?%%-ﬁﬁﬁ?ﬁﬁi%%”ﬁd d ‘ — Ul e

=
Remudy, RemudyBIE i oeeonn
BEEAZAICEE INETEBIENVCIRNTLET,

GNE ZANF—OEAEE 1I/111 AHERN AL A F 2 RO RUEDFEUR, BN R ERRZBBLTVET.
DMD (CHIREEDIIYIAFYSE-DS-5141b (BE—=3) 0% 1 #EEREECEDFEUL BAFED
NS-065/NCNP-01 (3. 5eBRIIBEEETEFIEOMRMBEEVTHHEEESZS. 8 I/11 BIERREROFTENF
RSNFEUZ (ENTAER - SREEATT Y- JUAU-ZER 28 £ 2 A 12 H) . KE® Capricorn
Therapeutics $t(d. OIHEERERERIEDSE 1/11 BERKR:RER (HOPE-DUchenne) T&#]0) DMD
BEIANIEENICFIERKRUELUR. { 5 pE ’ 0

SEEICADT DMD OFEFRERCEET 5 RBHRMELTVET . 1 B 14 H. BioMarin #® Drisapersen (exon 51 ZFwt>4%) MEAZE(L FDA

(KEEREERRB) [(RBH5NT. EMA (BINERRT) OFE-ENMINET. 1 B 21 H. Eteplirsen (exon 51 XFyE> 4%, Prosensa
1) O FDA LE1—Z—F4> U (EREDHIERA. 1 B 26 H. HT-100 (Akashi Therapeutics) DBRNMEEEROEHICHIE. 2 A 3 H. Eli Lilly
(%9 330 A DMD BEZANSHIUE Tadarafil (Clalis)DEE 111 HRER Tld. EEBTVIMAD 6 B TTANCTEREEZRHFFATUR.

BHOBEHRE. KEPI-Ov/(OBEEFFOIITHA MNCOEEHBEINTVET, HATEBEZAOEARNFRIETS facebook RET, FFEEME
S2NIT4—. BEAEER P EBRF SN I —. 71312 ARFHD AT —REZFNCRITOZ1 - AREZABN T DIEENERIIH>TETVET  NHIHE

BINSERTS Remudy THUSTERDIKOESBIBREEALABAIENTVES . BEABEN SRR TFAL, kAt M)
prm——— — I — — e eee—
~ ERMEIRROD . & GNEZANF—O ;{
V4 ~ — N N (X} y
¢  BEERIRTLERD % BRIELEOET -
AT mumm meEsmRe - wE demEn ol BB & A FIATRE BEAR A B O
| S e — N\ el [ = = > N
( Remudy Tt SZMIT( REE. BEDZRIEALSEAIISA)F BERZEMEAESBAIISA/F— (DMRV LI GNE SH/(F—) 0

— BB EMESANITS - REEDNDEETERS AT LAOREEMNTHN.
ZAOBERICTEREZIAVTHENET . HONESTENET . —73. TS0
BUSNOEFY A MISETHIERATURL, INET, HESRBUVEESETU
FOTTREVSOUPBNELNERA. TVEEA _(._.)_
TARBERRN | BEELELE !
CORVSEREHRBOBESAZHREVCERIATAZIIS EIFE
T MREDBIRFBR(SL, SERMEFHZAMOT— FTREZANF—RELHHA

EIRERABREFHTUT, RANETE N 7EFIL /A5 BE0E 11/111 48
HERAEILET . FILAZFIRESHER 5 MR TEML. 1120 &
DEEIACSIMEFETT ., BMEEIAZILZ-2

(2016 4F 2 A 8 B)&TBIERL,

HERFRE (SHE WLam)
% http://www.hosp.tohoku.ac.jp/

DBEAIEIRDSHDIEE T . CNSEEDIEEE — 1L T R EAHRER — —
‘ EUTERTBLOEMUTVET  AXRMEFHEEBCE. BREZRSATA s >X1ﬁ1‘€fj—’717ﬂ—7&1§97‘:—_
CMDIR (congenital muscle disease international registry P .o |—
https://www.cmdir.org/)e WIS AT LANSBDET, VTN, COSXTLE A “ DMD lﬁ{ﬂ‘?’_%ﬁ
EHHEADETVISEBEATVET ., —D—DDKREOBEREID RN T EmE-ERRRR - WEmRT =18 BE L
[ e —_—— el

BLNERA. BRI THRHEROBESALSEOFZEDE. Filtia
FOERIFECEI TANELEL LD,

EREVE Remudy ADEEZESPRIBEESANE. BHFHszH
AUTLWBERATY . SENSEIRMIBLET . Remudy R—AR-D%
EF1vITT, BEROSHDEVDS L (CH. RIFBEMNIVELE, —AT
HZDHOTEFEBFRNTENLLRVET,

BIRNEFIEL. BESANEOTVSIEZ —D—DBABMCLTULKZER
FE—HEUTREETT . TOVIENSHUVAS SaBRRARNTTATUE
FI. ALIDOTEBDEIN COB|RIATLAZEL T HFARTEDIEAT
WEEULLS T (AN

TARBEFT Pt
G- r Pl (SEJ51ICT, 2015 4 10 A)

[C. DNA OiEE A5

l

: BRETBIENTE
L BRI 9T
: o — LR EN B
. [ BATHERE. B
L RBISAOISRNE
: BENTVWET, FhLz
L BIEGEVWEEER. 2o
L IBERSZANITAINC
|
|
|
|
|
|
|
|
|
|
1

7 S (M2 L0)INE, =8
F-DEEFIRED ()

A~ RRITEERBEZIRFLTVET,

SHERSAF g ‘ ) <
AERRELTL Remudy BRFRRATEFIS LRRIAZTE—EPTld. IonPGM™ Rt .
(TEREEST L —JI>8—%{E>T. DMD DECFREMZITOTVEY . it VNEERLIT
9. (37 REPEEEDHDERATTRRELTHRERLELRZ (Okubo et al.

J of Hum Genet. in press) . COFENEREENNE. —EDIRET 9

I EDOBESADZHIZITICENTIRECRDE T IREDLIS, IRIEHKZ -0
I —(HRREEEN TVEF AN ORI TTICRD, 3K, ERKRIRS

NS, TRl INREHER IVBSEE. AN HEKE. TEODNZENRDEEZTVET.
NI2ZL—2aF )b XTI ESS— RisSeE




0’4!_’
]
g TERmREL

EsoRbitE Tdmic RRn =

0
B

i

&5
i

0 IH!-.I

S

/
w

h;..

e 4

Remudy BEZHIBDERR. CAICER. TERRERO=ERLF
¥, TEEREETEENEEHCHDET . RRNSHEZEEICED
SBRRCEBEAA-SUTEFNEELVNEBVEFY  BEARMENE
BR0SAES 8 DESITET. LERABROEFR\NEIZTY . AR
J4—9RIR 120 PR B OJRAR 120 BR-—f%RAR 200 BRE5T 440 RO
ATy

MO EVSOLPINBAINER AN, HbtRFEZERPBTELALA T
1964 FICHATERYIOFHZAMOT(— ABRZEZIT LRI TI .
2014 FIFEHZ AT —IwAR 50 BEFEDX ., IZhI/INAIDRHDE
EABRBEZADFBEDSEN LTSI L FREZRRITEELTUT
L\ B FOBESAICEEZEZREVATIRERUL.

ZOLSCELDHZARETIOT, IATAHIVOFHEEHZANIT—52
BB TY . FERIERETEFER 16 F£LHEFFRC—EOE-T>
Y—MeBifEL. BE 100 BEEBXEUR. EFANMTREZAVTHERTE

DRESTBOTVEY, UN\EUS PT/OT/DEMHET 15 2%BABR
HYIERD, INFTORFMHIN TERAfTe AL D DEICHRSE

MTHAE TERERERE  (TEamEhsth)
@ http://www.hosp.go.jp/~simosizu

— e

=
4 FUBTHERBRDOT )L —TAR
l BAIELSEEEI0_—hivElE NERR KE S j
a 7 4 ‘4"-:
BAIELSEEEI0-—h
9@*[&*(1 BAIEE DR (T
FICHBBEEMERE ORI
T, FRERERROM, MHEE
PREBEDHZFEOEITRE
U BeRE 2T TLET,
OETBNERR R EKR
HEOEGETREORDINED

T ———

HHRIRBIOVWTOHERE

BLOREETIEA TNTVE Y . HER
[FH % OEEZIE(CIZ . [RAOER
TEHOEFIN, FHZAMOT(—FEME
EMEIEZEDEFTEORVEERR
HI BRI MRBL TN TVET,
Remudy ([CEHEUTIEHREOAS
BPREMNIS EFLDSMLTVE
Y, BT 200 —ERRARR Y RO
([FFMBHEEETUEIZVTOVET,
DATAANORAYIERF LT
DOEDEWEHZ A MOT 1 — 28
ZEIBLTVET,

ABRBESAE—HEIC, RHBEB%Z

FHNR OEREEIO=— .

FB0B2E

1970 5837 ; S

PCES . BNV U ECEHEUTVET, ARER /NBRRE NBHHERL RERAR RARR g %‘é}f
HHPEEA SN E AR EDECFESRL. TOZDRAEZ 1 A SRR NESE BRAER mEe (RE BEER BAR) - ad

(€ 1 AKBOVDDSIHAEERTY  IREZDEDICE T BB/IRN RN
ACECOBECTOREROH L BIENLRROIHEREFLEEORE
PIERICARZIBATVEY . BEFEROARRICYLTEMIZELWDNSH
BERTREETIR-ME BOVRBVRETEIES TRHDFE
ho =

E%%RTEEO)E BN EZ RO

,L.E—: EBEE%:ID_ ':F'E'&r [5* (BHIREBHT)
¥ http://www.aichi-colony.jp/

v

TITILEBR BEOBECHETTREADYR—LT 2007 F
W —THEZERCATOTVET . CNEEVEROFELEMmH
THEBENESL. KROFBEFRRBOZRZESMDEHTY .

FIEMPEERET BPRETREODEFIESENSEEOR
FIBIRCMEREIR, BB ORRFNGD. ZORCTRENHEECR>TES
BAL. FEEOIEPLH 2 OEFICHIT B NHBOEKRE. HFEER
IRSTEOIZRZITVEY » ECHBTERL WS EBESAZIITREL
TOEIH EDY MDY SERBREDRF CRERODBIVREBRTI(E
R=LR=ITHO TR RIS ENEN DT HVET . fRER —HEICE
E(ITHINB T PEE T ZMEINB5BLSESTT.

RERS - Y —(CLBBRIEGF T ERRIC SN, AR
BEZUIENDBESANSEESTEMUET . JIL-THEE MSW,
HEM., REL. BV E5-F0SWIBERTS T 7 INEMRELRED

SEDDFY . 2EHIE L OME DI I EKHEICREDF TICRIFRZE
LEUIEN R4 BIRARBOSHEO—ZREEL CZOBENLERHEN
TREDEEBEZTVEFT,

N o @



L T e —

TZAOT1— - B R R EAHE R DR ZITOTVET

RETY. i RRETCORBDITIZE RV EEHBI THD.
R EBOZIICEVTH LI REEIZE>TVET . 7131 ARIPR
A, EAES P EBAVREDFH D AN T —PEREME S A 0T —(C
AT, BABEZANF-PECEREREIANF - REOFIEE,
LRHNK - REHR O ARBRRE, R4 BREFEREREE AN ER

,’éﬂ?ﬁ‘é@ﬁﬁﬁe% SBOBITE B ot woris
BN AN -BEICHTDLMAIMRI W Muscle Society
b B 2015 mepee 00 L Al
A AkEEA FREVERAERENE e 12T 05 5 U T
- e T — S NELIZ. 125
FUBHELT, FhlF. RREVERIAZHRAROZTHELBALE ($ARSREMES R
¥, 2015 LD, BHSR huj«—ﬁafiaﬁ%ﬁw RNI—HICHNAZETIEWT hOJ¢-FBESA
WET, F, EIUEH - MRERRE T I - RRARE—S0RE TO_LAZAH MRI
WEEELTVET, COVTIRELE
HBREVENAEMERREG. MEEROE. BE. #RRE bt:: INFTTF L T A o | SIS
BRARDBE TERBEOIRIRIEL THEEELTWET , #IRARITIE. Fs285 MRI (3RS 0-20% = 20-40% == 40-60% MW 60-80% W 80-100%
IMEAC O A R E DERIMERTAENS ) —F > VIR S RERBLIE., 55 SNTEFLEN,

ERTOMERFEALHDER A ZBOBRFITOREIT, AIFOR
REPORIEBHPREEEZ NI AT OHORHOFBETE
ZENERHENELL, CORBISEAH P REISINEES. BIEHEHN
sEEEEING Y — 75, PR PFIRERS. FRMHREREOLH
DOZALIFEETUR. FIRIPELEI TRGAMIO LB R _EHE=58
BB RN SEENSIBESABVELZ. SEORFTHE.
BEEOIZE IFREE T THhd DMPK EBIZTF TO CTG UE— Nk

REARICR 2 HRELTVELS.,
COTLE. BESAD LREEE
OFEFAETZ LTHRARE
RICBBEEZSNET
(Sugie K, PLOS One, 2015) k=]
SEE5|EREHANIT—
E(FUSHE T DRI BES

ENTVET . HIET. FIRBRORFTEENNICATOTVET . BEER
""H’El‘fii?f SF—OVTR £ERERFEZITVRORIEZ IR
TR DR E RIS TER LI,
2015 E£03JE-W M TEANET7T
UACRIBBsFIZSESHIEFFIEERIRBIC
FLWETB TN ZORK[DIHHP5H
AFUR-TFA b TE 20 EtERFHFES

1
1
1
1
1
1
1
1
1
1
1
CORRRBOBZRICIE. FERICLIFHRIEZIINRNMEBVEER |
1
1
1
1
1
1
1
1
1
1

R ) - SAOBRCHBEEHLTUE =

\ﬁu@ﬁk—?—?ﬁiﬁmﬁ (RRRERT) _ FIDT. EITEIBFALE 20th World Muscle Society 2015

=® http://www.naramed-u.ac.jp/~neu/ LEY. HFYZ-T51b>) TOFE
= B LT ILBAREKL6ERDLH
ya@ﬁtza COBRELRE § [T EERLKS ‘
ﬂ GNESZ/NF—TONTAY—H— B ““““‘”*’/—-f J—> e
A ErRnE SERDS--hEMAE- wEek BE B 5 T GNcE? ()
SN e a— ] Sldeose GlcNAc-1-P '

Remudy BEAZEDESA. FUHELT, EIDRRMESERL tl
UDP-GIcNAc

Vs
/
Vs
/  (OTIVBEDOFIRERER
4 YZ2R - HEROBFIE
EFESMO>TOERA)

- HERFAE - HERBIOBELHRLET,

LR R ERE TH— 0= REREL TOREIZR L TVBE
(TR ERbEEOR TEHRER Y O LRbrE U TARRRIER SR
HHEFIORRIRIATTARZ AL TLBIENS, XN SER 4 RIRRDE
BEANEKRENTVFS  HEARICE. BEBIRBRI TR N-F

DY R EREIEAIRE CERLOMRER OB E ARSI
SNTHD. LR, B FREESOBMOBRICHZANTVET,
F EBICEESINTSSNS
BT ZAMOTA—PRRMEIA/NF
— SN RUTREREDBEZA

X UDP-GIcNAc 2-epimerase
GlcNAc €———> ManNAc (GNE)

X ManNAckinase
(MNK)

ManNAc-6-P

|

NeuAc-9-P

|

NeuAc

U7 IVER
Gy

(LT EE)

NeuAc

(*Z)\A CMP-NeuAc

TR OREF AN D Z I EICHSTTEEHDEEA LERF

SAEPYN\EUES SR AR T IR BEA R DA EHE RN RSN LB R X DN A AY—H—
=L TOED, Krebs von den Lungen 6 (KL-6)W'S7ILEEDREEYI THALT>
LR TECOLIBIFEREN (LFPMIREDTHhBHBITY . ) O—TETHBIIENS, Falz5(E.
LTHEA RIAREZSIR>TVE GNE ZANF—THE KL-6 NICHATERLE R BEZDBRESATHN
9, S ZOFTHRNRIE VWERE, IRPEIRAFTO KL-6 ZAIELTWET, KL-6 [FEARTER

MOLERFENSFIEHEITOT
L% GNE SANF—D)\1AY—5
—([CRF B3 ZRBNLET,
GNE ZANF—F>7ILEEDIE
THREOFTI N GNE =
ANF-DBESADEDORTS

BRIRBENTHD. BRI E CRIE TEBRIREBLITENS, GNE A/ "
F-ORBCRHCEATEZEEZTVET, 7%, Remudy ((Bf )
NTWBEEACET N ESEELT B EHBLBLETH. TOIICHL
BUCHIRVEBL EFET,

——

BEBRr> Y- -fENAEI Y- (regSh)
% http://www.kure-nh.go.jp/

@1


74077
タイプライターテキスト
 

74077
タイプライターテキスト
※ 

74077
タイプライターテキスト
 
※説明は最後のページへ

74077
タイプライターテキスト
 

74077
タイプライターテキスト
 

74077
タイプライターテキスト
注）生物や食品中のいわゆる『ネバネバ』成分をムチンと表現することは広く行われていますが(参考文献1)，実際にはムチンは動物界（Kingdom of Animalia）だけに存在し，植物やキノコ類には見いだされていません(参考文献2)．わかりやすさのために，本研究紹介では植物成分について触れていますが，本研究で取り上げたKL-6は動物由来のムチンであり，植物由来の『ネバネバ』成分とは異なりますのでご注意ください．
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