EANSHARRYE (& N4/ A RETHETESRS)
(M) TG

FEMEREERBORITOLD OFHE - REOCERIER v b~ BRICET IR

() BRE AR 18X HERIDRE#REY ¥ -ABER

REE . ERT/NRESY Y 2 -2 TRIFELTWABY L3RBT,

19964 L iz LRI R ORI & » B Uem SO EHMERhEL BHBRN Lk,
B RS279 b, BRIRRINE2118(75.6%) 15 o fe, Ry 7 OREER O,
A > ZEMEDRES. THERR 0 SRR TR A ~Ofla 465 LDNA,
RNADHIHMZEARSZ T LTRL Z EREDMNENLELE X k.

A. TFE B

R HEER B O PR ho TiciET
B ihizizBY v o3RRI AR OB S v
FORATRGIEETHS. BE MK

A 5l k& B LR AE R HEREL .

HEREA U AT, BN XS TH
mE- s 5 L L, SKRESEILIN
TLHWE - BEE- BEEWH BB EZEDLIZL
o TR O viabilitydS{ET LE#BML 2
WEBEREA S B, RFHIRO B O B
K OBRMETV. S8 ORPRIE T OREA
VOOEMEBEROEDOERT-Z TS,

B. B Hk

BEHRS/PRERE 2L THRHFLTHY
ZBY L NFERBAMREET, 19964128 LI
HEMROEE LY EREL REDOE
HRERE T & BH R Uk, BRI,
HROFEBEEAEMASESRERAL L.
BA2rABoTEHEBLLARWREK
B HE L.

C. HFERHR
BEEEMETIREERE LiILR Lk, BER
AR T, £05 LEMEICHRT Licd
21148 TH Y., BEBRHEILTS. R TH
aAtr, BB, TOMBRAYY R CERED
HFEFREREHERR BT,

D %8

{RAE R A3 s o7 1088, 1989 Wi ik
e S BT A 72 < BRAE I RS HS RT R E
VN, TR, 19914 DUKE a1 REE IR & T
BRI ch & ORI & 272 Bl e &R
bhi, 28 L TEHBEERTEIEI L
TS TR Z LIZBKTHIE, §HAAVIOD
FHEAOEDIC., AT XL EmE (4-
sk ORESS, TR FASRE T
WRE ~DM bt 5P DNA, RNADOHHZE
%ighrﬁ(:eﬁgmﬁm%&é&%&

K a

E. ##®

W 3D HI S O T BT A AR R BRR
Th®i375.6% (211/279) Th ok, A¥ 7
OBEWIFRODHIT, HEREE. BRAVX
FAERBELTEEN,

# 1. PR BIRRTh ¥

— RE |

BiSTAEEE | BEH RThE (%)
1988 0 Q
1989 1 20
1990 - - -
1991 4 4 100
1992 12 8 66.7
1993 21 14 66.7
1994 44 22 50
1995 69 57 82.6
1996 72 66 91.7
1997 38 29 76.3
1998 11 10 - 90.9
1 279 211 75.6
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TR 10 FEBERYRE

(b b7 L - BEFORAREBRE)

DEHRRBSE

KIEERICMEERBOBRTTOEOOEHE - BEOER/DE L v - DBRCHT IHR

DBMARE BP —

BREAR BERE EBR

FHICHENEEZ SN D ECAHA DBREREFHAECQAIT, BITERNEL. &
BEHIEICEMBNTONRZ/DI_ENTREC R O, RIGEHE ) RETEEP O
L7z, DNA BWZBFTI BRI ZBI DU TE, RRICE DD OEMICDINT
DNA BZH1%TL) FEREBELHERBOBNTOLCOCIER - REOERAIE LY M —

DOHBRICEFES IS N TER.

A HHEE

1. 8—B{EFHEc LT, EOAHA B{IE{RF
R OEHBTICULBREMNOE™RSTU
(CERRBTC¥MIBHOURSE—FEarly onset ataxia
with hypoalbunemia (EOQAHA)(F{E /L 7=/
- B0 AF0—)UIMGEZERL, A - R -
FEBPREEZREOEEEL, BROCD - R
STERREICHLUT BN REREN—]
EEBEN. CNETEHT 10 HEIDEFNDR
WEZasntThasy, BERER - BgMR - RE
BBEEEHS D - RSTERBELLE—RE
BIEBEEZONS. FLEINETOHRRT
Friedreich KIBERTFEICIEBEL RN EE
BAEBESHCLTND. TERIHRICHITSD
= RS RBEERROENCLEBRLT,
NNEBRHEIS/N\KNERSRBETHY, LR
% - BRRZEOARSHES DL, RER
ROREHENEBINTLVE EOAHA [IAFRIC
BHBNz2)— RITERBEC 5KV
ILTEVMEZ#S>EBTHY. MFRBREHR
BEHSLOEBIZREFSTRTCHE N ZR
28-REFRKBICEBTIEEZST, SHE
FaSCRIY3IFILIO-—ZVITICLSRE
BILFEES+DCTEEEZD.

2. B—BEFW/EEZON. BHNOROTFR

BEROTVLBEGEHSEEEEBDOEMDER
BHUTICBRERBGCHEEEONE. KELEEMR
YRR C BRIT M A/ ) BB 7 PIGICIER
RIS

3. ZEFBIEFRELTORNDEREOGE
BFERAEIANC BEERIECEHRTCS
#BUVEERA 4T (association study) [CILWETR
EHOEM TS VICHRBEHEOBEOIE.
BEAOCTEBMBMEECRC, RMEREOD
BoaBzEgL, ZIRFBEFRELTO
EMEEEZRBERAOEMECTFZRL
=888 (association study) DFFEERNT
BT 5. FEMRKOERES L TEE -
f1BZE - Binswanger J% - RNENTE - TV ETER
7ZEDEMNZERT D,

B. HARAGIE

1. FERXFAARPTBIERBIEDBODT,
XLV EEEVRET EOCAHA DEFDERY
TaENTHRY, BIC ECAHAD 10ER (BF 2
2y NEHESN. RS - REBEORS RS
NODOHD. BICEENRBTEE - XROE
MoBHD—75 BEREOZEEZ+DTICTL.
R BCENT - YOBREBCEDD. BE &
BRI ) >~ NBRE DT L DNA ZRE g D



EHC, BEICHULTIREB D )LRAICKDHKIE
H#ITLVDNA N JD%ENT S.

2. BEMWREMEREFOPTERICETHE
BEOBREHEIFRSAEMARNPIGEARZ
WD, FHOPRBOBBILCLOBIIDOESIC
BVWTEFNREBLEFIRICERE=NTLD.
LHLZEFO—FH. COLDBBAOETTER
=ROZEVBCHERSHNEEMEOCERSFE
TRLEEBETHD. BRERNZBRRZTDC
FUL). BEEGEOHT - YDRECBOHELSS
COEDBTEMOEHEERD, DNA XV D%E(E
T3 ET RIvaFLoa-—ryoonl)
U—2&£F 3.

3. Ay, AR 2000 ABOWEARNEK
BESERL, COPTHRNEBENBHZES
HTNB. COLDIBRBHOARBERLIUA
REBESODH S, FEMOMMDERBESCH
L. BENZEREZTOETL. BEREEED
F-HOIEBICBHELS S, EHNOBRERD,
DNA /N DZ&{ERT D,

STOEMSER DNA BBICHEZ->TR 4§
EORME - BPAZERRL. ISRy -0OR"
EERICH<C. UROIERBTSSEFMEICEK
Mmagd751PY MIWLTIE, +Z203728%8
O BECEDTYIDFr—LR-3IVEVE
EPRRNT R EEZTORBRIERLL. T
—SEBCHLOFRELD.

C. ARER

FHCBBHEEZ5ND ECAHA DETR
GEFRECAT. BITEHBL, HEOORH
BIC MR ONRE /DN IECZ DL
BEHEBRNEMEEDOELE. DNA &
WiERBFTIIBHERIDII LN TE, RR
(C#DOH DEFIC DLNT DNABEZIT o/

D. BR
EOAHA B{EBILFHRSH TR >IERE. &K
¥DT— RSTEERRESDORGIHRBEIC

DWTESCHRIELENCERD. FLH
FOREHEINRNZHBERTDDY. &
FREFHIFRHNOEAMTE, CNSDEHD
BTBEFRARCHESTED. ZLTRHOER
Ed SHEIEIVESDD IBEILULSZE
BElCLT, FHCRTIERNE 2 Uz2S5DH
SEBERERTHD. COLDIRERZEZEF
BEFHELTRZ. BEHNBREZHSHICT
R, ENERZEOSHRDIV-ETDS
CEPHEXNRMA SOCBOTERRBRC
EEZXD.

S i
FIRMBCHEBOBRNOZOHDER - BF
HERIER Y FO—- T OBRET DL

F. ARBE
AN

G. HEPFEEOEERR
1. SRS
&L
2. ERHERER
7L
3. Z0ftt
AV
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