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BEEERBCEEZ DbOPHREEINT
BY, TOSHEBEEOLEE, Yoo+
LY ERORESE G H > T, TS HiFIcE
LTWiih-t, BHE ChonBTolbHEE
L& -To, BEEMOZWVWIHRETHH, I
B c 3 EL TOWRVWRER EICk BHEBEE R
2, Zo#EEEs 1 oor - OBERERIC I EE
oREN, A, Enofh, X-REEEE, b
a2y F)7DNADREREILLZbDESZEL LD
WH B, BT WIER AT 5D R EHDET
3d 570, B THRESN TV AIEMNZ®RNT
SR L. B #BEH/ 4 oxF-0RICERK
AL CTEEINCAEE Lo RIS Mica i/
1axyF—L&, BREEBREORIFL , £ 03
F—DHb HIEIKEBTEHDLE L TAmyloid
Neuropathy, Porphilia, Refsum #®&EM»H 0,
% & 12X Fr#l  Charcot - Marie-Tooth ¥,
Dejerine - Sottas HEHENDH 5.

FGRHIIC Peroneal Muscular Atrophy %
Phenotype & 9 % Hereditary motor and
sensoryneuropathy ®%<{ ORREERETE
MR Fk L REMEOERP|OEEICE D,

@ Autosomal Dominant (FZ@FEHE)

@ Autosomal Recessive (BEOEFH) B LU
@ X-linked (X-HefaffEH) 03Bzt oh
LEMbp o TOFELELLELT,

O HHEEEEDIERE S IcREE S /o7
b0, FihitEERRELE, A o0F —
(HMSN Type, Charcot-Marie-Tooth

Syndrome, Type 1)

@ mEMHBTVWIEBRIIREEZE LT HO,
/4o vi
(HMSN Type, Charcot-Marie-Tooth
Syndrome, Type 1I)
@ X-Zaffic B 2 L HERREE =45
& @, (X-linked Neuropathy)
@ HEHERAEE R LR 0P AME L= %
T 5D (HMSN Type I, Dejerine-Sottas
Disease)
®.3 by F) TDNAREICL 3
Mitochondrial Neuropathy (HMSN
Type W)AXBIE LTV 5.
AR TR ERDD,0,.0.@ic> W TENENIMIL
L Tii~<, @DMitochondrial Neuropathy i31§
EHNCLT, 20N FEREFLOMEEXGEZ,
FOFREBICOWT bR B,

I, BEMREEEESREE, 41 0N F—
(Hereditary Demyelinating Motor and
Sensory Neuropathy)
BEERREEERRENE / A 00 F — (3B RS
T~ 7 o &I & 2 BB TI8565% Virchow
(I-1) 2 &9 2F B+ ok 0B EMHEIRELRE DE
PI$h& % Progressive Muskel Atrophie D%
TirbhicZ LicigE 3, IRWTI8T3E Fried-
reich IZ& O [E—&HTHREEITT->TWV5 (1-2).
oV TFNSEAE HMSN Typel LRI S
NTVWBELDTHB. T D Charcot & Marie
(1-3)8B & UE4HE Tooth (1-4)i2 & » Peroneal
MuscleZ (RE84 5 E T E R HEE R R B O3 H
L& h, £hLk Charcot-Marie-Tooth % &

MERYe T629-0892 SLEUATARHELL &NT  BIRESEAR AT
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2V IGEEMEESREN / 4 o F — (HMSN
ERPIEREINB LS 7. FOEHOSE
BEOFRRENFEOBREEFNEES L Uhiatt
KlofERicbhz 35 Mic L 0 F~3 & (-5 1-6),
ZTOEBHBEMNIASPICE B E & bIT(1-7, -14),
EXVEEFRAGE, AR oREMRENRE
WCED TRETR KB L, BB T RT3
BB DIFIE & JUA M 22 L i 22 1L (i
Bl IERE REIEEE LTEHshTW3) (1-6),
DIHRTRIEES 5 W IIBEICHDT 5 EEHE &
HREMEE(LERTU14). #LT,hb60
hicidmBICBS LVE LN s h, ThEhE
Bhr2BEHEAELD, HoMTFREEEN
(Autosomal Dominant) (I-15, [-16) &, Hif
&% (Autosomal Recessive) (1-17,1-18) &
o E R, SO IBIERIAKEIE N, WERH
DRE, T EicHBEICHET IRVEFEICHRIET
B3 o (%) (1-7, 1-14).

1. 5 G 8 T o 8 B T SR R
S A g, T8
(Autosomal Dominant Demyelinating
Motor and Sensory Neuropathy, Type 1)
(Charcot-Marie-Tooth Disease, Type 1)
19752 Dyck(1-5) 3&Fh  TicfiE s il

[EAEEFREM: / £ 09 F — OFER) % BRIV B
LEIEEFENEEL S Uitk oREIC &
] .

OFLEFBMNMHESHRE , 1 o/ F —
(Autosomal Dominant Motor and Sensory
Neuropathy Type I, Charcot-Marie-Tooth
disease)

QERBELHERM , {1 v/¥F —
(Autosomal Recessive Hypertrophic
Neuropathy, HMSN Type I,
Dejerine-Sottas disease) (24317,

19804F Harding & Thomas (I-7T)Bl5FE G
EEAOPICEZLL 0 b, FIREHAE & il
R/ A )ITREDELWVEASR SN EHL
n, polhsFBERNICEHORERIALZES
Eib, T o%E558 L, Autosomal Recessive

HMSN, type I, Neuronal Form & L 7.
ZOEI(HMSN Type 1)IcfHY 42 EEbN S

fiEfilo% < dthicNordborg et al (I-16) # k&
U Vital et al (I-17) O&EHrd 5. FiE T3
1Bl D BEFIOF RN OB TH 5 BB TO4E
HRFEITOnion Bulb®IERAEEY Shiz. Hi
B REFITRIOLTWS, LbL, F—othE
LBOLTLEWRHOBICIREUENH S, &
BT T R L[ERkICHE 4 OFEE D Onion
Bulb##R 6713, T ®O0nion Bulb 3w
Yau vl B ORIERL DS B, Z O
S ISR HE O RICEE L L, SR AR
ERIEsh2EDREBR RPN S, Tofh
O v EL Y (folding) B2FIICR S50, 4
HOLBMIOKE bD, ABO—HNSHKE LD
BERATH B, ¥a7 /Hila0RNICEEEYE
OEFTLEERL, UL, mBERNCEREEE
RTEUYEEDNAMEDHE ARSI L5
5, 3FaVYFYTHEVEMBERNALTRSD
YL bEA SN, Me—DiBENIHEN TH 5.
F1, —OOFHICE WT LRI & O BERICIZ
B2 OIREE R,

7z, Vital et al(I-17) iF 4 D ShEHE H %
HMELTVA, LWFNLEIRFEORE LENT
Bh, MBENCHHEOREEZEL TV S,
Onion BulbiZFEERME &0 TN B S
S5nb. BB CofEYIELLHERICEYIT 5
BOEEEE:HFHLDY 27 Villah sy, b
T ICEOEES I L D EhRSHEN S, R
BERLV, Lih-> TEHHERIEETSH 5.
BhEH ot fE R (folding) [T RIS & O iE Fi[E] Bk
Bovonsd, EHPETOHEFITARAE-18)ic &
DR Eh, ZThIC LTI DOHESRF L <,
IEE TR IIH8 % IR B L, £% D Onion
BulbZ# R SN 578, HAEGAREKICR OGNS,
ik z o b0 OELIEAE R AR0ZE/LIEZR S
nizw, HH oS OZLb S,

% fo, B0l xR0 E R EEE s (Auto-
somal dominant) TH 255, FHHE(AR) DIEH]
bRMEhAER). CoLSIcFRICIZADE
AREMH B, o, HMSNICHEBEETED
o -ThiE LbI2DRESIBNESHD,
FhEFhBEOBRET LMET 5. BlHHMSN
type la B3 ik17 E12(1-20), HMSN 1b
Bliagfafk | kic((-22)Pidd 28T HEET
5, Chis Fgfhfk 1 BLUITOMAc bEE L
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73 uv HMSN Non-la Non-1b BA3d 5 (1-24),

HMSN la TFEE 17 LOPIL.2OEEA
b (1-24,1-27), Zdla Bodici3EE=EF 17P
1120EHEL L LTIDITHBICEEFN TWE R
HHRICRERSEET PMP-22 0 R M H 5
KEbHMEShTWS (1-26]1-27). LA
5 HMSN 1 BIoEFT, HHEL EEHE
(Onion Bulb)%7Rd & D Drhic B R Ic e T
BIEFILHT L WERE L B s h 3 (1-37).

RIECEREH ON, B _HF (1-16,1-1T) 353 T#ifx
FHEHRERESENTOR VA KBRS THES
FIMBEOREAM LTV, HOWEH TIEHITP
11.20EHIZEL, MHELRTFPMP-2TOHE
RBOHBILEBXTVWE, DL > HEPMP-22
DEZERAZ HSERIE Charcot-Marie-Tooth
Type 1 OB THH1% E S N(1-20), KPGHEF
(I-18) i3 Glycine ArgininelC B IS h TW5 &
EMBHSMCEN. TOLHIUPMP-22TCTOD T
} s BOEM L Leucine Prolinelc B E 1 /2
#1(1-24), Serine’sCysteinelZ&H#a L 7= (1-22)
DEEINTWS,

Zo® (HMSN Type 1) OFEFLHINT
RELFITN 3 EOER L BITHETE Y EK
EREHICEET 5(1-29,1-30). REIKCXVEER
NEGEMEH DR &R S OE TSV LiH
4, BLUTHEMBORNEEELRS. Fok
EETHoOBECEBATHERNICEN, FiF
"claw hands” &MRIEN B IRIEERRT. EFIC X
D EREO%KHAEIRE AR (Roussy-Levy
Syndrome). R T SAEK (2R AR Z (L L 72
W(-T). AhE2IC & D MR O RrE ) SRR Z i h
5. MBEWEKERIZEFIEE TH 505, BICBRE
DERPRONDG. BRIETHETH ZHLET
H 5. ERERENCHNE O RSO KR 1d PMP-22
WEERER OType la OERTIZIL Y EIET
H5HESNBH(-25, 1-23, 1-26).

REFEMICEBEHOERTHEZL (Onion
Bulb) DfFfEMiEfEahTwd, ZoZELRE
Sl HEFHOZEM: L BEOHR VIR LI & 2 IEF RN
ZFihchirLahTwa(I-2D). SRPOER T
EREEREL <, FREFFEEDEL, o
SE2TH 5 (1-28, 1-29, 1-30). 10FLIETIICH
AL L5, RETFHEET L, flild=
EOEEE I/ NRRIBILIRE I E (L L1E W (J-32, 1-43).
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— O I 4 ORERI TR 5. 1B
B, HHNEREBREMBETETZ00Z0H
EAbisw, ZoEHYoZ i, —BRwWLEE
Oy = T AMEREEL DKL, fREERORE
ERD1E L, BREBDOADSHZDONEYTH 5.
LR RA T bE4 DFHEiIc X H RO
BEMSELALEERL, AELCELTOEKR
YR 3 1 & D REREL A (ot LI A s L TIEA
LTWBAREZEZION BRE-ALRERE L TH
HLTWBbDEHEBENB(-11, 1-15 1-32).

2. Autosomal Recessive Demyelinating
HMSN Type 1 (AR HMSN Type 1 with
Basal Lamina Onion Bulbs)

Z® AR HMSN type 1 OFEE2EHFTR ICBE
T HIEFIOHME319925F Gabreeis-Festen et al
ik A(-11). LaL, £hllEicsFE—A
279 AEFSEENICHSEshTWwE (1-16,
I-30case 1, I-32case 1 & 2, 1-49, I-50). 7
Gl —DEEEERTIEN EERBASEOETET
Hx &5 (1-11 cases 8, & 9,1-16, 1-30 case 1,
[-35) MERMICEN - bD L &N B (I-11 cases
8 & 9, 1-15, 1-32 cases 1 & 2, 1-33, 1-36, I-
37). T sidvihd AR BRIBEAEERN -

T3,

FE @/ NRI CHRRET R I3 % < O T:EH)

HEEORTILEEL TV 5.

EERE1E AD HMSN type 1 ATV B A, —

BIcXh—BEETH 2. £ ORETERRY

FIHL L, FHEEHEEmE,A LA SN, KED

Mg Tha LMz, BERFFERZETSC

EMEW(-11, 1-15, 1-32, 1-37). A CTHEH

Kilhid 5, wEOREREFHTIETWVWA-18, 1-

32, 1-33, 1-35). MR ES TR O ERMR

S5h 5. HIBEEEE (MNCV) i 7.9-33m,"s-1

EE T35 (-11, 1-32).

BRI B AR IR o h, HHNE

REHLZHE (Onion Bulb) MR OB Do,

Z O LLENDE W, T D Onion bulbid—/E

HBEVWERBOEVY 2 7 YO RERD Sk

%, COHEEEOnion BulbZi2® 53 E T

MENRBEPHLETH S0, Thick s LEERK

NG, thiR DB BERRE S & O IERERRHE 2N 0 %

WTW3, ¥a g YAE~DEASH DRI X
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AEMEEDEBERHEE LS L, BEEDOK
FElih, —ATIHE- -HE#ER~DBSIc &
v, FHRAEHEERL, REVEHVALZ(ES
CENREENS, O/NSIEEFRBESHIER
(Tomacula) BHHET B LRGN 5, HHEIME
DEHFEDEMEIZIA S TR WA, KEOHIZEI
FANRERIALI% A & 5 5, TFHET A
BHRET T ORI S AT WA, Bl
FRHE D IHE LA OFRHE LS T BaE G EB T T
HbILF, —DOBEEMERRICKEL, LIAdE
TEETHIHOM ISR TV AERICBVWT,
TRk & Rl & SEER IS T A0 & L THEIES
LRETH 5.
EhME#fmcoE R 235 4ATIE AD
type 1 LREEOKE L U/NMEDERHE D HK I
LXNTWVWA(-11). Smith et alic & 5 Bl
& (T-44casel) LT BETH 208 EMHER
DEMAR S IR, N OMRHEEMLRE S
N5, BHERTAHIG AR MR AR ITHR S
LOEIEEV. FIEERTIEFIC >V TDNA
ST OFREE, REFEITPIL2OEH FE D ol
WV, EitER S Tomoculaeilild & o 7 il
fhZzBAHE (Axon-Schwann Cell Interaction)®
—RORMEIc kB bDLEhTVA,

3. AR HMSN Type 1
with Focally folded Myelin

AR DR OHE 2 Joosten et al(1-33) I &
plazhTuwa, 18floEFMEOEMNHEHE S 1
TWwa(I-10, I-11, I-16 case 2, I-38 case 5, I-
39, 1-40 cases 2 & 3, [-41, 1-42 case 14, 1-43).
BEERIIAR TS MR % o m# (1-10,
D5, F R @RS IEMBR B {FR O M, &
(-1IEENLPIBRES DTV S,

FHAEFFLLRE o RINT, AR —PIR
HEhTcwa(-10). RBIEKkLZTH B
Hifc, BEHERFRESLS S, Foih, BT
EHmiEEREsh, BEEHET S, LELT
HEZHREICHEET 5. REMELRS N, BKE
HRFEERT. MEORERLEV. KEHEE
Bii—H0BETLERT 3. EDfETOMNCV
122—3m.s-1 (I-11). MADFET H24m,s-1
Exhn(1-41), HEHOWEMNRELS NG,

REG & L TIEMEEMRE L IS 5 5

FhEHEEHEZV. Ch3_BoEEEEZI
Aty a7 yHIfAEEL DS S, Tomacu-
lous myelin BEEMNR SN 5, /NREHLIEEARE
BEONRFZEOHSEHS HMSN Type &[EHR
EHEL B,
DNABFRICLVITPI 20 EFE IZIT W, EEN
BEHRER FEAEARBSH TV,
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I. BEEESHEEE /1 ONF— T8
(/4 0VE)
(Hereditary Motor and Sensory

Neuropathy, Type II. Neuronal Form)

CORUZBIZFHNCA~T o ESKIC L BIET
Peroneal Muscular Atrophy #7c{3Charcot-
Marie-Tooth fFEfEEE, HMSN I & BRI H 5.
Charcot-Marie-ToothfE RO Z MO EEHEDHK
A AHE i (ESUEREN TR CERME O
#EickH, HMSN Typel & Type 0 &i24}
BELCI-1, T1-4, O-5, -8, I-16, m-17, 1-18),
RE TRAMSAEEEOE T BFHTREWI L,
ANEHIR S W LB R OEMBIAS A T EITLD
B ona, Lichi- THREIIRmaE R
FHMSN I %! (Neuronal Form) & LT, flbed
fidl 2 ERA & 4 Z2HMSNA S B & 47z,
C ORI EfhOHMSNICEH L 2 D3R I 5 »ic
Digwvw (I-3, O-7, -8, m-9, O-14, 1-15).
Z @ Neuronal Form ZHMSN Type & L Tz
L7cB<dh % C & 4B S A TBuchthal & Behse
(I1-16) Harding 5 (1-29)# & U'Bouches (11-
46)iIc k9 £ & oz, Buchthal & Behse
(II-16) ¥ & T Bouche et al (II-46) ZEZHD
TypeDEF L, T ORBEOFREREZH LTV B
1, o ORFEEFREEN ORESITH - 1o

Zzh &35 Harding & Thomas (II-18)
DOHETEEREEEEEZ A /RT HMSN 0%
#®D1,/4% Neuronal TypeTh s & LT3,
L/ L Hagberg & Westerberg (II-6) (FAx—
7 ADTHOMTIE Autosomal Dominant
HMSN Typell {(Neuronal form) @ LEEHE 0
EMRES R, COEVILERT O IICH
BWLENS Z00, H5VIIHFERES OE|E
DEICED, HEVEMICEREFNERTH 5
DPELHATREVELTWS,

Z O® (Neuronal Form) ®HMSN (21t =
MR OKHEIC &L D3> ORIAKAN ST WS, A
b, OFEFEE (Autosomal Dominant),
@EgEESLMY: (Autosomal Recessive), @X-
et FEs Y (X-linked Dominant).

IN50RA@E LTHHEL 2 X-linked Form
(3, % DBEEMERTFRRAX-REE i d 50
I SRIEIC TIN5, ThSHMSN T ENH#
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L LCEES X UCEO—SomMEmiaogEt: &
BB OEFEMEE LV, T L ARMEE{LEDR
W, KEROFEIRHE IFCRIS NPT, B
S AR &L © hiRl~ & T 5. EEOHRE
BPATEIEEGREED .

DAutosomal Dominant HMSN Type 1I,
MR AT I i = > % Gyt (& #F ¢ 0 HMSNIZ (&
(Type 1 &ETypell)d 0 UMD B LEN
TW3, L2LWEEXGT MW LEEETH S
(-4, M-29, -34). #O—->RREFEHTH
5. Type IBITIIHRIEIEEELIIRTH 5.
TERDBEN A0 0RO bbb, BRI
E—IRENC TGRS o & viah, OO
DOEREIRS, BEHEEK REHEHEERT.

Type T TREHEMHGLEHICRENEZ LMH
0, BRREIESEE IR TH 5 (1-22). fE
REEACE O EATHEMBBTOLEBLT LD
HIETH S, HHIFEROFEELHA 2 thDF D &
DRV, BREZIZEAETRTOBETELT
5, LML Type 1 ELEGH EFRORSDEL
L2 BOMRGHAERIRTH 5. ERICREZEL
FEEDIG, Lrb IoE(LREMEFDATH
5. LobInoBEERN, EX4EENKREIC
L OmRL 95, EEZERERE (Proprioception)
BFEbRINPTL, WNEEEDLHTDOIHE
BBITEEL L - THAS, Thw A BHERBILE
LTS 5T EMREEEL DS, ChIEHE%E
E B O TFRFH O VBB A REEE S5 1w
TH5, KRIGEETRMELZED LW (I-
18). BHOWEIXType DR D1,/ 3DEEHIC £
5(1M-23). THOZEREIWMBICR Sh 3 HWLE
PO BERER G Typel TR E W, EEOIR
DT -24, 11-23). Bl oSG TR
ol atEEshTwa, THFMFRESD -
41, M-42, T-4D)%FKd. OHEREMZEOREE
HEAEZEAOINTVLALDSZWE SN, Harding
& Thomas IZLNIF ELROKR ST I Type I B &
U Type DORICZREL e bictEngd 3
(I-18). LA LHMSN Type I &87 Y Neuronal
typelc B 2l NOEEE LBEORE S LD/
ICH A BEE I3, Buchthal & Behseic & b
REREHICH NS NI iR, Typell TIZERERIN
EITRITEROBBHEC R ohih -/, &
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R EED, BEUNOETFTS. £
L CHRLUERAREDO—HMBE SN B (1-4,1-
18). IEF R T ORI HE 338m skl LT
& %(1-18). L& LBuchthal & Behse(Il-16)
1dType 1 &Type T & DORFICIZ20% DAEH| THE
BOBEOSNBELTWVWA, L CTHEMHRR
(R & Sural nerve®HERHIT O FREB & —
¥4 5LLTWA, Neuronal TypeicB W Tld
Sural Nerve O{EEME (ZE: L TIEHE O60%L.
Ticia l E@mw, ERblcmEmMmERFELL
DIRIE IZ K RA MR D HE & | L TRirbd 2.

Peroneal Musclefifi &5 13 1t b v & & phgE
BHEOfmRTH 5, L LEHRMNHEOBILHE
1> L Fibrillation Potential ® Sharp wave @
#l, Pseudotonic Bursti325-50% OHBEETH 5
ha.

Typell DFEB IL/NEOERPITHESN T
WVided &l n-8, I<7, I-12, I-17, 0-36).
R < 2 LIIRIZEHERRHE D THK &/ NERRHE
OHEMTH 5. #BEIEMHERICH BEOHAE
LaRansd, o/NERRERBIE(ED, LIFL
i¥ Schwann fifaic X B FEH, /N&7ZO0nion
BulbZ2< 3. THEFESLFEE L 72Onion Bulb
TlEa W,

SR O—EIE AR D SVICEVEHIC X VLD
BlEhs LxE<LERTRREEEBEHORE
RS D, ERIICEVEIRERRINE AL ENT
W3, Dyck et al(1-32) 12 & h EERHICIERA &
T3, HEHREOEHHEKIARFRE RS
TEEOBRHTOIRONS, NEOFHLRHED
BEBHICELEL, ChooZ(bidEiTLLE
AR AR L e S L Bl REoRT
#) » P 5 O W Schwannfllz o i f « BF 0
FHEOERPR SN S,

BETREEEMmELL, ABIta YT
DZEVE, RERRHEORE, 1) YBRERGSE
BRSNHE (I-29, 10-43). Yasuda et al(II-30)
(NSRRI O L S X3 5 BERE IR T D & = ZF Tl
L, #hoztk#d 5 Lick EhRBHEAN
72(11-30). #D{EiF HMSN Type N TWHIHS
ITEWT EMFBHL . D &3 Berciano

Ik ->ToHiELHSN/(T-34), L2 L, Vogt
et alic & v MFFRERHE DB & BE AR IER A
WGsh, ThiRBEOERO RN H 5 &l

~NTWB(I-33). SgHlid/D iz wHi(I-32, I-33,
I-34, I-35). ThooFBicthnid, BRE
HENLRE L ~uip Oa5 % 0, AR CToOdhZEM:, %
FRPFRE R O fEER D kL 35 & Ul D e 2 1
BRONS, LL, 75— 7 00/ 0w
foEKEZR STV, KigEORIT s oL
VT DOFZREER B L OFHRIZERIRNT IC & bRkt
DAEHMERMEERE R T, ChoEERTS
&R (L EIEE 2, 4 o v ICEEICEE D IRZE I
SRS ETL, ERFICESMS X OMEM: 2 4
o rERLZICRLDD, BEMARE#E STV 5.

@Autosomal Recessive and Childhood
Forms of HMSN T

Harding & Thomas (II-19 & 39) @E&E¥®
BEOMTHAOERBAAEELRIENEZI S IE
PlicE@Lic. ThoDRFRDON, 2RRTEX2
ZOE—ERERTREBYEMNRHE N, Th
S BEOmFEIGEERIIC b, /2, EXRAEMHEN
ICHIERTH A, L Ll O MRS 34t L
THEHLNB, IhhdblOEENTREAKSY
HREEXER B TcHhsLashTns, Ol
B Type iICBT 2/NETIE, TS BEFOIER
MENZ O R+F LT CEBEE EF oM, P
A ICE LW (I-36). € DthAAEICEEd 5
TEPIIRE (M-8, M-40, T -45)ic B 541, Quvrier
et al (II-36) & Progressive neuronal motor
and sensory neuropathy (early onset in
early childhood) & L T, Gabreels - Festen
et al (M-3DICLD18FlIc- T3 E L TiRN S
NTWL 3, FicT oWmE ORI OIERN TN
DHDT, LBDTLL HBERTADLILU
fiEkoFitc, mEIEEERNIC, £ L TERAE
HEMRBCLDEETH Y EHEETH S C
L L irEREEEEREORAEZIN S 2 & hE
VENBRTHS., oL BHEFRTER%E
Child form & L THMSN type @il & L T
ST B EHEN,

EEERAEMR AR S "limpy feet & % W (L
floppy child” & LTBHOATH BN, T2 T
15 THIERIBER O 3JELCAM E25 (-
31, 11-36). HiTORRE TR L&ELL T Bh 0%
MrBEoTEHoRANE o5, RERIEMIC
L OEEATH S (L-36). EH T DA OZEHH P
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FETIRENG RN MREcETET S Th
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FTIKHOMAENL Y, ZOBICRBBITRATUREE
55, FIROERFICEE DLV, REEILE
hrTiHK, BRRATERHEL, SREHEEEDL3
TiHK T 5(0-36). = OfhfRhEERE RO
M%,ﬁﬁ@*w% BIEAHICHIET 5, #(T
(LEFEE <, RICHERETIRELT 2, BXE
EZERIC T W EFRE L IE i o B EB L E R
HITEAREL 7S 5. FCEREIREDIS & IEHEE D (HE
HE G IEEMLBEEICGBET 2ICT ER0, MES
FEALEHEA L, BFHMEIC X 3 BEOR R
&L CTHEEHBORAKESN B,
Type I OHHEEE{Z I3 Sural Nerve® 4 £ #4 K}
THRTBENTWAB(I-17, 0-36 0-43). Ll
Sl O T, EERANC C O R T B
MLy —-BEETHS, ThoOHEICINILE
fEhREEIREOT LR bOTH B, AIE HMSN
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ShaZMMRRS % b0 /Mo BL O
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by, MEOHEUALHEESLBEEEZET S &
CATHAD. ORI REHREICEVTRICE
ETHB. LIch->THATOER M7 7 40
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TIERHRBTORBMARLN A, 7L AEHR
D, MIREMRELEIRETHE I EIE—IK
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. EEMEEHEE /A 0NF—, TE
(Hereditary Motor and Sensory Neuro-
pathy, Type II. Dejerine-Sottas Disease)

1975%F Dyck(I-5) dFhE TicHE S hicH
EHEEEE M 2 A o9 F — R ZEERY, BX
EHFRE S IR ENAT Rk L Tk &
EX AL

BROABMEESRRT , 1 oNF—
(Autosomal Dominant Motor and Sensory
Neuropathy Type I, Charcot-Marie-Tooth
disease)

HREELUERYE /1 o5 —

( Autosomal Recessive Hypertrophic

Neuropathy, MSN Type

Sottas disease) Ic43itik.

COBD/ A o F—BHELDOACE ORI >
REMTHE SN, ZoHES iR o
RCoBROBEMRML T3, 18804,
Gombault & Mallet(I[-1) (2682 & O B A M
S A BT -OHERIERER L, T OBRKRITR®L
L UERETRAME L. LerLIDRETIZS
DR (dTabes dorsalis(FftiEE) IcE2ET 3 &
D EFZ T, 18934 Dejerine et Sottas(M-2)
I3 "Nervite interstitielle hypertrophique et
progressive” & L T2EFIOHEET 7. Y
b C ORI BHAETHHSHMSN Type(Charcot-
Marief) O—HREZEZ Sz (M-31,-4). T
¥ LMarie(Il-6), Sainten(M-7) iEC hid
WL LS R EhIEBELEEZEZ . AT
{& Dejerine & Andre-Thomas(-5) iz _EiRD K
ICH L, fLWEBTH 2 LoHMmEERL /2.
CDXIEAIERZTDRBICELE  OBAMRIE
anf(-8)., L, L, Dawidenkowic & o (II-
9,l-10), #£7, Dyck 5(-1Dic Xk b HEE fr
FHZEBEMSE, BEEB X OB TEERICL D
AAE@HMSN Type I & 0 538 L, iz L 72
BTH3 LT BRI

AAE DA DEE T 5 _Eilkd Dejerine-Sottas
D|ETIR(M-2), 4FEREGRTOFRRICD
ZECHE L 2O E A Ol & B R OZERE,
FHERE, #ilE, XHEREOETEZ2L, 46335
CERHC BT RREE 15 5, BB AR PR IR LIS
LE 2h, Wik ictazhtni. K8

Il , Dejerine-
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T & DB, BHTIRRIBT A, oMk
FERRHE D PR ic (3RS SR EINE R o h, Rk
HERICE L. [RkOZE( LIRS biET 5.
HFHAHMRAOHREYL, BROEEMESh S, C
L5 Dejerine-Sottasii & L THEam S £/ 3
FH IdHyperplastic endoneurium TH#H#E#RHERN
FHORHHEARRE L ToBREEHL TV 5.
IhERiRLTRESNIFEFRRGE LT, &
2 # T l3Gombault & Mallet(M-1), Dejerine
& Sottas (WM-2), Dejerine et al (I1-5),
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