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FIGURE 2. Color fundus photograph (A), fundus autofluorescence (AF) image (B),
multifocal ERG (C) and OCT (D) from a patient with OMD (30 year-old male. Best-corrected
visual acuity; 0.6(OD), 0.5(0S). RPILI p.Argd5Trp Heterozygous).

AF image shows faint increased AF at the fovea (B, arrow). Trace arrays of mutifocal ERGs
revealed reduced responses in the central locus (C). In the OCT, the cone outer segment tip
(COST) line is not present over the entire macula but is present in the peri-macular regions (D,
arrow). The ellipsoid of photoreceptor inner segment (ISe) line is blurred at the fovea, but
clearly observed in the peri-macular regions (D, arrow). The retinal pigment epithelium (RPE) is

normal in the entire region.



FIGURE 3. Color fundus photograph (A) and fundus autofluorescence (AF) image (B) from a
patient with OMD (71 year-old female. Best-corrected visual acuity; 0.2(0D), 0.1 (OS). RPIL1

p.-Argd5Trp Heterozygous).

AF image shows a mild increased AF signal at the fovea without a distinct border (B, arrow).



© GANKA. OPHTHALMOLOGY

Vol.56 No.5 2014 BE i

EE REME |
3. WHIVAIMNAT 1 (ZEBREEDHT)

AHEME R B

 smupmten




o Vol.B6 Nos 2014

@%J@%%%ﬁf*
%i%tﬁﬁfﬁﬁ

ﬂgwélb‘W ‘   ’m e 6#%&? Wh%%ﬁ&&wmfﬁwk@%ﬁ\
i g (*ﬁ'ﬁﬂﬁéﬁ@f RS b b genoivpe‘-phenotvpe correlation @ i

IR BOPEE

‘ é{ﬂ%%}lphe> RO, Tne imnaf%f%@*/\f‘,,'u%admg%ﬂa'

z%ﬁ*%ﬂ?#@

fﬁij{ ”“‘"‘ﬁ’ﬁwﬁua’f»"t’;ﬁ’?%ﬁ

ji\‘?!nl“c ﬁiﬁ,&f :)‘Z }~ e 7 ,f @7’-\?:“;5))'% W w




'hfpm&&@wﬁ#hfjbﬁh@?<méﬂ
TVBA AN MRV A b T 4 (S8, 2
'&'ﬁWXﬁ,&zbmamwa.ch%n@
' E H?"é’(bu“ﬁ\:‘* T /H‘faa

IR RO, S
(occult macular dys’trophy)

LT BRSO Rl TIECT AL 5
ﬂm@&%nam@m*mmﬂwﬁmyxrm
T4 L LTI B TS Y, £

D%, R R IVEHT RIS & o TRIEO IR S
i“LTb\ LT EDB, F b (oceult= FIZR A
U WREY A a7 s Y, ARl
%if?ﬂléfii‘iﬁi‘ RBIPFAIENTHEL) 2L, &

BLF ERG IS THRR, #ifhfh s dICER s %
~%§m%%ﬁf%@,:%ﬁ>@&mwﬁﬁtt
DIE, MIFE S A L2 WBER T ERG 1
Yoo THBERE BUR L 72 R0 BEARAR R %60 L

ZEREoPTE LTV,
f®#%w¢km TREREE 2 — O

S 20 3D FESHET 2 LT RPILI (retinitis
pigmentosa 1 like~1) A5 J:Zéx%f: L ZhudE
INOKHFRIC BT 5 DNA MBI XTI S
PICENTb DTH D TIETE, o+ 70 F
VAFRT A RERBECE SR AT =5 (Mi-
yake's disease) | & BIHERTYV 2, BHEE TI
B }I/WML“"’“/% ¥ oy 75‘%1 KR TWL
%070, b A ,ﬁmymﬁyuzm

B3 Z%Vzwﬁ@Aw$HWﬁ%%y"
e MEBIB RPILI ORBERESIC I b
‘ ZERTORWA, %ﬁﬁﬂﬁ’@{)}f{f %ﬁff@% : E??f
: ﬂﬂﬁ’% 1"%’5&:%]&% a’ﬁtﬁﬁ%ﬁﬁi L‘f\n% }:

SR O#%#w%@*@( v@&m@% i
& RPILI BUNC b BHORHEATS LT o L
%x%ﬁ%oﬁlhmmwhbﬁéﬁﬁﬁw

 &”§”/%&%u&ﬁ &m
%*%%eRMk%WT%

576 |

U 5% BRI ST b,

,hwxm&:a%&%#

BB,

zmcm%ﬁ%wm&mﬁ@%w&MﬂTﬁab

ﬂ@%k#%é . BB . RPILI iltf;
FAIIC Koo THYPE 3% ’)’*’U:#ﬁ&am*% e
Lhh Y Lk, r&mn$6&&ﬁ&ﬁm%

BIF, AT EERO S B, $HE RPILI KSR
ﬁwmﬁﬁxbﬂ7MW®4ﬁLOWTM¢  
FUALIRIRO MBI NS 10 588 5 60 MRl L
TS Y, TIROBIFE DO T
D EAET LT L OB TH Do HulFLIIE
M HEL, BWERALEHELZ v, D
VRIS 0.1 BUE 3 TIE T 2 & 2 hib B%,
80 DI RUCE 1.2 DHLT) % MR L“Cm%}é‘:*?
LB, WA D 5o PUHRA TR
A HEHEIE S S B 7272 L Goldmann B
WBITACIE, SERRE 02V TR HIC S
v kv, & 51T Humphrey BB 5
FHWREETS, W T 30-2) o7
1275 A GO NG S AW A T & T
[ 10-2) T LB MM s s ild &
%Dak,&mwu%WMﬁm%m&ﬂmu%m
TN TV B,

WUKHTRIE, FA, A ¥ Fy 7oy y u~/x
6 B % 3 (indocyanine green angiography
IA) # GO TIERTH Y, BEXTE, TOME
H%WWKmbbﬁéﬂ-imnﬁ&K{of%
PR LR OEWEPBNS Z & itf:w(l 1B)o :
Amﬁmmfi kR, BRREURE b iz
ﬁmkmﬁén%#,ﬁw,mmmm&ém
%R ERG CHMMOFEAMBELTHY, <
BEERHOMESWE 25 (K1C, D)o Hb
7 “(ﬁWﬁM®%%#%#Lawé% 138
«%0) %ﬁ”’f%
ERG CHEHEXLLTVE, :
OCT Tl %ﬁm?aa xum mmw
B BB

m%@ﬁ&%&%&a,hﬂ%@% ,
,5:’3” % GEARAL ) E%ﬁ’!ﬁ%.‘% # (cone outer segment
L up C{“}S’i‘} 54 x@?é k(. T




g VO*‘S@ 'N,c.s!em




1k (2, &)

ot Z}‘:F’/L.‘?ﬁ} t%ﬁiﬂLﬁﬂw#kﬂ‘i%o :
Argd5Trp Heterozygous) DIEEREBIAM & OCT iR & OBR, 7 $§5ﬁf‘ﬁﬁ 10 %
,ﬁb?’GOE&Ez%rWOrm P DERBEOEHLIEETH S, DTIHISe T1 20 HD
: TEEEHEL/TL\%SC’)L%L DTEEEIHEHEL TVLD, B0 COST 71 > d, @Lbic
WELTND, E7, FEREISBIC B VTR TATORMBESEY ERICHE AN,
R EERRBEOSDETADNS 1Se T4 0 K — LIRERE foveal bulge) %77 T,

R I:C» SR P ellipsoid (ISe) 5 A o HUARRY 2 il d v
DAL A B LD . FEED RIS % M3 7 4 &SR D I LA
Lo ISe 4 VIR, WEL, S ESCEEST, £
PRORER B ICIEIE L Tl 2B, ISe v 4 })L«&L. £ (ii\r’@ T
AR THI S P - AR AR (IS/0S june-
tion) 74 ¥ EIFENTHY, ﬁ%m~%M~M
BRI BARIZ D W T RIS L TR v,
FHTI ISe o WA RIS B
RS F RO (AF) B OB 645 v, k
5533 ‘J’?%WJ*‘ 45 5511‘35‘4’1}3’&475‘4‘&"%{}1&% : ;{ﬁ — I SR (Stargardt dis-
Bhsokbbn Y, AL, HKFAYA B
HTARAY - ﬁw%ﬁrﬁww&mw%ﬁ%@ m%%f@mwmkWMﬂ% DU LR
fﬁii La')r)r/é ) ¥ RO }‘J‘fﬁ%’%&i&% ny', b:%’b CTHY, FHEEICIET 5 HIH DI AL,
i‘&@éffﬂﬁ a‘i@;ﬁ }im B : R’P’ﬁ’) ?

”.}x. (retinal plgment epnhdium

ﬁws‘%f&ﬁm »;«fau:aw:m_, AEIL BE R
»«;uwf"e"fl;’ A T B 20N, :

578 |




 Vol56 No:5 2014

e ééfééti:&'%éﬁ*i%fzét fleck ¥4 m'@aﬁimx
Wéﬁk:& F“’i

 OEPIEABRY, REEHRC-FL7 window 5 fleck m;i% 55"




f?ﬁw’{ﬂ }WJM%L K0 5 >l ]‘ifi’i’\\
x ABCA4 0’)):1’?{,

b ‘,u‘«: Jf':) b 3&‘5,

hb%#LfAMM4mM@mm&Mﬁ§&L 

),. % a\;) % 1¥\11X17)f0)213~f01 (. 3)0 L

AT ABCAL S5 TR % 5 — el

fvﬁéﬁﬁ I E TR W oo, kT
Wi, BS A RPE AORAL BET05%
ERBHRB OB Ao TWa, $%n@ﬁ%
BE I éﬁ“*ﬁﬁ%ﬂ&:
B ;t‘: ‘73”5?3 197!?,? fﬁ{%! |
&axw

. %» &UKZ it vfzﬂc 4&73‘3% 5% @Lﬁi?‘mm@ 9 4‘5

_,,,.%mmf@@ AR 5 5
A b K
‘”%qﬁﬁbf%m i wﬁmMQW@ Wbﬂﬁ%

 RMJ%V¢%”U//7AX7T%/m 
' Mﬁ“ 273y (Af»rctlnyhdcne~phosphandyletha~i ,
nolammc VwrwnyhdvaE‘) bs ;f L7“ ﬂ, c

f“(‘ = Ipm 75‘ 23/') X’) )’\ézfﬂ";

; gmwbh& ¥
R
*tfvzf/m%ﬁa%x,mf%@) A fi &
‘ &%&&&%%¢&¢%Lkaﬁk&“” :

mem14m AL T T IS B 1

LRI BB,

‘WWWKWﬁQLM%mﬁﬁﬁﬁémﬁwn

gm%mwmufw%wwfw *

Hilehe 2 & LBWENCLE D WY Db
%JHET';ﬁK%ﬂMm; RN B R
@‘;f%o%#&‘
%fﬁﬁwlbu,wafw\?%

% e 35;

Mi]@ﬁW/@A4%/“
Xﬁ/f%/KWWW&L;hmmW
WA,
whﬁgﬂéwﬁuﬁ@mmﬁijmwu

L L i fﬁ Rl ii’?’J‘?ﬂLm +5

SEEL % (LR e ] 5 k/ @ Bﬂ*@% (l 48)
B Kb»é%ﬁm; Al BT ERNO 5 M a:{i%
s nTws 3‘5% _é}%afr ILH L»J}RX??IIMWLJQL St

A MFIZDWT g he AF f}m,iﬂﬂﬁk &
Yttt {, WBENEQC) 7 AF R

HEEBRAGN CHo T, AF 0BG
FBOWBIHIFC ST 5 2 a#a%zﬁlamc
& & IRNASEST L OO g S L7
&, %@%ﬁ@ﬁ%ﬁ&%éﬁ%ﬁﬁ%éﬁ@g




0156 No.5 2014




