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RIERGEESE J CR7 7 —~ a4t D) 873959
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BEEHYM 10 4£ A R F B | 30300AMX00260000

E R &t & B 2021 4£3 H 23 H

i 5% 2 A R Jp— = EEFEH 10 mg

F Y B 5 | RAeFTRT Ty (EETHERZ)

I AT AR EF T AT TLT7 7 (Elof#iz) 12.5 mg &

BERUAM | o s e m )
AU | B SETTAT TATy (EEFEHZ) L LT, 1EEE]

kg 720 2.0mg i 1 B, SIEHET D,

MEXEHR | L2=2ZPHE TR

cEHEG Y A7 FHHBEZREDO L, EUNCE-RT D &,

- [EWN TOIRBRIEFI 80O TR O TWD Z &0 h | BUERTER ., B
FA M o O 2P 5IEF] % % G20 B I 58 1% B PR R S Ak
A 2 I 45 Z LI XY  AAIOFEMNEE O E R RS
5 &I RHN DR OFEINECRET 57 — & 2 BHNCIUE
T52 &,

- RENOANER N OERE B9 & U BRI K OME FH Ak
TN DUWT, E IR BBR R L ORI RS R el 2 &
- RANOA MK OV MBI 2B NAYIZ F2hE S 7= F6 5
X, AFNOMIEFERIC LB EEZHE LD Z L,
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EEDERE

ATEIZREHE  Sf6 410 A4 H

EENBTOHE :

1. 12, ERSLZ MG mOME )| (5. ERLZEWERGE, A2 24 -
AREROFHE L O R 7 F/MEGHE O —% | ORLERTFEZERRRER (JR-141-401 3ER)
O THiHERDFPEOR KO THEEOERTER] 2EE

2. 2. EIREL ARG O )| 15, ERL 2SR, A2 IR 2504 -
AREROFHE LY 27 FoMEEHEO—%& | O—EERBERED [§iH &b TED
RFH ) OV OARSIL ) (2 THRRAEFHIE) . THIE & 725 TEORE ) KOY EZEO/ER
FTEH] S THHEREEESRRE) O THEEERHE 280

3. I5. EIRMLAMEEGE, A2 2A - RBROFE LY R 7 f/IMEE
D—WE | ORGEMRTE % ERRER (JR-141-302 &ER) o [EERM) KO [HEEDE
T EHR] ZEIE

4. BINOEIR L EMERER K OEIMEICEET 28 - SRR TH 5 — %l kA
D FENastBEOEE (BRI &)

ZEIER :

Ay 2 —)L % (JR-141-401 3BR) D=
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1. BERGRRIEEFEOHE
1.1 REMRFEE

EREGHESNEZURY

WEUERE SRS (T 7 4 TF v —E2ET)

Egmﬁméh#Uxbtbﬁﬁm
AKENIZ 7RI THY | TEIZL > TT 7 4 7 %2 —=X° infusion reaction 3
T B A[REMES H B 728

e EWNIZBITDHE 1 *Huit%ﬁ (JR-141-101 3XBR) . % /I FHRBR (JR-141-301 7ABR)
K OMgAMC BT 58 1 F#HRER (JR-141-BR21 uit%’ﬁ) BT, infusion reaction 73 %
EI 28.6% (4/14 1)) . 50.0% (14/28 ) . K& TN 50.0% (10/20 f5i]) 128 LTz
O,

o EWIZBTDHEKRERTIZ, 777 4 7F 0 —I338O LTV RN, JR-141-
BR21 #ERIZIBNT, 20BIF 1 HNCT T 7 4 T % — IRk biviz=89

EELMTEMERTHOABTRUVZDEIRER :
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o EF DOEIKMNZ MG E)
o BINOEIRG L eV EARES)
1. BEARFEL IR RER (JR-141-302 35R)

2%&%*%% B (JR-141-401 #5R)

3. — %A F R AR A
4R )
RANC L AT F 7 4 T %2 — KW infusion reaction DFEHUR T AARICBWT—E
DIEWNE LN TNDBN, JEFIERIEFICRON TS Z &0 n, BIERRTE#% R
B (JR-141-302 35R) . RLEIREH EERRER (JR-141-401 3RBR) K OV A% A pl i i A5
IZBWT, BEUEREES (TF7 4 x> —425T) ORBRNAHEREL, KB
G UK & FE T 5,

YR &IMEEEBDABTRUVZDERER :

[N%]

e BEDOVURIH/MEIEENE LT, EHCo M1 85 12, 225, 17, AEED
FHEICEET 7EE ], 8. EEARIAMERE. 1. FFEOERLAT 2 BEIZHET
HERE) RO T BERAREWEH) OHICFEHEH L, FEMRET 5,

[EEREE ]

WHEUERE SRS (TF 74 7% —%25T) ORBEIVEINEAL, EELED

Cl=®, WIKRRBRICK T 2BUERESES (757 07X v —%251) ORBURNIC

RE9 2 IR 2 ER A IRt U, w e A 2 0e,

EREQEBENIRY

FURREA D

Egmérmuxoaurﬁm
AHNT S R ERAITH Y | AKRNCKTT 2HURDBEA S, BRI Es LT
FRBEMERH BT

o [EKRRERT i#%@%ﬁi‘ﬁ%@}: L7-HAERERRIIRBOONRE -T2, 55.7%
(34/61 ) 1ZHLIR-141 FUEDFEARRBO LN TEBY, Db, hTFo A7) v
SZRRF O~ ) —R-6-V VEEZFRASOARF OFEE TR T D LETEENZ T
150.8% (31/61 #1), 31.1% (19/61 f3i]) IZFBH BT

. ﬁ%(z77v x®ﬁ%ﬁ&m&@)®@%%%ﬁ% kwf 50.0% (47/94
B)) IZHUERBENBD LN TEY ?LWFE@VWJ“C TXReMERER] & X, infusion
reaction 23 FEHL LoV & @il—iiﬁ‘ HHT-D
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1. BITERGER EERRER (JR-141-302 55R)

2. BUTEIREL EEIRAER (JR-141-401 5X5R)

3. — il H R A
(SR ]
AR B ClX. infusion reaction DX HLIRIL & HUAPEARIUIZ A & 272 B IIER D H
7o To i, FEERIZEB W T, PURGMEAES] Tl infusion reaction 2358 B, L’?’ﬁ‘b\ L DO
ENDH D, WBRKRBROGEHRIIMBO TIRONTWD Z L, BERTEHEKRAER (JR-
141-302 5RBR) . BLEARGEL FEARRER (JR-141-401 3RBR) M OVl i A A I B
T, PURPEAEICRDIEMAINE L, VIS LXK E LR 5,

R RIMEFEIDREBR UV ZDEIRER -

[mE]

o EFODOVU AT E/MEIEENE LT, BAIRCO 18, EEARILAREE] KO 115, %
O OEE ] OEIZFHE LEERET 5,

[EEIR P )

BEARFRBR 23 1T A PUAPEA DR BUR DU T 2 B2 R FE IRt U, EIEfEH

%{E‘?—O

EELGTRIFH

FEW®R IR0 5wtk

BELGAERERE LI-ER
AFNTAEREREGSND 2 EPEEZILHM, JR-141-301 RERIZ I 1T 2 IEFIEIE 28 1,
BEWIRIX 2 BB TH Y, BIRRBRICB T 2 ZeEHERIIBEN THLZ L,
ERTEE bkl L CIEREZIUET DHLERSH DL LB X120

EERZEMEETBONBRUFOERER :
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o T OEIRK G M AR E)
o BINOEIK N MG E)
1. BLEIRTE& RS (JR-141-302 #5kR)
2. BLEIRFEE IR RER (JR-141-401 7XBR)
3. —fBefdE ok R A
[ 4R P A ]
GIRBRIC T LN EMERFRITIMO TIRONTWD Z &, RUEGER KR
B (JR-141-302 35R) . RLEIRER EERRER (JR-141-401 3RER) K OV A% A pli it i A5
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YR &IMEEEBDABTRUVZDERER :
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1.2 AEICBY HIREAEE

B G280 2 /90

HMElﬁﬁé@ﬁ$ﬁtLtﬂm

JR-141-301 FRABRIZ 1T DIEHIENL 28 1], HHHIFIX 2 HETH Y . AFNZRHT DR

PRERBRRE SR kWT FRAR AR SRE IR DRI FRAE CTH B Il T — & L OV Dfthd

FERIERICEA T 2 SRIZB SN TVWD Z D, TR RIER 25 o 1= BERGER I

%wf E#» X0 2L OIFREIE L., AFOGIMNEEZHERT OILERH D &
2278

ﬁﬁ&l@?éﬁﬁ HERDL T

o HRUENERIEAER (JR-141-302 #Bk)
o RUENGERERAER (JR-141-401 #BR)
o —fE AR

HRE - ABROB/M. W@&U?&@ﬂ%ﬁULﬁﬁﬂm

L3 LPHE T BB 6T 2 EMR GBI 2 LR O 2R T 52 L% H
A& L, Sk Wﬁ%%fﬁ%(m&mynﬁ% JR-141-401 #RER) K O FH plc i
A E FEhiT D,




2. EERREMERAEOHRE

BEOEEGREMEREY

BROERRELEBREDOBE -
R, SR - R I OSMEER  5 OULE - FERR - SYHTICIES < AR OBt
KO

EBNOERGREMEREE

BUEA TR R (JR-141-302 #5R)

(ZetEaTFH]

WEUEREFES (77 4 77X —2G0) ., UFEEADORE, RIRGICBT %4
s

[H#Y]

o AEFZOFERRUSBWARAEOLZL2IEE L LT, REHREOFHELZGTA
H ORI GR O HERT D,

o IfiEP, JRA KV CSF o IEE RN NTRIRIER DZ(L 2461 & LT, &gk
O AR SRR RIS X D AR ORI G- DA 202 5l 5 %,

€Sy )|

o BB REET

o ENHIM - EIRMIENGEAR A ~2031 43 B (FR5EAHIHE T

o BIRHIM - EAGBETAGE A ~2030 453 A (PR AR T 1 4RA0)

s FHMfTEE

- ZEVRHMEEE - AEES GEIER) ORIRIL, BIRRE, A1 203 A
Yo RFELENM, fikmE G T T RT T iR KO
infusion reaction
AR B JE AT * ORRRFIHER, . IMF#EHK (CSF : Cerebrospinal
Fluid) #~/%7 U Hif& (HS : Heparan Sulfate) K&K OVT /L~ & UHifg (DS :
Dermatan Sulfate) J#E**ORERFRIHERS , 1IE T HS K& U8 DS i B OfERFAHE
B, JRHHS, DS M O'D v it FE ORERFRIHERS . AT IMARR DR IRF RO HERS |
OHERE DRRRFHHERS . 6 /3 I TEBRIZ IS 1T 2 S THRRE ORI ROHER . B
ATEE DR ROHERS
* TR K AT 2001, Vineland-11 # S TEIRE | Bayley-111 (Bayley
Scales of Infant and Toddler Development, Third Edition) , KABC-II (Kaufman
Assessment Battery for Children, Second Edition)
ko HERE CUIGERE) O XETRENEG LNIZHEIC DA E
PROREIFHIG : MMilE A v ¥ B2 —I10 K2 JR-141 285 U728 2B 2 #r
F RO R OB 2 RS D 7o DEMET — Z I+
ok PEERE ONEE DO LETHREDIS LN EIZ DA ENE

HEEGIE - s+

[ SEht Rt DR AL]

L HEGE T R 2t & U7k B 53kl (JR-141-302 58BR) 2o\ T, B3,
BLEANTEARS H LA, LGSR R ER & AR 2 CEMET 5,

LaZRERE N B G 2t & Uiz, ERNICRIT 258 I AHRER (JR-141-301 #AER)
OFER, CSF H HS IBEZFEIE L L EEFEEE 2B\ T, AFIFE 581 & Oz
L OEDMERHZR SN, F2. KRBT 2 ZEMEICTHONT S, AEREROIHHE
FHCIISESR & bl U CRFE T RE FIHIIRD b, WK LR & 22 H8TR0 5
nigmoio, LonL, RS RIER SO RN GMET — 2 R ARE L TndH 2
L ARBEBIIHVERTHY . AFIORGRBIIBESLTWDHZ b, LY EM
W72 22 BV M O WA TR T H 2 & & LTz, 72k, BRI AR SIS 1l T
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FEHE AR« IS REIRTE AR H ~2031 4 3 A (FRA MM T )

AFBRIT I D JR-141-302 7R 2 T A o AR B DARE, &R 7E 1% R R SR &
LCEmT S, £z, BEAHMDO S iR ERIBILHIRZRE L LT, =
FEHIM] & U TR S BOERMIRZ B8 L, HREEMMKE TRREECTLEREL
77,

BRI - KA RLEIRGERGR H ~2030 4E 3 H  (FEAMIRKT 1 4580)
AHKND 22 ZPERE RS O PR RIER ~DO R 2G0T — 2 AR E L
TWHZ &, RERIIHVERTHY , KEOEGRBRIIBESNTNDZ &0
b, L EMORZEMER AL R T 2720, BERAHRO S biKeE R
LHBEMM AR E LT,

HEEGIS : fEwd

AFABRILINE D JR-141-302 7R 2 FLE IR B A FRE bk T 2R TH 5729,
HEEGIHUIERE L TR,

[EiH & 705 T E DR O OFRHL)

H R TIRE

2024 A 12 A : 260 8% 7 —% (JR-141-301 75k BA 4G 2 L 50)

JR-141-301 3B, JR-141-302 RBER K N FF =T /e A R U —#fFE* 2B\ T, Lz
ZHERE I R O FIER BB E OIEEM O LR 42 4 A Th o722 L b, ks
FERIER N L 0 B IZ RN D BAER O BE OB L ERBIL S £ &5 2T,
Z D72 ARG ER O AR RN X EE A 0 B O BRI M B B A2 2 51T 260
W% T — 2 BUSHRES (2024 4F 12 A) IZERE LT,
LEVETHIHER (ZeMFRIC O W TEIEN R B 21T 5 729, )

R EERR R GRERRISYER] DT — X 23 L 72 TN O %)
P RIZ O W TEFENRRTT 21T 9 728,)

: Seo JH, Okuyama T, Shapiro E, Fukuhara Y, Kosuga M. Natural history of cognitive

development in neuronopathic mucopolysaccharidosis type II (Hunter syndrome):
contribution of genotype to cognitive developmental course. Mol Genet Metab Rep. 2020;
24:100630.
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DOEEMNEWERT D,

A X T — T OEERRBRO 22 b 3 ZHHE N RBE 2 %5 L LT, CSF i, [MmiFh
T QSR D TP B Je ONRRAER DAL 2 FRIE & LT, &8 K O R IE R
(2%t DAKN OB 5RO FIWEE T 5,
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FEAT I H
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&) X infusion reaction
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(TO.VA.®) ORIHIHERE ., CSF T HS, DS M R==a—1 7 1 T A MY
(neurofilament light chain : NfL) 2R+ DORREFAOHER . i+ HS, DS KO
NfL J85 ORREFIHER . JRH HS, DS M OVw & o ERJEEE ORREFHER . T
KREORMRIOHER ., 6 o RIATRBRICEIT 2 1T RO R OHER
* o OFTR K A 2001, Vineland-I1 #)51 TEIR E . Bayley-11I, KABC-II
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LHERIIBO NIRRT, Ll REBITHDEBTH Y . KA OG5 LR
EISNTWNDZ NG, KD ZL D OEMNRARR OL MR O 2R+ 5 2
Ll LT, 7B, BRI, BIERHAIRIT TR-141-302 5Bk 0> o 1A B4R | O R R
T 5,
o ESEMIR : ARFEEHAA R ~2031 4E 3 H (AR T )
HEAMHM DS biRKRERDIBIEMMZHRE L BT, Efie LT, Rk
HEOERMIMAZEZRE L, HREEMMRK TRFEE TERE LT,
o BIEIM : ARGEREIAA H ~2030 4E 3 H (FFEREAEMIRK T 1 480
ARHFND 2 ZPEE 11 B O FARARRIER A~ OB 2G0T — 2 BARE L
TWHZ &, RERBIIHVERTHY , AEOBEGERBRIIBESNTND Z &2
b, LV EMORZEMER AL R T 2720, BEEHRO S biKeE R
LEEMM AR E LT,
o HAEEFIEK : BREET
BLE I AR ISR ICAF D BRZE G INDBED I B, AlRERREY £< OBHE
ERBLTHD, BEIEFEIIEEE L T,

[£iH & 720 T EDORH KON ORAL]
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2025 4 12 H
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AFNOUFS BTN A B E 2. JR-141-401 RERICBWTHLNZT—Z 2O
T, BEMEROEIEOHER T O T2 E LT,
o RVEEMHER (ZeEFRIC OV CEAENRRE 21T 5 729,)
o SIS EEREF GRERSIER DT — & NEE LR CE MR OV %)
P IO W TEFEI R BRET &2 1T 9 728,)

[ 2432 8 i 7 2 MR T B DS AT J5 U TS &S 1B FTRERED B % A OO HH B
2 DI ORI K]

HiE & BIEIC, BFONE L ED AT EED RLE L AT,

o BORIAEREME L, HiTREERE R ERIE B O RN £ BT 5,
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o BIERMWIR : WGERRAAH ~2030 4F 3 A (FHREAMIMA T 1 450)

. Eﬁiﬁﬁﬁ
ZRMIHMEIEE - AEES BEIER) ORBURN. Puiika (e )7 x
7 T T7 7 HUR) . fjEH HS K TONDS 7)}%# infusion reaction
EERSIL| nT-ffﬂiIE H 8T — & . I T 2 EAFEN, FIRAFRE, O
RE. 6 /A TRBRIZ I 1T 2 A THERE, BAEG B, W), ST &E, %
DA H

o HEEMIER . BLERFEZERRERSINT O EBE 2R, BREME P ICAR 2 &5

ST 2
o FHuHE . 2fIHE S (BLERFGEZ ARSI O BEITR)

[ SEHti 7 1) O 3% E AR L]

JR-141-301 FRBRDAES, CSF HF HS IREEZFEAE & L7c BERHMIE B 2B W T AAlE

BT E ORI L0 BN HER SN, £2. KRBT ARt VT, A

i%%@%ﬁ@m FHEIE L LR U CHRFE T R E FHEIRO ST, HR ERE L e

LHERIIBO NI oT=, Ll Kﬁ$iw&ﬁ$f%@ AFHN D e 5T BR

ménfwé END, HHERERT CTOREMROEIMEEHRT LI E L, 7

B, BERIAN . BIEIAMIT JR-141-302 #RBR O th LG S B E R 5,

o FESEHAR : ARGERHAA R ~2031 4E 3 7 (FFERA IR T )
ﬁ%ﬁ%ﬁ@a%mk&@éﬁ SHIM 2@ Lz BC, FEEWIR & LT, Kk

EOERMMZEE L, BFEEMMK TRECLERE LR,

. @%%%:%ﬁ%%ﬁ~mw$3ﬂ(ﬁ%ﬁ%%%TlE%)
AHND 23 ZPERE 1R ESE O PR RIER ~O BB 2B IET — 2 BARE L
TWVWHZ &, REBIIHVIERTHY | KFAOEGRBIIBESNTND Z &0
O, XV ERHRZEMELOEIMELZHERT 2720, BEEWRO S biRKE R
LHBEMMZRRE LT,

o HEEFIE : BUEIRGEL BRSO BE 2R . BB A K 2 & 5
LY W=l
AFN O FERR T2 T 2RIEH ORBURLOEE, BHI&R GBI 2 LZaM &
wﬁ%@m%#&%ﬁ%ﬁﬁﬁé Ihizh, %i ﬁ$%ﬁ#@%ﬂétw 215
TEEERTHZ & & Uiz, ks, AT L CHlEd 2 RLEIRFE% iR B S N
DBFIZTONTIE, YLl TR R OEIEZMERT D720, RRE DX
Glirlpnz e L,

[mﬁkﬁé%mmﬁ%&0%®ﬁ%l
PRIEGEE Q026 23 A 22 HETIZEE LT — X ZHW T, EMicbizo A&
A D22 M O MEESRIC O W CEMIPICHER T 5 729,)
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o RO EIERR GRAXIGIER DT —Z BNEE LR TLRMEFRE AL
PERHIC OV TR 2R 21T 5 729,

[ 24 5% 3R S 22 VS ARTE B Ok R FE S W TN S 5 ATREME D & 2 BN o & K O

Z DRARE D E FEYE]

fiH &2, LTONKEEOT-ARGTHED LB LETT I,

o BONTRERZESE A, Bric i EIRNZ SRRSO S 2 REd 5,

o HTIZU RV RFBH LIRS TGAITIL Y A7 F/IMER D2 B S A i+
Do
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2.3 Z M HETEOME ] oo [HREERER KRR (JR-141-302 35) | %=
SR

LG E A IRRAER  (JR-141-401 #5R)
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2R

— WAt FH ot AR A

2RI Z MR OMEE ] oD T g 228

-1 -




4. )R m/IMEETEIDHE

BED) R &IMETEE
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6 » At 2
A )
VERS 3 7
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S 5 4 B B . Al
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et o S 2
I L BT | Sl e 2 o )
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B < 2241 E%%@&%%VE %%@Eﬁ%%
5.2 AMMEICET 25T - HBOHEO—E
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