KER X #EEELEORBTH L7
&) Hemizygote DEUMTIEHLBROEKT %

BELEREET 5. —Jf, Heterozygote D
ﬁli I, X PEEOBRIELORD i L VERE 2
520D, Fl—BNCEELVRETDH
a3 Tz LU, Mehta 52 B
X " Deegan 5 @ 300 Hl LA E DO KFE I K—
M ENRE LI CIRB L TEER ICEN LWL
LiEmLTBY, SETEZONTWIMEIEZ
HICBWTWVREREORL RIERERET 2 2 L
WoahoTET,

—73, AREITH T 2RI BRI £ CRHERED
HTHoTDS, Foll, RARGHE L U TEERMAR
i (Enzyme replacement therapy ; LUF ERT) 8
BEFE &S NI210719, KFICBWTH 2004 =4 H, B
X U207 FE2H 1% ﬂ%‘\ﬂZ’)@@%ﬁ%ﬁﬂ
(agalsidase beta, agalsidase alpha) 232&FE &

ERT 23WJgE & 72 0 1019, A2 DRt T H 50 WJJ//{
o FD #3112 ERT 217> T &7z,

ERTE#BGBDO A A ¥ Z 4 9T H ¥ hem-
izygote 132W LXEE, ZM heterozygote IEEIR
2 L7:5 ERT OBtaE#HREL T Y, B
BULTHEMAIZ ERT 2fBI RS L TWw5
», BLT%0 ERT ORIR %2 #HET L - i3 &
2%

% 245N, FREEESERRFWNERbERE
1D agalsidase beta (Fabrazyme, Genzyme
)12 & D ERT #4175 T3 FD B3 230 R
RZE XT3 %2 ERT OoziE % B clig L
7z.

[l

1EH

II. &% & H &

1) NRIBE

B E, ST T, KIERE, IR GL-3 &
Wk D2k eEE L FD BED 5 b, Fx Ol
FTERT % 11 A EES Uiz 282K E L
7z (Table 1), M3 2t 14 A, B 28 ATH 5.
V1345 heterozygote & - 7z.

2) ERT OEMEHE

ERT 0B --BWEHICOWTDA > 7 5 — A
Farer b 25708, 74 F 74 2w, 5
M EBE IR R 12 B2, EERE R
BHIAL 72O B ICFIE L 7.

ERT @ % jiti /7 #% 13 agalsidase beta (Fabr-
azyme, Genzyme ) 1 mg/kg % 2 @B & IZFIk
NG T 52 e Lk,

agalsidase beta 137 v 4 =— X /N AR F—Hl
HAfEIZ £ b a-galactosidase cDNA EHA LKA
BRI BEELBLIOBELLZDDOTH S,
agalsidase beta iZfil@EDOHEFH LV ¥ 75 — 2 1
L, MifENIcEDiAZh, 74 YV —AIZREL,
TAVYV —L2HADOER LT GL-3 24T 5 L &
nTwnzs,

3) DIREOFHH

DR Z OFHiMi 1 ERT BRIART (U TFR—Z 74
V), DB 12 4 HZ L icfTv, NEAR - RiEsE
fGisE - ST-T £t - ZAEMKIZ D TIIAEHE 12 35
BLEME AV, EZ0HEE, EEFHEEre
(mitral regurgitation : LA'F MR), KEIIRFEA#H
A4 (aortic regurgitaion: LT AR) Iz DWW TiZ
LTI —REYHCTERARENCT 2. LE
K DR % 41 Fl%, 0 3 —OFHIX 42 #l4HF]
EXRE LTz,

DERO STETIZ] A2 5 00880 HATHI
EL, JETIZ 1 mm P E, ZOMIF0.5mm LAk
DIETERFEFR E L, ST E&IE ] S THE
L, Imm A EZREFRRE U, $72 T i I
[I-MI-aVF-V3-6 TOBME T ¥, Z0LSAOFH
ke THZEEEL, DY TERHICLZE
bkl <, 2o rREFRRE L.,

RNVT—Y 7747V 7 TOEZK (Left
ventricular hypertrophy ; M LVH) Fr & 1%
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Table 1. Patients’ characteristics at baseline
e Mai ST-T dial 1 foll
- - m I r _
sex lglleél%l%n sca(l)lrnez arrythmia change LVH hyggs‘?rOSEy MR AR furfcntailon &gg&;hl;%)
yo
1 F 19 0 — — - — - good 20
2 F 22 0 — — - trivial - good 23
3 F 32 0 — — — — — good 23
4 F 38 1 — — - — - good 29
5 F 40 9 PVC + + - trivial mild good 22
6 F 41 11 + — — mild — good 12
7 F 47 11 + + — trivial trivial good 42
8 F 49 15 + + + mild - good 36
9 F 50 11 + + - trivial mild CRI 34
10 F 54 12 PVC + — — good 20
1 F 56 8 + + + — - good 22
12 F 57 11 + — + trivial - good 30
13 F 61 11 II'AVB + + + — — good 10
14 F 66 15 + + + trivial - good 20
15 M 5 0 — — - — - good 24
16 M 5 0 — — - — - good 22
17 M 12 7 — + — trivial — good 28
18 M 15 1 — - — mild — good 12
19 M 16 0 — — - — — good 50
20 M 23 0 PVC — — — — — good 46
21 M 23 0 — — - — - good 44
22 M 23 3 + — - trivial - good 82
23 M 23 3 — — — moderate — good 19
24 M 26 1 + — — trivial — good 32
25 M 27 9 + + - trivial - good 28
260 M 27 3 + — - trivial - good 80
27 M 30 2 — — — mild — good 80
280 M 30 15 + + + mild trivial CRI 25
29 M 30 1 — — - trivial mild good 36
30 M 33 1 — — — trivial — good 63
31 M 33 3 + + — mild trivial good 37
32 M 34 8 — — + — - CRI 73
33 M 35 1 — — - mild - CRI 82
34 M 35 1 — — — — — good 33
35 M 38 11 + + + mild - CRI 67
36 M 39 9 + + - trivial - good 30
37 M 39 3 + — — trivial — good 14
383 M 40 1 — — — — — good 36
39 M 42 15 + + + mild — ESRD 29
40 M 45 15 + + + moderate moderate ESRD 21
41 M 58 15 Af + — + trivial — CRI 15
42 M 60 19 III'AVB + + + mild — good 42
M : male
F; female

PVC; paroxysmal ventricular contraction
Af ; atrial fibrillation
AVB; atrioventricular block

MR ; Mitral regurgitation
AR ; Aortic regurgitation

CRI; chronic renal insufficiency (Cr>1.2 mg/dl)
ESRD; end stage renal disease (which patient needed renal transplantation, hemodialysis, or peritoneal

dialysis)
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RV5, 6 2326 mV Bl E & L7z,

DT O —RETOLEENHZE (left  ventricular
ejection fraction: LAF LVEF) «HiE R I 2
fReEE - IR RIA EREEE ORI, 2=
M-mode %Az LDEBEEDERIZEEEDS 12
mm PAL R DEEEE & L7220,

MR 13— LA 7 — T VIRE COEEER
2 & BEEAYFROBREIC L BEE 2l
T\ 3, Sellers £3M4AT 1 FE X BERRIEATE O K BHR

DEEEND AL IR EEEEIEE S
2. 2 BRERESEINER S B EI, EEFIDK
FIRSICELTwS, 3EREBSENEE S
B, FTREIRO FoIGEZRINET 5,48
WBREBIIRDEE S 2RI, EREENER S
%. MR Z3/AZEEE O Sellers 23 FHICEI U 72 ¥ 5%
Vv MOREERIC Lo TLhz a—RETEE
EIFHIE 21T\, EEE 45E L, BEDIEI
trivial, mild, moderate, severe IZ434H L 7229,

AR OEFEE X KEKER T O Sellers 434512
InfiEEnG, 1 BIRBIREETY =y Mt
DAZRDSL, 2BIYVzy M EDIIEESR
S FERENS, SETREY =y MRIZ%R
, EEEENPRLEESNS, 4 BIXTKRERE D
EEDIE S BEGEF SRS, SHEOBET, AR
AR IS KBIIRGE R 12 & % Sellers 43 4EICEI L 72
DI 3 —RREIC & 2P ERMFHE 2T, BED
N BEFEREEIE AT £ TO 1 % trivial,
FLEMFEO 2 &% mild, Z=EAKE2/3 £TOD 3
& % moderate, LRI E TET % 4 £ % severe

ESEELT,

4) DARY PDOER

DEROA XY ™ DEFRITH 2 2 AR - R
fREEE OHIR, ST-T 2t HEH - ST-T 21k
2HT 2FHGEAOBINEE, AVvr—vy 74

Table 2.

1EH

FU71ck% LVH OHE E LT, Dr 0 —id
TOAXRY b DOERIGLETREER £ 72 3EER
BEEWFN LR 12mm A EE 3, HE0IEE
ENRR—=ZF 4 THRD o NHlFEEE D 1 mm
PLED¥ER, MR, AR OEFED#TT & Lz (Table
2).

5) Mainz score? MO

IR Z B4 % Mainz score &1, 0 32—k
TR, « DERFTR « =— 2 2 — 5 —FH 05 R
ZRA Y MEL, BEE 2 EELT 2 HETH 5.
DRELEOEREEHE L LTR—=ZA 74 > Dil»
JRZE 20T % Mainz  score Z3Hii L 7z, Mainz
score IN—RA 7 A ¥ T CIEETH ZEHD
WA BE L T score ®_ERD L L, HEITE DO
il iE A ETH 5.

6) A>T S47 > AOFHHE

AVTIATVADFME LT, 1A HHZD
DN 5. E BT L 7.,

7 BB

2 BlikiEdEd ERT ksitESR D72 », Z DREST
B EFIEL 72, BEREFRIL 95.2% Th o7z,

8) IRETFHIRETHE

DER DT I —RETDOBELR A XY DR
FEFeE = % Kaplan-Meier 3 % V> T Log-rank
test CHES L7z, ERT fllaF#-2 > 7747 >~
A% Student’s #-test ¢, Mainz score [Mann-
Whitney test THZH % ligiE L7z, wind
P<0.05 TEEENDZ EHEL .

5 BAMREIERRESERN R MBZESD
AELE, 7072,

Definition of the cardiac event

Electrocardiography

new arrhythmia or atrioventricular conduction disturbance

1
2 development of ST-T change
3

development of left ventricular hypertrophy judged by voltage criteria

echocardiography 1

development of myocardial hypertrophy (>12 mm) or more than 1 mm incre-

ment of myocardial wall in case which has myocardial hypertrophy at baseline

2 progression of mitral regurgitation

3 progression of aorticl regurgitation
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III. # xR

1. R—X54>THFRE (Table 1)

1) DB O R A E

ERT BHGAHERS 3 201k 45.1+14.0 (P - FEHE(R
) %, B 30.2413.2 (P L HEHERR) R TR
YD JF A E T Hotz(p=0.0001), L » L,
Mainz score IZ X D R— A 74 > TOLERBOE
FiEFE & 39 % & 2otk 8.21+5.40 (Vg + ¥R
7), B 5.2545.90 (FgEHERZE) THLH
WCEIIRED P>z (p=0.1257).

2) LEM

N—=R T4 TORENR « FIBUREREE % 2
14 ik 3 iz, Bk 28 il 3 Flic B 7z, LD
ANEER « R A 2 e 2 D PN ARG O B I B A IDUE
(paroxysmal ventricular contraction; BL T
PVC) »24 (BB#%5,10), IEEE oy 7 %
161 (B 13) Thote. BUEOREIR « #Eis
HEEDWNIRIZ PVC 25 1§ (B4 20), LEMS)
(atrial fibrillation : BA'F Af) 141 (B3 41), III
ERE7uy 27 14| (B 42) Th-ot, 11 ERE
FE7uy 7 RBELTORETIEN=ZT 4 Vs
TIEAR—ZA XA —H —DIEAN I T Wz,
ST-T ZAtid 2T 13 Bl 9 e, ST 28 4
FI3ENCERD . RV T —Y 7 547V 712k
LVH ofr izt 13 Fish 7 F1C, 5 28 il 9
FICcRD Iz,

3) Lxa—MREATA

R—RA 74 v CLETREEER £ 72 132 E %R
WS 12 mm A ED.OEREILE 25D 7 E
Bl Lk 14 ik 6 1] (R 8, 10, 11,12, 13, 14),
FpE 28 Bk 7 ) (B3 28, 32, 35, 39, 40, 41, 42) T
HoTz.

NR—2AF74 > TMR %M 14 Hih 8 ] (B
2,5,6,7,8,9,12,14), Bk 28 ] 20§ (& 17, 18,
22,23, 24, 25, 26, 27, 28, 29, 30, 31, 33, 35, 36, 37,
39, 40, 41, 42) 1ZFED Iz,

E7z, AR T&M 14 fid 3 Bl (BE5,7,9), H
28 b 4 1] (BB 28, 29, 31, 40) 2FD T,

4) 'BEHkne

SEIOMET & I EEBERIE 5w, FD OEE
BEERIEIR T H % 728, B HEAEREE % 5Tl L 72, &
BEREEE O FESR I 7 v 7 F = >l 1.2 mg/

A EEEE L Ui, Tk 14 60d 1 Fhc &
FEAERE 2 RO Tz DA TH - 723, BIETIx 28 4
o7 i BB E 2 D 7.

5) B

S OBt 245 4 F (10-42 4 H),
B4l A4F (12-82 4 H) THol-.

2. LEXAR> FDORBRER

1) TER - FlEzEREE (Fig. 1)

FREFIERIIREWNC A 2 & BHEO H oA
THolh, HEFHNC B LB TEN L r - Tz
(p=0.0594) .

A X M FEFIDOFEHIE LM TIRN—Z T 1 >~
TPVC 23 Z Dk, LRI ZED 72
BI(EHE ), N—A T4 VIIC I BEE7ay 7
RO, TOBRTLEEET O Y 7 IZBTLR—X
A —h — DIl Z A H %17 - 72 (B3 13), R—A
Z 4 ¥ TIEAEIR - B EEENTD o s
Dot h, T OBIEREED QT EREEFERICHE
fTLIBITHh -7 (BES).

—7, BHETOA XY NFEFOOLERIENT
N X=X 74V ILPAFETH 57208, D
B IEREE 7oy 7 (B#H26), 1Hlik5%e
HHZay 7 (B3 33) ORBIRERE N HB L,
1ENEAEENR E LT Af (B 37) »SHE L7,

N—2 T4 ZRBD T AR « R fEEREEH
ERT #kfseriic i S8E O Ut R 2 oGE &
EET DL, 2P CHER D> 20 b BEMET,
1HIER—RA T4 > THED 5Nz PVC L L

arrythmial/atrioventricular conduction disturbance

1104

—— female
100 . -+ male
leccdcccbaaa
|
904 1
I
A
80+ S T E—

70+

———d

percent of event free patients

60

20 40 60 8 100
months

o

Fig.1. Kaplan-Meier analysis of the cumulative
incidence of clinical event regarding arrhyth-
mia or atrioventricular conduction disturbance
during ERT in male and female patients.
There are no statistical differences between
male and female patients (p» =0.0594, Log-rank
test).
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(FB3 20), 1N 50 R I EEE 7 ny 7 &
D EAR—R X —H —BAEEZIT\V, 60K T
ERT %BHALUTERIT, R—ZA 54 > TET~RT
NR—AR—H =) AL TH-olp 45 BEHES X
DR—Z A —H— 1 XA &—E I AFEINELES
X5k ot (¥ 42),

2) ST-T %1t (Fig.2)

BRERAERIL, p=0.9793 THELRHI
Digipolz,

AR MFFE LT 13 B 2 B (R T,
5)C, ERT BHIGFRH 19 5%, 402 LT
X5 ERT 258 L 7B TH > 72, HMEIx 28
Bl 6 Bl 1 N> bFFER LTz (B3 23, 28,29
32,35, 36).

R—RAF 4 »TRDI ST-T ZAL O FHEEIRAL
DA L7l % ST-T E(bDOE L €& T % &,

Bl

Wt x 40 (B 25,27,37,41) K@D, 2hbd
WEFZETHEETH - 72,
3) RNVT—Y27I747V712&%LVH OH
B (Fig. 3)
BRERIERIZ, p=05071 CTELBCEE K=

oz, ARy NFEEFNIZBED 1FoHT
bol (BF41),

3. DIJ—RETHDIRY P ORBERIESE

1) LR (Fig. 4)

DFIBE D A > FfE O REFEERIL, p=
0.9860 CHLMIcEERD Lo, LTEED
A X N FERE LT 2otk 14 B 2 ) (R 13, 14)
T, Wb 615K, 66 % C ERT ZBHAL - FRK
BITH -7z, B 28 Filp 5 FITA N> b BFIE
L7z (#2832, 35,39, 42),

72, R—A 74 TERDLHIEED 1 mm
PR LIz e h B EERT DL, XMW1
(B 8), Bk 2 f (B3 40, 41) THWER T2,

2) MR DA~ FEORERER (Fig.b)

MR zBIL T, p=0.6071 T, B cEREFR
TERICERRBD Lo T,

ZMEE 14 B 3BT A N> MFIE LTz, A N>
FREFEOWNHRIE, R—ZAF4 > TMR Z2#D 7%
Motz 14 (B3 10) 1 trivial MR 28HE, 14
(% 13) 12 mild MR 238Hi3, 161 (A& 5) &
N—RA T A>T trivial MR T&® - 7253 mild MR
WAL L 72,

(ES

percent of event free patients

Fig.

ST-T change
1101
—— female

100 -+- male
9 | I
804 L__.l___l.___l

|
704 !

L———l
60 T T T T 1

0 20 40 60 80 100
months

2. Kaplan-Meier analysis of the cumulative
incidence of clinical event regarding ST-T
change during ERT in male and female
patients. There are no statistical differences
between male and female patients (p=0.9793,
Log-rank test).
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Fig. 3. Kaplan-Meier analysis of the cumulative

percent of event free patients

Fig.

incidence of clinical event regarding LVH
during ERT in male and female patients.
There are no statistical differences between
male and female patients (»=0.5071, Log-rank
test).

myocardial hypertrophy

100
9{ [T}
11— 7 1 TSNy IR,

60 T T T T 1
0 20 40 60 80 100

months

—— female
-+. male

4. Kaplan-Meier analysis of the cumulative
incidence of clinical event regarding myocar-
dial hypertrophy during ERT in male and
female patients. There are no statistical dif-
ferences between male and female patients
(p=0.9860, Log-rank test).
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MR AR
£ 1101
£ 1104 ] —— female
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2 —— female g, -+ male
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Fig.5 Kaplan-Meier analysis of the cumulative
incidence of clinical event regarding mitral
regurgitation during ERT in male and female
patients. There are no statistical differences
between male and female patients (p=0.6071,
Log-rank test).

FPEE 28 B 5 BITA R PFEFE LTz, A N>
FFIED AR, R—A 74 Y TMR 2R D%
o7z 8BID S5 B 3H (i 19, 34, 38) 1< trivial
MR 23R, 1412 mild MR (B 32) B3 HHER L
7z, EHWRKNR—AF A > Ttrivial MR Th o721
#l (B 33) 1% mild MR iZ#fT L 72,

MR OFEEH 1 DU B L7 %5& % MR O
BEEEERE L. R—AT7 A4 TMR 280 L
M8 #ildh 34 (B8 7,8,15) 1Z MR 2587 < %%
D, 1flIEZ—2 54 > TH->7 mild MR»
trivial MR ictis (JB#%6) L7z, "= 71~
T MR 23 7z 5H M 20 Fld 5 1T MR 20k L
3BFIE K (B 24, 27, 36), 2 fliX trivial MR 1
R L7 (B3 28, 39).

3) AR DA X+ ORBFEER (Fig. 6)

AR IZBAL Td, p=0.2990 T, BLETEREFK
JEFRIZZEZ RO Ko7z,

ZHETIE 1460, 16] (B3 4) 1A > M3
EL., ZTONRIEN—RAT74 > TAR 2D %
no 723, trivial AR 28I L 72,

B3 28I, 2604 N> b FEL .
NR—=2 74 TAR DL 572 26T 1 F] (BFH
34)1Z trivial AR 28, 14 (% 35) 12 mild AR
HHIL 7.

AR OREEN 1 DL EEA LI GE ez dE & &
FELT, BER 2HNCRD I, MindbLtThy,
N—RAF A > Ttrivial ARD 14 (BE7) &
mild AR ® 1] (F83%5) T AR IZZDERIEARL

Fig.6 Kaplan-Meier analysis of the cumulative
incidence of clinical event regarding aortic
regurgitation during ERT in male and female
patients. There are no statistical differences
between male and female patients (p=0.2990,
Log-rank test).

7.

T 2 — ke T L 72 LVEF 1
T60% Ll EcHER sz,

4. A>T A 7> AN
ERT D14 HH7Y OFgEG R E I %
1.9340.36 [51/H, 9"3‘[‘55181+028IEI/H’C“269T:
MEETOa Yy 7547 v ARELTEBEEIIAD
otz (p=0.2298),

Iv. £ =

FD 23 2% ERT 32 & TIRAKZIEBED
o T AR & D N R IGER Th B,

ERT 0BT X EMOMEENHEL T >V F
RA > b & LTRSS (agalsidase beta) '?, &
AT DR E TV FRA > b & LIEEREER
(agalsidase alpha) ' 1 & © # OE®M: & L4k
PHER S, 2 DDA IIAT I N T
W5, AIRCBWT b WEFOFREABE TN
RNE D 2 OFERNE, BRMESHER SN 2 D OBH|
WAGE I T 51718,

AEDMIRE & L TR OIS, FHBE, FLE
HIER®, LEMTO PRUEREHEEE oy
7, EEBERERHET 5.

agalsidase beta O.UMHZS IS T % s 13K EE
FHIRET T/LEMIME N 81 % GL-3
EBVYE LT e ETHRE S NI, BERR)
RICBHL TOLRICEE S 2 kG & U TIERIERE
T®H % H PR EHENUE S I, »D LVEF 3tz
L7 BlOHE? b 5, %7 Wiedermann 529

e 4 B
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% Spinelli*? X, ZNZh 9Hl, 16 #d FD £
TERTIC &Y, LV mass DL 2 ]EL T»
%, £72Beer 5@ I MRI TR E T T 3
ERT O%hEZFHMHL, R— R T 4 > TR
MO s W TR AR L ES & AEIRA =
A LTz b L Tw 3,

iz, BREREEDL D 260.0KE~D ERT
BRIZ DWW T DG, Pisari 529 AEMHEATH
DIFNZDODVWTEHREL TWwB ERT I L D AEZELD
B OZIZ DS, BEINEIL 6% » 5 3% 12
WALz, o2&, BAER %D S & 288N
bHolce L Tn3b,

agalsidase alpha 12 B8 LU T 1%, QRS [H k&2
ERT WX VEEL Tz LW I HEDWO, X—X T
4 TCReEAH7ay 7PN ERT X VE L
EuOHmELDH B,

2D ERT O %% O3 ik Baehner 527 @
agalsidase alpha 2 AW/ & DA TH 5, 154
DL EE T, 41 HOFM T LV mass 25 148.1+
10.17g/m? £ D 1225+9.43g/m? t B REICET
L7z t#HhEs L Tw3,

L, FD o RZ Izt % ERT 0% % % &
b3 e, FMEEREEDWE, LVEF Ok, 8
KT BEERRKEEDRT 2 L, RNEDLHEI
Bihe T 8EDPBLSFEOONS,

—77, FD i3 XESHME SRR TH 25 51 X 3
FUEDIIFAL DR D 12 & &tz b FFET 5 23,
IDRZS % BB ERIZ BT BV T & D FESHE S
=<, FREEELREVEIN TR,

L # L 2001 4 @ MacDermot & @ 98 il ® 5
PEEE® B LU 66 IO ERE? 2RE LT
M T, Bhaznzh, liE- 818 % 56%,
52.5%12, EZEK % 88%, 19% 12, F7IKE %=
29%, A7.6% WCHEL, ZHOFKEHEE b Bk
DR DTN ERE L TV 5, &I D Mehta 512
D 366 BIOBLBHE 2R E LI L BUEE DT
FERTYH, POLE, TEIR, FPRREEER S O.OE
ROBHRERIZELZNZEN 69%, 65%, AEIEK
3ZFNZTh 40%,28% THY, B bHELED
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