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o GaucheriHAIHIAAS RKFEHE.

L. RFRE ARZSIRRESGSIEBRUREWER. 5. AEBZ0E
EREWHLRFEE (ataxia)s BEFWNTRE. 22N HME, BTEF L AR
LR EFAARI R LERKRER, FAANERYESRECMNERE). B)
H(EE. EREABEREHRE). RG2S MEXTTRE: RZRBRE, P
BRBHE L REBORARETEME,

&ﬁ#ﬁ?ﬁ‘:i‘ﬁﬁ@iﬁ%ﬁﬂ%ﬁ%: B—RdhF LR EEREEN, FHmkET
HH-R TR AR AN R AR GRIEEIFTRE) . B2 2 H ik 7‘3’?9‘:1}*]{17'315%5’3 — R HE
®, APBEEEEN, FlmBEERLR. BRRERBEAREFAR.

N, FEBR (paralysxs)

(—) LEpwmExiERRr (PRERER) R?&kﬂﬁ&ﬁ&&ﬁ%%ﬁ%mh%ﬁ’
WA RANHER. WEBRERE. RERETK. SVTHBELE. aESE E2ZH &%

— 7____

U S



%, :
(Z) TEpmfTtns (FRERE ARARAERS. B@HuA. A48
B SE W AR T B M. PIBEE LA SR . RN TR AR, 0
I P B R R DERBTHE SN ESES. 5, BERTIE%R. § &
B, KERETERB0MT. UHRHERFRER, BT Friedreichit ¥ 5% .
B EEREFAE, REREERETEYZRE. ERERERLT Mobitsg &,
FWR, K. EF SRS T R B A R

(Z) MmtEREsE mTFILAASRES R, WENERE. #TEILE £ RE
%,

. BUERE RIEFREH (abnormal sensation) HRAFHE M L TREW R
B, MR AR, RN T AR, B R RS SR
WK, MERNESRES. RERS SRR RE T ENIE TR, LR .
BB, FRBITR K. i MR S SRR R R,
HOR AR S B 5 RE A EAR A, BHEHARGRRRE, HEBX
B, AERMERMA LB EE, FRAFAMTHAARERE. REFRYR
%%L?Fm@mmﬁﬁ%ﬂ‘ﬂﬁ%ﬂ%%m%#&ﬁ.%ﬂﬁﬁamﬁo

+. MARE

(—) M3KTIWAE (hypomyotonia) FT ek ¥ MBI AMAES ke, MBJLEKD FH
MBS, NRRESIE, mBRREANEES: PARESR, mEEERRI.
T. N, fdshson,

(Z) WKSIME (hypermyotonia) 4> 3MELM: RN R, B1E N T &MAIN
RAEHROFEREENE, KEEMEHRE, FELTRERRENS, DREEEE
P BRI A AR . LAY B PR B LB B B T LK 7 R T, B
M RAERENBRESE, IBEARSSNERIE, IBEETRATFAREHLRE
. BEMIERTRE. B9EEDERE,

(Z) N#ESE (muscular atrophy) FERFEIMIBEFTLTE S, K28
ke, WkER RWUNHER, LERSHRBEE SR, MREENLEST
BT E M AREIE, MEIRRPERHFESNESE, 2ThTABRSRE
Sk, MBEEILESE. Roussy-Levy A EL RAMBBNMA LY B 2 M. LK
MENLZE 4 L F & B 5 1 ULIR,

() BEMLEX (muscular pseudohypertrophy) BEERAETHERI, Him
=N, BN, BUGT A4, BEIUEKER SR FILRERATERLT 25
WL, Wis L BREN BIEAUER LT BIEARULE SR RE, BT RANREA
LR BVE ¥ AR AR

+—. BH2E #%4%@%#%%%#%4@% WL TR, M,
HRARGSESHN T RESMTE,

o, REBEARE RFARER. AERERERRR. LASREIE
B (Krabbes®). IR ERHE, : |

1=, kERERAMAEY HFEI-2.

——8_



&l~2 HEFERERAOEIREHEERN

B & B ® X B B % ¥

EMERAKRK. BEBIIER, BALRIERARE. BEEINEFARIE

Y

ShRFE, EMEREAEKRE. KSR, MERERELE. RBFHER
ARALFRST . MESHERFAR. RNBERUEIRENERIRE

RETE, |EEZEREFKA. TRIEE G ME

AR, Riley-Day4 &1, Fabryis

MBS, BIFEENRTENER

AEKFIR, FERETME

ZEEEMRDEY ®R. HrLFEmnEdy ki

HRIREEM . RMIEHEITT R, BRARSR

FARE. EAWMAE, Marinesco-SjSgrensZ & fE. Friedreichdkprsly. vk
SREBBREER, SWEBENE BEEVERTRE. W-R-BH&1E

REFRA, FERETH. REMNSRERLE

BOLM . MR EEE. SYMELE. B-E-ESAE
LT, ﬁf?ﬁﬁl#%%ﬁ? DIREAR . REEEERIBFRRA

PRRRRBEARE. BmEEAR, HRIRRTR. HENERRTR

AR EREE. RFAAESEESE AR, REHERFRE. SERLE

KE. #FRXAES RS2SR

HERYE. SHREERK. RIBRBK. #0581

B O, SRE. SHREENR. MBS, N-EH-HEEaE

KA

FURELE, Ak AAME, B, FEEARNG (FriedreichdtHr ki, Wit &
B, ﬁﬂﬂjﬁﬁﬂﬂ.’ﬁ%fﬁﬁ)

)3

B EN (S RIIRUR). BOEDRE(SHEAAR, O-EA-BESE). SR
(Friedreichdtiy k. MERNERE. KEESHERL)

0
BN RS RS FERA) . kA5 (Friedreichit ). BESE
SRR, SRS A REEE) BRTR DS (BRI R,
Py S e A

HEBUHFN. EFAMEMOEY HE. ARFAEAE

BERRBRME (LR 1Y) ﬁ%*ﬁﬁﬂ(#%*ﬁ&i@ﬁ) 5 o ML 98 B TG JEL 5 TR S )
BRI 7, 70257 SRR ), ﬁéﬁ(ﬁ%ﬁfﬁmﬁ) MR AP
LAE). ﬁﬂiﬁ(#&@f%ﬁﬁ%?kﬁ#féﬁ#ﬁ) TR 1 52 Gt FE M EROBL S 1
Cockayne#) [¥H 5 (F MBI, A HIR). &ﬁ&#ﬁﬁ%’lﬂlﬂlﬁ?%&( 353
KREHMEY TkEE)

_{}

BaRCERBRIE). B AL (BEMNE#RRTRIE). L RERBRE DR BIITR).
EBR RSB (Menkesfli ki) EALA .

RER |

BRI (ERBRERIE). EHERFUBRE)

FET HEMRRNE

AR ETANREEES TR ERIAEANS R, REERNEURER

—_ g —

b e o i e~ R £ e




EHEMER. HERSGRERDNEERERER—H, SAHEEERER,. SEH
AL A g e AR

R PSR (% R el T A B P S BT B A g B T A I B R I B
BN, hE MR E S, BREEENE R SR BENE G RN ke R
BE, EW~EEMREEERRBESRIE. flo B-RIgEE (B-apoprotein) &
BBRZ B2 IEBIEE A miE (Bassen—-KornizweigfZ &), REHM/RE., & 85
FR B T R LB DR N BB MR A R R . X eI B E R S FiBey Tan-
gierd, MY EWAT LIS KERBHER . XMREREARSHIIEN HF L
VRN ATY s, B Bl R B8 BT A — KRR R B 1R 5. BT R
EHERER, EREMEANER, A X XME", WEARNE RREEwAR
MRHHEL, PE X X RE", WEFMRE. B0k, WEEREXLETDTE
ur“]:

—. BORE R EHRTIEE, SIESMABAL R, S, ORISEEE (nk
ZVFRRFE. BMBEREH): OMELHEBH. OHKREMR. OHE B TNz
K,

=, FRIGESMHFERSE. BTHARE R ZaRREERPAEENERE
MOREL, WA IERETT R TRA DRSS, bl e, OBREE, o
BRI, BERPUR . OREMRSIR, W7 R B 51 i % WRURE,

EBRRA PSRN Hartaupi®; BEBRRWEBSIER Josephii. QENLE KM
B, MABRILE. WA REEN (Leigh®). ORISR, MR B 1K En
5]## Lesch-NyhanZZ &1, AWBREE. OESBERBEH, MARMREIEN T
EREEM: SREEBIENTARBRGRLYE. ORBRREK, WKL ELE
HEMREAEK, TERARERAR. OEBERARE, Mtk angmis (Hand-
—schuer:mtmﬁ)o

. MU R, SRR T SN 2B R B A B 2 (AR B K
%), %%ﬁ%ﬁ@ﬁF&%Wﬁﬂ*F&Qﬁﬁ%@#%ﬁo

M. W DNAGBEIIEE. kLM ESREY KE.

AN, BEEHEEE T AR MRS RTER, TRERBINY. TEA R
RETHELEMSERN, W MR,

BT LREMBN. TR A RS R A00 B S 1 A IRR,
FERMESIER TERER DNA-mRNA SRS & R SRS 2 S B EEG R b,
T RIRE ., BiE. BRALSERMEREY, LRELNBETREEE, &
STEWITTHREERPOEEES, RATHEEBTHIES BENREMHRE HRs
.

R, ESMERSMERERERORFIEEZE BN, REH B YL
“HECHR. BIMRAESH ALY ENESE. ERENEENEERS, BRRH
BR— M. XMERIRERER— G 1EBIER. FEEBEHRE, BB
HAELERREMAERNRE, THESEK. ZBRER. v-RETRSNEE, |
AMIBXERENBRARE NI ERTRE, Bi R eRNTeE Ll



