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EAFHT. HPEE Rk
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G EEE TRIE L7
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@ EEH 1 —ONF—DRBEDTE oevvrrenrerienn

Charcot-Marie-Tooth % (CMT) &, BEFREVEETRHAZOERLFIEES
TIRBOBHRTHY T4, ToMicd, BEEESHREE= 2 —a/3F— (hereditary
motor and sensory neuropathy : HMSN) &I h 256050 9. BEENERENH
BB ICoN, BEFRECEISVWASENTORDLIICEY, TORHEIX—RE
I HMSN Tid% {, CMT ORFHFHEVOhTT. T, EFHRRL LT, EHEEST
FREEX NS BEEESME = 2 — /35— (hereditary motor neuropathy : HMN), &
BEHELTEES NG BEMEEMS 2 —O/VF — (hereditary sensory neuropathy :
HSN), F-BREMAECMACHEARIEESL, SEMEBEMEEBEN 21—/
F— (hereditary sensory and autonomic neuropathy : HSAN) »%% 9 £7.

@ CMT DR ENEE covereceraneananes

CMT OB ETHEIBAVLATVE HDICOVTRRWwEBRWE T, CMT &, 58
OEEIMEORE, BEHX (FREAEEE FRe4HESE XiekfE) RETF
EBBIUVEREEFICLVSESLET. &% CMT OARKIE, CMTIA v ki,
CMT DB EEFETN7 7Ry M EBRTEBINT T, KRERSETE, HEORE
ERFRTEROAEEEREREROD DI CMTIL, HEEETHEREBRODLOIZ
CMT4, BhREOBEICL S DTELERED D DIXCMT2, HHREO D DI AR-CMT2

N 2T e S ————— T P——
BEERBMEEERE- 2 ~0ONF—  BEORRESZHL, OROME. RESSURE - B4

RERUEBEITER RUCKIY., SITIL0EHELDD. REBRICEHECAZINTVERE
s, HECBINTORLERSRIBY, CMT TREHMROESH'EET, Bk
BERBRMI 2 —0ONF—, ELCEHBROBREICLYETS.
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EFFIZNTWE Y. CMT3 X, EEROCMT THAEF V2 ¥ - vy ¥ AE (Dejerine-
Sottas B)) # & LFFA, IZLALEDNLTVERA. T/, XREENEEEROLD
X CMTX LI hET. BETFERPEETREEDORVE, TV77Xy bTRL, 2
ZIISHREEHEEEN TRYICEETFENRAE SN b DX, ‘CMTIA” L7204

AHEOREIREEENI Z E 2R L FUE T, KIEHEREICB TR &
FEENL, BRHICERED LAWY, CMT KBTI, BEMNIC LEOEPHEDE
ByfiR(EEE (MCV) 38m/sec 2L LTiEShE . Thwi, CMT OB, &
HiCi, ERAEXNRE (WREEMRE) BPAEERY IT (B 1). T4, S8ERTIE,
ERiEo&NE, ThENORHPHENIHNTE T, BEORHMREEL5 &R
TEUREEREESRE= 2 —0/3F— (CIDP) iz, CMT LERNICENL TV 5545
bEL, ENIELWEEIDHY 7. CIDP BREFENHKERDEMRE 2578, CMT
& CIDP DEND - ORBERPLEL 25 LdH Y TT. FEHATE, CMTLIZE
BREEOBEYAONLZENEL, CMT2EIZ, BEOHEZIFHRL LTVwET.

FIFERAZE SIS, HEBERIHMERME, EhaEoEHaSEEEE (MCV) 38m/
sec TRICERERZHICRES LT T, KROFTH MCV ¥ 38m/sec D ETIZF /2
VBEBELHY, T0L)PHNLEEREZ 2T A2RIIFHAE CMT (intermediate
CMT) LHENZ Y. G/BI BEFEEIZL A CMTX b CMTL & CMT2 O RG22l
2RLET (E1).

EhaFEHnRiEEEE
38 m/Fh

"CMT1 . CMT2

PR | MR
CMT1E!
CMT4E! —
CMT28! ——
CMTHRE
CMT X C——
L1 1 1 | | wmev ms

10 20 30 40 50 60 CGERRRE)

BM/APIZE-ADIHE S, PR LTINS
IER{EIX50m/A Lk

B1 CMT ORENGREGREDIH
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TN PHBERY CMT DBEERSEE vevereerrveresanans

BRI CMT I8 T, BMRNIIEBEERPEEETO/MESh, ERXETEEDS
EENREELETIREEMNPEREME RS L (congenital hypomyelinating
neuropathy : CHN), £#2» 04 KH (BE2RUT) KRETHIEERRZRFY =)
v Vv % A% (Dejerine-Sottas syndrome : DSS) &M EN F 3. T/, ElBLR EC
IHBIELEBIIZRBBO S 2 — N F—3EREEE = 2 — 08 F— (hereditary
neuropathy with liability to pressure palsies : HNPP) & &JiFehTwES (H2).

RRBE T DERIR 48

Congenital hypomyelinating neuropathy (CHN)
TaYyE— AL TN EEREENSTRTE.
BHISELCT LN HS.

Dejerine-Sottas syndrome (DSS)
INRIRRERTCESERNALSNS. BERICEETFICN
212y, TORFRALITHDBELHS.

Charcot-Marie-Tooth disease type 1 (CMT1)
EHOBSEEL, FROEIBBICEICEEHIM, 80
MBLEESEHD. KAIEDE, TEEPMBEEDRD
EWBLHTETHSTRENGRICESTTS.

Hereditary neuropathy with liability to pressure
palsies (HNPP) (BEEERBE-1—O/F—)
FEBOEIEAEIcLY, Boa—~AnFT—KERICHERINS.

2 RBEOBEESE

FRERIEAS SERE

@ CMT DEEEIFHE «-veverererecncnens

CMT i, BRHBLIUTEGEMIIZ(DBIHTORN, PHILDH H DFEHEEBEFI
iz, SULOBRETEIREENTED, ZL{OBIFITOoNEILIFDIoTVET
K1 WCHEHEZ T, PLPICSNERERET, BEFE BRFE, Ok S0k
B, #FE{, FHEOMEICERSN, REOREDN, BIRNLSHEEFBRTEET.

Bigti% CMT OERBIICRLE Lz (R3). REDS BEHOELERS v 7%
Va2 VRRTEELZDOTY. HEMOMESY ¥ /37 0 20%% 5% PMP22 0E%2 R
FORWAEEELFIERBILEY. 2, HAORRE 22 MPZ %, B0 50%% &
B, HBOEEIZHES LTWE Y. G/BI (Gap junction protein, beta-1, Cx32) l&Ei# &
WMEMOZEEEN DL, FEPYEORHBIHES LTI T, MEERBCLELEE
EHFTh5 EGR2 SOXI0ii, BMHBRICLELRY Y3/ OEERZFETIHEID D

GETET | WAARBLRIORRELBNT SBLFHOIL.
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£1 EBEMEZ1-O/NF-ORRBETFE ZOERNER

BIEFHEE RERET FRFEOHGE R kR E ERARAYIF B
Myelinopathy (%) ERE4ESE
17p11.2-p12 PMP22 fERE. Y27 MROSLEE CMTIA, HNPP, DSS
1q22 MpPz BisyiE s » vy, &3 CMTIB, DSS, CHN, (Z¥#EEE
Focal folding
16p13 SIMPLE/LITAF % ¥232 5#2% CMTIC 10 AR 2E
10q21.1-g22.1 EGR2 PR OSSR CMTID,DSS HER
CMT4 EhBHERYE
8ql13-q21.1 GDAPI Thar )78 EROBE, £F CMT4A R
11221 MTMR2 YT FMRE CMT4BL FIHFIE 2 &
11pl5 SBF2/MTMR13 MTMR & 2BGE, V¥ ME% CMT4B2 EEMRRAR
5q23-a33 SH3TC2 ITY VPR, FYEIEBOMBEE CMT4C ETR®-L Y, A
8q24 NDRG1 sk s ? CMT4D (Lom type) i3]
19q1313-q132 PRX a7 viREMBEFLOXIE DSS, CMT4F BIRE BREEERL
10g22 HEK1 Fva-AR#/?IPavFYTHEE? CMTYG
12pl12q131 FGD4 Y2TVHROMEOBIEME? CMT4H
6q21 FIG4 FATTFINA) Y P—MREWE CMT4]
X St Rt
Xq131 GJ/B1 - IxY g R CMTXI bARER ) %
Xq223 PRPSI 7 v, BERH R, ANERE
Axonopathy (fiZE#!) Y EAEY
1p35-p36 KIFIB e CMT2A1
1p35-p36 MFN2 I hav Py TOMHRE CMT2A2 BAEES, CMT2 THHE
3q13-q22 RAB7 AWK % CMT2B TR RIS
12923924 TRPV4 AFFVFX AN CMT2C SRS
7pl4 GARS 71 ¥V (RNA SREEEH CMT2D, HMN5A, SMADl LEEMOHIHET
8p21 NEFL Sa—D74 92y b CMT2ECMTIF RERS, R
7qil-q2l HSPBI(HSP27) HBE#OMS, dM745 A7 MIE CMT2F, dHMN
12q24-qter HSPBS(HSP22) #¥av ¥ ¥ vy, #87TH CMT2L. dHMN2
16g22 AARS 7 9 =V t{RNA & EEH# CMT2M
Firmies
1921.2-q21.3 LMNA Lamin A/C: #BEs v 132 AR-CMT2A
199133 MED25 RNA &Y X 5 — ¥ AR-CMT2B i 30 ML
16q24.1 GANI ARBEORE RNER » b 7-7158) GADN) : Exmi’é&:a EX#z
O F—
15qi3-q15 KCC3 A4 F Y Z|(KCI) ACCPN, Andermann SERB RSB R
CMT (s &) EhAEEE .
19p12-p132 DNM2 i TR A TIE CMT DIB (s % B &)
ip34 YARS F0 ¥ tRNA AREESE CMT DIC(Fr#3 C &)
WRERBRIE BRphslt
129131 DHH REBE, RS 46XY MR AE RE(E, MEORHEE

Neuronopathy (RIEEHIRE) HEEMAENE
3q12-13 HMSN-P(#I8, MER) SUGECHIET. HEg
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"J.'\.")'Jmm

T NDRGY ‘sHarcz HKa

DNAfS{E 55 TDP1,APTX, SETX
HERE PRPS1 MED25
B4z s34 Lamin A/C (LMNA)
tRNARR GARS, YARS

LA
PRI,
SR TA G

Shav Ry TREE NF-L(VEFL), gigaxonin(GAN)
MFN2 RAB7 KIF1B

GDAP1 HSP22 (HSPES)
HSP27 (HSPB1)

s o

el il

1)
f&-H e
DHH, KCC3

4 EHRE CMT DRk

Y. oML Y29 VEBRTHL 8% ST RBETORENBBE CMT £33
LET.

%Y CMT (CMT2) I2oWTHRLE LA (R4). MREICLS < ORE L BIET
EEMEVET. CMT2OEREE LTI, HEOIRNVF—REZBTI IV FY M
BELb0, BROWEE LR H2WEHE BENOYESHEICEHS DD, DNA, RNA
BIES L OIS ¥ 80 k AR E R B2 VA AR EED A b0, REMEOR
EMMLEET L0 ENH N T

BEES 2o F -0 FERNOEEICDWT, ZOHEEDEH W CMT iE, CMTIA &
RN 3 B CEREAEERERR (AD) TH Y, Bokd 5 CMT &E0% 50%, BEE
D0 EDLEREENTVET (A5). DHAETHEUOEETRIVIEEL
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GIB1  MPZ PMP22
]E1 Z0Oit (32. 7%789)

CMT153% | . PMP22 ®if

N I N T O A T |

10 20 30 40 50 60 70 80 S0 100%
(Boerkoel, Takashima, et at Ann Neurol 51 2002 190.201)

MPZ  PMP22

BREE % . - PMPREM .

S Y N O N Y

10 20 30 40 50 60 70 80 90 100%
(Szigedi et ak Neuro Molecular Med 2006 % Z)

BI5 CMT DEEFREEZOEE

LRTHY, CMTDZAIC—AIRCMTIA L VWX E3. —H T, bHEETIRLS4L
BEFIZCECIREDLDHY T, RELHD S CMTIA DEFERELRESL TS
D, KEOERLEFOFEEZHTONEEIC 2o TETEY £+, CMTIA OERIE S
Y VRS 82 TH D PMP22 (peripheral myelin protein 22) % &r¥efafk 17p11.2
HIRD L4AMb D5 7 & (BBEO—BS) OBEFIZEIRIVTT. BERC2EH I
FEORVS DX G/BL/Cx32 DRET, X REKERERRD D CMTX ERiTh T
. ZORICI ) YHR S YN ThHh B MPZOBRIZTFREDIEICEEZ 4. BATR
G/B1 X ) MPZ DBIEFREFZVEOHRELD VT, FHE T, GBI DBREN
Z{, TOMDOBEFRABLIBELPIIL o TuEEA, BER (CMT2) T3, MEN2
G/BI ThHhH, TOMBIET, EEOBETERVWESDZ VLD TT. bHRETHE
SNTwH CMT4 DIRRIX, GDAPI, SBF2, PRX :¥W %1 7. MOBRETFREE
B, HELLTRBBLELI~5%UTEHEEENTT (H5).

& E{ﬁ?,—tﬁﬁ

NI TRAESNIREFHDL &4, CMT DERRGFORERES TIXD Y
A LAL, BEOTRERERBRTI2HEDLD Y, SHOBRE~OT LRI
FHEZRBLTY, TORBRLEMEIBEIHLELNET. RCRLALEETESD
BEZEIR, UTOL) 2IEF CREFRELT) OVWHEHEELIONT T,

Y, MECEREOEREPOBBBLEIONIEE, ChEITORETIZE~
70%% CMTIA TH Y, BEFBH L LT PMP22DEBR R/ ) —= v 7T AAERD
DEF. F7, CMT 24 THEMI CMTIA TH2720), CMT OEMZ- 20 Liawn
BEROVTY, RLDIC, PMP22 DEHEA BT RELEL00ET. —F, LEO
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PMP22 13— 3 —

HNPP EE CMTIA

B6 PMP22EEFORKEERDIRE FISHE
FISH i3, BZ0OMMttE, PMP22 x ELEREENBRT

Hedarty, #Miadh 7z 0 fAME O PMP22 BizF %= o fd ot

ZRETHYETT. EEHIE, 17FE6E1EXDD, 100

PMP22 BIZFAHADNEFTT, 17HFREALI 1 >0MIED

70 2EKBYEFTOT, 2AKy b 22¥=) Abhd DN

FETHYFF (FR). 1 I¥—-DOH DL HNPP (k), 32¥

—DHDIECMTIA K 2D £F. CMTIAIZBWTIE, 220

-, 1 2oDIE—I5hNETE, 23— 2L THBEL

THEELIT.
MCV A% 38m/sec B2 A CMTIA OEIXITE A ERL, COBEICIE, PMP22DE
BORBIZEABTREEEDRET. SO PMP22OEBE# RS-0, 8F3FLFHE
MWESRE, ESNTHWET. DAETE, IBNSEREOFETH S FISH (Quorescence
in situ hybridization) % AW RE, ZEEATF VAR ALLRESATHE
3. Ihid, EXRBEETIANVLE PMP2Z2R&IEFEEUGA VIR 7 VA FF/u—-"7%
BEOMBICKES Y, EEELEHECHRZKICBETIV2HE0%ARELFETT
(E6). CMT1A ®ERIZFEOHR ¥ > /37 ThH PMP22 (peripheral myelin protein
22) ZE0REM/K17DII2D 1AM OF J 2AOEBICI YR Y, T/, HNPPIXF UE
B|D PMP22 BzFORBICL DGl &R ST T. COFSHHKEE (K6) 1, CMTIA,
HNPP & b ICHRHITTRET, TORERE L, REMRED 1BE L LTRBEER o T
WEF. F, BRIEMLPAREICL->T, LYVBWRETEMIIBRETESL0HED
HNFETH, SOLIAHRBGETIZH N THA.

PMP22 DEZEUNOBEFEFEORBICIE, RKEZETERY— 7 ABENICLSHE
ZFEEDOHED, CMT OBETFHRE L LT Athena diagnostics b av—¥ v b
N—2CREINTBY T, —F, LIEETCRE»FTOTEHERL, HREO—FREL
TBIEFREZIToTWIET. BEFEEORZR, —EBHISEY— 7V ABTICL
DiThh, RBHEEDOE GBI, MPZ, PMP22 % X DEEZETFHFIZLHICHRESIE
T INRLD3IDODBEFIRIBIINEL 27V DD, ¥Y—7 Ty AFTET
BTHD, WCOPDRRIBVWTEHETCRERBESIATEI LA LALEYFS, BIES
TIREHIZHU U EDERBEFIHRESN, TRTEY VY H/—BFILLEV -2V AR



WTI T Lid, 184EH2) 10 FHUEDIR M EEBALRFEHRETLED, Y—2
TYABNLHMWROLBNZTICLBEBTHYE LA £2C, SRAOEEF
RE T HEBRRRE THAR2 FED—2IZ DHPLC (denaturing high-performance liquid
chromatography) %% V), #IEFREEZA 7V~ v VT2 EHTEET. Shid, ¥
7O M54 - ERERBEIY VO ATEER Y — 7 LS55 DNA SEES 5
LERAEDYE, BEFRELASTHIHETT. LVMEICEETES LS IcBsR,
BRE NAANW—=7y b, LBAES =TI eV EMNSH Y . DHPLC
B, Y-V AOLELRGBEHBICHLEONE LI AT, FHELRI -2
TED—DOTHY 7.

=7, EEOBEEDEFICLY, MENTEE, BIXIO4 /07 L4 HEli%H
WEBETRAREENEBR LI L. <4707V DY Y= 22 2EHREZEVS
HET, Y= AWFERETHHETT (7). REICL ) #ENL CMT BE
DHPBENL2IDE Lo TET L. 727, ¥Y— 27TV XBFIZHN, REREAD
EROBHFIEL VLD Y T, RENFEERE LTS FSIFETFREND L0
TOREORMZEMTI00%RHT2HFERLZVOT, TR P2EELEELWLO»
DHERZMHBEDELIEPRELEBbREY. £ BREEBAZOMBNECEREL
72 CMT BIZF# WA DNA F v 7iik, CMT BL U2 0EBEED 27 OERABIETF
BERL, HRL AV TOREFRENZTONL LI CEoTVET. 485 ORIEF
EEPRAZESH, BRELECTFEELOMEXHL 2 LEDPRET.

DNA? JTf*f :ﬂ—-/@ DNA F

_&" T ls.m oz PRX YLo—SToAEfi—HRobh
([ [ v sono_|[ooarr |- BRFIISH TILDS.

uTMR2 J[ names |0 110.938i8 EOEF| T

ssrzmmanty [ NORGY e

T L e BAOUDEETREE
hseee [ wema [ ome [ vams —EIRETRE

[ | SETX [ o
v | cant ]| Ka |
[Cowa J[ cenez || Genn3 ]
LGGII F] Guua§ I L Gened ]
ez [ omer [ Gmnes |
; —:

FyTORF v B
X7 BEEZ1-ONF—BEFEHDNAFY S

SEXM
1) %M 14 : Charcot-Marie-Tooth DT ZHUT. WEME 70 (4) : 357-365, 2009

(Hs 1)
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i PMP22,/CMT1A
CMT1A Peripheral myelin protein 22 (PMP22 dupllcatlon)

B FEREETIERE cvvvreeernrrernnnne

PMP22 (peripheral myelin protein 22) i, FE%Z I L) YR /37 D—DT, I3
VIR 2ED 0% EDLSDTHY T, TORETFRFEICLY, CMT TED
HEORVCMTIA F3EEI SNTET. CMTIA DFER, KEOHETEHY =
T4, CMT &0 50%, REROK 0% % 5D TwE§. CMTIA OERIE, PMP22

' 284 17pl12 D 14Mb 7 ) AOQEBENFERET, PMP22 # >3 7 ORBEIEINT 5
CEREYEEPTIERI SR ET. EREHE= 2 — /35— (hereditary neuropathy
with liability to pressure palsies : HNPP) i3F] LEBEOREIC L PFIEZRISNET. E
EFEETIRIE GLXTHE) 0B85 LELE T, PMP22ER L G/JBIER, MPZ%
RiZ, ¥6:2:20%86T, BERTIEKKI D, MPZZEDHEENEZ VI EMFFEESINT
WwE,

@ FEE AN RL ceeerrernaeennnns

BRAERE LT, A1BETRRALL I, MBokbfhz ERERD 5 FISHEIC L bk
FENTWET., PMP22 %84 1AMB O ¥ ) ADEBIZL Y, B%E 2 2¥—0O PMP22
BIZFHIAC—CA B0, FETHEH2ODY I FUNRIDIAXLDLIE TSR TE
T, FIANEETAANZALELT, PMP22 % &AT, 13- FEICEML
B % D OERA 1T BRERICH Y, ThlReadofiR: (BFelTifEsB%E
THRID) QLR BolBMUTHBRINEDY, PMP22#EHL THo2REH4P,
PMP22 HREL 7Rtk b E T, —EELNARELREBHLEEELH D ET25
BREENIZDELSRET (B8). ZOLIICCMTIA K, PMP22L W) BIEF - ¥~
NI ORBAENISESNWIETRENPEZ o TR A X AEHINE L.
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CMT1A 17EB2EBREBEFEEDAH=XL

SEELAEEA PMP22 AMMESB
FABUAIRA PMP22 SAPERB
J:L BETFHAL
FEEERA PMP22 B A PMP22 EARB
A B

1RORBELITAMP2202aE —L0aE—DHDHTED.

8 17 BLBRFEEEDAH=XA

FRid, MEPCHFEELBECORBIBRIET 2B, FHRARERA £V &5 2R LEHK
THALED Y 75 RBEOBEMEAMRE), PMP2 BEFEHAT, FIR A LERB OmHIE
BEUTYRIED S, HRESTHRA LERBIRERARARIME Y, PUP22DaV—K
KREFRBIVIT. BF, #BE—20L20 PMPRBEFHDZA, 2201280720 0E 00D
DAFTES. L rOREBHEILZ2EHEL0, EED 120 PMPR BEFLEREL 200 PMP22 %
YODDFEFETHILERD, 3TV —CRBE CMTIA KR Y, E¥0 1250 PMPR BETFE
REZPMPEEFRETL2HDONHHEHNPP L2 24 T L) BRI, ThTRHZHH
ABETRI - TVWAIbDLEEINTT.

BLLSVWCMT TH 5 CMTIA FHDFHW L CMT LWz 5 L BWETH, biE
ODEEFHEFEEDOBEM.= 2 — O RF—FEI/ N — 7o ORETIE, THREE
%msﬁf%%um&uTo%ﬁ??ﬁ,mﬁmi?m%ﬁ%&%&ahi?.iﬁ,
CIABPLERFRILDTIT, S NBESARHEY LB ELI LTEET.
CMTIA DB BIIFGOITLRICHEDLAMERRIZEA LD ) THA. ERELTIE, T
DEBRERE, REEE REOETRIZZEACALATT. ZL0BEIR Tk
LICRPLTBY, MR, TNMORDERICLY, FITHONT VANEL 2 ) T3
BREETR, BEENEDLRYIKCwOTTY, RHECHY, REEORTIALLE
T. ROWAL L BNEY. THEMRIZETRESXT AL, HEBEHEH,S RED
DHFCIIALPREFEIDH Y, FATEHICIEEE» SEEIRE >TVET. EH
HZzBEETHNNEL, TERILZZ2BALVHDET. FH-oRETI, By V82
DEADEHICASHE T,

BEXAEERETE, EPEBHNEOEERERTEY 201n/ ¥ (E% 50m/sec L) &
REMRIEZRD, ABNLEHE— 2 —orF—0OFREEL 2T, CMT2E® 38m/
BULOZEEEZET 5 CMTIA R, BEALYHY LA (M),
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BARA2056|DES &
MR EEREDLHT
PMP22 duplication

THRESFER 20.35%
1R TOREDS  #HELL

=

No. of patients
B @

T BRI D 57 2EHE(83%)

=

8

i HET(100%)
TR I (39%) I R 49 22(100%) R om o
Eﬁi&o)g .\//\07 .ti (52%) 2- ’MPZmuratIons
01 PMP22 duplication % .
10 4 - ° f
- RIEERHDO ST (s HTL

0 10 2 30 M0 50

No. of patients
=

— I
=
1 1

24 Cx32 mutations
0= < = ]
0 10 20 30 40 30 60 70 80 90 ]
E 104 —
B EE(CTHIE) f ALh
IEAf#EE MCV21.1 m/sec, CMAP 3.3mV Medain nerve MGV (m/s)

EEmEE MCV21.7m/sec, CMAP 0.9mV  (Hattori N et al. Brain 2003%229)
9 CMT1A OERERR & BB EERE

e BIEDBE ccorcccscccsncsnans

BETTIRENLBREBLENTVERA. LaL, BEEOXI=XAhb, L
SHEREIL TV5EPMP2Z ORHEZ LIFCHHTAZ LT, BEEFI L0 7457
THZEZXONI L. ZOEHEREHTE7-012, CMTIADEF VI ZAEHNT
PMPZ DREABRZTHBOTIENTERVDLWIRIADFTOIE L £ vy 2T
TVIEBWTR, TRANVEVER (€532 C) OREICL D PMP22 DREBEAHEACH
BTE, Y AREHEEORRIHRENSLZEFREENT L =9 RCBWTH
RINZILE, LB THEDON, ERCBEDENSLOHEI PIcownTo
REDPLEE Lo TWE LR, ZOBRRERD, DAEICHEV TS EESHEOHEES
BLT, REOBFICOTONTE) IT. KRR, SR EADMERE R EE
BREPLICINT LY 5 —TirbN, BhiE—BOERIHEDD B TEEM b IR <
NRTWEY., —F, BIHIBWTY, 4157 7RF TV ¥R LICBWT, ERICHENS
SPHEEZToTVETH, BoE L LANBERETE TWRVRIRTT. S&EH
W B TORB b DEBbNT T,

72, CMTIA BEICH L, neurotrophin-3 (NT-3) D34 T v b REACKETFH
b, BEDEPBONLLORELHVET. DLV L CMTIA BAPELNL LI 2
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ERTERBTRVWD, BEFHELREEKAL LTRLEBEOHEL ENTEWEBIZIRAD
NTWIERA. BHEIERTIEZLEEAOHENOPT, EWVFE, FL2BREFERIR
ALDEEZLGNET,

SEXR

1) Passage E, Norreel JC, Noack-Fraissignes P, Sanguedolce V, Pizant ], Thirion X, Robaglia-Schlupp
A, Pellissier JF, Fontés M: Ascorbic acid treatment corrects the phenotype of a mouse model of
Charcot-Marie-Tooth disease. Nat Med. Apr 10(4): 3906401, 2004.

2) Hattori N, Yamamoto M, Yoshihara T, Koike H, Nakagawa M, Yoshikawa H, Ohnishi A, Hayasaka K,
Onodera O, Baba M, Yasuda H, Saito T, Nakashima K, Kira J, Kaji R, Oka N, Sobue G: Study Group
for Hereditary Neuropathy in Japan. Demyelirating and axonal features of Charcot-Marie-Tooth
disease with mutations of myelin-related proteins (PMP22, MPZ and Cx32) : a clinicopathological
study of 205 Japanese patients. Brain Jan: 126 (Pt 1) :134-151, 2003.
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