SM5E7R5

BERMRERIIEE T —

-

HRBEEENMERL-IEEH®E (24)
HRES[3] . HEEEHERE SHA)

Z DR (spinal muscular atrophy)iZ. FFBERTAMIED
IEMENT 2 i & EEATMER IR T AN D AR = = —
BT D, W, OB OM KT, 2
oY, FEGR, HRRRICE ST I ~IVELZ S
%, 1. I 95%Z survival motor neuron 1(SHVI) s
FREDFRBD HAL, IMROKEH, VRO 1~2 FIZFB )T
SUNI BIR T AR ZRD D, OREOHEEEHGIE I, B
FRIREIC CTERBRD LNRWGATH, BRAT RCHR
MRAAT RS SMA & L THREL, ElT ~SIRBERI LTS
BbEEND, Flo. SV BETOEFIZIL. SN2 B
. MIPEIsTF. SERFIBI5FFEL, 513 SMA DFf
IR AAEMT 5, RN EIE/ MRS 273 1 Rlo—5
(X, IGHUBP2 DR ERZ R BN D5, M, VAT SV
BAR T EENFE SN2 S 200, Pk 28 AR R RSO
PR E R A B REITRFE S X 855 A TH D, 60~69 % & 10
~19IRKICE— 7 R DM, NRBIFIE DL I3 NRIBMERE
RIBOZHETH Y, ZORITRARTH D, DREOHEG!
BERIT L4188 NTHY . AH 10 HTAETZ D OFRFRIZ
1.16 N CThodz, JERIT. F7MET CHFRbE, Iz ahfEhL,
AL, R & U A E ) | B, A ORRAESRIHE
BRERCHRRES « WHRZ R L, EALES) = 2 — 1 U EEEIEER D 72
W, REEITETHE T, BUC K VIR D B,

(1) I&#[Dz)F=vE - RTT %K Werdnig-Hoffmann
disease) ] JEIXHAEEEZ AL 6 NHETTHD, 7o

U= VT 7 PR D, MR BRI DR 1%
o

tRIERERATE N

HRBETENRER L I E RV

~

B miZ

HRERFREITE

HERF S AL, WS 3 © AR AR~ 25 Ay FEIPEIK 2
Y, BUEMERHI R SRR LBEALITIAN RTRE, WL S,
TR, R, PR R A S, EHOMBMERINEDS 2 B
%o FREEOFROREEIZ L > T, ORI & FE 23
Z oL BT AEO wrist drop R4, A LRI H %
ITORWGE . FECFERITEE 6~9 A Th 5,

(2) TE[FT2/RE v Vs Dubowitz disease)]: FEIEIT 175% 6
A ET, R LENE, BT CE T, BARFFRFRETH
%o T OBMERIE, FHEOREN 2O D, REITAIB ) E
INZ72 %, BAEZR BN EIFPR ARG - TR AR R 2 71,

@ mE[I—TILR)LY - 9x5 2% —i% Kugelberg-
Welander disease)]:F&JEIL 1 7% 6 2>H LAME, H AT 215
TN WEBITHERORL TV, AT 7220 TR E WD D JER D
HTL< %, OHIZERRDZE BB NEELE 705, BITARATREIC 22 -
TR RBIRTOS-EI2IE, TR & [RERICAE e & O3
BN & 720 090,

4) VE (FRAZE) - 1. I, IEE[EERO SV E 6 TE R
2L D56 bH 5, IFEMETHADBEFEIZOT THRIE L., #E
RIETME T, FIBGRANIZAA £ 2 i ZME . i VIRT . s A
i BESCHHE F 2~ 6 6 5 5, IERITIR 2 IZE2F RN |
EEEREDME T 5, WURROITAL , FFIZTE H A O 2 T H)
T 556005,

~

BRRER G (X)) BEENRGDRGE S L, Sz
BRFICBTL2=7 Y TORXy 7WifilZ BfE L T 5,
GFEREIMT) Y 2D

EEENE (BEREMRANR)  £EFOEEENET2EL
EF =&, modified Rankin Scale (mRS) . BZE - &, I
BROFHAT—ILTOWITIAINILUEERFRET D2,

J




SM5E7R5

BERMRERIIEE T —

T T————
ERES[] | MU SHIA)

Z D& (spinal and bulbar muscular atrophy) &, @
PRI HIE L. BRIBRHLES K OWUBAR IR T - i & 1
&L, XGESESEDOBBIERE & DIRRE TEO MR HRE T
%, 1897 JJE ILOSESTHEERIBREL D e (51 4 Fidsk L 7 D23,
HREIOHE LB 2 BTN D, 1968 I KE D Kennedy 5
23 11 Bl ORERAG IS L OB A £ LD THF L TLOR, Hi—
PRI ERBDOND L DT o7, 1991 FFITIE, X Ptk B
T Ras UK (AR) BIRFE L= Y UNICET D CAG
M0 R LRSI DO REIERNIRA TH D Z EBNFEE STz, R
UIZNEIARO—D T D, AWREITEET 2,500 AFRE
Th D, FRERIT. FBIRMEFTIEOERFRE TS J OB /%
T EECH D, WUERMET - fiZEIC e T LT T8
RESCHRIETRE 2700 5 2 E N, WK T ORIEIL
30 7% B 60 FEFEE TH Y . FEAEIL CAG #2 VIR LEFIA K Z W
ZEFHAFETH D, MHAZIUE S W7z & EITHRHEAMEIE 2 Y
5845, contraction fasciculation X, FHRFRIRIEANIIE
e 2 A U 2 BB b RS 2k & W2 D, CAG Y B — |
BITIEFRHITIL9~36 TH DA, BETILIBLLRITER LT
W5, M7 LT Forixf—EmEnsond, MiE7T Ak
AT\ AEE, IEEDPBOREEICSNT D 2 &S, AT
PERERLE . IEEAE. B E 2 A0F L0 v, 7 v R
m R (U a—7 v LU CERRE) ST S &
2017 FRICIRFAR S N7z, (BHED 1. AT o) Y b

EEENE (EEREMHXER) :modified Rankin Scale
(MRS) . BFE - B, W, BROLTFMER7r—ILEZAN

T. WIhO A3 EULDHZEEERRET S,

CELE)

7A2 8 THEREAHIT X,

# T L IR Y DIE U om A
Moz TEEd, @KABOT—IL, E
TH—FoRELEELTLET,

—A. BPA MO T4—DAENEL
1R, SIS EA TR L T 0
FEVHL., BREECLESTYRID
, B TH] AR ELBVET,
= I7AVOHMNEERAL S y—Ho 3

2 B2 € Y I alle-viadtp

e — BE. BPEFHTHEE YLD, B

oy FORVEEELATIEEL,

<BEROCYR HA-KFFR EPE SRELRERTD

r—
EGEED). ng
tUib;5!Fw!

AREERT I~

SEHE
kBIEH £ HA!

HREIIENRERLI-IECHRF (26) h
HRES[10] :
¥)a—--1)— - by —R5K (CMT)

Z DR, (Charcot-Marie-Tooth disease) &, #x b DE
WEfEE= 2 —a X F—TH Y | B DS FR O KR
PR OIRE W R D, DREOAHRITL HAHTY
1.08 A& DHENH D, OMT D% I TEFFRIE (0~20 %) TH
D, 50 EHIE CORIES b D, WA —r o —%2
T BAGFEHTIC L0 . OMT BRSO RGBS 1% 80 FFHLL A
FIE STV, #ERIERIZIE, M FRORTEL)
vk, B TIEEALOM I (Wb D v X
VIR MR | REEREE . R OWR, BRTe S AR,
FEHURIAGRESR & LT, iR, PR, Dbk,
BRI S, TN AENIEE e SR T i b S D, Eis TR
HOB STAUTHEEZI & 72D, PUP22T8{5T- O FISH iy
IIAEFRORIRA B SV D, IE R OB RS 2
W, R, EhERA RIS RIS D, BEREAO E
FAOH R MR CTHRR DR ZRO D Z &3 5, BIRFR T
BHRDIGE] ST VBRI T2, ROETEIHEIT L7256
B0 Hile & ORIEAEL TSI & e DB AN H 5, B
ATENHIBRO PRI D701, FIERHE THRA - Ly F
REATOMEND D, AMmTRITEANIZRIGFTH L0, —
HOBITITAETRE Y BEOEEL R GH D, HEAIR
EEIEIE & ARFFEIC LD . MU RE MR 5 2 LT
BThD, (FJIEEY b

BEENE (EEEBMBER) :Barthel Index Z#FL =gk
REHMEICE > T8 RUTDEFINRELBY

SRR

DIEEHIR T « 7 2019. BARERIRRES 148 - %315 (1)
2) BRI R D DMMEBELEZR VBRRAZBARIZIONT
20056 A5H

https://www. med. or. jp/doctor/sien/s sien/003413. html

#MEICLY. 8 AOMRMRHEEBRALFTT,
REDOHEFHFHEIL AICHKITLET,



https://www.med.or.jp/doctor/sien/s_sien/003413.html

