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HARERRBRFEFSEW 7 7 70 —HBHEIA FT4 220200 % BEITVW 2 LE3. KA
14 8T A4 %, EAGGEHEEREREFEBERMESER 74V —20F (7 7 7)) —fiEt) 12
B9 % AR Ze JUE (WP Fe 38 © MIkaRlh) 25 2019 SR ISR L, Z 0tk HARLRAH RS
FRIZEDHEE, N7 v raxy boFE, BIE, KEEETHRIZIED L.

77 7)) =L, TA V= AEOR TR BEBOL WERETY. X EHEEEER R
TIH, REFBLUEFERICBEZ VI EHMEAE LTS, BMRE L LHEE TS
W7 7a—F38e5 0w 2 &b MOEREICIEIRVERTT. WRICEL T, thoF
AV = DIRENGRRY, BEMTRELZIT TR, ¥y RO VRERC YA BN &
Vo 728 L WEEYIEE OB O HEA TV E T, 51, BIETHEORKABRL IO T
ESl

RKHARITA TR, TOLHI %77 7)) —ROMA RIFEA L, 1ELVWSkr e @)
BRIGHREOBRRDPTEL L) BB EINTWE Y. L OEBIEHEN, AVA KA 0%
WHT 2 E12EoT, 77 7)) —RBELZOSRIEOEGOEHM LS 2 2 & hifs s
nE.

WBIZR ) F L7205, AHA FI4 Y OIERIZE KR D TR % 12720 725 A 57184
BT BRIl T4V — 29K (7 7 7)) — I &E ) 2B 2 A IFZE JBEORFZEA;
FHTHAHHERBICE, RO 7 7 7 —RiSHEN A F 74 AEREREO/MMRIEA
SJetE 7 H DNIHEE 12D & N RN R EE O /- E5e 3 B L OBl 138 O Je A7 1SR # G 72
LET. F7, HRERRBEFEAROBWRELE - ZHTA VT4 Y REROMIL £5h4,
FEIZBREOWOE T4, FEEHFO/NIUEIEBEIESHTR L P E3
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BIRAA ¥4 v OHITICHIz-T

7 7 7Y — 95 (Fabry disease) |3 X HEHOBIZH TS, B L QWP UHLIEREET L &
B, FICHBETIIUE oW, B, BERECIANER R EL S, BnykbE
ELTHAOGNLZ DY, LML TUEOERENH Y, BERZ EEHEDNS Z
EDBHY FT. 20 LRI B L, ¥ UNZIR, BAA, R, IR, O, BEN
fxzer, o F v, B SEERERY 2L, NERIO AR S FIEBRIENEL, B AE, A
RENEE, Bl IR, BZERE MR EEMRRBER e SEZ T A LA D FEA.

JE A S A TR B BRI e R S A VY — 2w (7 7 7)) — iz &) IS 534
WFge JBFE (7o ES B (LTI 4 VYV — 406, L F T V-2 EIFHEY A Mo
74 =& E0)IIBIT B RE MY %% BHEOFEBU T 7ARHIOREEE & 2 D%\ B3 L
72 |JE (WF2eft3es BLLEZ) 1 TlE, 94 VY — 49K 31 EH, ALD, NIVt X3V —AKDS
WA FIA MEBFEO—E L LT, P29 EE 4 HOPEHEICB W TUMRIEAZA (R
THEHEAERKE) % 7 7 7)) —IRBIRIA P4 MEREBEICIEA L, A0BHOHEMFR 24
VAR TER, YAT~<T4 v 7L Ea—(SR)ZEH, TElHIEE L Tibo T2k,
[Minds A A BT A4 AEROF5]E 2014] (LLT, Minds) 1278 SN 7cFHEICHED C, DDSE
DT 7 7)) —ROBETA T4 THH[77 7)) —wBETA ¥ T4 > 2019] GEFen
LIFFEHE AR — A= DIZTREF) 2 2 EOBA Z 20T TERLE L7z, WHA FI4 0D
FHATHBIE, BRI ED X, RN 2T HRIC L DIER S N HERL S LI E LIER
HrRZEL, BRBUSICBI 2 EEIEDHEHME D 1 28 L TBHEITWA72 2 LT,
77 7)) —IRE V) REOMHE ., Minds OFFEIEEI > THIETA R4 2 2ERT %
Z L, SCEkE EIEBOA R S 05HE, BESGTALVWEZALHD T LA, WHE
27 &) Minds DFFEMIZIRD L) IO F LT

Al FAA R4 VIFHRERRBERESRL298%E - BIEEZRET, Wbk
WZ[7 7 7)) —_BETA FI4 2 2020) & LCHIEICESRZ LR DELE [77 79—
BIRTA T4 2201905 KIBLNEOEEIIDH ) THAD, 0L L DEEFICAERIC
DWVTHI S TV RS Z 7-2 82 IEL L BT T,

WIS, KA FTA O % FE L TV 72 W SR 7 7 7)) —HEZHESTA T
A MEREREZO/IMRIEAZHE, Minds OFFE %Ml 23 TIREW 7272072 (B) B AREERE
RERFAEAE O AR E RO A, FRERICB I 2B T IRV 20w H AR R R
LORINEZHERE, [ SWLE - 8T K54 Y RESOML £REE, BHETAIZE
HE, BBEGEO/NVEEIEEEEZ I, < OFRIREE L ETFEd

RAA RTA B, BRZEICHED LEHRIEER, S5 BREDTRAET, FEEE
HEOHADBEZIZTOZ Exisnw-LET.

2020 4£ 11 H&EH
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BHAL P54V OHmBICHT2oT

7 7 7°1) — i (Fabry disease) (X, 94V —2ABETHDLoHN T 7 M ¥ — ¥ Alo-
galactosidase A © GLA) OKIRIZ & V) FAET 5 X #EHEREROERMAHEEETT. KRR
(&, T T 2 DU BRI, SRR, RAIETE, #ETOBEREE, LB
K, MBS Z5E L £ 92°, ANEHEEBNZERICZ LW &, BRER O IZZERI)TE
3528, AT ORTIIRRWEREZICEHREDRDH L2 E05, FREIHBIE TIC
FW0ED EEET L eI TwE T, F/2, FIERAZ ) —= 2V 7OMERS, 77
T —IHOFIERITZNFE TEZ LN TW7HHEE (40,000 A2 1 ) L) EWZ i s
TWET.

DBENZBWTDH, 2004 5FE005 7 7 7)) — IS 5 B FEE P (enzyme replacement
therapy : ERT) 2MRFRAGE SN E L7z, 77 7 =D ERT IOV TIE, s EAHEIT L
TBICTIEIEIENZ L 2D EHESNTVET. 77 7)) —FFINGEITREE o725 HICE
W, FERDPS 7 7 7 —IR e 5, JEIRSET T ARNCHMT 2 Z EAEETH ), FE
BEDREINIEZW L, WEEZRHGT S EPHREL o TwET.

RKHARTA F, BRABEEELEME LT VEMEGEANRE L, &FEICWS
77 7)) —REE S AV RGE A 2T H 1B L) BHEARRRILIC B D < EHE (evidence-
based medicine : EBM) (ZHI > CIER S FE L7z, £, B4 @& G ERESEECRII7E S
KAV =2 (77 7)) —REE) IS 2 RANZE P BT [Minds BT A FF
A4 N DOFF1 & 2014 DFEIFEDS N7 7 7)) — BT A BT A4 2 2019] Z1ERC L,
SEORFHRBESFICRALE L. 2L C, REOEREFEICEATA FI4 v 2ERSE
72012, HRERRAMEEZXEHBL, TOKRELZET, [777) —WHEITAFF
4220200 LT BT LI EERD L. L0 E L OEBREFHZ ORI
ENHZERMGFLTVWET.

WIS, B K4 VBRI E FO ZTRDICE Vs L E Lz HA K
A MNEREEER DKL, mXONEZHY L TS o MEME—kE, T4 FIA >
DIEBIZ DO W T THRIE N2 2 W HRER I, FREE - KBIIHT o TTRIw2nw
7o HARSE R RS oRILEZ e, il E5u4k, AINEEIEEGE ISR LET.

RITARITA UHPEERBGCTO 7 7 7)) —IKOZWL, HRO—BERD, 777 —JKE
HEAR, FOTFED QOL M FIZOANAEZ 2 0L Yo THET.
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BRTA FFA4 YOVERBEICELT

KA RFTA X, [Minds BT A BT 4 AEOTF51 & 2014) (LT, Minds) I2# T
ez T>72. TET Y ADNE - BHE O 202, 7 7 7)) —J% (Fabry disease) D iHH# 12 £
HZEYTT, 12027) =5 )V T AF 3~ (clinical question : CQ) IZH LTI AT YT 4 v
2 L ¥ 2. — (systematic review : SR) 47\, {EIELOVERL & 1T - 72, CQ I, BRI T =—
ANt d 5 BEEERRE (key clinical issue) # 714 K7 4 VEREBEASTHRE L, Tt d
CAZRRE LTz, R SLOMERICH 72> Tid, CQDT ™7 M7 LEIZ SR ATV, FOfEHIC
HEOWTIER L7z, R LHEROMSIZH L T, A4 FI A MERER O IZ LD ik
ELT.

1 JUZAIIIRAF 3V (CQ)DRE

CQ DI EZFE L LT, PICOP: patients, problem, I : interventions, C : controls, comparisons,
comparators, O : outcome) & FHWTVY A M7 v T &7 o7z,

ENENOT T M AL LT, BRWEZZZFHEL, EEEOESWT Y b AZx L
T SR 2T WHERE L D/ER 24T - 72.

2 MHREER

FCQOHAUEENF—7 — F2El L, HHMREBEEMR LB ESER R AFMIER
t Uy =) ISR % KFE L 72, PubMED, R EEEL® W THRE L, 7 ¥ 41kl
MR 5% (randomized controlled trial : RCT), 10 FILL LOFEGIZXf R & L7z T A — Mg
FIETF U AOMRE L7z, MBEESNZHmTIIOWTIE, mEEPb—RAZ ) —= v
REZER & SR ZRATITV, AXAMH L CZRAZ ) —= v 7247w, TET Y ADHH
a1 72,

3 IEFYADOEODHE

ZIET Y AOEOFMICE L TlX, SREBEA Minds Dt I F—%2%i#L, 24D SRE
BAEZNZNTNA 7R A7, FFEFEROFMEZITV, AL, Tfi7% SR #1ER L 7.
RCT A KA S NI A T F ) Y ARIT) FECTH 2D, AZTF) T A%LTH
7207 O RCT G CIIAFAE L 22 2o 72,

4 IETFVADRE

ZIENA FIA VIZBITAIEFTV A0ME1L, MFEESNLEENREL LT 2 HEELE
Fehh, BIENAFITA NERDO LT, TEFVABKEOBEOPEIL R1IZEDT
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-monE
B @2

B E
T 7N —IRE, TAV AR THLa T T —+ Alo-galactosi-

dase A : GLA) O #In1 (GLA) ZF\Z L ) 3843 5 X HEH R0 S RAH 2=
WRETH H". FA v NEFl Johannes Fabry & %[ A i William Anderson = &
D, 1899 fE ARG FE Sz, Z D728, “Fabry disease” & FKAl &5 2 &8
%\ 73, “Anderson-Fabry disease” & it &N A2 & b dH L. FEMEEIL 40,000 A
21 ARBEEE SNTWeds, EFEOFERA ) —= 2 F7ORETIR T L D 5
FEMEE SR S SN TB Y, by E OUN) TOFHERA 7 ) —= > 7 OBE T
FHIE 3,609 A2 1 ALREENR TR, F72, DAETOT7 7 7 —/HEAR
DFIFET, RIEREZ 727\ de novo FEBIDHFEIL 6.8% L WE SN THY, 77
T —BEEOBILT LB LIRS VO TEEEZET Y.

777 =TI, GLADEE THL 7R b7+ VLT IF
(globotriaosylceramide : Gb3) 2SI M FZ M, EARIARES, FHR, B, O,
A EOMBRICER T 52 LIk oC, BRI, FIEEE, TH - JEES
DOIHALZHEIR, PAIMmERE, - O WEOHBRIEIR, Ry /37 TihE
LHEATHOERES, T OK, ANEIR, MIMEREEZ E25ET 5. BRI
DIEFEREF IR 22 S8 % s, KIEMREEEICL 230 LEZLNTVS. 5
TFEEL L OHLEHER T EAEMREREEISER T 200 LEX 6N TS, BE
EX, RERME LR MR, SRAE FREMIEIC Gh3 DFERT A LICL D, SKRERAE
BEERSY v /37, RERMAEJEHAE (GFR) DIKT], RMERELBET L. LEE
&, D s X OHRREERMEO Gb3 OFRIZ LY, DERTHEIEL, K
WTAEIRZ GO B &) 1273 5. MIMEREL, ILEN MO Gb3 DFEFR
2 & B MImERZE B L UHEPRR EZEZ 5N TW 5.

BRI & & VERKR R R

BAED 7 7 7)) —HEEOBERIERO RREREEEZE 1Y, B2YIOR L.




777U -ROBE

TUBCKmRIEMFEERE LTEETH Y, T, F%, FF, Lk 2K 2
BhEIRBOENDL DL\, [z b L1288 ] [Tz 8w 2 & RBS
NHZENEL, 777 —HOBERERE L IR O EH L) FERE ST
VBT TUBCRIRE, FEITREEE, SR - FEHASROLND L) IR B
30 i LARE FHARER LS 223 ), TOHEIIRIZAHTH S, BEEIL 20
MUBE L D IRS > X7 THE L, #4710 GFRAXT, MiE~7 L7 F =¥ (Cr)
DEAZBODL L)%Y, RENICBENEICRELGEVH 5. BEIHEDOT R
ELT, =) —Hifg (B L7 RIS LML L 2 5 Tw )33
BRT7 7 7)) —WICHERMZIIRE LT, A7) —= 7k L GEFILR
DIERSNTWRY, LRI, 30 BUFE L D ETEOLIERE LTHRAEL, 40
LA & ) ARBENR, AR5 XD 105, IIMEREL, 30 AL X
DROLN, 777 —RISHEEERAEZE, FEENEZEORR E L TEETS
5.

77 7)) —IROBRRFE AR IR Lz, BEHEEOBRKRRIEIL, 2o Tdd
I (classical form), BFHi%Y (renal variant), U~Hi% (cardiac variant) & 4358 S 11 C
W7z, BUETIXEER & LHET % A b CRE SR (later-onset form, & %\
late-onset form) & 734 2 O — K TH 5. HMAITIE, LEE - FEH LY
VUK K, FETREZMEEIRE LTEAEL, 20& DRI YIRS 287 %,
30 LARE & 0 ER, BMIMAE RS %, 40 DR & 0 ETHEOBEA S, ANEIRE
R 5. ESEEITIE, ANEINIERO SN B TUEK S, ETREEIIEO 5T,
AL L D GIEROAEEST 2SO0 0 KMBEALIZETTL2H0F T,
RIS HEZ RO B, AT OBETIE, SBERE, IR - BREEO#EITIX
BN D LBEWED D 578, EREBBEER L FEE OEROAEETS
bONOEKMBEAEIZESL SO F THIRNZIRIEL RO 5.

O Bz R i g RTIEE
100 100
80 f---- Ol
~ 60 ~ 60 p---- it L
£ =
s s
T 4 LTS B DR (USRI
20 |- 20 f-f Pbeed e e e
0 0 !
420 2130 3140 4150 50 420 2130 3140 4150 50
Fi (%) Fi (%)

I swme [ ] au~Foms

DHEDT 7 TU—RBECH I DMEFREE FTESOERIOEESR
(Kobayashi M, et al : J Inherit Metab Dis 2008 ; 31 (suppl 3) : 483-487)
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DHEDT 7 JU—REBEICSF 2SZEFRERORBEEES
(Kobayashi M, et al . J Inherit Metab Dis 2008 ; 31 (suppl 3) : 483-487)

77 U — R DERARE

EFERY

@R AT O
FEIEFthn 4~ 8% > 257 > 40 1% 6 ~ 60 7%
SO S 41 7% ? > 60 % > 70 5%
Era=Etn== ++ - - -~
55 N ++ - - —~+
FAET ++ - - —~t
RBERES ++ - - +
IDNEHAE LVH/MI LVH LVH LVH
BatE ESRD ESRD Prot Prot ~ ESRD
RIMERE TIA/ BXZReR ? - TIA/ BXZReR
GLA EFEEREM <1% <5% < 10% KT~

LVH : /DDBEKX, MI : DEIfEZE, ESRD | REIEAR=,
aHSU ~F—E A

Prot : F VNI R,

TIA | —BMMEMFEE, GLA :



777 -HmOBE

777 =R, S SBRIE T 10 ~ 15 FREET 2 LME STV
B, RO LTV 5 4 H IS B CHIRIER A & S0V kAT 5 1%
Wid %2 EHNBEETHY), SHROBETHLY,

BREKIRES L UZH

77T —ROBW OO TO—F v — 1 BLOLELRER ZNEN
E3 FR21RL7A 777 —RITEREERETH D720, RERIIZEO
key sign & LTEETH Y, AT UBEZEOL L RREEILZWSND. £
72, REEOMBCERRE, BREE, OEK, BINEREELT 7 7)) —iFt b
LT & 5.

7 7 7)) —IRZ WD 720 O BARIIRRAS (HIER GLA GOl %E, GLA #1x
FRENT) I FRBRIGR S N CTB Y, FAERETT TRE LSS, RBREH L % 5.
FIMER GLA i& 1L, BIEBRFTIZIEED 10% LT E TR T LBIICEHTH 5
A, TUATOBRETRET L2V EDREZLBIICEM TRV, 20720, B
PEBEFIZOWTIZHIMEL GLA [HHEDKT, 2\ GLA BT T s
B, PEANT O BEIZOWTIL GLA BIE TR ME— OBk b, L
ML, —REGEEFRTE (D2 o BXTy Y VEEDAL Vb o YRR O
V=V LY A)TRBETERZRAETE L VRRADN 5% FHET 2. BIET
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[REZRDEE

T7 TU—RBHOEHOTO—F v—

—RNCEB G FRITACIIECTEERERE CTEEVRRNN 5% FEd Dicth, BLFEERNBEECEN
WSEDZMEANT OBREOZMIE, BRRERE A lyso-Gb3 DERE, FRFH D WVIFRIBIRIETD Gb3 DFE
B EZEDO B THRENICEZITT 28N 5.

(Laney DA, et al . J Genet Couns 2013 ; 22 555-564 K D{Z)

5



777 -mOBE

77 T UKD ) DIRE

REEE | Bt | it
o (T
)1 ; 1) K 7— 8.4,
EIMIR GLA St (E0 100 1) T LB SEB D
SEETARAT ZROEE TR ZROFE CHUTAIRE
EHAEE +
M Lyso-Gb3 BRFEE 4 o — + or —
HEAERE  +
R Gb3 DETR ERAEE  + or — + or —
DFEEDZRE L I,
R soris LRBOERREL | oo P Bo T
BECTOLISIT « DL ’

BERMPEETE WIS, KEATOBEOBWNL, BARER L FRBR$ 2 il 7
TR M) TH VAT 4 v T (globotriaosylsphingosine ; lyso-Gb3), R 5
WIZHRHERA T O Gb3 ODEFR O &2 b TRAWNIZENT 2 LB 1D
%. GLA{EEOK T OFEBIZHMEREY V5 2 & 258 w5, 1) v 3Bk, B
HMEZF MR CHMETRETH S, BHEZITB VT, HIMER GLA 251EH @ 30 ~
70% FEFEEVAR T 3 % DSERIRIEIR % F89E L 72 WARREIN 2 T (p.E66Q A 7x &) % 72
OIFEBIDHLHE T LM ENTHE ", B THIMIRT GLA &P T % 32
DAL, BEE TR CHREENZEIOGELZ R L TB DR IN S,

— MR BERECRO LN 7 7 7)) —IRICHERN AT R, RitiETo~
W) —HfBDAT, EOMITIFFFRN LT TH 5.

M Lyso-Gb3 OMI5E, RA Gb3 DMlEE, 777 —WDOAZ ) —=r 7L
LTERTH LY, MESHEL 36T, £72205 OMAIIHRBEHN T
WMRELNVOMETH L. 72, HHPTLIIHBIZHE LTEZETHY, BF
BT, ORREFT RS 7 7 7)) — IR E DN LD 7% v, BRI
DHE(NT MXFT ) v - TV 0) g Tid, SREME BRI OREIRE L% 72
O, MATT B EARERMHLEZ RO D, BEMMAKD MV A DY T =Gt T,
Gb3 X HFBOEAME L CBIE SN L. LA Tl OHMRE O 22t &
HALZ RO 5. BEHEMEIT R CI, B - DRk e b 7 7 7)) —RIRREUY
BEDHIROEE (XTI R T 1) 28D 5.

-

777V —ROGEE LT, BRMTOEE BN v u VR (DS E
TIX 2018 FRIZHRFR) 3D ), ZOMIIHER L E 2L, 77 7)) —FROGEEER
3IC2F DT,
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77 TU—ROEE

| BEERM7EE (ERT) 1) PHILYI—T o 02mgkg mUE, 2:B/EIC 1[G

2) PHILII—E B 1.0mgkg s, 2B/EIC 1[E

3) PHILIEI—EB UN\MAI=Z5—) | 1.0mgke =8, 28H
[Z1[E

2 EIBEMS pNOVEDE | migalastat

3 WERDE 1) UK - ALY EBEY, H)WRVYFY, JxZhAY
DR

2) BEHHE | ACEFEEZR, ARB AARIC K DARIKFRE
BASEAIICH LTI, mEaElT BiE

3) DEBHE | N—AX—— - FRAEEERAH, MAEIRE
ACE BEEZ, ARB, B EHIE, MIRESODEYEE
TEEDR/ A )N (CABG) 5&

4) BBEE - PUNIVREDE, YURERA

5) HER  RFEMHEROGUTRTOA MEE

1 EESRMITEE(ERT)

77 7)) —IREERNBED 1D TH D EEFE TSP (enzyme replacement
therapy : ERT) %, FERBA % MG CHAT A LICL D, EF L Gb3 257
SELEBETH L, IXTCOT77 7)) —REBIH L THMTH S 2 LT
Th DA, 2BENC 1 B EFEGEZHT 2 TUIR b RWT &, BREHNIN§
LUURDEEE SN2 GEET VIV — R A FAE L, PRIPUERIZ X D ERT O%)
BRI T A EDRETH A, ERTIZE Y, MEMNEANG - B - O
T Gb3 DBFEDOENL, WU KGR OWE, BREOMITHEE ORI, LfE
HEORMD & BREOWED TG STV D GEIZT BRI 22 =Ly
IAFar(CQ DK CQEEM). T/ MBI - & - LB TO Gb3
DOEBEROBR, MEAmREOLEICE, 6 AU LLOME2EST 2L ST
WL L, EREENSETLGERY 5 > 1 g HE ko2 E 7%
), BBV OMAEALDHEST L 72356 CRERATEL AT 2R D 50% %8 2 72
AR MRI T U ORHMEIL 2 30 7256 7% &) TlE, ERT ORI Z L&
BEEZLNTWA™Y,

77 7 =R AT 0 BE IS T 5 ERT OZEEIZ oW T, KB
GHIA EEOBME IR — A2 ) — ADOWEDOKRTH 55, Bk, HEDIZ
HAIZERT 2 MiAT$ A 2 E N TELEHME SN TWAE . £/, ERT T
SNTVLHEANTOBEEOZFIZOWTD, BIEEMEIIFZEDO NG o7
EHEENTWA,

2018 A2 SN2 WKRD 7 7 7)) —JHDER IO W T OHESTETIE, GLA &
{2 p.E66Q, p.S126G, p.D313Y ZE(ILHMM TD Gb3 FEM & #E 2 & 20 VW HEREMY
ZREINTBY), TNHDEREY L OEFII L TO ERT D#@ILICOWTIE,
IR APESN TV ARVOPHIRTH S,
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2 EEZFNY v~NOVEE

FHFER D v a VR, BRERSY VX7 OB TOREEEZED, H
MIOEFRSY /37 OFERIGEEZ S0 5 TGFETH LS. NWIRGHETH D) JiEOLE
BBV ENAY v b THDD, GLA Y Y57 DT I BB EILE T, K&
NI EEEARRIE LWL BRI AV AERYE T LEMI L 2ER)
TRWIEDPRETHA. ERT 22T T0aWw7 7 7)) — &AL R L L7z
migalastat (2 & 2 FEFZM S v 0 VRED T 2 8 AALHERES U5 (randomized
controlled trial : RCT) O TIE, FHHPER Y v 0 VEEDPAEREEZLHND
75 % (amenable mutation) * 434 7 7 7V —WEEEXFRE LT, HHETO
Gb3 DEM DA % LEFHMEEH & L CHMRE L, RPN Y v o SREIC L
D, B O Gl DFEROWMA, OB ROUEE, HALEERCFH#, IR,
JE9R) OB AR FM A EICEO SN e #iE L TWwW5b". £72, ERT & 3H
FH T v R0 Y EEFE ORISR R L 7 ERRBUER T, amenable mutation % A L
R2ARULEERTICE 2GR EZITT0E 77 7)) —mEEE R E L, HEHR
IR JE i (eGFR) O T #E, A LEHEEOWARICB T, EHFEHT v
AU VEIL ERT & FSORRER Lz WG SRTw2™,

3 XHEEGE

MHER L LT, TUECRImE ISA3 2 HUF WilAEO AR, BEIHEICS T 5
TTFT Y ERER(ACE) (LES - 7 U T VY Y IR ERE I
(ARB) S 03, MEENT, BB, OEIHEICH T2 X—AX =7 — - [
MEaRAH 2 A A, PUAEENREE - ACE FHEHE - ARB WIRSF O WA, Bk N
A 7% Z4fif (coronary artery bypass grafting : CABG), i I [ 55 (2 k9~ 2 HLifi/MK
HENAR, PrBEEE L EOREEE ST S GEIIZIT iR ICH T4 271 =
BNV TAF 3 (CQ) DK CQ #SHR).

740-7v7

8l

77 7)) —HOEFEREGE, B O, KB X OPHEER, NE, IR%
EEWbIch. D7z, NEFE BN, TEERGAR, fRENEL B SR
IREE, BEBES L EEEL, BFNR 7+ =Ty THLETH S FEMIL
IV BT O 720 OZEFIH | D[ HHEEHIG O 720 O R |OH 2 2 ).

(32 #

1) Desnick RJ, et al : 0-Galactosidase A deficiency : Fabry disease. The Metabolic and Molecular
Basis of Inherited Disease. 8th ed. New York : McGraw-Hill : 2001 : 3733-3774.

2) Inoue T, et al - Newborn screening for Fabry disease in Japan : prevalence and genotypes of Fabry
disease in a pilot study. J Hum Genet 2013 ; 58 © 548-552.

3) Kobayashi M, et al : Frequency of de novo mutations in Japanese patients with Fabry disease. Mol
Genet Metab Rep 2014 © 1 © 283-287.
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fRiE HE, b : Fabry W12 B 2 SSE0FERERA . O/NE4&5E 2015 5 119 © 1733-1741.
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cells. Intern Med 2016 : 55 - 3475-3478.
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in patients with Fabry disease. J Am Soc Nephrol 2007 © 18 : 1547-1557.
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BEICXTS
2)=HhHI

27 7U—fRICHT DERBIEER, QOLBIUERTFRZNE

cEd3H?

R

BERHTCEOA(E, QOL Dt - ciEZR, £ TROWENHIFCED.
[TETVADES @ C, #HEDEE ! 2]

12]

(B8 8]

TEFERIE QOL ZMl7E 4 2 REEI, @GRy REE &R ERFERMRED 2 212508
STV 5, WREARE &3, RER RO 2 WasER 2 RE TEZ ORI -
ToRERREET, ZAUIHED HE - MAEEEROZ L EEIICHIET A RETH
Ao RFEN L FEM P & L T, SE-36(MOS short form 36 - item health survey),
EQ-5D (EuroQol five dimensions questionnaire), WHO/QOL 72 & 7258 5. B HFE
BIREE LI, RERRIIGHEZ TO2RETH L. £D20, Wi ERDLHEEIC
BELTVWE NEIZEONE L) REFALNLD, BRI ZEZMEEIE e
WO FIEE S T 5.

77 7 ) ISR T SR S MR B RIREZ R, TR SN TR,
AL & O EIN O TR AREREE & L C SF-36, EQ-5D 7 & & fii il L QOL
DRl AT > T %,

BERAFCHELEI X B QOL DU ICH L Cld, Mk EA OB 5 C
SF-36, EQ-5D 7 K O @GR E CTRHi L, AEZEIEHE LN TV W2 QOL @
M b2, 52, SF-36 2 L 7-#E 0 Tld, SR EE (physical compo-
nent summary : PCS) O#ERF, il i {8 B £ (mental component summary : MCS) @
YEAHE SN T VB, QOL OWHEDPER L LT, 8 2ORED I b4k
f#HE % (general health) DILFEHD—H & L THE STV EY,

F72, 77 7)) —ROEMTPRIGEEE RITTB O RERE LT, (L, BE,
WIS 7 & OEE L EAREEOBEGAEZ 2 b b, IO OlEGREIIT§ 58
FHFHRLEORMEICH L CTIE, CQ5, CQ6, CQT7 7% & DEMEIE LR M & [Fhk
12, OHERER BRI E DU - MERR R SRR A ERRIR S IE S TR, &
SICRIIFRG L ) Edr PROSED R, EELA XY E, O MnEEHE
FEPB L OF0) AEOMF ZRES 57— bWEshTwa™*Y Ll §7T




BEICHMTBEIYUZALIIRFa3(CQ)

2 OVER BRI S R B RERE EAEST | C W BRI TIE, F 0% L EEETIEE O
RFEDSAF L2 W EWIHEDLH D (CQ5, CQ6 ), Adn FHROWEIC
BOWIEREMHTEEOATEI R RHZMB L ORMEREIEELEZ DN
él6>.

[EEER]
T (15), AA(0), ZEEIE(0).

&R

LM & a2 9 51477 —(The Cochrane Library), PubMed T, Fabry
disease, enzyme replacement therapy, Quality of life, prognosis, SF-36(MOS short
form 36 - item health survey), EQ-5D (EuroQol five dimensions questionnaire) % ¥ —
7= FELTH, RENRIZ20174F8FTL LA,

W2 T4 77— &) 104, PubMed & 1) 83 M DRGLAR S 1,
WHAEFRICE 2 —RAZ ) == 7 T3 mom it Sz, 612, K
A7) =2y T LT BROHRLELETFT Y AL LGRIRL 72 72, BEMTo%R
EORIG & B A dr T ROUGE, BELA N MRV TOHE 2 1,
DIETO 2017 FE O 1 & EbRTHE 16 WD L e AMEFIZFIH L 72,

PubMed XHMESRTC (2017 4 8 A 3 HRER, BFIIHE S 7z k)
No. IRERT IRERHE
#01 | "Fabry Disease” [Mesh] 3,000

Fabry Disease* [TIAB] OR Fabry's Disease* [TIAB] OR alpha Galactosidase
A Deficienc* [TIAB] OR Anderson Fabry Disease* [TIAB] OR Angiokeratoma
#02 | Corporis Diffusum* [TIAB] OR Angiokeratoma Diffuse* [TIAB] OR Ceramide 3,513
Trihexosidase Deficienc* [TIAB] OR Diffuse Angiokeratoma* [TIAB] OR GLA
Deficienc* [TIAB] OR Hereditary Dystopic Lipidosis* [TIAB]

#03 | "Enzyme Replacement Therapy” [Mesh] 1,299

#04 | Enzyme Replacement Therap* [TIAB] 3,576

#05 | "Quality of Life” [Mesh] 149,787

#06 | "Life Tables” [Mesh] 15411

#07 | "Health Status Indicators” [Mesh] 236,475
“Quality of Life” [TIAB] OR QOL[TIAB] OR Life Table* [TIAB] OR Health Status

#08 i 214,686
Indicator* [TIAB]

400 | SF33 [TIAB] OR ((Medical Outcome Survey* [TTAB] OR MOS [TIAB]) AND 577
(Short Form* [TIAB] OR SF-36[TIAB] OR SF36 [TIAB]))

EQ-5D*[TIAB] OR (EuroQol*[TIAB] AND (five dimension* [TIAB] OR 5
#10 | ) 6,050
dimension* [TIAB] OR 5D [TIAB]))

#11 | (#1 OR #2) AND (#3 OR #4) AND (#5 OR #6 OR #7 OR #8 OR #9 OR #10) 142
#12 | #11 AND (JAPANESE[LA] OR ENGLISH[LA]) 120
#13 | #12 AND (“Cochrane Database Syst Rev’'[TA] OR “Meta-Analysis” [PT] OR 14

[13



14

BEICHTB2YZANIIZAF 3~ (CQ)

systematic[SB] OR “Guideline”[PT] OR “Guidelines as Topic" [MH] OR
“Consensus” [MH] OR “Consensus Development Conferences as Topic” [MH] OR
((meta-analysis [TI] OR guideline* [TI] OR “systematic review” [TI] OR consensus
[T1]) NOT Medline[SB]))

14 #12 AND (“Randomized Controlled Trial” [PT] OR “Randomized Controlled Trials 0
as Topic” [MH] OR (random* [TIAB] NOT medline [SB]))

#15 | #14 NOT #13 6

#12 AND (“Clinical Study” [PT] OR “Clinical Studies as Topic’ [MH] OR ((clinical
#16 | trial* [TIAB] OR clinical stud*[TIAB] OR case control* [TIAB] OR case 34
comparison* [TIAB] OR observational stud* [TIAB]) NOT medline [SB]))

#12 AND (“Epidemiologic Research Design” [MH] OR “Study Characteristics” [PT]
417 OR “Epidemiologic Study Characteristics as Topic” [MH] OR ((cohort* [TIAB] 2
OR comparative stud* [TIAB] OR retrospective stud* [TIAB] OR prospective stud*

[TIAB] OR longitudinal* [TIAB] OR control group* [TIAB]) NOT medline [SB]))

#18 | (#16 OR #17) NOT (#13 OR #15) 63

(32 #

1) Schiffmann R, et al : Enzyme replacement therapy in Fabry disease : a randomized controlled trial.

JAMA 2001 ; 285 - 2743-2749.

2) Beck M, et al : Fabry disease : overall effects of agalsidase alfa treatment. Eur J Clin Invest 2004 ;

34 © 838-844.

3) Hoffmann B, et al * Effects of enzyme replacement therapy on pain and health related quality of life

in patients with Fabry disease : data from FOS (Fabry Outcome Survey) . J Med Genet 2005 ; 42 :
247-252.

4) EtoY, et al : Enzyme replacement therapy in Japanese Fabry disease patients : the results of a phase

2 bridging study. J Inherit Metab Dis 2005 ; 28 - 575-583.

5) Ramaswami U, ef al - Enzyme replacement therapy with agalsidase alfa in children with Fabry dis-

ease. Acta Paediatr 2007 ; 96 : 122-127.

6) Lidove O, et al : Clinical results of enzyme replacement therapy in Fabry disease : a comprehensive

review of literature. Int J Clin Pract 2007 ; 51 : 293-302.

7) Hoffmann B, ef al : Gastrointestinal symptoms in 342 patients with Fabry disease : prevalence and

response to enzyme replacement therapy. Clin Gastroenterol Hepatol 2007 ; 5 © 1447-1453.

8) Parini R, e al : Enzyme replacement therapy with agalsidase alfa in a cohort of Italian patients with

Anderson-Fabry disease - testing the effects with the Mainz Severity Index. Clin Genet 2008 : 74 :
260-266.

9) Whybra C, e al : A 4-year study of the efficacy and tolerability of enzyme replacement therapy

with agalsidase alfa in 36 women with Fabry disease. Genet Med 2009 ; 11 : 441-449.

10) Mehta A, et al : Enzyme replacement therapy with agalsidase alfa in patients with Fabry disease :

an analysis of registry data. Lancet 2009 ; 374 - 1986-1996.

11) Rombach SM, et al : Cost-effectiveness of enzyme replacement therapy for Fabry disease. Orphanet

J Rare Dis 2013 ; 8 : 29.

12) Arends M, et al : Quality of life in patients with Fabry desease : a systematic review of the litera-

ture. Orphanet J Rare Dis 2015 : 10 © 77.

13) Condolino D, et al - Home infusion program with enzyme replacement therapy for Fabry disease :

The experience of a large Italian collaborative group. Mol Genet Metab Rep 2017 : 12 © 85-91.

14) Beck M, et al - Long-term effectiveness of agalsidase alfa enzyme replacement in Fabry disease © A

Fabry outcome survey analysis. Mol Genet Metab Rep 2015 ; 3 © 21-27.

15) Banikazemi M, ef al : Agasidase-beta therapy for advanced Fabry disease : a randomized trial. Ann

Intern Med 2007 ; 146 : 77-86.

16) Tsuboi K, et al : Efficacy and safety of enzyme-replacement-therapy with agalsidase alfa in 36

treatment-naive Fabry disease patients. BMC Pharmacol Toxicol 2017 ; 18 : 43.




BEICHT 37U ANMIIZF 3~ (CQ)

ca2

77 JU—RICH T IBREREERLE, BRZASSEIH?

HER

BERBRELE 777U ROERESHEREOAREICERATHD, Z2EbaL).
BB C KT fRERRSE QOL DHEEHIF CTED.
[TETVADEE : C, HREDEE : 2]

[#% ]

P, BRI, MANREESARBRTH Y, FEWICEHET 2 0k IcE T
ML, ) OIREE, A%, A MLV AG EWEROBRELEALSEL 2L bHNI,
R 2 BRI A B OIS 75 L ARBRICIE 59, FEEEEET LIERAER
WTAWEEDLD D, LHEMISGEEZZITRTWI LI ETLLENDH L. K
Ji 12 > \» T 1L BPI(brief pain inventory), VAS (visual analog scale), MPQ (McGill
pain questionnaire) 72 &, fEHERE QOL |22\ Cld SF-36 (MOS short form 36 - item
health survey), EQ-5D (EuroQol five dimensions questionnaire) 7 & @ FFAfi A 77 — b
PHWHLNTWEDS, WIind EBINLEHETETH 5.

AR I S PP g <2 fR BB B QOL 12K 3 2 FE R T L ORI T 5T » 4
2 AL kT R (randomized controlled trial : RCT) (X 3 4T, MW¥EAMZLMETT
B R 4B 3t 2 il L CREliCE TuaWn & ERE TR HTWAS 2 &,
TRAVNHIE IR — N THEZ LR END, A BNATADVDHY, TET VA
DE% FIFAERDPED SNz T HIVY ¥ —+ 0.(0.2 mg/kg FEEFRS-, 5112 1)
ARG LZEHEEMT 7 L RBRRRBE T, SR E0E - PRV M
EROBRRE LTH ), FEBETIIRFAMWEESZ b UBRRSEELE:. —
H, THNYE—¥ B mykg @AFS, FH11H)2%5 L-"EEHR7 7R
WBERRER T, EEHL 77 L R CEHOUGE AR EZRO o7z,
I/, 7ILRBETL QOL DA EALENHD 5N, 02 mgkg DEETT
BNV T =X oaHbWETHIVY T —¥B % Hw7IEE Wb iR 55k T i,
R b EERWERED SN ar o2y, (6 2> H M) OREEMAEED
BRITK T2 RCT Tld, ERAUGES L TL2HELHELRUGEIRDO LN
Lotz b HMEDRET 5.

Fabry Outcome Survey (FOS) X° Fabry Registry CORKHEE I A — 2R & L7
777V =L YA M) = COBENIETIE, 2ED EBEMTEE THERES N
7277 7)) —IRBEENRE LT, WREEEERR QOL OFELUENT A
VY F— ¥ aGREIE 2 ~54)%, THNY y— ¥ BOAENIM 24) TR
FNMESNTND. —F, FELREROWEL R - 7283 5 EEO BT
A= MR D 2 A5, Z OWE TIRIEFIIR AT 0 ~ 9.7 4F L IFZER R O HRM
B4R —THY), BEEICZLY. T2, 77 7)) —F/NEEE 138255
EL2EMT AN F—F 002 mg/ke FEHENES) 245 L - BIEIECIE, &
JH, QOL, FEIFEOUENRDLNY, 77 7)) —HMEE 36 R e L4

535
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BEICHTB2YZANIIZAF 3~ (CQ)

M TIN5 —E 002 mgkg BEEG) 2855 L2BIEMRETD, AREICE
A L bW SR TW B, UEdS, 2L EREHIRE Mk L7
KHE TR — MIFZETIE, BERMTREIC L VIERSUET 2 L iE S Tn b,

BFEMIIREOEELEEMIE 2 (, REMOBEILR0 S ho 72,

FAYFFRE E DR B 2L Th 2 ERWERERATIE, TV —E B
OG- TIREE, BUHE, @RI BV OREHFNICE B L WET RO S
7. —J, THANY Y =¥ o TIE, G, REHRINEECHE R UERD
S shTns?,

WMIZ BT 277 7Y =D LE 28— M+ E=F v oY o1k, BERR
L ORMGAME L U OB R, ERAEEEE, AT uEE LD,
FREREEMEIRIF DI H AIUTERE, T 72IEREEECEEIHE I N TV AHLAT
bEMBEMET5 L LT\w5h. WY 7% BGRI 2 8E 9 2 BREEIL 2\ »Ds, 14
ERISOER CTH ) BEICE > TRDIEREZIEIIERTHL Z s, EE
BAMEEIGIERE Y 7 D BRI TEE DS R MR R EO T2 CZ LI EREDN
EEMRALD 5 HRIEEN LA, RIS HIRAS b &0 CRINGH O A I & 3
THELEND B,

[BEER]
(15), AA(0), EBIE(0).

(% & K]

HkMF X3 2 F >~ F 4 7 F ) — (The Cochrane Library), PubMed T, Fabry
disease, enzyme replacement therapy, pain, quality of life % ¥ —"7 — F& L CTHW>,
BFEMREIE 2017 £ 8 AT TE L

XERIZT 2 T4 77— X0 164, PubMed & 1) 125 ffi D L AR &
N, PEEFICELDL—KAZ ) ==Y 7 T3 fwmOm LA Sz, 512,
TRAZ) ==y T E LT BRORIEIE T AL LTEIRL .

PubMed SZHMEZRT (2017 4 8 H 3 HWZE, BFIIHE SN2 L)
No. BRI R
#01 | “Fabry Disease” [Mesh] 3,000

Fabry Disease* [TIAB] OR Fabry's Disease* [TIAB] OR alpha Galactosidase
A Deficienc* [TIAB] OR Anderson Fabry Disease* [TIAB] OR Angiokeratoma
#02 | Corporis Diffusum* [TIAB] OR Angiokeratoma Diffuse* [TTAB] OR Ceramide 3,513
Trihexosidase Deficienc* [TIAB] OR Diffuse Angiokeratoma* [TIAB] OR GLA
Deficienc* [TIAB] OR Hereditary Dystopic Lipidosis* [TIAB]

#03 | “Enzyme Replacement Therapy” [Mesh] 1,299
#04 | Enzyme Replacement Therap* [TIAB] 3,576
#05 | “Pain”[Mesh] OR “Pain Management” [Mesh] 355,957
#06 | Pain*[TIAB] 572,889




BECHTBIUZANMIIZXF 3~ (CQ)

#07 | "Quality of Life” [Mesh] 149,787
#08 | "Quality of Life” [TIAB] 204,346
#09 | (#1 OR #2) AND (#3 OR #4) AND (#5 OR #6 OR #7 OR #8) 235
#10 | #9 AND (JAPANESE[LA] OR ENGLISH[LA]) 194

#11 | “Consensus’ [MH] OR “Consensus Development Conferences as Topic”[MH] OR 20

#10 AND (“Cochrane Database Syst Rev”[TA] OR “Meta-Analysis” [PT] OR
systematic[SB] OR “Guideline” [PT] OR “Guidelines as Topic" [MH] OR

((meta-analysis [TI] OR guideline* [TI] OR “systematic review” [TI] OR consensus
[T1]) NOT Medline [SB]))

#12 16

#10 AND (“Randomized Controlled Trial”[PT] OR “Randomized Controlled Trials
as Topic” [MH] OR (random* [TIAB] NOT medline [SB]))

#13 | #12 NOT #11 12

#14 | trial* [TIAB] OR clinical stud* [TIAB] OR case control* [TIAB] OR case 48

#10 AND (“Clinical Study” [PT] OR “Clinical Studies as Topic’ [MH] OR ((clinical

comparison* [TTAB] OR observational stud* [TIAB]) NOT medline [SB]))

#15 108

#10 AND (“Epidemiologic Research Design” [MH] OR “Study Characteristics” [PT]
OR “Epidemiologic Study Characteristics as Topic” [MH] OR ((cohort* [TIAB]
OR comparative stud* [TIAB] OR retrospective stud* [TIAB] OR prospective stud*
[TIAB] OR longitudinal* [TIAB] OR control group* [TTAB]) NOT medline [SB]))

#16 | (#14 OR #15) NOT (#11 OR #13) 93
(32 #K]
1) Schiffmann R, ef al : Enzyme replacement therapy in Fabry disease : a randomized controlled trial.

2)
3)
4)

5)

6)
7)
8)
9)
10)
1)
12)

13)

JAMA 2001 285 - 2743-2749.

Eng CM, et al - Safety and efficacy of recombinant human alpha-galactosidase A replacement ther-
apy in Fabry disease. N Engl J Med 2001 : 345 : 9-16.

Vedder AC, et al - Treatment of Fabry disease - outcome of a comparative trial with agalsidase alfa
or beta at a dose 0.2mg/kg. PLoS One 2007 ; 2 : e598.

Mehta A, et al - Enzyme replacement therapy with agalsidase alfa in patients with Fabry disease -
an analysis of registry data. Lancet 2009 ; 374 - 1986-1996.

Hoffmann B, er al : Nature and prevalence of pain in Fabry disease and its response to enzyme re-
placement therapy - a retrospective analysis from the Fabry Outcome Survey. Clin J Pain 2007 .
23 1 535-542.

Beck M, et al - Fabry disease - overall effects of agalsidase alfa treatment. Eur J Clin Invest 2004
34 - 838-844.

Watt T, et al - Agalsidase beta treatment is associated with improved quality of life in patients with
Fabry disease - findings from the Fabry Registry. Genet Med 2010 ; 12 © 703-712.

Anderson LJ, et al - Long-term effectiveness of enzyme replacement therapy in Fabry disease - re-
sults from the NCS-LSD cohort study. J Inherit Metab Dis 2014 © 37 - 969-978.

Ramaswami U, et al - Enzyme replacement therapy with agalsidase alfa in children with Fabry dis-
ease. Acta Paediatr 2007 ; 96 - 122-127.

Whybra C, et al : A 4-year study of the efficacy and tolerability of enzyme replacement therapy
with agalsidase alfa in 36 women with Fabry disease. Gener Med 2009 : 11 - 441-449.

Hilz MJ, et al : Enzyme replacement therapy improves function of C-, A8 and AB-nerve fibers in
Fabry neuropathy. Neurology 2004 ; 62 - 1066-1072.

Shiffmann R, et al * Enzyme replacement therapy improves peripheral nerve and sweat function in
Fabry disease. Muscle & Nerve 2003 ; 28 - 703-710.

Biegstraaten M, ef al : Recommendations for initiation and cessation of enzyme replacement thera-
py in patients with Fabry disease : the European Fabry Working Group consensus document. Or-
phanet J Rare Dis 2015 ; 10 : 36.
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CQ 3-1 | 77 TU—RICH S BRMIEAS, RANSEEREI LB ?
iz
ACQICHUCIET VR ELDNEITHEL, WAMSEICHT DMRDIFA+7ZEFEFL
TRRRTROARITS C & B THIL.
[TEFVZAMEE : D, #HEDES © F U]

(B& 3R]

7 7 7)) — I ORI E (S B BER A TR O R R I $ A Sk & <
HA TR T  BERM TR RS & ) Ml A A b U < IEAT 2 P T
STHEGIOREBRII . D720, PAMER IS 5RO A2 HfE L CTREHR
MiFE e T) S LIdHERTE 2w, LA L, 77 7Y —WEEOMIEEIR TR
L OORNUEREHETH Y, HAMEEDOHATIIET 52 LIIMTH L. A
FIE, TWERmEFZ ELOET 277 7 ) —HOMOIERITH § 2iHH#E LT
TR AT L, BIRAIRIR & L CHmIME OS2 IR 2 2 & &80
ETHLDTIE R,

[BEER]
W (14), AE(0), FTEIE(1). BEBIE BB I N EIZOWTIIBIEZfrv,
FRED X — VE#RIC L > TR S L7z,

(%% & K]

LM IE a2 9 5 1475 —(The Cochrane Library), PubMed T, Fabry
disease, enzyme replacement therapy, angiokeratoma, hypohidrosis, sweating % ¥ —
7= FELTH, BRI 201747 HETE L7

XiRix a7 74770 =50 9, PubMed & 1) 58 i D LAER S i,
WEETICL 2 —KRA 7 ) — =V 7T 4MOmIOHB s e S50, 2K
A7) ==y T RFTo 2, TEF AL LCERE N THkE 7o 72,

PubMed MERMRFRT (2017 4 7 A 11 O, BFIIHRE S 230D
No. BRI TRERI
#01 | "Fabry Disease’ [Mesh] 2,991

Fabry Disease* [TIAB] OR Fabry's Disease* [TIAB] OR alpha Galactosidase
A Deficienc* [TIAB] OR Anderson Fabry Disease* [TIAB] OR Angiokeratoma
#02 | Corporis Diffusum* [TIAB] OR Angiokeratoma Diffuse* [TIAB] OR Ceramide 3,494
Trihexosidase Deficienc* [TIAB] OR Diffuse Angiokeratoma* [TIAB] OR GLA
Deficienc* [TIAB] OR Hereditary Dystopic Lipidosis* [TTAB]

#03 | “Enzyme Replacement Therapy” [Mesh] 1,286
#04 | Enzyme Replacement Therap* [TIAB] 3,546
#05 | "Angiokeratoma” [Mesh] 665

18
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#06 | Angiokeratoma* [TIAB] 912
#07 | “Hypohidrosis” [Mesh] 824
#08 | Hypohidrosis* [TTAB] OR Anhidrosis* [TIAB] 1,110
#09 | “Sweating” [Mesh] 6,324
#10 | Sweating* [TIAB] 7,795
#11 | (#1 OR #2) AND (#3 OR #4) AND (#5 OR #6 OR #7 OR #8 OR #9 OR #10) 110
#12 | #11 AND (JAPANESE[LA] OR ENGLISH[LA]) 92
#12 AND (“Cochrane Database Syst Rev”[TA] OR “Meta-Analysis” [PT] OR
systematic[SB] OR “Guideline” [PT] OR “Guidelines as Topic" [MH] OR
#13 | “Consensus’ [MH] OR “Consensus Development Conferences as Topic”[MH] OR 6
((meta-analysis [TI] OR guideline* [TI] OR “systematic review” [TI] OR consensus
[TI]) NOT Medline[SB]))
14 #12 AND (“Randomized Controlled Trial”[PT] OR “Randomized Controlled Trials ;
as Topic” [MH] OR (random* [TIAB] NOT medline [SB]))
#15 | #14 NOT #13 7
#12 AND (“Clinical Study” [PT] OR “Clinical Studies as Topic” [MH] OR ((clinical
#16 | trial* [TIAB] OR clinical stud* [TIAB] OR case control*[TIAB] OR case 20
comparison* [TIAB] OR observational stud* [TIAB]) NOT medline [SB]))
#12 AND (“Epidemiologic Research Design” [MH] OR “Study Characteristics” [PT]
17 OR “Epidemiologic Study Characteristics as Topic” [MH] OR ((cohort* [TIAB] s
OR comparative stud* [TIAB] OR retrospective stud* [TIAB] OR prospective stud*
[TIAB] OR longitudinal* [TIAB] OR control group* [TTAB]) NOT medline [SB]))
#18 | (#16 OR #17) NOT (#13 OR #15) 45
(32 #
%L

[19
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CQ 3-2 | 77 IU—RICHT IBERFFTELRL, RTESEXBSEIH?

HER

BERERELS 77 U —ROEFESENESBDIREENDD.
[TETVRADIEE : C, HEDES : 2]

20

(2  5X]

S NZFRLDH B, BEMTBEENRTICHEL 5 2728w EE 2 /i
DAHATHo7z. WINLRETFEELLHEI LI HETH o2,

1, 26 B0 7 7 7)) —IRB BT H IV Y ¥ —F a(0.2 mg/kg FEEES)
F3AEMEG L, 24 Bl OV TRITHEOFM A 1T- 72", 72721, SSTEE
koI vHE T T VRIS EFH L DO T %R, EEMEE K ERTR
% (quantitative sudomotor axon reflex test - QSART) # V272 D TH 5. Z DNk
X, TRFLVA) rEAFT YN T L= AETENIRESYE, BTFE2lE
L7 DTHD. R QSART HEIERkD AT HRT v TV hofEF L L —
HL72EHMELTWAE, ZOFFEIZL ) BRI TR L 570 L 7245 %, 24
Bl 17 I TR EDSHEFOAERICENL, 209 5 4 0lIETFORETSH -
b OPIEEFEFECTRE L EHRELTWA. YO THIIAETH 7.

b 1, 8B 7 77 ) —REE (BEEE 126, KMEA~TOEE 6 )
W7 AV F = 0(0.2 mg/kg FEHEPE S, 0.1 mg/kg A5, 0.2 mg/ke P
5.0 3 BT 71 36.7 MG L 724G R, QSART 12 X % 5T illE T,
ST OBENMMEI 2572 © 1172 (0.2 mg/kg BT 512, 0.1 mg/kg 5, 0.2
mg/kg IS THIMED S50 - 72) & A LT a2, BN & SR E T
BY, WMEtFEEEEZBE LRI 2.

[BEER]
T (15), AR(0), ZFEIE(0).

(% & K]

LRI a 2 9 5 475 —(The Cochrane Library), PubMed T, Fabry
disease, enzyme replacement therapy, angiokeratoma, hypohidrosis, sweating & ¥ —
7= FE&LTHY, BB 201747 3£ T L7

LRz a7 74770 =X 9, PubMed & 1) 58 i D LA S A,
PWFETIZ L 2 —KA ) ==Y 7T 4ROl SNz E612, 2K
A==y 7 LT 2MmDm e LT v AL LTGEIRL
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PubMed MEMEZRTE (2017 4E 7 H 11 B, BFIIHE SN2 30D

No. IRERT IRERHE
#01 | “Fabry Disease” [Mesh] 2,991
Fabry Disease* [TIAB] OR Fabry's Disease* [TIAB] OR alpha Galactosidase
A Deficienc* [TIAB] OR Anderson Fabry Disease* [TIAB] OR Angiokeratoma
#02 | Corporis Diffusum* [TIAB] OR Angiokeratoma Diffuse* [TIAB] OR Ceramide 3,494
Trihexosidase Deficienc* [TIAB] OR Diffuse Angiokeratoma* [TIAB] OR GLA
Deficienc* [TIAB] OR Hereditary Dystopic Lipidosis* [TIAB]
#03 | “Enzyme Replacement Therapy” [Mesh] 1,286
#04 | Enzyme Replacement Therap* [TIAB] 3,546
#05 | “Angiokeratoma” [Mesh] 665
#06 | Angiokeratoma* [TIAB] 912
#07 | "Hypohidrosis” [Mesh] 824
#08 | Hypohidrosis* [TIAB] OR Anhidrosis* [TIAB] 1,110
#09 | “Sweating” [Mesh] 6,324
#10 | Sweating* [TIAB] 7,795
#11 | (#1 OR #2) AND (#3 OR #4) AND (#5 OR #6 OR #7 OR #8 OR #9 OR #10) 110
#12 | #11 AND (JAPANESE[LA] OR ENGLISH[LA]) 92
#12 AND (“Cochrane Database Syst Rev”[TA] OR “Meta-Analysis” [PT] OR
systematic[SB] OR "Guideline” [PT] OR "Guidelines as Topic”[MH] OR
#13 | “Consensus’ [MH] OR “Consensus Development Conferences as Topic”[MH] OR 6
((meta-analysis [TI] OR guideline* [TI] OR “systematic review” [TI] OR consensus
[TT]) NOT Medline[SB]))
414 #12 AND (“Randomized Controlled Trial”’ [PT] OR “Randomized Controlled Trials ;
as Topic” [MH] OR (random* [TTAB] NOT medline [SB]))
#15 | #14 NOT #13 7
#12 AND ("Clinical Study"[PT] OR "Clinical Studies as Topic"[MH] OR
#16 | ((clinical trial* [TIAB] OR clinical stud* [TIAB] OR case control* [TIAB] OR case 20
comparison* [TIAB] OR observational stud* [TIAB]) NOT medline [SB]))
#12 AND (“Epidemiologic Research Design” [MH] OR “Study Characteristics” [PT]
417 OR "“Epidemiologic Study Characteristics as Topic’ [MH] OR ((cohort* [TIAB] s1
OR comparative stud* [TIAB] OR retrospective stud* [TIAB] OR prospective stud*
[TIAB] OR longitudinal* [TIAB] OR control group* [TIAB]) NOT medline [SB]))
#18 | (#16 OR #17) NOT (#13 OR #15) 45

1) Shiffmann R, ef al : Enzyme replacement therapy improves peripheral nerve and sweat function in
Fabry disease. Muscle & Nerve 2003 ; 28 - 703-710.
2) Hughes DA, et al - A randomized double-blind, placebo-controlled, crossover study to assess the ef-

ficacy and safety of three dosing schedules of agalsidase alfa enzyme replacement therapy for Fabry
disease. Mol Genet Metab 2013 ; 109 : 269-275.
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ca4

77 JU—RICHIT DBERHEIEERL, HLBESZAESEIH?

HER

BEREREACELD, J7JU—IRICEBITDER TROEE - SEE, B0 - Bt
WigET S, RICRAICERBABEZITOICHEAICHELPITL. Fe, NEITHBL
THENKDEETHD.

[TEFVAMEE : C, HHEDHS : 2]

(2  5X]

MBS & 7% 5 HNEBE DL Wb ONEh o7z $72, HbiskEdix
FENIERD S , FEHFEN R E2 T2 03 e no7z. £ d—%EH
M OBEZRMTREONFEE N2 4 VO ELELZLDTH Y, At
FHERIZYE L TV B & T 528G % W

THALSRAEIR 2 FE 0 2 24 T/ KBB4k — M WFZEIZ, Fabry Outcome Survey (FOS)
IZBEHEN TV 3R BIEMRE L2 I ROATH 72",

JEFGREAR DMES TUE, 62 B (B - AT a B8 =41 21 B, /AR A
BE=14 8IS LT ATV Y =Yook 20A%S L, BEMTEEOW
FEN=ZATA VB LT &KTIE, R=2A54 2 TA49% DT 77 ) =
BE TR Z RO, 12 0 HEROFRERIL39% 9P Lz, Ffo, NREE
TIZIEFIEIR DB IEZR DY 64% 205 39% 1A L, A TIE 44% 2> 5 40% Dk
VThHolzZ b, MRICBWTEHLRUEZE RO, EREEROEERS,
NEEE & R E ORI A RS T b o CUGE L7z, [ UWFZE CRER M o
FERIGHR 24 A 740 =7 v 7 TE S8 B (B - AT o E#E = 33125,
ANE RN = 10 1 48) TOMETTIX, "—=2AF 4 Y Tl343% D7 7 7 —
WEE TR Z RO, 24 PHBEOFERE29% ~NHEEZ b o TEA L7z H
AT u B, NEERE CHEBEROWEIZEHTH ), 2FEMOBEMT
BEIZ LD, LWlEAT O BETITHIEED 40% 55 20% ~, /NLEH T 80%
5 50% ~MET L7z

THHERIZOWTIE, 60 B (B« LA T g =39 216, /AW A
BE= 12 80 LT ANV Y=Y ok 20K L, BEEMTEEDON
REN=ATA VERE L &KTIE, R=ZAF5A4 2 T21% DT 77 ) =%
BETTHERZED, 1220 HEOHFERIT 8% ITHMA L7z, THRIFEIRIZOW
Th, NMNEEFEIZBOWTHIEED36% 705 1% (KT L, MErFNAEEEZ D -
TYFHE L/ 4O 740 —=7 v 7T TE57TH (B Kh~ToBg =
32025, /R BANERE = 11 46) TOMESTIX, THIEEROAIERIL 28% 2°
526% ~NMET L7z, FULS/NEBBEZEIIBWTTFREROLETEHTHY, 2
EMOBEEMHIREICL D, NEEZE T THIERO B RERD 45% 705 27%
KT L7

F72, 8~ 16D 7 77 —Fi/NEEE 16 B (B8 14 41, 208 2 ) 12k L C,
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T AN T —¥ B(1 mg/kg ARG 2 PG L7058 CTld, 48 BHS- L7z ni
T, BRERER, EHEEROFERIIEESEE Lo TP Lz @ ShTw b,

B FTIREO B L 2 BB OV TOETIE, HELDEROBBIZIZS
DEERDIY.

[EBEER]
w(15), A0), ZE51E(0).

& &= R

LHkER X227 7~ F 4 7 7 1) — (The Cochrane Library), PubMed C, Fabry
disease, enzyme replacement therapy, gastrointestinal symptom, intestinal ischemia,
abdominal pain, diarrhea # ¥—"7— F& LT, #HFEMMIL20174F7HF T
L7z

LHkEa 2 7254770 =X 9, PubMed & V) 32 i DR LA S,
AT L 2 —RAZ ) — = 7T B3O/ Sz, 512, 2K
A7) ==y 7 LTAMDOmL e T v AL LTHEIRL 7.

PubMed MEMEFER, (2017 4£ 7 H 12 B, BFIIWME S 72308

No. 1RERT TRERMHE
#01 | “Fabry Disease” [Mesh] 2,991

Fabry Disease* [TIAB] OR Fabry's Disease* [TIAB] OR alpha Galactosidase
A Deficienc* [TIAB] OR Anderson Fabry Disease* [TIAB] OR Angiokeratoma
#02 | Corporis Diffusum* [TIAB] OR Angiokeratoma Diffuse* [TIAB] OR Ceramide 3,494
Trihexosidase Deficienc* [TIAB] OR Diffuse Angiokeratoma* [TIAB] OR GLA
Deficienc* [TIAB] OR Hereditary Dystopic Lipidosis* [TIAB]

#03 | “Enzyme Replacement Therapy” [Mesh] 1,286
#04 | Enzyme Replacement Therap* [TIAB] 3,546
#05 | “Signs and Symptoms, Digestive” [Mesh] 138,724

Gastrointestinal Sign* [TIAB] OR Gastrointestinal Symptom* [TIAB] OR Digestive
Sign*[TIAB] OR Digestive Symptom* [TIAB] OR Abdominal Pain* [TIAB] OR
Acute Abdomen* [TIAB] OR Aerophagy* [TIAB] OR Anorexia* [TIAB] OR
Constipation* [TTAB] OR Diarrhea* [TIAB] OR Dyspepsia* [TIAB] OR Encopresis*

#06 . . 244,801

[TIAB] OR Eructation* [TIAB] OR Flatulence* [TIAB] OR Gagging* [TIAB] OR

Halitosis* [TIAB] OR Heartburn* [TIAB] OR Hiccup* [TIAB] OR Hyperphagia*

[TIAB] OR Bulimia* [TIAB] OR Nausea* [TIAB] OR Pica* [TIAB] OR Vomiting*

[TIAB] OR Hematemesis* [TIAB] OR Morning Sickness* [TIAB]
#07 | “Intestines” [Mesh] AND “Ischemia” [Mesh] 5,584
#08 | Intestinal Ischemia* [TIAB] 2,531
#09 | “Digestive System Diseases” [Mesh] 1,539,490
#10 | Digestive System Disease* [TIAB] OR Gastrointestinal Disease* [TTAB] 9,387
#11 | "Digestive System” [Mesh] 1,123,841
#12 | Digestive System* [TIAB] OR Gastrointestinal System* [TIAB] 12,254

[ 23
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413 (#1 OR #2) AND (#3 OR #4) AND (#5 OR #6 OR #7 OR #8 OR #9 OR #10 OR p
T | #11 OR #12)

#14 | #13 AND (JAPANESE[LA] OR ENGLISH[LA]) 59

#14 AND ("Cochrane Database Syst Rev’[TA] OR “Meta-Analysis”[PT] OR
systematic[SB] OR “Guideline”[PT] OR “Guidelines as Topic" [MH] OR
#15 | “Consensus” [MH] OR “Consensus Development Conferences as Topic” [MH] OR 4
((meta-analysis [TI] OR guideline* [TI] OR “systematic review” [TI] OR consensus
[T1]) NOT Medline [SB]))

16 #14 AND (“Randomized Controlled Trial” [PT] OR “Randomized Controlled Trials :
as Topic” [MH] OR (random* [TIAB] NOT medline [SB]))

#17 | #16 NOT #15 1

#14 AND (“Clinical Study” [PT] OR “Clinical Studies as Topic’ [MH] OR ((clinical
#18 | trial*[TIAB] OR clinical stud*[TIAB] OR case control* [TTAB] OR case 12
comparison* [TIAB] OR observational stud* [TIAB]) NOT medline [SB]))

#14 AND (“Epidemiologic Research Design” [MH] OR “Study Characteristics” [PT]
#19 OR “Epidemiologic Study Characteristics as Topic” [MH] OR ((cohort* [TIAB] 2
OR comparative stud* [TIAB] OR retrospective stud* [TIAB] OR prospective stud*

[TIAB] OR longitudinal* [TIAB] OR control group* [TIAB]) NOT medline [SB]))

#20 | (#18 OR #19) NOT (#15 OR #17) 27

(32 #

1) Hoffmann B, et al : Gastrointestinal symptoms in 342 patients with Fabry Disease : prevalence and
response to enzyme replacement. Clin gastroenterol Hepatol 2007 © 5 : 1447-1453.

2) Wraith JE, et al : Safety and efficacy of enzyme replacement therapy with agalsidase beta : an inter-
national, open-label study in pediatric patients with Fabry Disease. J Pediatr 2008 : 152 * 563-570.

3) Weidermann F, et al : Patients with Fabry disease after enzyme replacement therapy dose reduction
versus treatment switch. J Am Soc Nephrol 2014 25 : 837-849.

4) Lenderes M, et al : Serum-Mediated Inhibition of Enzyme Repalacement Therapy in Fabry Disease.
J Am Soc Nephrol 2016 : 27 © 256-264.
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27 7V —RICH Y SBERATREE, BRBESHEZNESEDIN?

HER

BRERELICLD, EEHBEDFDECIEIRE, BRTLOMEEEDNZE, DHRD
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[TETVADEE : C, HREDEE : 2]

(7% ]

Wi s N7z 7 v 7 2L BT 5% (randomized controlled trial : RCT) TOHFE
WLE2WTHY, TEF Y ADEE LTEE DI REBIEA A 70 5o 727

BEFMTCHETIHRIE L 727 7 7)) — BB OWBERIROMEEO B % & > T
Sl & AT - 7B ZE L 18 MRl S 7z, o £ <, L a—AEIZLD
o2 L 7o B0 O & R FARERI R T L 72b 0T, m¥Frr Rt
LTORBEEIEHS T E L RS, B E 723 LE LT 2O b
720 72, EEINARRICR T 2 ME T, BEERTOREIC X ) EBI AR D
WEDHDO LN HE STV,

U DORHEILDHEFTRE & B TORE DR % Ma] L 22 T3, fEbo
BZWEHIZBWT, EREOHER, EHHEROUEZRD, S Lod 28 TIX
WELROLRPo T2 MEINTBY, LHOMAMEILZ FRD 7 W & B
FHREEEZHBT LI ENL DA THLEEZOLNTVS. T2, KiFEAED
GhF 7 EEIEMESTOI IR TREE A EE LIS D S T AR L ER A
ML7z2EDHELH DY HIRDHESTS 2 R BERMIREZ BT 5 2 Lt
LDENTHHWREMED RSN TS,

E&I}

[EERER]
u(15), ANro), Z5IE(0).

& % R

YHkRZ X3 2 7 »F 4 7 F 1) — (The Cochrane Library), PubMed T, Fabry
disease, enzyme replacement therapy, cardiac hypertrophy, cardiac function, arrhyth-
mia ¥ —7— F& LT, BEPRIE 201747 HETE L.

XHKIET 27 9> F7477) =X 164, PubMed & V) 162 #fi D L AR &
N, WEHETICLD~RAZ ) —= 0 T MOmEHM S 512,
TRAZ ) =y T E LT MO EIE T AL LTERL .

PubMed MEMEFER (2017 4£ 7 H 12 B, BFIIWME S 7230

EENEE

#01 | “Fabry Disease” [Mesh] 2,991
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26

#02

Fabry Disease* [TIAB] OR Fabry's Disease* [TIAB] OR alpha Galactosidase
A Deficienc* [TIAB] OR Anderson Fabry Disease* [TIAB] OR Angiokeratoma
Corporis Diffusum* [TIAB] OR Angiokeratoma Diffuse* [TIAB] OR Ceramide
Trihexosidase Deficienc* [TIAB] OR Diffuse Angiokeratoma* [TIAB] OR GLA
Deficienc* [TIAB] OR Hereditary Dystopic Lipidosis* [TIAB]

3,494

#03

“Enzyme Replacement Therapy” [Mesh]

1,286

#04

Enzyme Replacement Therap* [TIAB]

3,546

#05

“Cardiomegaly” [Mesh]

49,622

#06

Cardiomegaly [TIAB] OR Heart Enlargement* [TIAB] OR Enlarged Heart* [TIAB]
OR Cardiac Hypertroph* [TIAB] OR Heart Hypertroph* [TIAB] OR Ventricular
Hypertroph* [TIAB]

32,451

#07

* Arrhythmias, Cardiac” [Mesh]

185,741

#08

Arrhythmia* [TIAB] OR Adams-Stokes Syndrome* [TIAB] OR Andersen
Syndrome* [TIAB] OR Atrial Fibrillation* [TITAB] OR Atrial Flutter* [TIAB]
OR Atrial Premature Complex* [TIAB] OR Atrioventricular Block* [TIAB] OR
Bradycardia* [TIAB] OR Brugada Syndrome* [TIAB] OR Bundle-Branch Block*
[TIAB] OR Cardiac Sinus Arrest* [TIAB] OR Commotio Cordis* [TIAB] OR
Heart Block* [TIAB] OR Jervell-Lange Nielsen Syndrome* [TIAB] OR Long QT
Syndrome* [TIAB] OR Lown-Ganong-Levine Syndrome* [TIAB] OR Mahaim-
Type Pre-Excitation* [TIAB] OR Parasystole* [TIAB] OR Pre-Excitation Syndrome*
[TIAB] OR Premature Cardiac Complex* [TTAB] OR Romano-Ward Syndrome*
[TIAB] OR Sick Sinus Syndrome* [TIAB] OR Sinoatrial Block* [TIAB] OR
Tachycardia* [TIAB] OR Ventricular Fibrillation* [TIAB] OR Ventricular Flutter*
[TIAB] OR Ventricular Premature Complex* [TTAB] OR Wolff-Parkinson-White
Syndrome* [TIAB]

202,404

#09

“Heart Function Tests” [Mesh]

497,488

#10

Cardiac Function* [TTAB] OR Heart Function* [TIAB]

33,128

#11

“Heart” [Mesh]

458,216

#12

Heart* [TIAB]

764,408

#13

(#1 OR #2) AND (#3 OR #4) AND (#5 OR #6 OR #7 OR #8 OR #9 OR #10 OR
#11 OR #12)

299

#14

#13 AND (JAPANESE[LA] OR ENGLISH[LA])

262

#15

#14 AND ("Cochrane Database Syst Rev’[TA] OR “Meta-Analysis”[PT] OR
systematic[SB] OR “Guideline”[PT] OR “Guidelines as Topic"[MH] OR
“Consensus” [MH] OR “Consensus Development Conferences as Topic” [MH] OR
((meta-analysis [TI] OR guideline* [TI] OR “systematic review” [TI] OR consensus
[T1]) NOT Medline [SB]))

18

#16

#14 AND (“Randomized Controlled Trial” [PT] OR “Randomized Controlled Trials
as Topic” [MH] OR (random* [TIAB] NOT medline [SB]))

#17

#16 NOT #15

14

#18

#14 AND (“Clinical Study” [PT] OR “Clinical Studies as Topic’ [MH] OR ((clinical
trial* [TIAB] OR clinical stud* [TIAB] OR case control* [TIAB] OR case
comparison* [TIAB] OR observational stud* [TIAB]) NOT medline [SB]))

49

#19

#14 AND (“Epidemiologic Research Design” [MH] OR “Study Characteristics” [PT]
OR “Epidemiologic Study Characteristics as Topic’ [MH] OR ((cohort* [TIAB]
OR comparative stud*[TIAB] OR retrospective stud* [TIAB] OR prospective stud*
[TIAB] OR longitudinal* [TIAB] OR control group* [TIAB]) NOT medline [SB]))

152
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‘ #20 ‘(#ISOR#19) NOT (#15 OR #17) ‘ 130‘

(3 WA
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JAMA 2001 : 285 : 2743-2749.
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therapy in Fabry disease. J Inherit Metab Dis 2006 : 29 : 572-579.

8) Hughes DA, et al : Effects of enzyme replacement therapy on the cardiomyopathy of Anderson-Fab-
ry disease - a randomised double-blind, pracebo-controlled clinical trial of agalsidase alfa. Heart
2008 ; 94 : 153-158.
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11) Mehta A, et al © Enzyme replacement therapy with agalsidase alfa in patients with Fabry’s disease
an analysis of registry data. Lancet 2009 ; 374 - 1986-1996.
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19 © 43-54.
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27 JU—RICH T IBRGETREE, BEHEZRNESEDIN?

HER

BREREACKD, BERADOIORNI A VIILESZ R(Gb3) BREDFEL, B
BEE TOMHIN RO 5ND. BESENERELLHIVCRY VINONMRETHHHIICENTE
MTHD.

[TEFVAMEE : C, HHEDHS : 2]

(& )

A CQ It L CGEIRES N7z T v & 2 AL BiHES 7% (randomized controlled trial
RCT) (3 2 4", BREWFZEI13 17 4 (R X BEZE 10 4", 125 1 X WFe 7 4"
THo72. RCTIZBI ALY FEA Y MELT, BrobDGh3 e, et
BEZY FEA Y NS TV,

B RBAR T DR 2 B [HE SRR ER A UE # & (eGFR) S5 ~ 60 UL 11X, JR% > /%
7 DL GEI(1 g/ HAM) IS, BMEMTEENERNTH L MENL . BEMT
HEEBIGER D E C QoL E), IR v 32 Hh% < (1g/ HULE), BABROREL
AREMEDOEEE(50% VL L) 13, BERMITFEEIZOEL L T ERELT 2
HTTHIENHEENTE Y, BFEEORM ) SBEMATEELRGT S 2
EWEDERNTH LW RMEITRIZEI LTV S,

[(EEER]
T (15), AA(0), FEEIE(0).

(% & =]

LM IE a2 F 51477 —(The Cochrane Library), PubMed T, Fabry
disease, enzyme replacement therapy, podocyte, proteinuria, glomerular filtration rate %
Fo—TU—FE LT, MRHIFIZ201747 A& L.

WHE2 2 T2 4771 =& 16, PubMed & 1) 99 M DR LA S 1,
PWEHETIZL 2 —KRA ) == 7 T3 MOmIHlL SNz E612, 2K
A7) ==y 7 LTI9MmOmLE LT AL LTERL .

PubMed MHERMESRT (2017 4 7 A 13 O, BFIIME S vz 30Hk)
No. IR TRERIH
#01 | "Fabry Disease” [Mesh] 3,000

Fabry Disease* [TIAB] OR Fabry's Disease* [TIAB] OR alpha Galactosidase
A Deficienc* [TIAB] OR Anderson Fabry Disease* [TIAB] OR Angiokeratoma
#02 | Corporis Diffusum* [TIAB] OR Angiokeratoma Diffuse* [TIAB] OR Ceramide 3,513
Trihexosidase Deficienc* [TIAB] OR Diffuse Angiokeratoma* [TIAB] OR GLA
Deficienc* [TIAB] OR Hereditary Dystopic Lipidosis* [TTAB]

#03 | “Enzyme Replacement Therapy” [Mesh] 1,299
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#04 | Enzyme Replacement Therap* [TIAB] 3,576
#05 | “Podocytes” [Mesh] 2,907
#06 | “Proteinuria” [Mesh] 35,850
#07 | “Glomerular Filtration Rate” [Mesh] 37,664
#08 | Podocyte* [TIAB] OR Proteinuria* [TTAB] OR Glomerular Filtration Rate* [TIAB] 70,887
#09 | (#1 OR #2) AND (#3 OR #4) AND (#5 OR #6 OR #7 OR #8) 176
#10 | #9 AND (JAPANESE[LA] OR ENGLISH[LA]) 159

#10 AND (“Cochrane Database Syst Rev”[TA] OR “Meta-Analysis” [PT] OR
systematic[SB] OR “Guideline” [PT] OR “Guidelines as Topic" [MH] OR
#11 | “Consensus’ [MH] OR “Consensus Development Conferences as Topic”[MH] OR 10
((meta-analysis [TI] OR guideline* [TI] OR “systematic review” [TI] OR consensus
[T1]) NOT Medline [SB]))

#10 AND (“Randomized Controlled Trial”[PT] OR “Randomized Controlled Trials

#12 o . 9
as Topic” [MH] OR (random* [TIAB] NOT medline [SB]))

#13 | #12 NOT #11 8
#10 AND (“Clinical Study” [PT] OR “Clinical Studies as Topic’ [MH] OR ((clinical

#14 | trial* [TIAB] OR clinical stud* [TIAB] OR case control* [TIAB] OR case 37

comparison* [TTAB] OR observational stud* [TTAB]) NOT medline [SB]))

#10 AND (“Epidemiologic Research Design” [MH] OR “Study Characteristics” [PT]
415 OR “Epidemiologic Study Characteristics as Topic” [MH] OR ((cohort* [TIAB] 0
OR comparative stud* [TIAB] OR retrospective stud* [TIAB] OR prospective stud*

[TIAB] OR longitudinal* [TIAB] OR control group* [TTAB]) NOT medline [SB]))
#16 | (#14 OR #15) NOT (#11 OR #13) 81

32 #

1) Eng CM, et al : Safety and efficacy of recombinant human ¢.-galactosidase A replacement therapy
in Fabry's disease. N Eng J Med 2001 : 345 : 9-16.

2) Banikazemi M, et al : Agalsidase-beta therapy for advanced Fabry disease : a randomized trial. Ann
Intern Med 2007 : 146(2) : 77-86.

3) Thurberg BL, et al : Globotriaosylceramide accumulation in the Fabry kidney is cleared from multi-
ple cell types after enzyme replacement therapy. Kidney Int 2002 ; 62 - 1933-1946.

4) Wilcox WR, et al * Long-term safety and efficacy of enzyme replacement therapyfor fabry disease.
Am J Hum Genet 2004 ; 75 © 65-74.

5) Schiffmann R, ef al : Long-term therapy with agalsidase alfa for Fabry disease : safety and effects
on renal function in a home infusion setting. Nephrol Dial Transplant 2006 ; 21 © 345-354.

6) Schwarting A, et al : Enzyme replacement therapy and renal function in 201 patients with Fabry
disease. Clin Nephrol 2006 ; 66 - 77-84.

7) Germain DP, ef al : Sustained, long-term renal stabilization after 54 months of agalsidase beta ther-
apy in patients with Fabry disease. J Am Soc Nephrol 2007 : 18 © 1547-1557.

8) Schiffmann R, et al : Weekly enzyme replacement therapy may slow decline of renal function in
patients with Fabry disease who are on long-term biweekly dosing. J Am Soc Nephrol 2007 : 18 :
1576-1583.

9) Mehta A, et al : Enzyme replacement therapy with agalsidase alfa in patients with Fabry’s disease
an analysis of registry data. Lancet 2009 ; 374 - 1986-1996.

10) Germain DP, et al : Ten-year outcome of enzyme replacement therapy with agalsidase beta in pa-
tients with Fabry disease. J Med Genet 2015 : 52 © 353-358.

11) Goker-Alpan O, et al : An open-label clinical trial of agalsidase alfa enzyme replacement therapy in
children with Fabry disease who are naive to enzyme replacement therapy. Drug Des Devel Ther
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12)

13)
14)
15)
16)
17)
18)

19)

2016 ;10 - 1771-1781.

Nowak A, et al - Disease progression modeling to evaluate the effects of enzyme replacement thera-
py on kidney function in adult patients with the classic phenotype of Fabry disease. Kidney Blood
Press Res 2017 © 42 © 1-15.

Feriozzi S, et al - Agalsidase alfa slows the decline in renal function in patients with Fabry disease.
Am J Nephrol 2009 ; 29 : 353-361.

Anderson L, et al - Long-term effectiveness of enzyme replacement therapy in Fabry disease - re-
sults from the NCS-LSD cohort study. J Inherit Metab Dis 2014 : 37 - 969-978.

Beck M, et al - Long-term effectiveness of agalsidase alfa enzyme replacement in Fabry disease : A
Fabry Outcome Survey analysis. Mol Genet Metab Rep 2015 ; 3 © 21-27.

Lenders M, et al - Patients with Fabry Disease after Enzyme Replacement Therapy Dose Reduction
and Switch-2-Year Follow-Up. J Am Soc Nephrol 2016 : 27 : 952-962.

Najafian B, ez al - One Year of Enzyme Replacement Therapy Reduces Globotriaosylceramide In-
clusions in Podocytes in Male Adult Patients with Fabry Disease. PloS One 2016 ; 11 : e0152812.
Arends M, et al - Retrospective study of long-term outcomes of enzyme replacement therapy in
Fabry disease - Analysis of prognostic factors. PloS One 2017 ; 12 : e0182379.

Tsuboi K, et al - Efficacy and safety of enzyme-replacement-therapy with agalsidase alfa in 36
treatment-naive Fabry disease patients. BMC Pharmacol Toxicol 2017 ; 18 : 43.
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77 7)) =BT AR OME A IR S 2 AR LT, BTl
FEIZCER U CW A HEIIA v, 5 0 ¥ 2Lk st 3B (randomized controlled tri-
al : RCT), Wil & IR — MFFEEROF LA G L UEBEFRMHTHE IS X 2 Tl
FERIE) A R ME LY AF< T4 v 7 L 2—"TIZ, FIHZHICH RCT D#
IR THo7Y. 77 7)) —FEABRE Q2 BZHRE LT HANVY T —E B
(2 & B BEFMTCRE 3 AEM O RCT BFZEY i, BERMFREERE 51 Bl Tld—i
P45 L FE 4 (transient ischemic attack : TIA) & 5 W IE M2 H 2 S8E L 72 B11LER
ENT(0%), 77 REE316ITIE2H(6.4%) 12 TIA & %\ AFEH Z RO 72
A, WEHFNAEEETRD SN h o7 (P=0.14).
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321

(% & =]
XHkRZ X227 7 »F 4 7 F 1) — (The Cochrane Library), PubMed T, Fabry

disease, enzyme replacement therapy, stroke, cerebrovascular disease, leukoenceph-
alopathy, psychiatric disturbance & ¥ — 7 — F & L CH W, #HZEHHIX 2017 4F 7
HET& L7

XEkiEa 2z o475 =50 244%, PubMed & V) 404 #F D

N, WEEFICI DL —IRAZ ) —= Y 7T MO AT S 7z,
TRAZ) == T LTSTROmLELE T AL LCRIRL 7.

PubMed MERMERTE (2017 4E 7 H 13 H#d, BFIIHE S N2

No.
#01

RERT
“Fabry Disease” [Mesh]

R

35612,

MRERIFEL

2,991

#02

Fabry Disease* [TIAB] OR Fabry's Disease* [TIAB] OR alpha Galactosidase
A Deficienc* [TIAB] OR Anderson Fabry Disease* [TIAB] OR Angiokeratoma
Corporis Diffusum* [TIAB] OR Angiokeratoma Diffuse* [TIAB] OR Ceramide
Trihexosidase Deficienc* [TIAB] OR Diffuse Angiokeratoma* [TIAB] OR GLA
Deficienc* [TIAB] OR Hereditary Dystopic Lipidosis* [TIAB]

3,494

#03

“Enzyme Replacement Therapy” [Mesh]

1,286

#04

Enzyme Replacement Therap* [TIAB]

3,547

#05

“Stroke” [Mesh]

106,039

#06

Stroke* [TIAB] OR Cerebrovascular Accident® [TIAB] OR Brain Vascular Accident*
[TIAB] OR Apoplexy [TIAB] OR Brain Infarction* [TIAB] OR Brain Stem
Infarction* [TIAB] OR Cerebral Infarction* [TIAB]

214,346

#07

“Cerebrovascular Disorders” [Mesh]

317,599

#08

Cerebrovascular Disorder* [TIAB] OR Intracranial Vascular Disease* [TIAB] OR
Intracranial Vascular Disorder* [TIAB] OR Cerebrovascular Disease* [TIAB] OR
Brain Vascular Disorder* [TIAB] OR Cerebrovascular Occlusion* [TIAB] OR
Cerebrovascular Insufficienc* [TIAB]

21,824

#09

“Leukoencephalopathies” [Mesh]

27,745

#10

Leukoencephalopath* [TIAB] OR White Matter Disease* [TIAB] OR Vanishing
White Matter Leukodystroph* [TIAB] OR CACH Syndrome* [TIAB] OR
Myelinosis Centralis Diffusa* [TIAB] OR CACH VWM Syndrome* [TIAB] OR
Vascular Dementia* [TIAB] OR Diffuse Cerebral Sclerosis of Schilder* [TIAB] OR
Acute Disseminated Encephalomyelitis* [TIAB] OR Autoimmune Experimental
Encephalomyelitis* [TIAB] OR Acute Hemorrhagic Leukoencephalitis* [TIAB]
OR Hereditary Central Nervous System Demyelinating Disease* [TIAB] OR
Adrenoleukodystroph* [TTAB] OR Alexander Disease* [TTAB] OR Canavan
Disease* [TIAB] OR Globoid Cell Leukodystroph* [TIAB] OR Metachromatic
Leukodystroph* [TIAB] OR Pelizaeus-Merzbacher Disease* [TIAB]

18,120

#11

“Mental Disorders” [Mesh]

1,076,245

#12

Mental Disorder* [TIAB] OR Psychiatric Disturbance* [TIAB] OR Psychiatric
Diagnosis* [TIAB] OR Behavior Disorder* [TIAB] OR Acquired Dyslexia* [TIAB]
OR Adjustment Disorder* [TTAB] OR Agoraphobia* [TIAB] OR Alcohol-Related
Disorder* [TIAB] OR Amnesia* [TIAB] OR Amphetamine-Related Disorder*
[TIAB] OR Anorexia Nervosa* [TIAB] OR Antisocial Personality Disorder*

432,178
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[TIAB] OR Anxiety Disorder* [TIAB] OR Attention Deficit and Disruptive Behavior
Disorder* [TIAB] OR Binge-Eating Disorder* [TIAB] OR Bipolar and Related
Disorder* [TIAB] OR Bipolar Disorder* [TIAB] OR Body Dysmorphic Disorder*
[TIAB] OR Borderline Personality Disorder* [TIAB] OR Bulimia Nervosa*
[TIAB] OR Capgras Syndrome* [TIAB] OR Child Behavior Disorder* [TIAB]
OR Cocaine-Related Disorder* [TTAB] OR Cognition Disorder* [TTAB] OR
Communication Disorder* [TIAB] OR Compulsive Personality Disorder* [TIAB] OR
Consciousness Disorder* [TIAB] OR Conversion Disorder* [TIAB] OR Cyclothymic
Disorder* [TIAB] OR Delirium* [TIAB] OR Delusional Parasitosis*Mental
Disorder* [TIAB] OR Psychiatric Disturbance* [TIAB] OR Psychiatric
Diagnosis* [TIAB] OR Behavior Disorder* [TIAB] OR Acquired Dyslexia* [TIAB]
OR Adjustment Disorder* [TIAB] OR Agoraphobia* [TIAB] OR Alcohol-Related
Disorder* [TIAB] OR Amnesia* [TIAB] OR Amphetamine-Related Disorder*
[TIAB] OR Anorexia Nervosa* [TIAB] OR Antisocial Personality Disorder*
[TIAB] OR Anxiety Disorder* [TIAB] OR Attention Deficit and Disruptive
Behavior Disorder* [TIAB] OR Binge-Eating Disorder* [TIAB] OR Bipolar and
Related Disorder* [TIAB] OR Bipolar Disorder* [TIAB] OR Body Dysmorphic
Disorder* [TIAB] OR Borderline Personality Disorder* [TIAB] OR Bulimia
Nervosa* [TIAB] OR Capgras Syndrome* [TIAB] OR Child Behavior Disorder*
[TIAB] OR Cocaine-Related Disorder* [TTAB] OR Cognition Disorder* [TIAB]
OR Communication Disorder* [TIAB] OR Compulsive Personality Disorder*
[TIAB] OR Consciousness Disorder* [TIAB] OR Conversion Disorder* [TIAB] OR
Cyclothymic Disorder* [TIAB] OR Delirium* [TIAB] OR Delusional Parasitosis*
[TIAB] OR Dementia* [TIAB] OR Dependent Personality Disorder* [TIAB] OR
Depressive Disorder* [TIAB] OR Developmental Disabilit* [TIAB] OR Dissociative
Disorder* [TIAB] OR Dyspareunia* [TIAB] OR Dyssomnias* [TIAB] OR Eating
Disorder* [TIAB] OR Elimination Disorder* [TTAB] OR Encopresis* [TTAB] OR
Enuresis* [TIAB] OR Erectile Dysfunction* [TIAB] OR Exhibitionism* [TIAB]
OR Factitious Disorder* [TIAB] OR Feeding Disorder* [TIAB] OR Female Athlete
Triad Syndrome* [TIAB] OR Fetishism* [TIAB] OR Firesetting Behavior* [TIAB]
OR Gambling*[TIAB] OR Gender Dysphoria* [TIAB] OR Histrionic Personality
Disorder* [TIAB] OR Hypochondriasis* [TIAB] OR Inhalant Abuse* [TIAB]
OR Intellectual Disabilit* [TIAB] OR Intravenous Substance Abuse* [TIAB] OR
Learning Disorder* [TIAB] OR Marijuana Abuse* [TIAB] OR Masochism* [TIAB]
OR Mood Disorder* [TIAB] OR Morgellons Disease* [TIAB] OR Motor Disorder*
[TIAB] OR Motor Skills Disorder* [TIAB] OR Multiple Personality Disorder*
[TIAB] OR Mutism* [TIAB] OR Neonatal Abstinence Syndrome* [TIAB] OR
Neurasthenia* [TIAB] OR Neurocirculatory Asthenia* [TIAB] OR Neurocognitive
Disorder* [TIAB] OR Neurodevelopmental Disorder* [TIAB] OR Neurotic Disorder*
[TIAB] OR Obsessive-Compulsive Disorder* [TIAB] OR Opioid-Related Disorder*
[TIAB] OR Panic Disorder* [TIAB] OR Paranoid Disorder* [TIAB] OR Paranoid
Personality Disorder* [TIAB] OR Paraphilic Disorder* [TIAB] OR Parasomnias*
[TIAB] OR Passive-Aggressive Personality Disorder* [TIAB] OR Pedophilia*
[TIAB] OR Personality Disorder* [TIAB] OR Pervasive Child Development
Disorder* [TIAB] OR Phencyclidine Abuse* [TIAB] OR Phobic Disorder* [TIAB]
OR Pica*[TIAB] OR Premature Ejaculation* [TIAB] OR Psychological Sexual
Dysfunction* [TIAB] OR Psychotic Affective Disorder* [TIAB] OR Psychotic
Disorder* [TIAB] OR Reactive Attachment Disorder* [TIAB] OR Sadism*[TIAB]
OR Schizoid Personality Disorder* [TIAB] OR Schizophrenia Spectrum and Other
Psychotic Disorder* [TIAB] OR Schizophrenia* [TIAB] OR Schizotypal Personality
Disorder* [TIAB] OR Separation Anxiety* [TIAB] OR Sexual and Gender Disorder*
[TIAB] OR Sleep Wake Disorder* [TITAB] OR Somatoform Disorder* [TIAB] OR

133



BEICHTB2YZANIIZAF 3~ (CQ)

Stereotypic Movement Disorder* [TIAB] OR Stressor Related Disorder* [TIAB] OR
Substance Withdrawal Syndrome* [TIAB] OR Substance-Induced Psychose* [TIAB]
OR Substance-Related Disorder* [TIAB] OR Tic Disorder* [TIAB] OR Tobacco
Use Disorder* [TIAB] OR Transvestism* [TIAB] OR Trauma Related Disorder*
[TIAB] OR Traumatic Stress Disorder* [TIAB] OR Trichotillomania* [TIAB] OR
Vaginismus* [TIAB] OR Voyeurism* [TIAB]

413 (#1 OR #2) AND (#3 OR #4) AND (#5 OR #6 OR #7 OR #8 OR #9 OR #10 OR 267
T | #11 OR #12)

#14 | #13 AND (JAPANESE[LA] OR ENGLISH[LA]) 676

#14 AND (“Cochrane Database Syst Rev’[TA] OR “Meta-Analysis”[PT] OR
systematic[SB] OR “Guideline”[PT] OR “Guidelines as Topic" [MH] OR
#15 | “Consensus” [MH] OR “Consensus Development Conferences as Topic” [MH] OR 31
((meta-analysis [TI] OR guideline* [TI] OR “systematic review” [TI] OR consensus
[T1]) NOT Medline [SB]))

#14 AND (“Randomized Controlled Trial”[PT] OR “Randomized Controlled Trials

#16 ) 35
as Topic” [MH] OR (random* [TIAB] NOT medline [SB]))

#17 | #16 NOT #15 31

#14 AND (“Clinical Study” [PT] OR “Clinical Studies as Topic’ [MH] OR ((clinical
#18 | trial* [TIAB] OR clinical stud*[TIAB] OR case control* [TIAB] OR case 110
comparison* [TIAB] OR observational stud* [TIAB]) NOT medline [SB]))

#14 AND (“Epidemiologic Research Design” [MH] OR “Study Characteristics” [PT]
#19 OR “Epidemiologic Study Characteristics as Topic’ [MH] OR ((cohort* [TIAB] 287
OR comparative stud*[TIAB] OR retrospective stud* [TIAB] OR prospective stud*

[TIAB] OR longitudinal* [TIAB] OR control group* [TIAB]) NOT medline [SB]))

#20 | (#18 OR #19) NOT (#15 OR #17) 342

X #K

1) Schaefer RM, et al : Enzyme replacement therapy for Fabry disease : a systematic review of avail-
able evidence. Drugs 2009 ; 69 : 2179-2205.

2) Banikazemi M, et al : Agalsidase-beta therapy for advanced Fabry disease : a randomized trial. Ann
Intern Med 2007 ; 146 : 77-86.

3) Ortiz A, et al : Time to treatment benefit for adult patients with Fabry disease receiving agalsidase B :
data from the Fabry Registry. J Med Genet 2016 : 53 : 495-502.

4) Anderson LI, et al - Long-term effectiveness of enzyme replacement therapy in Fabry disease : re-
sults from the NCS-LSD cohort study. J Inherit Metab Dis 2014 ; 37 © 969-978.

5) Weidemann F, et al : Long-term outcome of enzyme-replacement therapy in advanced Fabry dis-
ease - evidence for disease progression towards serious complications. J Intern Med 2013 ; 274 -
331-341.
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57 TU—FRICH S HERRETEEG, ANOEREOESENS
CAT7-2 | Zuzn2

HEAZ
BERHEREAICKID 77 JU—RORMABERZEDETIFIIHI SN DAEEEN D D.
[TETVRADIES : C, HEDES : 2]

[#% ]

77 7 —IHICBIT AR ERE ORI RICE L Td, HEW, GE
HOWHE DML D Y, B STIEIREmITH LWz n,

75 b R BB TN R 2 AT L 2 Tt 77 7 — R 41
B (P 43.9 16, BERMHFCHGEREE 2561, 79 2R 166 25 E L CTHRETL,
50 AR OFEGI TS 2 &, BEEMFRER 8 ) TIX 77 AR (13 1) 12
L THRFIFENAEEEY b o THEREOET PRI SN2 LML Tnd (p =
0.014).

77 7)) —iEE R R R, BERMHFCHLET & IGHE R O BEE MRI FT R % Hi
L7-BIEMRIE 2 i o 7z, BERMFTHRETIHE L7 77 —IRER 8 Bl & kS
K LCHEBERTE 12 2 A %0 MRIFTR % ERRE L 720F22” T, T REH 8
Bl 2 B CRIMFEIREAEIN L 72 LT 5. $7:, BRHTEECTHEL
727 7 7)) = 50 B (B 25 B, etk 25 ) xR L L O BRI E 7 o 10—
7 v 7 MRIFT R % Hlg L 72 0F 2 CR B E 4.0 4£)Y Tk, BEEEZE O 12 61
(48%) T, LWANTOERED 761(28%) TR EIRE O % 3072 &L G L
TWwh,

77 R ERBRO L) PBEMIE L ) T A0 B IZE, BT,
BEFMTAENC LY 7 7 7)) — RO EREOHMETIIIH S N B @A H 5 L&
ZAHN5.

535

[BEER]
' (15), Au(0), ZEBIE(0).

(% & =]

LM E a2 9 5 1477 —(The Cochrane Library), PubMed T, Fabry
disease, enzyme replacement therapy, stroke, cerebrovascular disease, leukoenceph-
alopathy, psychiatric disturbance & ¥ — 7 — F & L CTH W, #ZEHIH X 2017 45 7
HFEFT& L7

LikEa2 727477 — X0 24, PubMed X V) 404 i D L AR &
N, PEEFRICED—KRAZ ) — =2 7T O XA S iz, 25612,
ZRAZ ) ==y T ELT3MOMmL e T Ty AL LTERL,
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PubMed MERMEZRTR (2017 4F 7 H 13 H#k, R38R S 72 3Cikh)

No.
#01

RERT
“Fabry Disease" [Mesh]

IRERIFE
2,991

#02

Fabry Disease* [TIAB] OR Fabry's Disease* [TIAB] OR alpha Galactosidase
A Deficienc* [TIAB] OR Anderson Fabry Disease* [TIAB] OR Angiokeratoma
Corporis Diffusum* [TIAB] OR Angiokeratoma Diffuse* [TIAB] OR Ceramide
Trihexosidase Deficienc* [TIAB] OR Diffuse Angiokeratoma* [TIAB] OR GLA
Deficienc* [TIAB] OR Hereditary Dystopic Lipidosis* [TIAB]

3,494

#03

“Enzyme Replacement Therapy” [Mesh]

1,286

#04

Enzyme Replacement Therap* [TIAB]

3,547

#05

“Stroke” [Mesh]

106,039

#06

Stroke* [TIAB] OR Cerebrovascular Accident® [TIAB] OR Brain Vascular Accident*
[TIAB] OR Apoplexy [TIAB] OR Brain Infarction* [TIAB] OR Brain Stem
Infarction* [TIAB] OR Cerebral Infarction* [TIAB]

214,346

#07

“Cerebrovascular Disorders” [Mesh]

317,599

#08

Cerebrovascular Disorder* [TIAB] OR Intracranial Vascular Disease* [TIAB] OR
Intracranial Vascular Disorder* [TIAB] OR Cerebrovascular Disease* [TIAB] OR
Brain Vascular Disorder* [TIAB] OR Cerebrovascular Occlusion* [TTAB] OR

Cerebrovascular Insufficienc* [TIAB]

21,824

#09

“Leukoencephalopathies” [Mesh]

27,745

#10

Leukoencephalopath* [TTAB] OR White Matter Disease* [TTAB] OR Vanishing
White Matter Leukodystroph* [TTAB] OR CACH Syndrome* [TIAB] OR
Myelinosis Centralis Diffusa* [TIAB] OR CACH VWM Syndrome* [TIAB] OR
Vascular Dementia* [TITAB] OR Diffuse Cerebral Sclerosis of Schilder* [TITAB] OR
Acute Disseminated Encephalomyelitis* [TIAB] OR Autoimmune Experimental
Encephalomyelitis* [TIAB] OR Acute Hemorrhagic Leukoencephalitis* [TIAB]
OR Hereditary Central Nervous System Demyelinating Disease* [TTAB] OR
Adrenoleukodystroph* [TTAB] OR Alexander Disease* [TTAB] OR Canavan
Disease* [TIAB] OR Globoid Cell Leukodystroph* [TIAB] OR Metachromatic
Leukodystroph* [TIAB] OR Pelizaeus-Merzbacher Disease* [TIAB]

18,120

#11

“Mental Disorders” [Mesh]

1,076,245

#12

Mental Disorder* [TIAB] OR Psychiatric Disturbance* [TIAB] OR Psychiatric
Diagnosis* [TIAB] OR Behavior Disorder* [TIAB] OR Acquired Dyslexia* [TIAB]
OR Adjustment Disorder* [TTAB] OR Agoraphobia* [TIAB] OR Alcohol-Related
Disorder* [TIAB] OR Amnesia* [TIAB] OR Amphetamine-Related Disorder*
[TIAB] OR Anorexia Nervosa* [TIAB] OR Antisocial Personality Disorder*
[TIAB] OR Anxiety Disorder* [TTAB] OR Attention Deficit and Disruptive Behavior
Disorder* [TIAB] OR Binge-Eating Disorder* [TIAB] OR Bipolar and Related
Disorder* [TIAB] OR Bipolar Disorder* [TIAB] OR Body Dysmorphic Disorder*
[TIAB] OR Borderline Personality Disorder* [TIAB] OR Bulimia Nervosa* [TIAB]
OR Capgras Syndrome* [TIAB] OR Child Behavior Disorder* [TIAB] OR Cocaine-
Related Disorder* [TIAB] OR Cognition Disorder* [TIAB] OR Communication
Disorder* [TIAB] OR Compulsive Personality Disorder* [TIAB] OR Consciousness
Disorder* [TIAB] OR Conversion Disorder* [TIAB] OR Cyclothymic Disorder*
[TIAB] OR Delirium*[TIAB] OR Delusional Parasitosis* [TTAB] OR Dementia*
[TIAB] OR Dependent Personality Disorder* [TIAB] OR Depressive Disorder*
[TIAB] OR Developmental Disabilit* [TIAB] OR DissociativeDisorder*
[TIAB] OR Dyspareunia* [TIAB] OR Dyssomnias* [TIAB] OR Eating

432,178




BECHTBIUZANMIIZXF 3~ (CQ)

Disorder* [TIAB] OR Elimination Disorder* [TIAB] OR Encopresis* [TIAB] OR
Enuresis* [TIAB] OR Erectile Dysfunction* [TIAB] OR Exhibitionism* [TIAB]
OR Factitious Disorder* [TIAB] OR Feeding Disorder* [TIAB] OR Female Athlete
Triad Syndrome* [TIAB] OR Fetishism* [TIAB] OR Firesetting Behavior* [TIAB]
OR Gambling*[TIAB] OR Gender Dysphoria* [TIAB] OR Histrionic Personality
Disorder* [TIAB] OR Hypochondriasis* [TIAB] OR Inhalant Abuse* [TIAB]
OR Intellectual Disabilit* [TIAB] OR Intravenous Substance Abuse* [TIAB] OR
Learning Disorder* [TIAB] OR Marijuana Abuse* [TIAB] OR Masochism* [TIAB]
OR Mood Disorder* [TIAB] OR Morgellons Disease* [TIAB] OR Motor Disorder*
[TIAB] OR Motor Skills Disorder* [TIAB] OR Multiple Personality Disorder*
[TIAB] OR Mutism* [TIAB] OR Neonatal Abstinence Syndrome* [TIAB] OR
Neurasthenia* [TIAB] OR Neurocirculatory Asthenia* [TIAB] OR Neurocognitive
Disorder* [TIAB] OR Neurodevelopmental Disorder* [TIAB] OR Neurotic Disorder*
[TIAB] OR Obsessive-Compulsive Disorder* [TTAB] OR Opioid-Related Disorder*
[TIAB] OR Panic Disorder* [TIAB] OR Paranoid Disorder* [TIAB] OR Paranoid
Personality Disorder* [TIAB] OR Paraphilic Disorder* [TIAB] OR Parasomnias*
[TIAB] OR Passive-Aggressive Personality Disorder* [TIAB] OR Pedophilia*
[TIAB] OR Personality Disorder* [TTAB] OR Pervasive Child Development
Disorder* [TIAB] OR Phencyclidine Abuse* [TIAB] OR Phobic Disorder* [TIAB]
OR Pica*[TIAB] OR Premature Ejaculation* [TIAB] OR Psychological Sexual
Dysfunction* [TIAB] OR Psychotic Affective Disorder* [TIAB] OR Psychotic
Disorder* [TIAB] OR Reactive Attachment Disorder* [TIAB] OR Sadism* [TIAB]
OR Schizoid Personality Disorder* [TIAB] OR Schizophrenia Spectrum and Other
Psychotic Disorder* [TIAB] OR Schizophrenia* [TIAB] OR Schizotypal Personality
Disorder* [TIAB] OR Separation Anxiety* [TIAB] OR Sexual and Gender Disorder*
[TIAB] OR Sleep Wake Disorder* [TIAB] OR Somatoform Disorder* [TIAB] OR
Stereotypic Movement Disorder* [TIAB] OR Stressor Related Disorder* [TIAB] OR
Substance Withdrawal Syndrome* [TIAB] OR Substance-Induced Psychose* [TIAB]
OR Substance-Related Disorder* [TIAB] OR Tic Disorder* [TIAB] OR Tobacco
Use Disorder* [TIAB] OR Transvestism* [TIAB] OR Trauma Related Disorder*
[TIAB] OR Traumatic Stress Disorder* [TIAB] OR Trichotillomania* [TIAB] OR
Vaginismus* [TIAB] OR Voyeurism* [TIAB]

(#1 OR #2) AND (#3 OR #4) AND (#5 OR #6 OR #7 OR #8 OR #9 OR #10 OR

#13 767
#11 OR #12)

#14 | #13 AND (JAPANESE[LA] OR ENGLISH[LA]) 676
#14 AND ("Cochrane Database Syst Rev”[TA] OR “Meta-Analysis” [PT] OR
systematic[SB] OR “Guideline” [PT] OR “Guidelines as Topic"[MH] OR

#15 | “Consensus’ [MH] OR “Consensus Development Conferences as Topic”[MH] OR 31
((meta-analysis [TI] OR guideline* [TI] OR “systematic review” [TI] OR consensus
[T1]) NOT Medline [SB]))

16 #14 AND ("Randomized Controlled Trial”[PT] OR “Randomized Controlled Trials 3
as Topic” [MH] OR (random* [TIAB] NOT medline [SB]))

#17 | #16 NOT #15 31
#14 AND (“Clinical Study”[PT] OR “Clinical Studies as Topic” [MH] OR ((clinical

#18 | trial*[TIAB] OR clinical stud* [TIAB] OR case control* [TIAB] OR case 110
comparison* [TIAB] OR observational stud* [TIAB]) NOT medline [SB]))

#14 AND (“Epidemiologic Research Design” [MH] OR “Study Characteristics” [PT]
#10 OR “Epidemiologic Study Characteristics as Topic” [MH] OR ((cohort* [TIAB] 387

OR comparative stud* [TIAB] OR retrospective stud* [TIAB] OR prospective stud*
[TIAB] OR longitudinal* [TIAB] OR control group* [TIAB]) NOT medline [SB]))

137
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38

‘ #20 ‘(#ISOR#19) NOT (#15 OR #17) ‘ 342‘

X #

1) Fellgiebel A, et al : Enzyme replacement therapy stabilized white matter lesion progression in Fabry
disease. Cerebrovasc dis 2014 ; 38 : 448-456.

2) Jardim L, et al © CNS involvement in Fabry disease : clinical and imaging studies before and after 12
months of enzyme replacement therapy. J Inherit Metab Dis 2004 : 27 : 229-240.

3) Rombach SM, et al : Long term enzyme replacement therapy for Fabry disease : Effectiveness on
kidney, heart and brain. Orphanet J Rare Dis 2013 © 8  47-56.
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(A% ]

Al D% & 70 o SCHRISIITRE B RS D e v b 003 % {, — B ORERA 7
FE ORI % THRABO B L ) FFliZ1T> TV A2BIEMNETH ), TET72 A
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[EZER]
w(15), Au0), ZEIE().

(& & =&

YHkMEERE 37 F >~ F 4 7 7)) — (The Cochrane Library), PubMed T, Fabry
disease, enzyme replacement therapy, hearing loss, tinnitus, deafness, dizziness,
vertigo # F— 7 — F& LTHW, MEHHIZ 201748 HFETE L7,

WHRIZZ 2 274770 =50 47, PubMed X V) 23 il D LHMRE S,
WHATICL 2 —RA7 ) == 7 TOMDm Xy Sz, 512, kA
s -7 LTomDmLe YTy AL LTGERLZ.

PubMed MH&RFRTC (2017 47 8 H 3 HiRER, BFIIME S 7z 3CHk)
No. R R
#01 | “Fabry Disease” [Mesh] 3,000

Fabry Disease* [TIAB] OR Fabry's Disease* [TIAB] OR alpha Galactosidase
A Deficienc* [TIAB] OR Anderson Fabry Disease* [TIAB] OR Angiokeratoma
#02 | Corporis Diffusum* [TIAB] OR Angiokeratoma Diffuse* [TIAB] OR Ceramide 3,513
Trihexosidase Deficienc* [TTAB] OR Diffuse Angiokeratoma* [TIAB] OR GLA
Deficienc* [TIAB] OR Hereditary Dystopic Lipidosis* [TIAB]

#03 | “Enzyme Replacement Therapy” [Mesh] 1,299
#04 | Enzyme Replacement Therap* [TIAB] 3,576
#05 | “Hearing Loss” [Mesh] 61,371
#06 | “Tinnitus’ [Mesh] 6,872
#07 | “Deafness” [Mesh] 25,725
#08 | “Dizziness” [Mesh] 4,548

[ 39



BEICHTB2YZANIIZAF 3~ (CQ)

#09 | “Vertigo” [Mesh] 9,600

Hearing Loss* [TIAB] OR Hearing Impairment* [TIAB] OR Hypoacus* [TIAB]
OR Partial Deafness* [TIAB] OR Tinnitus [TIAB] OR Deafness [TIAB] OR Deaf
#10 | Mutism* [TIAB] OR Dizziness [TIAB] OR Dizzyness [TIAB] OR Orthostasis 88,248
[TIAB] OR Lightheadedness* [TIAB] OR Light Headedness* [TIAB] OR Vertigo*
[TIAB] OR Spinning Sensation* [TIAB]

#11 | (#1 OR #2) AND (#3 OR #4) AND (#5 OR #6 OR #7 OR #8 OR #9 OR #10) 40

#12 | #11 AND (JAPANESE[LA] OR ENGLISH[LA]) 32

#12 AND (“Cochrane Database Syst Rev’[TA] OR “Meta-Analysis” [PT] OR
systematic[SB] OR “Guideline” [PT] OR “Guidelines as Topic" [MH] OR
#13 | "Consensus” [MH] OR “Consensus Development Conferences as Topic” [MH] OR 2
((meta-analysis [TI] OR guideline* [TI] OR “systematic review” [TI] OR consensus
[T1]) NOT Medline[SB]))

14 #12 AND (“Randomized Controlled Trial”[PT] OR “Randomized Controlled Trials )
as Topic” [MH] OR (random* [TIAB] NOT medline [SB]))

#15 | #14 NOT #13 2

#12 AND (“Clinical Study” [PT] OR “Clinical Studies as Topic’ [MH] OR ((clinical
#16 | trial* [TIAB] OR clinical stud* [TIAB] OR case control* [TIAB] OR case 8
comparison* [TIAB] OR observational stud* [TIAB]) NOT medline [SB]))

#12 AND (“Epidemiologic Research Design”[MH] OR “Study Characteristics” [PT]
a7 OR “Epidemiologic Study Characteristics as Topic”[MH] OR ((cohort* [TIAB] »
OR comparative stud* [TIAB] OR retrospective stud* [TIAB] OR prospective stud*

[TIAB] OR longitudinal* [TIAB] OR control group* [TTAB]) NOT medline [SB]))
#18 | (#16 OR #17) NOT (#13 OR #15) 19

X #K

1) Hajioff D, et al - Hearing loss in Fabry disease : the effect of agalsidase alfa replacement therapy. J
Inherit Metab Dis 2003 : 26 - 787-794.

2) Hajioff D, et al : Hearing improvement in patients with Fabry disease treated with agalsidase alfa.
Acta Paediatr Suppl 2003 © 92 : 28-30.

3) Hajioff D, er al : Agalsidase alfa and hearing in Fabry disease : data from the Fabry Outcome Sur-
vey. Eur J Clin Invest 2006 ; 36 * 663-667.

4) Palla A, eral - Vestibular and auditory deficits in Fabry disease and their response to enzyme replace-
ment therapy. J Neurol 2007 ; 254 © 1433-1442.

5) Suntjens EB, et al : Hearing loss in adult patients with Fabry disease treated with enzyme replace-
ment therapy. J Inherit Metab Dis 2015 ; 38 : 351-358.

6) Serqi B, et al : Inner ear involvement in Anderson-Fabry disease : long-term follow-up during en-
zyme replacement therapy. Acta Otorhinolaryngol Ital 2010 ; 30 @ 87-93.
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[#% ]

7 7 7) — IR ORERE E SR OXEFEIC O W T, R TR L
TR D7 {7 v ¥ aAbhtiekist itk (randomized controlled trial : RCT) D ¥
Bl ol FERMEDI AT~V T4 v 7L Ea—%2T T A& LCEHI L
7Y,

AN B OEHEICET 2 MENTRD L, RBEEZON, T =
MY, R F U HEPFGFTE L. /40 vaErOFRBIDTH AL
g, AN T XY LT 5 L EEIERTE L L HiE L Tw A,
FEGIEA D { T v AL LTIEER. FRSE() FH A V) RME(EL L +)
e EOMERDNER L OWMED B DS, FHEBIAMRD TH 7%, HEL AR A
BCThb. d, FATOA FEFEIESR (NSAIDs), 7T b7 I/ 7207k
DRI RN %, BEELZBENASLLWEELSHLOTHEHZHEZL L&
Ths.

FEIRDS BT BV O A D 7 7 7)) —wWEF I L, AHERE CER T~
FO—VENLELTYH, 77 7)) —IROMRAKEEE L CEBEEMITEEIIO T
RETHDHEFINOILF 28— M E=F »Tlddg s T z?,

F7o, BWREZITTh C, MR E R (U AR RE) OF R % Y 2 &
I HEEETOACEH S LR LVvER 2 T 5, ENEZ ZEEEEICH
Hid s, AEOREXRDICTLE) LA TH L.

E&I}

[EEEBR]
W(14), AW(0), EBIEQ). ZBIE &SN IOV TIBIER T,
FHED A — VERIC L > TERB SN

(% =& R

LHE X227 7 T 4 7 7 1) — (The Cochrane Library), PubMed C, Fabry
disease, pain, medication, analgesic drug, antiepileptic drug, quality of life % & — "7 —
FELTHY, BRESMIZ2017HE8 HETL L.

LHkZa 2 794 771) =X 1/, PubMed & V) 58 i DRf LA S,
PREEFTIZL D —RAZ ) —= 2 7 TAROFmIHOHhT Sz 512, ZRA
7)==y 7 LT IMOm e 7Ty AL LTERL.
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PubMed MEMBZFRET (2017 4 8 H 3 O, BFIIHE SN/ CH)

No. 1R IRERAEY
#01 | “Fabry Disease” [Mesh] 3,000
Fabry Disease* [TIAB] OR Fabry's Disease* [TIAB] OR alpha Galactosidase
A Deficienc* [TIAB] OR Anderson Fabry Disease* [TIAB] OR Angiokeratoma
#02 | Corporis Diffusum* [TIAB] OR Angiokeratoma Diffuse* [TTAB] OR Ceramide 3,513
Trihexosidase Deficienc* [TIAB] OR Diffuse Angiokeratoma* [TIAB] OR GLA
Deficienc* [TIAB] OR Hereditary Dystopic Lipidosis* [TIAB]
#03 | "Drug Therapy” [Mesh] 1,197,713
#04 | "Analgesics” [Mesh] OR “Analgesics” [PA] 520,857
#05 | “Anticonvulsants”[Mesh] OR “Anticonvulsants” [PA] 141,812
Anticonvulsant* [TIAB] OR Anticonvulsive Agent* [TIAB] OR Anticonvulsive
#06 | Drug*[TIAB] OR Antiepileptic* [TIAB] OR Analgesic* [TIAB] OR Analgesia* | 150,480
[TIAB]
#07 | “Pain”[Mesh] OR “Pain Management” [Mesh] 356,000
#08 | Pain* [TIAB] 573,035
#09 | “Quality of Life” [Mesh] 149,823
#10 | “Quality of Life” [TIAB] 204,413
#11 | (#1 OR #2) AND (#3 OR #4 OR #5 OR #6) AND (#7 OR #38 ) 103
#12 | #11 AND (JAPANESE[LA] OR ENGLISH[LA]) 83
#12 AND (“Cochrane Database Syst Rev’[TA] OR “Meta-Analysis” [PT] OR
systematic[SB] OR “Guideline” [PT] OR “Guidelines as Topic"[MH] OR
#13 | “Consensus’ [MH] OR “Consensus Development Conferences as Topic”[MH] OR 8
((meta-analysis [TI] OR guideline* [TI] OR “systematic review” [TI] OR consensus
[T1]) NOT Medline [SB]))
14 #12 AND (“Randomized Controlled Trial” [PT] OR “Randomized Controlled Trials 0
as Topic” [MH] OR (random* [TIAB] NOT medline [SB]))
#15 | #14 NOT #13 7
#12 AND ("Clinical Study” [PT] OR “Clinical Studies as Topic” [MH] OR ((clinical
#16 | trial* [TIAB] OR clinical stud*[TIAB] OR case control* [TIAB] OR case 26
comparison* [TIAB] OR observational stud* [TIAB]) NOT medline [SB]))
#12 AND (“Epidemiologic Research Design” [MH] OR “Study Characteristics” [PT]
17 OR “Epidemiologic Study Characteristics as Topic” [MH] OR ((cohort* [TIAB] s
OR comparative stud* [TIAB] OR retrospective stud* [TIAB] OR prospective stud*
[TIAB] OR longitudinal* [TIAB] OR control group* [TIAB]) NOT medline [SB]))
#18 | (#16 OR #17) NOT (#13 OR #15) 43

1) Schuller, et al : Pain management strategies for neuropathic pain in Fabry disease- a systematic re-
view. BMC Neurol 2016 : 16 - 25.
2) Biegstraaten M, ez al © Recommendations for initiation and cessation of enzyme replacement therapy

in patients with Fabry disease - the European Fabry Working Group consensus document. Orphanet J
Rare Dis 2015 ; 10 - 36.
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CQ 10 | 77 FV—RICHT BHEREF, BRSBSHELLSSEDIN?

HER
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TERRAU DD XEFIEWVD, THEEEIC KD TERBERNE C—TEDHRDPRIATND.
[TETVADES : D, HEDES : FU]

(B2 5]

BlR T, 77 7 —WOTEREREIHE I T 2 iHEFE D B RIPEIZ DWW T
REL7TEF Y A LTRAIL ) 2805137\,

77 7)) —IROPEEREGEHHEIC L AL HERICOWTIIRFEN 2 S DldZw
YOO, HREBREBFRLEPAELTVEHA FT4 Y THEREN S KK
REIN§ B BREER D — B O R E IR L2 & § 2IEBIRE DD 5.

CAFIRVEAREENR @ HANR— A A — T — DRl 2 AR

- BOCHEAEENR ¢ AR AR BY 2R O R A A, PUNEENRESR -

DA T Y UA T Y R (ACE) ERE, Ty U Ty R

FARIEDEE (ARB), B EWTEE, FIRIEEORAT O OA IR L
- REIECER A L EEIR 2N A 2 ¥ AFHF (coronary artery bypass grafting © CABG)
RS HEEEAE XU v an g BREOSEYRE, DAY

[EBEER]
W (12), A(0), TEIF(3). FEBIE L fEH S Nz A2 oW TIIBIE 247w,
HEDA - VERIZL > TREINT.

(% =& R

XHkiEFIE 227 9 > F 4 7 F ) — (The Cochrane Library), PubMed T, Fabry
disease, palliative therapy, angiotensin converting enzyme inhibitor, angiotensin II re-
ceptor blocker, beta blocker, antiarrhythmic drug # ¥ —"7— K& L THw, &N
Mid 2017 4F 7 HETE L7

K& 2 75477 =X 3, PubMed & 1) 18 DG LAE S,
WEARI LA —RAZ ) == 7 TS ROmIFM SNz 612, ZRA
7)==V T RTINS, TETF VAL LTERSNZ RG220 72,

PubMed MEMEFER (2017 4£ 7 A 12 B, BFIIWME S 72308

RERMHEL

#01 | “Fabry Disease” [Mesh] 2,991
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#02

Fabry Disease* [TIAB] OR Fabry's Disease* [TIAB] OR alpha Galactosidase
A Deficienc* [TIAB] OR Anderson Fabry Disease* [TIAB] OR Angiokeratoma
Corporis Diffusum* [TIAB] OR Angiokeratoma Diffuse* [TIAB] OR Ceramide
Trihexosidase Deficienc* [TIAB] OR Diffuse Angiokeratoma* [TIAB] OR GLA
Deficienc* [TIAB] OR Hereditary Dystopic Lipidosis* [TIAB]

3,494

#03

“Palliative Care” [Mesh] OR “Palliative Medicine” [Mesh]

46,649

#04

Palliative Care* [TIAB] OR Palliative Medicine* [TIAB] OR Palliative Therap*
[TIAB] OR Palliative Treatment* [TIAB]

30,042

#05

“Angiotensin-Converting Enzyme Inhibitors” [Mesh]

30,218

#06

Angiotensin Converting Enzyme Inhibitor* [TIAB] OR Kininase II Antagonist*
[TIAB] OR Kininase II Inhibitor* [TIAB] OR Angiotensin I Converting Enzyme
Inhibitor* [TIAB] OR ACE Inhibitor* [TTAB] OR Angiotensin Converting Enzyme
Antagonist* [TIAB]

31,498

#07

“Angiotensin Receptor Antagonists”[Mesh] OR “Angiotensin Receptor Antagonists”
[PA]

21,895

#08

Angiotensin Receptor Antagonist* [TIAB] OR Angiotensin Receptor Blocker* [TIAB]
OR Angiotensin 1T Receptor Antagonist* [TTAB] OR Angiotensin IT Receptor
Blocker* [TIAB]

10,657

#09

“Adrenergic beta-Antagonists” [Mesh] OR “Adrenergic beta-Antagonists” [PA]

81,441

#10

beta Blocker* [TIAB] OR beta Antagonist* [TIAB] OR beta Adrenergic Receptor
Blockader* [TIAB] OR beta Adrenergic Blocker* [TIAB] OR beta Receptor
Blockader* [TIAB] OR beta Adrenergic Blocking Agent* [TIAB]

30,789

#11

“Anti-Arrhythmia Agents” [Mesh] OR “Anti-Arrhythmia Agents” [PA]

214,110

#12

Anti Arrhythmia Agent*[TIAB] OR Antiarrhythmic Drug* [TIAB] OR
Antiarrhythmia Agent* [TTAB] OR Antiarrhythmia Drug* [TTAB] OR Anti
Arrhythmia Drug* [TIAB] OR Anti Arrhythmic* [TIAB] OR Antifibrillatory Agent*
[TIAB] OR Cardiac Depressant* [TIAB] OR Myocardial Depressant* [TIAB]

11,472

#13

“Heart Diseases” [Mesh]

1,004,351

#14

Cardiomegaly [TIAB] OR Heart Enlargement* [TIAB] OR Enlarged Heart* [TIAB]
OR Cardiac Hypertroph* [TIAB] OR Heart Hypertroph* [TTAB] OR Ventricular
Hypertroph* [TIAB] OR Arrhythmia* [TIAB] OR Adams-Stokes Syndrome* [TIAB]
OR Andersen Syndrome* [TIAB] OR Atrial Fibrillation* [TIAB] OR Atrial Flutter*
[TIAB] OR Atrial Premature Complex* [TIAB] OR Atrioventricular Block* [TIAB]
OR Bradycardia* [TIAB] OR Brugada Syndrome* [TTAB] OR Bundle-Branch
Block* [TIAB] OR Cardiac Sinus Arrest* [TIAB] OR Commotio Cordis* [TIAB]
OR Heart Block* [TIAB] OR Jervell-Lange Nielsen Syndrome* [TIAB] OR Long
QT Syndrome* [TIAB] OR Lown-Ganong-Levine Syndrome* [TIAB] OR Mahaim-
Type Pre-Excitation* [TTAB] OR Parasystole* [TIAB] OR Pre-Excitation Syndrome*
[TIAB] OR Premature Cardiac Complex* [TIAB] OR Romano-Ward Syndrome*
[TIAB] OR Sick Sinus Syndrome* [TIAB] OR Sinoatrial Block* [TITAB] OR
Tachycardia* [TIAB] OR Ventricular Fibrillation* [TIAB] OR Ventricular Flutter*
[TIAB] OR Ventricular Premature Complex* [TIAB] OR Wolff-Parkinson-White
Syndrome* [TIAB]

231,452

#15

“Heart Function Tests” [Mesh]

497,488

#16

Cardiac Function* [TIAB] OR Heart Function* [TIAB]

33,130

#17

“Heart” [Mesh]

458,216

#18

Heart* [TIAB]

764,467
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19 (#1 OR #2) AND (#3 OR #4 OR #5 OR #6 OR #7 OR #8 OR #9 OR #10 OR #11 51
OR #12) AND (#13 OR #14 OR #15 OR #16 OR #17 OR #18)

#20 | #19 AND (JAPANESE[LA] OR ENGLISH[LA]) 18

#20 AND (“Cochrane Database Syst Rev’[TA] OR “Meta-Analysis”[PT] OR
systematic [SB] OR “Guideline” [PT] OR “Guidelines as Topic"[MH] OR
#21 | “Consensus”[MH] OR “Consensus Development Conferences as Topic” [MH] OR 1
((meta-analysis [TI] OR guideline* [TI] OR "systematic review" [TI] OR consensus
[T1]) NOT Medline [SB]))

o #20 AND (“Randomized Controlled Trial” [PT] OR “Randomized Controlled Trials .
as Topic” [MH] OR (random* [TIAB] NOT medline [SB]))

#23 | #21 OR #22 2

#20 AND (“Clinical Study” [PT] OR “Clinical Studies as Topic’ [MH] OR ((clinical
#24 | trial*[TIAB] OR clinical stud*[TIAB] OR case control* [TTAB] OR case 4
comparison* [TIAB] OR observational stud* [TIAB]) NOT medline [SB]))

#20 AND (“Epidemiologic Research Design” [MH] OR “Study Characteristics” [PT]
05 OR “Epidemiologic Study Characteristics as Topic’ [MH] OR ((cohort* [TIAB] .
OR comparative stud*[TIAB] OR retrospective stud* [TTAB] OR prospective stud*

[TIAB] OR longitudinal* [TIAB] OR control group* [TIAB]) NOT medline [SB]))

#26 | (#24 OR #25) NOT #23 10
#27 | #20 NOT (#23 OR #26) 6
[ @l
1) HARIGERSRFS I HAROA LSS ) HARKE VRN 24 1 HARSIMES 4 HAR LT I — X5

2)

3)

4)

£/ AR DM 24 BAROIRSE T ARG NE ) 57— 3 V3845 AARBE
WeZEey | HARNEIRIGESS | HAREIR OCEZES GG - 2% - B OARSZETA KT
4 > (2017 4EELETIR) .

H ARG B4y 1 H ARG VR 24 1 HA/NBAGBR 2822 1 H AR LRI VB4 1 H ARG
B4 1 AR DA 4 | BARNEFES | HARNEIRFES A RVZEIE © JLRELOEEZ 5
VRS 2 O RMOAEDZIRICET 244 N5 4 > .

HARTEBR 2424y 1 H AM S AR 24 1 B AR N T #2241 B A CDIEINE 4VEF 24 1 H AL
L I AARODESS | HAROAEEE | HARRNEIRFZEFEIFEIE - NIk O IR i 5
HA KT A4 (2011 SELETRR).

H ARG B 24y | HASE R B 1 HAREEIIRIVEF 24 7 HARIERIVEL 4% 1 B AR I A
VE =Ry VIRIREES T HARURILE RS 1 HARGHR 2 1 H AR RIS AT
WEZERE © BRI OB B NA XA 75 7 b & Tl o #IR T 4 K5 14 >~ (2011 4R
TR0
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BEICHTB2YZANIIZAF 3~ (CQ)

T P 5 sz c 8 ; , ERO\ %
ca11-1 27 TU—RICH T DEMICKDMIERERE, BESHEZNES

g3H7?

iz

WEREILVZ=Y - PUIFT VYV RA)VRBEE](F, BREFTEEEDOHAICK
D, RYVINODEPHROEFTCE, RY VINTHDEITIEBERBER NEEDHELD

EEB.

[TETVRADIEE : C, HEDES : 2]

)

A CQIZH L THEIRS N2 T ¥ ¥ 2Lkt #5% (randomized controlled trial :
RCT) D 3Cid 7 <, BREWIZE)Y 3 S (Fim S AFge 2 4", %o m & wFge 1 i)
THo7z.

BERM AR ERAT RIS, RASRMEREL7 v V47 v v v 2% (ACE) &
HFNIT DT v N ZFREIEE(ARB) 12 BEH L C, JRY » 78279505
g/eCr K2, HAHVIIN=ZT A ¥ &Y 50% DL Ijgd L 7B Cla iR R Ekik)E
B (eGFR) K T DA T — TAMER I B 2 EHHE SN T WA,

77 7 ) —IRICxT A RA RLESRBEAM O ERGEEE B & L 72ii5ed 13 7%
WV, OEIME R AL TR WHAIZIE, RA RHESRIIEBEHRNTH L Z LI
FEPVETH S,

7 7 7)) =R X BB PER NS (chronic kidney disease : CKD) (22 W i, i
DFEHIZ L % CKD & [FAfRIZ, HABFRFEINPAEL TWSH[CKDZET A K7
A > 2018V THESE SN2 BIHAEIZ AT B EEHEREIHEIZ SN D,

[BEER]
T (15), AA(0), EBIE(0).

(& & R

LM F 327 F >~ F 1477 —(The Cochrane Library), PubMed T, Fabry
disease, ACE inhibitor, Angiotensin II receptor blocker, proteinuria, glomerular fil-
tration rate, podocyte & ¥ —177— K& L TH, #HEMHIZ20174FE8HFEFTEL
7z,

Xikix a7 774770 =X 1, PubMed & 1) 12 i DR LR S 4,
WEHEFIZL D5 —RAZ ) —= Y 7 TAROmLHHMH SN E512, ZKA
7)== 7 LTC3mOmLe Ty AL LGERL .
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PubMed MEMEZRT (2017 4F 8 H 3 ik, BFIIMHE S N2 3CHD)

No. 1R MR
#01 | “Fabry Disease” [Mesh] 3,000
Fabry Disease* [TIAB] OR Fabry's Disease* [TIAB] OR alpha Galactosidase
A Deficienc* [TIAB] OR Anderson Fabry Disease* [TIAB] OR Angiokeratoma
#02 | Corporis Diffusum* [TIAB] OR Angiokeratoma Diffuse* [TIAB] OR Ceramide 3,513
Trihexosidase Deficienc* [TIAB] OR Diffuse Angiokeratoma* [TIAB] OR GLA
Deficienc* [TIAB] OR Hereditary Dystopic Lipidosis* [TIAB]
403 “Angiotensin-Converting Enzyme Inhibitors” [Mesh] OR “Angiotensin-Converting 41,395
Enzyme Inhibitors” [PA] ’
04 “Angiotensin Receptor Antagonists” [Mesh] OR “Angiotensin Receptor Antagonists” 21059
[pA]
Angiotensin Converting Enzyme Inhibitor* [TIAB] OR Kininase II Antagonist*
[TIAB] OR Kininase II Inhibitor* [TIAB] OR Angiotensin I Converting Enzyme
Inhibitor* [TIAB] OR ACE Inhibitor* [TTAB] OR Angiotensin Converting
Enzyme Antagonist* [TIAB] OR Angiotensin Receptor Antagonist* [TIAB] OR
#05 | Angiotensin Receptor Blocker* [TIAB] OR Angiotensin II Receptor Antagonist* 36,403
[TIAB] OR Angiotensin II Receptor Blocker* [TIAB] OR Angiotensin II Type 1
Receptor Blocker* [TIAB] OR Angiotensin II Type 2 Receptor Blocker* [TIAB] OR
Angiotensin 2 Type 1 Receptor Blocker* [TIAB] OR Angiotensin 2 Type 2 Receptor
Blocker* [TIAB]
#06 | “Podocytes” [Mesh] 2,907
#07 | “Proteinuria” [Mesh] 35,850
#08 | “Glomerular Filtration Rate” [Mesh] 37,664
#09 | Podocyte* [TIAB] OR Proteinuria* [TIAB] OR Glomerular Filtration Rate* [TIAB] 70,887
#10 | (#1 OR #2) AND (#3 OR #4 OR #5) AND (#6 OR #7 OR #8 OR #9) 20
#11 | #10 AND (JAPANESE[LA] OR ENGLISH[LA]) 17
#11 AND ("Cochrane Database Syst Rev’[TA] OR “Meta-Analysis”[PT] OR
systematic[SB] OR “Guideline”[PT] OR “Guidelines as Topic"[MH] OR
#12 | “Consensus” [MH] OR “Consensus Development Conferences as Topic” [MH] OR 2
((meta-analysis [TI] OR guideline* [TI] OR “systematic review” [TI] OR consensus
[T1]) NOT Medline [SB]))
413 #11 AND ("Randomized Controlled Trial” [PT] OR “Randomized Controlled Trials )
"~ | as Topic” [MH] OR (random* [TIAB] NOT medline [SB]))
#14 | #13 NOT #12 1
#11 AND (“Clinical Study” [PT] OR “Clinical Studies as Topic’ [MH] OR ((clinical
#15 | trial* [TIAB] OR clinical stud*[TIAB] OR case control* [TIAB] OR case 6
comparison* [TIAB] OR observational stud* [TIAB]) NOT medline [SB]))
#11 AND (“Epidemiologic Research Design” [MH] OR “Study Characteristics” [PT]
16 OR “Epidemiologic Study Characteristics as Topic’ [MH] OR ((cohort* [TIAB] "
OR comparative stud* [TIAB] OR retrospective stud* [TIAB] OR prospective stud*
[TIAB] OR longitudinal* [TIAB] OR control group* [TIAB]) NOT medline [SB]))
#17 | (#15 OR #16) NOT (#12 OR #14) 9
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X #K

1) Warnock DG, et al : Antiproteinuric therapy and Fabry nephropathy : factors associated with pre-
served kidney function during agalsidase-beta therapy. J Medi Genet 2015 ; 52 : 860-866.

2) Tahir H, et al - Antiproteinuric therapy and fabry nephropathy : sustained reduction of proteinuria in
patients receiving enzyme replacement therapy with agalsidase-beta. J Am Soc Nephrol 2007 : 18 -
2609-2617.

3) Feriozzi S, et al : Agalsidase alfa slows the decline in renal function in patients with Fabry disease.
Am J Nephrol 2009 ; 29 : 353-361.

4) HARERE S - 2 €7 21285 CKD BT 4 B 4 > 2018 WulEA4E, 2018.
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CQ11-2 | 77 IVU—RmIcHT 2 BIBIERF, BEHELERSSIEDIN?

HER

77 TV —RZERERET DBARICH T DBEREE, tMORRICKDOBEAEITHT
DEBELHERUT, BEBOLEER BHEFXRLEEFCHS. T77U—REED

S

([CHENBIEBOBRER NIREPHELD, FRUEDHFGTES.

[TETVRADIES : C, HEDES : 2]

(B8 5]

777 —IREABEICRO S NDL Gb3 DHEIE, BEREFHREEZLNTED,
IEELEP Gb3 DBIRICEFRET 2D T RWEEZ LR TWS., TD0, BIEE

IX Gb3 IFHEREE T, BERMAHEHEN LY 7 7 7)) — RIS T 2 BB
ﬁwlm s Tns,

ZN CQ ’ﬂ L CERIRE N T v ¥ 2 ALl S 3 E# (randomized controlled trial :
RCT) ® E7 <, BRERWEZEIE 3 M (R X WFE 1 aRY, o m & iFge 2 )
T%%.

B E 227 7 7)) —REREICB W CERMTOREIC L), BT OB
BRI TS I LB IR T B & & A SNT W 5 (— 1.92 mL/min/ 4)?.
1987 EED LD 20 EHT, 77 7)) —IRIC L DBEAETERIEE 2172 197 fl &,
MDIERIC & 2 BEARETEBAE 2724223 15 3,083 B, fE#GMER], AL
IS5 TS L 720 IREE 1,970 Bl ERICBWT, 77 7 — R BB 5 4£5
HAEFE(74%) 1, MOFRIZ & 2 B (69%) & 1) BIFCTdh - 72205, FHet#ia

RO LN L ho72(P=0.64). SEEFRITT 7 7)) —IRE B (81%) &
M JE R OFAERE & XRS5 T, R (90%) 12 R L T4 > T 7278, fiakEm
BEAIRBO NG o72(P=033)Y. HlEHOVEBIOWE TIZDH HA, 1964
EH D 1998 FEIBEBIEE Z 727 7 7)) —REED 5 F£AELFER(100%) 1 E
W (41%) & 0 BEFCH - 727,

[(BEER]
W (12), AA(0), BEIFE (). BBIE LB SN2 SOV TIHEBIE 24TV,
HEDOA = VERIZL > TREINT.

(&% & =]
LHkRZ X327 7 9 4 7 F 1) — (The Cochrane Library), PubMed T, Fabry
disease, renal transplantation, proteinuria, glomerular filtration rate, podocyte % ¥ —
— FE LT, mRBIRIZ 2017410 A TELZ.
Btﬁik 1377 /74770—; D 117, PubMed & 1) 135 #fi D LR &
. WEAEFICL D —IRA 7 ) ==Y I T OO B SN &6z, =
&Xﬁu—ﬂ/7&LT3ﬁ@ WL ETET Y AL LCGRIRL 7.
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PubMed MERMEZRT (2017 4F 10 H 9 H#d, BFIIMHE S N2 3CHD)

No. EE R
#01 | “Fabry Disease” [Mesh] 3,032

Fabry Disease* [TIAB] OR Fabry's Disease* [TIAB] OR alpha Galactosidase
A Deficienc* [TIAB] OR Anderson Fabry Disease* [TIAB] OR Angiokeratoma
#02 | Corporis Diffusum* [TIAB] OR Angiokeratoma Diffuse* [TTAB] OR Ceramide 3,552
Trihexosidase Deficienc* [TIAB] OR Diffuse Angiokeratoma* [TIAB] OR GLA
Deficienc* [TIAB] OR Hereditary Dystopic Lipidosis* [TIAB]

#03 | "Renal Dialysis” [Mesh] OR “Dialysis” [Mesh] OR “Kidneys, Artificial” [Mesh] 127,392

dialysis* [TIAB] OR dialyses* [TIAB] OR Hemodialysis* [TIAB] OR

#04 i ) i o 131,040
Hemodialyses* [TTAB] OR Hemodiafiltration* [TIAB] OR Artificial Kidney* [TIAB]

#05 | "Kidney Transplantation” [Mesh] 87,095

406 Kidney Transplantation* [TIAB] OR Renal Transplantation* [TTAB] OR Kidney 43.596
Grafting* [TIAB] ’

#07 | (#1 OR #2) AND (#3 OR #4 OR #5 OR #6) 239

#08 | #7 AND (JAPANESE[LA] OR ENGLISH[LA]) 213

#7 AND (“Cochrane Database Syst Rev'[TA] OR “Meta-Analysis” [PT] OR
systematic[SB] OR “Guideline” [PT] OR “Guidelines as Topic"[MH] OR
#09 | “Consensus’[MH] OR “Consensus Development Conferences as Topic”[MH] OR 6
((meta-analysis [TI] OR guideline* [TI] OR “systematic review” [TI] OR consensus
[T1]) NOT Medline[SB]))

10 #7 AND (“Randomized Controlled Trial” [PT] OR “Randomized Controlled Trials as 3
Topic” [MH] OR (random* [TIAB] NOT medline [SB]))

#11 | #10 NOT #9 3

#7 AND (“Clinical Study” [PT] OR “Clinical Studies as Topic" [MH] OR ((clinical
#12 | trial* [TIAB] OR clinical stud*[TIAB] OR case control* [TIAB] OR case 18
comparison* [TIAB] OR observational stud* [TIAB]) NOT medline [SB]))

#7 AND (“Epidemiologic Research Design”[MH] OR “Study Characteristics” [PT]
o3 OR "“Epidemiologic Study Characteristics as Topic”[MH] OR ((cohort* [TIAB] 129
OR comparative stud*[TIAB] OR retrospective stud* [TIAB] OR prospective stud*

[TIAB] OR longitudinal* [TIAB] OR control group* [TIAB]) NOT medline [SB]))
#14 | (#12 OR #13) NOT (#9 OR #11) 126

(X #K

1) Desnick RJ, et al : 0-Galactosidase A deficiency : Fabry disease. The Metabolic and Molecular Ba-
sis of Inherited Disease. 8th ed. McGraw-Hill, 2001 : 3733-3774.

2) Mignani R, ef al : Agalsidase therapy in patients with Fabry disease on renal replacement therapy : a
nationwide study in Italy. Nephrol Dial Transplant 2008 : 23 : 1628-1635.

3) Shah T, et al : Kidney transplant outcomes in patients with Fabry disease. Transplantation 2009 ;
87 : 280-285.

4) Inderbitzin D, et al : Kidney transplantation improves survival and is indicated in Fabry’s disease.
Transplant Proc 2005 : 37 : 4211-4214.
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CQ 12 | 77 7V—RICHT ZHEFEL, BERRNSHEEHBS S EZN?

R

77 TU—ROESERNEHEIC T OIMERAICDOVNTIE, TETVREEDIM
(F7EL. FWRISABHTHS.

[TESTVADES D, #HERODESE 1 5U]

(& )
BREAT, 77 7)) — OB RB IS OFEICR § B 3HEREO A RIEIZDOWT
BRRE L 723 13 7 v,

777 RO REFIEIHEC L )AL EERICOWTE, FRIRT—#K
HITEIRDSRHERN AT DI TV 5.
CHIBD 0o F v By I VR, IEBRUGER, o T WEOES
- R HEE (R IEEHENE) - O XV IR SRR MO X T 1 A FllERE,
BEKTE T N T L

[EBERBR]
' (15), AE(0), ZEIE(0).

& =& R

kiR FRIE 3 2 5 > 5 4 75 V) — (The Cochrane Library), PubMed C, Fabry
disease, medication, hearing loss, tinnitus, deafness, dizziness, vertigo & ¥ —77 —
F&LUTHY, MBI 20178 HETL L7

Wikixa 27 7747 71) =X 6, PubMed & D 15 i D AR S 1
72ns, WEEFICEL L —RAV ) - S TIE Ty AL LCHiIE S 73R
o7z

PubMed SZERMRZRTC (2017 4F 8 3 HHRR, AFI3MR S 7230k
No. 1RERT TSR
#01 | "Fabry Disease” [Mesh] AND (“Drug Therapy” [Mesh] OR “drug therapy” [SH]) 714

(Fabry Disease* [TIAB] OR Fabry's Disease* [TIAB] OR alpha Galactosidase
A Deficienc* [TIAB] OR Anderson Fabry Disease* [TIAB] OR Angiokeratoma
Corporis Diffusum* [TIAB] OR Angiokeratoma Diffuse* [TIAB] OR Ceramide
#02 | Trihexosidase Deficienc* [TIAB] OR Diffuse Angiokeratoma* [TIAB] OR GLA 47
Deficienc* [TIAB] OR Hereditary Dystopic Lipidosis* [TIAB]) AND (drug
therap*[TIAB] OR chemotherap* [TIAB] OR pharmacotherap* [TIAB] OR
pharmacological therap* [TIAB] OR medication* [TIAB])

#03 | “Hearing Loss" [Mesh] 61,371
#04 | “Tinnitus” [Mesh] 6,872
#05 | ‘Deafness” [Mesh] 25,725
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#06 | “Dizziness” [Mesh] 4,548

#07 | “Vertigo” [Mesh] 9,600
Hearing Loss* [TTAB] OR Hearing Impairment* [TIAB] OR Hypoacus* [TIAB]
OR Partial Deafness* [TIAB] OR Tinnitus [TIAB] OR Deafness [TIAB] OR Deaf

#08 | Mutism* [TIAB] OR Dizziness [TIAB] OR Dizzyness [TIAB] OR Orthostasis 88,248
[TIAB] OR Lightheadedness* [TIAB] OR Light Headedness* [TIAB] OR Vertigo*
[TIAB] OR Spinning Sensation* [TIAB]

#09 | (#1 OR #2) AND (#3 OR #4 OR #5 OR #6 OR #7 OR #8) 22

#10 | #9 AND (JAPANESE[LA] OR ENGLISH[LA]) 17
#10 AND (“Cochrane Database Syst Rev’[TA] OR “Meta-Analysis” [PT] OR
systematic[SB] OR “Guideline” [PT] OR “Guidelines as Topic" [MH] OR

#11 | "Consensus” [MH] OR “Consensus Development Conferences as Topic” [MH] OR 1
((meta-analysis [TI] OR guideline* [TI] OR “systematic review” [TI] OR consensus
[T1]) NOT Medline [SB]))

1o #10 AND (“Randomized Controlled Trial”’ [PT] OR “Randomized Controlled Trials )
as Topic” [MH] OR (random* [TIAB] NOT medline [SB]))

#13 | #12 NOT #11 2
#10 AND ("Clinical Study” [PT] OR “Clinical Studies as Topic” [MH] OR ((clinical

#14 | trial*[TIAB] OR clinical stud* [TIAB] OR case control*[TIAB] OR case 6
comparison* [TIAB] OR observational stud* [TIAB]) NOT medline [SB]))
#10 AND (“Epidemiologic Research Design” [MH] OR “Study Characteristics” [PT]

15 OR “Epidemiologic Study Characteristics as Topic”[MH] OR ((cohort* [TIAB] s
OR comparative stud* [TIAB] OR retrospective stud* [TIAB] OR prospective stud*
[TIAB] OR longitudinal* [TIAB] OR control group* [TTAB]) NOT medline [SB]))

#16 | (#14 OR #15) NOT (#11 OR #13) 12

(32wl
L.
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77 7)) —IROBRMATEEIC L LRI AICL Y, BEE, LEEOETE
BEOHDLIENTELLINTVEY, REEH KT 2BERMAHEILEOMEI
DVTIELET VAP R\, TOZEE2ERL, RI1IIRTERMAREOMSA
HKENHRTOI VLU HALEEZLNL. B, CKTOHA K74 T,
T ERAE T LA L BERER LG T LA THER T TG, L
ML, DYBETOT 7 7)) —ROBETERICET LR T, B FER LR
RIFFNIFIC—FT b TR EVERESN TV (A LB FEREEFLT
WA 77 7)) —REETH, HEE LUCRETAHA L HISERE L LTE
FETA2HEbH D). 207, KITA4 FI4 2 TIIRIETFERD S FRFE
ROEET, ERRREE D O BRI 2 R L, BRI BIA IR A e B T
g L7
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b EDERHREEDRLELE
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2 gHEE
- NIRETRA&D I SO— /LB DHEWVEE
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KEDIFR/(— M EZF Y TORRRTEEDRREE

1 HHEBTRZEFIZT7 IV —RBEEE
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2 HHBTEFFURELCVND 77 JU—RIEANTOEE
PEDFEDSNISERHTTREZFHET 2.
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ABBAEE L BADHI FS1Y

WVaEHH)
DR T TR, IBUENSEIESRIER ZRDHD (HDE(EER SNTVBIBEE)
- BENMBEEDET, HTEEZRDDEE
3 HHAOTEEFURRED T 7 IU—REUANTOEE
TERDMEDDNIRERFTEAZFAT .
- 40 AL TRIRAEBE (GFR) < 90 mL/min/1.73m* DIBE
- R )L T =2 > 30 mg/eCr BFFE 9 D55
BER TR R+ hDZERak, RIAEEE, HDVEITORNITZAVILESZ R (Gb3)
DEBEZRDDHE
- BEBS MRI CAEHEDINEE, H2VIFAMABREZRDDEE
CIDERRER, AREHR, DEIDRMEL (&% MRI CaHl) ZFRELCTLSEBER
4 E%iﬁi’éﬁ?é%’&%%ﬁ&&ﬁﬁ/\rﬂ%%
HHERZRZE URRED D 7 1 —REE&(CETD

(Ortiz A, et al . Mol Genet and Metab 2016 . 123 416-427)

BRIND THZ/\— b4 E =7 U TOBRBREEDORIAEE, hIEEE, SICERHNESE

WEIRERE
1 HHBEGEFEREEEIIEUES
- M KinfaZ RO s E
- FEEDWVTNH DR RO SNEHEE
WMEFZIVIZVR (> 30 mg/eCr), FVINTR, BAE REKAEEE (GFR) <60~ 90
mL/min/1.73 m’], DEAER (DEFRAE> 12 mm), RER, AMEERZE, —EM4EREM
RIE, WFE, HER SHIESER
- REEDBAEF 16 mAE
2 ERVEGTERZEIHEMNHEE
- EHAMNIC D # O—7 v 7%1IV), FeeDWLWFNHDFREN R SNIEEE
MEFILIZ VIR (> 30 mg/gCr), FVINUR, A2 (GFR < 60 ~ 90 mL/min/1.73 m*),
DR (DERAE> 12 mm), AR, XBMEBERZE, —BMEMFAEE, SR 2
BB, SH(LERER (IBMRSIER. TA)
3 LEEE
CEEANIC T #O0—7 v J7Z17L), POV TNHODFRA RS SNIcHEE
WMEFIVI=VIR (> 30me/gCr), FVINIR, BARE (GFR < 60 ~ 90 mL/min/1.73 m’),
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