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BN A T4 YOHTIldh72oT

2 3 % JE (mucopolysaccharidosis ; MPS)II I[N > & — JEf& 7 (Hunter syndrome) J1%, 7
AV —ABETHDHLA A0 L — 1 2- ANV T 77 —POMETFRFEIZL ) RIET S X #EH
MREEAOERAHEEIETY. WHEE IR REGORECAFEIC L HER, S
B, BRERNIE SN, FIET A LIRS, FRETER, (ORIEE, RS &
ODEHEREE LTS, F7/2, TEIZMPS 0@ %2 5D 5 TH Y, LbOUEIZE
VB FERESREE XA I 53,000 A47-0 1 ALHERI ST ET,

JE A I TR B S BRI TR S A VY — 2 K(7 7 7)) — w2 &4) I+ 53
HWFGEEE ] (WP 7eft R Bl Cld, 94V — 2931 A, ALD, XVt ¥V —24
WWOBHEEHA KA AMEEFEEO—HE LT, FR27EE6 HOMESHEIIB W THRILES
Fed (BN KB EHEMIEL v 5 —) % MPS T TSR A I 4 MERBESOZTERIZIES
L, KOBOHEME 12 2ICHE - wELZH, PAT7374v 7L Ea—(SRER, #HEE
BELTMboTW/AZE, [Minds BT A K74 MEROTFE] & 2014 (LLF, Minds) 12
IRENTZFFCHED L, DPEWOMPS UBOBETA K74 2 1FE6nHOKA %
M CTIER L E L7-.

KITA FT4 > OFFTIE, BHEMRILCIEES X RN FEICI VIER SN HEREE D
CICBEEEREETEL, BREBICBY 2R EOHEHEO 1oL LTRSS
CLEHMELTVET., MPSITR L W) EEDOMEE I, Minds DFEIZHI > TREHT A F
TAVEERT A L, TE, ERROL LRSS, FHll, BEFCTRLVWEZAD
HHF LA, WL ED Minds DFEMIZIND) L) IXB0 T L7

KITA KT A 0, BRSHIHEDL L2 BRIBER, S OI—kBREDET, BHEHE
FHEOH A0BERIC O LR ez LEY. /42, BILEEE, AMETHRIZEER K
TREAERKY), FLTEELMERZ W2V FEHOGE (A3 HE A H A E %
PERERHMARAS) 21X L, RIA F T4V OERICE D - TLEE 2724 { OIEETT IR
HLEFET.
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BHHA K T4 ¥ ORI DI >T

2\ 3 % BESE (mucopolysaccharidosis ; MPS)II i, 94V —ABED 1D THDH A AT
A= b 2- AT 7 ¥ —EORRHYKBVFERET, MIBNIZKGHED T IV~ 8 A Hilk & /%
T VR E V) AT SHEOBRBERNSE L, T OEEEBOIEEEAE B E S 1A T
FEETHL. ENONIIIIRIET S 54V — 2RO Tl OHEENEVIEETH 5.

MPS 11 B DEHE L, Ml 4 OFEIRISKEIE L 725 iEfR i & RS I A A0t — F 2- AV 7 7
y—ErfiaTos b x AL LZRRERIZTTONE. BEOHREEL LT, BT
J% 1% (enzyme replacement therapy ; ERT) & Il #¢ Ml A58 5. ERT 1%, #HFULL 724 X
Ot—h2-ZANT7 75 —Yall | MEEEET L EFEETH L. EmEpsgig, (X
Ot—h2-ANT 75 —ErpEE - G TE5MEE BEOERNIZES S, RERKEEIC
o UCTHEHFEWICA AT A —F2- ANV T7 78 —EEMHRT2 L2 HIYE L2IGEETH 5.

HHET MPS I ENZR§ A FEREA DGR S IVEATREE 2> T 6/ 10 FFAFEE L T
W5l % OFEFTIZRCKDEKEP S bOHWETOREE TIZ3~5EF2ET LD,
MPS II B33 2 BERBA OB, WCkOABE,L S/ 14EE W) B0 A E— FTHERE
ANz ThUE, BAGEE O RAGRIEM AR ERG SIS B W, BN T R inERE 4T
DT, oK THEM S 728 T AHERIERRGERORGRIE D ZKBHFZ 35 2 LA
HEIROONTZZ EIZL A, B e L IR % AR WIEASEE O 22351 L )R
BIARGEASEI L7, BIfE, ERT (X MPS I B4 A AE#ER 22 i & L CHARMIZH S
TWh, ENTIEEAE 120 B EOBED ERT 25213 CnwbZ b H Y, ERT IZDOWTIL,
KL L HIZZDORF L KEBIZHEIC 2> TETN S,

—F, GBI, HAETIL ERT 25K S N4 LRI, 5 MPS T FIDE#FE LT
EELTWS, UL, HRMIEEnFEAREMEIELE ENDENS C, EilEHE
BHORELERIZOWTIE, IS 2 ) 2HEDPD R COPBIRTH 5.

KA KT A v OEHRIZH 72> T, FHIAYIZIE Minds O FEICERL T YT Y AL
NNVOECHEZEH L TER L72DY, TET VALV OE WA & I i
HIZOWTIE, FRICBREEROBEMRIIENER MDD o Tnz72 &, BEMROFERIZES
CEBR(ZFAN-PMFE=ZF ) THFICHA RTA VIS E/2. ZORE 2008
e B ORISR L R A EYIZEHE L 72 DA E O EEESG IR L 72NT Y A L e A
N7 A4 2 OIERASREE T o 72,

KAARTAVH, MPS DX ) RilBAVEEDOTA RITA4 MERICBT A 70 v 47
N NP3 i aP
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1 {ERiAEt

KA RTA 2T, WO 7 B AT (enzyme replacement therapy ; ERT) &
EIMEMREER D 2 ) v M & T A1) v MZOWTIER, KIZ ERT & & MMMl O %) H
g nl - FEHERINCRFT T 2720027 ) = AV T AF 3 (CQ) kikE L, BEERR
DYATITA Y7 LEa2—(SR)THELNIZZET Y AffkE TXF 28— M F E=F V(12
HOE, 4O CQITHT HHESEL, HEFEDOIR S B X UM ZVER L 72

2 HEROIER

KITA BT A TiE, MPS NI § 2GR ICES 2 2 DD EIZOWT 16 D CQ % &
EL(FRD, TETFTVAOB(FR2)BILOHEREOM S (FT3)IZOWT, [Minds B A FF
A MERDOFH| & 2014 12DV THE L 72
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RAA RITA VEHRBEGICB T 2EHEEOZREROY R— N b72012, HRLIRMT
25DTHY, KAAFTA Y OHIEZLTH) L) IRET L2 b0 TlERw. #HELOS
A, TXFANR=PFE=FLICLBDTHY, EEOHWNIIIE, HEEORIE 7 - 72
P I A M e EOEREMR LD 2T, HrofE, EFRZEORIICIL CTHREL T
Wiz7Z & 72,

RAARTA 2 OHIEL, NI THRELITZIE, BEPLITUET L & 2Rt
THLDOTIERW, T2, #HERE2ZEIILTC, BROHBIZBWT, EBTAYITo %R
WX LT, A FIA AMEREERIE—YOHFEIZED RV,

MAZT, KAARTA 1, EREHOTRE LTSN E2HELTELT, b
CETLMHMBBRICOVTORERLIIRL TV 5, EBOBE LoHIEN, Hr oFE#E
Mizk, BEICHELIZREEZTRNETHL. Lzh> T, EREFERIE LA, KTA KR
FTA VNIRRT R MEHL L e o7z &) BIHTHERAH 5 JL I S b 2 LI3A#EY)
Thb. AT MEREERE, AFAFTA v 2RAORE L TRATAZ L %72
DA,

OB LIZR B0, KAA T4 VZHRISGO—Wh &b XMERENT2HDTH Y,
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BEATREE(ERT) e NS EIBHE
DAYk » FAYIIEEE) DT

1¥ 4 70 (enzyme replacement therapy ; ERT) X5 Wi HEE L 723 XTD 4
I % B E (mucopolysaccharidosis ; MPS) & IZH 6 IZBIG T X LHMETH 5.
INEND ) =N T ZAF 3 ¥ (CQUINT IR TRIBS 2%, AHITH
HE, (OHIARRE 22 & O L BRI D72 D EERIER OUGE I — BRI R G OENL T &
PHESIN TS, oL, &5 SNBERITERN TN o - 1H
KY 20T, B 1IEOLHIC & AFIRNES & — LDz T 5 50D
%, KETIX, BETOHS (Home Infusion) 73K LTV A 725, bHAETIZLE K
LTwiwzzd, BEIdHE 1 MR OHRG %2 5 720158k L2 T d % 57,
ZFOEMBITDR v, S50, BHEY V70 X)) hEaTFbaE i iveg
Mz @l T 52 LIETERWVOT, MPS ITEEE DK 70 % (580 5 FEthss &z
R RATRER 0 T 2RI RS IR C & v, 70, EEMOMBRFAR
EETHEFIIBVTL, A X0 %=} 2- ANVT 78 =BT 2 H0AED B
THIEIED, BEFROGIREERFEDHH S TRIERPIFRET E 2V
BB 5.

—7J7, EIMEBHEBHEIZOWTIE, TEF Y ADOBVR XD L, RENE
2DV THEER 2 #5F X N 225, MPS TRUZ B W CR™ Y 1 & RO A )
ERT £ ) b EIFTH2" 2 L&, BERIGIC ERT 1245 5 2 W IR IS
T&LEHEMES NG, F72, BERT LITEL D, AFHEERR CMERITREIRIC
T HEENRDLDLEEILERNTE 20 LIENSND. T, HIEKROM
Fa 2SI BE T 288 2 CIMICERE L, 3707 ) TELTEETAHILIZLD,
I ORI 7)) 7B IR 2 G T 2 -0 L ER BN TWAS, Lad,
15 MM N DS ) L 7235 & 3k fe i 2 R DSEAFF T & 5 DT, ERT IZAH
NLHEOMBENAEE 2D, UL, BHEPWREZ Fh—050T LbADO05
HBIFTE RN E, EFEOBMREEOMS EGRIZE D, SEHER AT
WAL TW505, MBIt ) AL 08 TSI & ) #AE
MERC A2 SO EELRERSE 2T EEYH L L2 EET HULEND
5.
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al

BEICEAIIIZVZANVIIR
F3a(CQ)

By &AL (ERT) 0¥
CQ1 | BRBFWEERTICKD, STBEERETZN?

HER

ERT (& 6 DESTEMZLER TSI ED S, HITEEDERENTE FEIREIN
THEECHD (HREDERE 1, TETVADRE A)

)

6 3 MHAATH B DL 2 1L, ERT I X ) BIEN MBS iR % & & L BERE -
IR RE DR T AN TRI CE B 2 L e EHiA OBEHDEG LT 5. 6 40 MSATH
BEoUElE, SMTREOERFHORIEL L TR EURIBIETH 505, T2
JREEDSTHEAT L HEEM 22 AT EE 2 BE SO W TEEHIEC & v, BIZARITHS
AU RE 7 BB DY ERT THATW RIS 2 B BNIREBR LI L AL WEEZOEND D
C, ERT THATHEEAHE T X ZEMIE, FAELT 2 LIATIC B AT ] BET
HolBEICRESINS.

6 73 P AT B ME 0 5FAM 2 i L 727 CIC D W Cal I 5. BEREAI A 721 X
VIV T 2 — ZADiEEE L CHER S N8 ITHEREY TiE, 12 A0EE TRE
AAL e 3UER (randomized controlled trial ; RCT) 28 E Jii X 41, % 5-BA4G 48 B2 12
48 A — MVOEEOHFITHEEOIER (p<0.0001) 23 E T A, 4 /I AR
BRClE, MPSIITUEE 906 Bl axt G & L CEMMEIN, 14FKI2T T LREEIZHE
LT 37 A — MVOKRTHEEOAEOIER (p=0,013) 2580 Sz HANESE
R2ANICEBF =T FOVERERTIE, 1 EH T 545 X — MVOIEED AR S 7z,
85 T/ AHFRBR DO IE R ABRIC B WL, 3EMOF T 5 HRATHEEO L K AL
EhTwa?.



BEICETE7Y=ALIIRFa(CQ)

B R TTRE (ERT) O ¥

CQ 2 | BmamEmE(ERT)ICKD, [FIREEERIKETZH?

HEE

ERT (FIFIRBEEEDIEITZ FRH T DT, HF—BIRE T RNEBEETH D GHEREDES
1, TETFVADEE B)

(& 5]

MR E L, SGER EAND ) a4 3 ) 7)1 v (glycosaminoglycan) O EFE 12
&0 PAZEN, R MEONRESE 29 5 60HETH 5. ARIEICKH LT ERT 21T\,
- ARREIZ B9 /89 A — % — 2 FHM L 725w 3C1E 5 2H 1, F 72 Cochrane review
L ENTWEY, Y94 Kary ha— Vi EW/RCT 13, 2N I &
B SUIHEEY L LT abilz22o85 5. 72751, SUTHRE & L
THT b N 72 RCT O FEFHME H IZRF 7)) a3 2 7Y h o ThH Y, Rk
BEIEEIKEHIEIEE Ch o 72, 0720, YT ¥ R LV OEHliL 4 I/ 3ER
DRI RE LT

5 I HAERY OFR L TIEEZ % 3 BI5 T2, 79 2R 0.5 mgke DR
BrgE il U IR G 21T o 728 CTh 4. FEFHMEH IXEERI 2 TO
6 7 HIARATIREE & BFVC DEAZEHDOZALTH o /2. FEFHMIEE X 77 R
W2l L CHE RS 2 70 72 (AR p=0.0049, FEHETE p=0.0416). 72721, 6
SrATHLEEE %FVC BB 2 &, 6 R THE o2 LIZ AR CF
B A S N7H (p=0.013), BFVC I FZE L ZILIEBO SN o 72
(p=0.650). EIRZEHEHE CTH 2 FVCIAMETT I REICH L THEZZ1L
%GR 72 (AR p=0.0011, FEARE p=0.0176).

Muenzer 5 12 & 5 2007 EDRHC 135 M HRBRTH 5. 248D T I Ka v
b= VOEELEN 2 EEMRRERTH Y, 24 HLFEIL 48 B F TIETRTIHE
ARG TLF =TI\ VR TH o7, EEFMEH IR 7)) a3 /7
UhrOHREETH ), HRFRGRIZEIKWEFMEEDO 1 2 Th o7z, 1261F 9
BT FEVC OLEZ RO, FHE L THELRUEI R D> 72(p=0.08).

Okuyama 5 12 & % 2010 SE DR L IEH AR AR OB TH 0, HEBEDOAD
Ty T —LWlBRTH S, IREEERIZEI L TIX %FVC, FVC % G Clll %
LTWwa., AEEIRVLOD, %FVC L 15.0 % 3% LT\ 72, FVCI13&1 b7k
LTHho7.

Muenzer 5 12 & % 2011 053134 N HIRBROEEREBRTH Y, 26105
mg/kg A5 T - 72, FEFHMIEH X FVC & 6 75 MABRATHEOZLETH
5. BEVCIE 1 POR Rz REAELRUWHZ I LD o72h, FVCIIR—ZA T 1 »
I LA B UEDRRD bz (p<0.05).

Parini 512 & 5 2015 SEDFH L 1E, 1 DOEHEE D 17 UK 2 EHEED A
DOBILZABRTH L. RO R LML L D HMIETE WD, EoiEddF
DRI o728 LTWA.
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MEICET 32U ANIIZAF 3 (CQ)

B FZ#FE % (ERT) O FF4f
CQ 3 | B=@REE(ERT)ICKD, £HFPREUETZHD?
M

ERT B PR ZET 2D ENC DV TIEFHE CEEL GHEDRHL & 755 SEHILAY
BV (ERDEE 2, TETVRADEE D)

(f&  )

MPS 11 BUEZ 263 5 ERT PG PR EZUET 2 0EPIIOWT, TORE
DD, EMTPHREMFATESL L) L RICIFITA LWV &2 EOMEIZ X
D, AZEATIIHFIEL 2. COMOGmLERDIZVATIT A v 7 L Ea—|Z
BOWTORHIRIDO B % 7 — Z 13BN h - 7.

6l



BEICETA 7Y ANIIZAF 3 (CQ)

B R TCRE (ERT) O FFH

CQ 4-1 | BR@EFREE(ERT)ICKD, BROMBUFHEITIN?

#2
ERT [FBDIER (BROMBV) Z4ET DAEEEN DD GHERDET 1, TETVAD
8 B)
(g &

Patel 5¥ 1%, MPS I Bl o> H A A\ 3% 44 6 (ERT 26 6, & MM f 4 12 6,
ERT/ 7 ML 6 B, GHBAMARHEHNIL 95 4.5 %) O Bz M % 6%
BletenimE i L, &M, BERT fEATENIEEREGNIZI, 10 7%
DB TIIAEZEICHEDED - 7208 (p<0.01), flHEI213 % 1E % A > 72. Tajima 5°
&, FURHIFI 25 ERT 2 64T L 728 T ERENRM TH > - Lt L Tw
5. Jones 5'1%, ERT % M7 L 72 567 B TIZiGHEHD SDIK FAAEE I 7% <
oz b WA LTWAD. Zuber 51, 6 RIS ERT % fifT L 72 13 HlO K E
EAAHEEE L LR L, BEd o MELTWD.

MPS TIZAZME S 72 < (FLBHD 22 S5 WEL ST L, IEHIC 32 %
S5V 25 9E (dysostosis multiplex) DFT RS X MATR EFED SN DL L9 12% 5. 1K
RIZE L Tid2 ~ 3 CIIBEBREDER 2 /R T 2%, £ OREsIIRES L,
FHEPFEIZIFE A CHREIELT S,

Uo7y 2B L OCERREEOHIREED SHER LT, FLLEWIC ERT %
FiGTIUE, HHBEOFEOMPIIHFHFETE L LEZ o by, FEYDKED
ERT (X, HEOM - BWEZOETIHFICBEAL IS T VHIFTEwEER
515 (BEiMEOUGEIC L 2 AT OFEOMPERDO SN0 Ltk ).
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MEICET 32U ANIIZAF 3 (CQ)

B FZ#FE % (ERT) O FF4f
CQ 4-2 | B=@mFsE(ERT)ICKD, BEEEREIHRET DN ?

HER

ERT DBEEEIR Ze4ET VDN TE TV AFEL. LML, TNETIEWLL
DO DI PREN S, BEFAAR(CEAMEENNE, FFBEBREULEVCEZRU
THD, BHYIC ERT ZBIIA T NS BIETHRODE T ZHNH] T DO BEMEN D & GERDIAS
1, TEFVADEE B)

8l

(&  5X)

MPS I B #3594 % 24 20 H T 7213 36 22 H OBISH TR L 7L 25, T8
FMfiosbiz, TR - B EIED p<0.005 TUE LD D, ZOMo R (5,
F-RAET, TeRAET, MeRAET, MRBIEN, ERIE) TIXZGEIIRRO b N TW v, HE
BOBEFEISEINTES T, HENGORETH L0, TEF Y ADMSIET
D5, GRABEERIIAAZ L, BEOFELR—SIN TV ARnz), N1 T A
) A7 IEEnY.

F =TT OVEBRIC X B 20 DL E O EEE, HEIGERBOEE BV
<, B, B N, EEScomNEEE T4 2 -5 TR Lz A, EEE
Jeih, Az, HERdh, BBIEE, NS OMEL &OWEL RO, fHEtT
WA % RO IREEIEM DA TH - 72 (p=0.031)".

CNOARMITHT T BEFOZE & 7 5 SCHRIT 370D e d R & R B2 siG % B
BEIODDTHY, MEE L THohEEziizLTwawv, Ld>T, €0
HWREOZUET VAL LTOREEEIHFVELS ZVWEEZEZONL. 1272, EIE
FERRERINC & o TR % 7%, BRT 2 &0 BEiFHE S L, HEAEFTO QOL
AIE L7 HEB & AR L TV 5.



BEICETA 7Y ANIIZAF 3 (CQ)

B R TCRE (ERT) O FFH

CQ 5-1 | BRWFTBE(ERT)ICKD, DHRERHEITZN?

HER

ERT NDEREZIE T 2LV DBVIE T VA [FHEL. UL, TNETICHRES
NIEXm D% L |E, SBERRBIIDAEZEDAE S %2 (eft ventricular mass index ; LVMI)
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