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Fabry JATlZ, SRBRAEHINE, PRI LEZHIREE & CHEMAE, MEoImE FgiiiiEz & i
H (GL-3) »&EMT 270, Tk 3k LoZ{bziE0 %,

BRI ZHClE, SRBRFIZIER LA RMAELR ICER L T2 D0RETH 5. HETIE,
Henle loop Z "l & L 72 R LMD 22D H LD, EMIRME XH £ 0 BEZZT %
W, RAEZEE, BEORMELLET L TWw3 2 L%\, NEIRS 5 W IZHIBIIR O LT R 35
Zchsr (E1: EEE). BEFTIE, BRYICKI0N5DIAKRERMEOERTH 3.
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PAM JtaRE ORTRIZH £ D 22\, PAM BBEDIEE H 2 WIFEATER 2% { & A 7 HE M
BREINBI LD B,
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Henle loop D2 ZHER T 5121, ZOREIEL TS (K1 EEBA).
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SRERAEEMIE, Bowman % EREZMIMEICERDIA & 15, T L 72ERITILE, BLRERIENZ <
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I ARG Z R T,

i) PAM #&

JER U 72 R BRI R AN D 22d 1k PAM BRI A2 R S 7\,
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FEERTRZ RS 2w (E1: TERA).
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1 KEEFRREEEHO
LERRE  PAS 3. BEETL\EIROENRE TR S EEOMIZEE (X200).
LE¥A : Masson-Trichrome %8, BEE T Henle loop D—EH'ZZEa{LLTLD (X400).
TERE | PAS 8. IHFEELZESTRIRE. DEEEEZEET 2D (X400).
TE&H : Masson-Trichrome Z&. RIKADEHIEHEX, ZiELTWVS (X400).

2 JNEEFTRERSH®
/£ : Elastica Masson-Trichrome REZ5E. /\EIROAIEE REROREEIEE (RE87). FasiliEEEEL T
ZEEDFLK IEDTLD (X400).
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EREREBHIBAICSHOA AZ D LATFHICECRT BN LSHEDSND. K<HDEHERFMETVDHAE
HHREIC B EIFDIERINERD 5ND (X2,000).
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e ISR IR 2 E 7 9 4 7%, INEREE 4 £ 2 OO I FEE 2 & 7o T IR 2 Miil, 4
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=1 Fabry RICRELIUERZEEcIRE

BoRERE

BEETU DY F, SLE, Raynaud fEIREE
RERE

SEimkIRE, Fordyce spots #AMERE, Mibeli #HHAMEME, REMHANEE
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fEIR yEasl iitid] ~AF0O
ID\Fabry f§ | & Fabry 7%
FEAERTER 4~8 1% >25 i% >40 7% PN
HAmEE + - + -~
OB R i + - + —~+
K - T + - + —~+
AR - KBRS | + = + —~+
IDRZ + + +~+ —~+
BRE + + + —~+
A M EERZS + — + —et-
a-Gal AJEME <1% 4~20% <5% NER
Bl 41 7R >60 7% >60 7% EH
|samsstoiITH|

DR BBIED R WIRBTH - 70238, BERMIFHEE (enzyme replacement therapy : ERT) %3b
DIETH 2004 £ & DR FECHBE L & 0, BUETR—RVICITONL T2, BIfER, 2 @D
EHIDFEATRE L > T2 (R3).
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DBAMRRFIRGE ZHE LV, MBI L i, AR S F X ARSI TV 525,
H o D RIBSEEVSFET 258 I XRR2HRITRELEZIONS,

ZOfbDIRK L LTid, SIEEERICN T 2 MERE L L0 5, ZDELZDIBFICBE L TR
4ITE DT,



4. RIREEBOHEREHIE
&3 Fabry ROBRMIRELLER

—f%E PHIVVET—EB FHIWYET—Fa
B T7ITSYA LA UZUAI
EELEHART F v Z—X/\L A5 —DREmEE b MRS
B58 1.0 mg/kg 0.2 mg/kg
B5RE #E] 0.25 mg/min, LI#=0.5 mg/min | Z40 min
ERETNTWVWSE - g | B4, 7XUH, 3—0Ow/N BA, 3—0OwI\
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