==
B

H

AR N R

019-05 TA V' —2ALJH

M2 T 7 VA K= &)

] & [ %

B AEER
PRIRE BRI L
e . =S
PRIRIE BRI 5 N
BT * LI, B
HFHH E@DDDD F DD g DD H AFBTIA
A AA
K4
fr: 4
A AA
PIRTOAER A
fr: 4
wews || | | ) - b AN
FRTET IR
L2 TR
BREE:S:ES
e R
PR O]k L] %k
AR IR
HiAE i
X ETAS

2703-0019-005-01 |



B EAREH

[] 1.5y L] 27l [ ] 3.7H
FIEH e
] 1.x (] 2. & [] 3.+ L] 4 Rk (B
I [ ] 5. [l (k) [] 6.4 (RH) [] 7.8 (RF)
(] 8.4 (BH) L] 9 #HRE (BH) []10.nez
[] 11. Z20f *11 Z8ROBE, LUFISRA
il
wom s ] J* (]~
FhRbE
Il [] 1. 20:# [] 2 Z4e [] 3.7l
H []1 [] 2 []3 [] 4 []5
AETERTL
[ 1L BEm5 oI T2 ] 20 & ER S 5
BENDOFLE
[] 3. E-xvThs
[ L ekt 2 c R [ 2.0 S ERH S
Fola v OE R
[] 3. BHTTERD
(] 1oRgsEiE e (] 2.0 < b iEns 5
ST ADTEE)
[] 3.4795 ZemTER
T AR L[] 1220 L] 2 HfEH S [] 3. 0o&n
\ I Bl A [ 2. g
K2 5 & XA
[] 3. 0L AR LHHNEISEERAALTND
TFMERFRIRI
[] 170
B R =R
[]2.&0 Gk ] 1k ]2 ] 3 [ ] 4% [ ] 58 [] 6
WA TR [] L7220 []2 &Y
il [] 1%L
PRAEEHE TR
(FEEETFIR) [(l2dv Gk ] sk ]2k [ 3k

N LI e R R 7Y

[] 1.4%

[] 2 LAawn [ ] 3.7%H

2703-0019-005-002 R




B WA 53R
<gor7 Iy —>

1. oA « %7 A (Tay-Sachs) ¥’

1EH

Definite : AT D 2 2OWFNadiiiz L, COREBEFRITE D
8. A-2, 3L Definite DEELT 5
1. B-hexosaminidase A OIEMAL T3 LT Total B ~hexosaminidase DG

2. aW 7=y b HEXA) DFE(E A5

[] 2. 9ks%4

2. ¥ KA 7 (Sandhoff) ¥

KT

Definite : LAFD 2 DOWF NI L, CORKRBERIITED
2B, A-2, 3 (I Definite DEH LT 5
1. B-hexosaminidase A OIEMAL T3 LT Total B ~hexosaminidase DG

2. BH 7=y b (HEXB) DiFln 125

[] 1%

[]-2. 9F%Y

3. BARUT B

Definite : LAR®D 2 DOV Edii7= L, CORRBERINTE D
728, A-2. 31X Definite DHE LT 5

1. QM2 H o7V A RIEMEEAE OB T
2. GM2 VEMA LR L (GM2A) i85 128 5

[ ] 1.3%4

[] 2. 354

A. BREFR
1. BERTEM:
B —hexosaminidase A DOIFME [] 1LI&TF [] 2. EH% [] 3. K%EfH
Total B -hexosaminidase D¥FME [] IEF [] 2. E# [] 3. K%k
M2 H> 7'V Ay RIEMEALEAED -
7 .
I T [ 1.&Y []27L [ ] 3. A3k
2. FEREEY O FE
Oligosaccharides .
7 . 1
R e (] 1.&Y []2.7%L [ 3. Kk5EHi
M2 H > 7Y 3 ROEHE [ 1.&Y []2.7%L [] 3. k%=
3. & DO KB W
R A R (BERGEEER &) []1.&Y [] 2720 [] 3. K%
B. B{-FHIRE
Sebf s Al 10k
o Shai O 1&y [ 2 pmimniesnl [ 3 sk

BN [ ITAETLAT D

[] ar7==> |k (HEXA) DE(ET

[ ] GM2 IEMALAE R (GM2A) i s+

[] B#7===> k (HEXB) DEIE T

2703-0019-005-003 |



C. &Enehr
LIFOFEREEN L, 2T TE 5,
A CE T EIRIIIM 2 e AT B,

(] Lacsiar [ 2. BaRe [] 3.7

SLshiagisiEs] | [ L 2Ot RIERHHR FE [ 2. JeRATRAENERE
PR ANFESER] ] Lt [ 28— —r ikl [ 3 Rl

B =EEESRCETIEE
A V) — NFEOEIEE
LU OWTInZiZ 45

[] LIS (G feorEEmme [ 2 Al GEED Il L, BE0ER

[] 134 [] 2. 3% [] 3.4/

FLh R [ ] 3. ol (0Q=35~50) [ ] 4 @mEoRERL (DQ<35)

[ ] 5.8 720, BT T HWE

(] Lt () wie [ o (i) Vite, RMATEE
;f@ [ 5850008 (. AJA. 350 O] 4 2By A, A
(] 5.0 % 0 . EReilr 7 B0
Bs
i [ 1. s [ 2, s 7 3. o

B RO, Bl BT SSTERL %500 SCFLN

2703-0019-005-004 R



B ZOfnEE
FERR ()  *I%0Eb 1 3CFE LTRAL, UBOEIER v 7 RN T CRIEICEIRT 2

[ ] 1.5 [ ] 2. REh

e we [ ][]+ [] ]

somn ek | ] ] -
it ::: /sy | R :: . D E
N FT L BN mmHg PR ] D mmHg
PP L] L&Y []27L

[] L&Y []2 7L

cherry red spot
Wy | L] LA [] 2.7 ] 3. fal
R - MR (] 1.5Y [ 270 | faEEF O] 1.&Y [] 270

[]1.&Y []2.7L

R Ui
FeJE (] 1. ek L] 2. 9
g - R | L] L&Y [] 2 &L g [] L&Y []27L
N /A= [] L&Y [] 2. 72L A R=T [] L&Y []27L
N ES [ 1509 [] 270U IREKETEE []1.&Y []27L
ErmEEREEE | 1. 50 []2.72L |87 [] 1.&Yv [] 270
[] L&Y []27L
1TEh [] 1.&Y [] 2. 721 FEfER
[] 3. <8
[] 1.&Y []27L
JHIREREE et [] L&Y []272L
[] 3. B

2703-0019-005-005 |



REFTR, CBiAi)

R

B ~hexosaminidase A DIEME

e [

EIVATYN

EFE

o [ J L]

@ [

KRR =V rskchiug M. Amek), MEchHiu 13, 20fty %85

[ 1. AifmEk [ ] 2. 55 RE RS [] 3 =ofth

o || ] ]| ] "

NRE

TE

Total B —hexosaminidase @ IEHE

o (D

LDATYN

GG ENDEN

AL

TR * VoSG T AmER) . MIECHIUT 13, Zofty ZER

[ ] 1 Aifek L] 2. s R e e [] 3. %o

o/ Twe| [~

LS

1RIRZ D
‘B HEREE
St T []1.&Y [] 2 7L
TRIENE (] 1 tkss [] 2. 7% (] 3. =4k [] 4. RBH
o S [ 1= ] 17
Z DD PE BERF R R
FE A A []1&Y [] 2721
TRIFNR ] 1 oge [] 2. 7% [] 3. %4k [] 4. K8
—— IR EE
s o || || | ] || | ] 7

2703-0019-005-006 R



N
A L PR

[] 1. Fhi L] 2. K3

EfYese
san mi| || ] = | 0] ] ]
[] 1. Fhi L] 2. K3k

o
san m| || ] = | 0] ] ]

2703-0019-005-007 R



B ATFHRSCET 23 H EREDHTA)

15 F > A5 4 []1.&Y
mon oo [ [ [ ]+ []]"
B Az | ] 1.5 []272L
[] 1. KEGIBRILAE A Ui A T 5
ik
[] 2. 8~ 27 I~ A7 %4 Uiz A TS
[] 1. BIREHEAT [] 2. &R kel et T
WA TR
[ ] 3. —H9JfT [ ] 4 BAEIRNET
o [] B [] #B534rBh [ £/8)
[] A [ ] w28
BT Ly REOBE)
(] #5578 [] &8
R [] B [T #B55/rBh/ A wThe
R LB [] Bz [ &Bs34r8h ] 218
NG (] Asr [ ] #8553 Bh/ ATk
AT
L] A [] #EEfrBh
HAT
[ #5558 [] &8
Bk R 57 e [] B [ &B5y4r8h G
EREZ [] B [ &B5y4rih ] &8
PeEa ho—n (] B [ &B5y4r8h ] &8
PRz ha—n (] B [] &Bsy4r8h ] &8

2703-0019-005-008 |



verer [T TIT]

I DDDDDDDDDDD $f TR FEi TR
AR | e DDDD ¥ DD & DD

wosnn|me | || ] =] 0] ]

AN D BRAER, MART RAFIZE LT, SWrEE BICRRB O BUED R L \ii%/aﬂlti\ WFROEHO L DZ VT
FELXRHY ERA, (2721, 4 TJ“OD%JE%/T?‘EDJ“IW: £ T T, TEBATREZR HOITIRY £77,)
< TREBAA R D EIEE IOV TR, ﬁﬁ]iﬁE%Eﬁ”’:fi@TT/Afﬁﬂ\ﬁbnTb\547%‘?“( [ELUT 6 2> H ] Tl b I
PREZRLE L T ZEWy,
« WTEETE, EERESIC OV T,
[HEEEEI 0% D IO EEYE K OVBUEFE 3 FRAE Z OV T (AR 26 4R 11 A 12 A 1112 5 1| SRR REA) 22 Mo L,
TRALTIZEL,
- WA AR, AR A RL S A 2 LIS H Z5Cil L T< 7280y,
S EEOTZD, BARRFIC OV TN Z BV 5 Z L3V E T,

2703-0019-005-009 R



B TBGLEN

EERCREREIAN

i [ LI e L L)
wmmrey |

FOE At T ] & L] R

wrEREOAE | [ A

e | L

o [ [ 1* 17 ]

[] Aimipa (] &5 1 [] IEFrE I [ —hirs 1
BB 4y
[] —En (] Eprpis [ o
IR bk G [] e
R Wt T
o o et
(Rl el R N
M =)
wnn O = L L e

2703-0019-005-010 |





