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[ Abstract ]

The concept of macular dystrophy denotes a group of disorders which arise in the posterior pole
of the ocular fundus from an underlying enzymatic error or metabolic error defined by a respectively
responsible gene. For the diagnosis of this disease, the following four criteria should be fulfilled: 1)
binocular involvement, 2) a familial/hereditary disease, 3) no evidence of extrinsic etiologic factors,
and 4) a progressive disease. Classification of macular dystrophy is indicated to be based on the
particular site of initial development or location of principal lesion(s) in the laminated structure,
comprising the lamina choroidocapillaris, Bruch’'s membrane, retinal pigment epithelium and retinal
neuroepithelium. Currently, the site of lesion can now be identified clinically to some extent thanks
to the spread of the fluorescence imaging examinations such as fluorescein angiography (FA) and
indocyanine green angiography (IA), the electrophysiological examinations such as electroretinogram
(ERG) and electro-oculogram (EOG), and the optical coherence tomography (OCT). In macular
dystrophy with a principal lesion situated in the retinal pigment epithelium layer, clinical features
vary diversely among individual patients and undergo changes with aging even within the same
subject, and it is in no few instances difficult to diagnose the condition unless the patient is checked
by lineage screening and followed by observations. As for diagnostic typing of this disorder, however,
it is considered that there exists a type of disease which can be diagnosed almost definitely based on
ophthalmoscopic findings, fluorescence funduscopic findings and retinal function assessments by
EOG etc. Subgroups of macular dystrophy with a primary or principal lesion in the retinal pigment
epithelium layer include vitelliform macular dystrophy, adult-onset foveomacular pigment epithelial
dystrophy, pattern dystrophy of retinal pigment epithelium, and familial drusen. This report describes
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a case we have recently experienced.
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21 FIEERIVI—-EY
(33%RE AR a: AR b: ER)
a : FLEEMD S TEHMIC/ MO F)L—E B b Nz,
b UL SN R @ ER 2 O S MEREESR (=) BNAH5
Nz,

(uv)

1200} ~\/"‘“‘~“~ IR
scotopic ERG

1000} =18
800
600
400
200}

I

BRIERS
0 10 20 10 20

#6. fEf3 (33XRHB) DRFELVERG & EOG

I, MEREED D 5 A RICH LIRS 5N,
ERG & EOG(L/D i3 45hR 2.80, /2R 2.50) X IEH Tdh - 7z,

<JEWH] 4 & DR >

135%, e KD,

FFAER 1.5 (ne), KR 1.5 (nc) TH-o7z,
ATARES - HRIE LIS, BEDRD S NEh > T,
HRECHT R, AAHRIC O R B0 R /5 I M7z 2
DERFNV—E 28D (K 23),

(FMEME RV—¥ > ORERNE, SBE B LY
L 7z Doyne’s honeycomb macular degeneration 0

KO S, FHOKGHED ETHIEHR L 72.)

a
22 FEERL-EY

(33KRE FA a: HIR35% b: AR 407 )
a: RIL—¥3EMNCIE, window defect IC & B i@BHOEA
AU, FubESANc GRS I XS EIOEHE (=) MR
5Nz,
b MARRHIEES IS, RHNCUIROMEDEAIZA S NG, HDE
MEORRNDASN, BATEEEEcER (-) Lk,

23 SKEERL—FY (13%ZR : AR)

Feii# D FRCRULDIROERRDBHEEL T /51 2 (HD /UK F
V—EY (=) BH5NT,

5. 5%

UIE AR BE Y A b a7 ¢ (Vitelliform macular
dystrophy) (B LU T, Deutman & 5P 254k 5 B &
A bv7 ¢ Ol 2 [EERZ /2R A EOG
WCHBHENHA SN %M (normal fovea but already
pathological ERG) |, T8N &k H] (previtelliform
stage) |, BRI R OB bR B 72 A2 & & % B Bg Y]
(vitelliform stage) J, [BPEERRIE B R & & 1285
CYE D ERERICHEL T 540 0 IR (scrambled
egg stage) |, EZEMIHA (cystic stage) ], [saPE
MEREICHTE T 214F =Y (pseudo-hypopyon
stage) | &R T, WL [EEBENZEHG 9 % ZHE
(round choroidal atrophy stage) | &at#iiL7z s

Tz, AIEGEME LS OMEICE BT 2 C
eI EN, R AVIO AR TEIHRHD 2D
by, WEDETICLEND D T ENHEMN LR
D, TEOLOTERERAMEZRIEELENTY
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%o WEIR EOREUE, JREDEMEICH > T E il
(7RIS RRIR A 2 (> TV BRI, RBirxh
DN ZRL, BEREIEENINC A% L8
IR %,

FOCHEIE T RIE, ISR IINCIE, &)
HICHS 5t 72 9™ % blocked hypofluorescence
2R, ERARINCIE, (730 5 AR A
DBEFEDI D IABNHEND,

BAEHANATRORME LT, ERCIEIEHET
b2, EOCIFEETHE T ehmtsnhTns "
2)

EOG & mass response Tdb D, ZDHEEIZILIN
IR F R OBERE 2 KM T B R E LT
RFREN TV S, AREICH 5N 2 IR PED I EER
PN E & EOGC DEEDREICIEFENH DN
%W, AIEDLAEZ O R P A MRS R B W
T, MAMEGR BRI E S 2R L, M
VRT AF VR TSN, ZoOM@EmE, #HH
HICEHEZDELSICE AL NI L OMEDN D S
Vo Eio, HOLBEMBTA T, MBI OHEY
oM FEMNICY R T AF VI K B8

WHREHDEDES 5N, MEEMEEE (lipopigment)
B R R Ofth, MR R &R RS b
2R, KEMIEAN (macrophage), M R >Rk
it HoNTz LM LTV,

MR 2R bR DIRIN 75 5L & ISR B
MIANICHA BN 2L RO R T AT 2 OIFE
M5, BB & S B ICBRE U 7o Ry
IR R IR T RS BR 5 97 LB PH O M 38 F Rz D281
MWREENS, LIeh->T, REKICEEDED S
NI ORISR FRRIC U BE DA 5 NI WIS
LRI EOG DREMNET %, 975D BIANEIGRE
WKL EENRD 5 NIRVFHE, B ERIEER
HoNBZN, TOHAENEHELDE/NENED,
L/D O TRHENDZED, &2V IEHIEISK
WKCEMNZDOEDMETLTLUE S Wiz DM
HEh, RIEDOZKICHBWTIE, EOC DREEHZ
Wiz A LTV 5,

Alal, g OREER U IERNE, HENRD] (pseudo-
hypopyon stage) T 7 DL TH > 1z, HiliE L
> A7 O T HIBRKT SRS R T, K9 1 gt
FLEARE D M B ZERa bR B RO RE 1 B VR D
Pl Zm U, MEGER EEANOY RT XF 2
BRI U, AR i B BRI I N
BNz,

URT AT &, HE N OSBRI I O i
RLick bV VY — LN S N2 REtEER

TR d 2 VIEHREEARE TIN5,
AIEFITLE, MEER EEMRANAND Y KT X F
VHERIOBRIC KD, LIS B ESR
i OREREDIEIE & 72 % EOG (X L/D kb)) MEE %
RLTcEEZABNS,

FA X, &I TlE, MEREIGR OB
2L, EEBRHTEMETHECRBITLIEYRT X
F U ERICHEEBEDOI D ABRDNA L NI,

EHEFID 14 F45E% ORISR T, RO
FIFEHE BN AR U, o5 B NS M TS Hifn & B BE T
75 OB T2 REIRC BT 72 75 w1 Mk O H B Y
bz, EHROFRHEEBILKL, nikE SRR N
ICEENH LN,

OCT T, HiFEZMEMICHE Ly, #
ftaE R EOBEN AR LNz, Fz, FERHE
WISEENBRE AT RN A BN, MR Bz o |
SoOPTRIE, M@ B ED D OB ER
TADURTAFVOBITICK D, EHEHICHBWN
THARE R LR & M3 bR ORI BN A U
TWAZ EZRET %,

GV (7 %) ICRA I NIzRTESIREO IR
EHY A a7 b, 14 FEIIE SR ORI,

IRZHNZELTED, HEDAHIE NEB
EXTHALNEZNE DD, F12E BB DLE
ThHs,

MAFIEE M OR R A a7 ¢ (Adult
onset foveomacular pigment epithelial dystrophy)
1%, 1980 4£1C Epstein® 51T & D IIEREEBE S A
BT ¢ ERAFEERB AR LA 0T D
HHIDERE ST, TOR, MAFIERKOR E
RIATTT 4 DFFNICIRIE D A 17 1 D
ENEDTRHT LR EDERI AT T ¢ DR
EHAT L END, JUETEME AR ER O
HIA bR 7 ¢ O ANSNTVS %,

AHE OO UM EE bR BIE, DN RREE Y X b
T4 EHNTHRIEDEL, REETEL/NHE W, FA
T OB AR B RIS R E IS RIS T B (K HE
Yt (hypofluorescence) & Ei K i # Yt (ring
hyperfluorescence) 229 % LW KENH 5 &
Xz 9.

S, A OREERUTZREFI T, #HIR2RY TIC
64 K & i T > 7o MIRBEATRTIE, MRS
PEDOFE O HIEH 1/3 FPRALBEROKE X
THRBSEHIC FV—E 2 2> T,

FA THEHIERDY hypofluorescence 25 L T\
Teo IA TR, MBI FIV—E Y 2R d
% RARBHOE &, EREDEZEK T 5 PO
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e RN SBIICHIT TREDENTZ, KR
PEIETE Ao M, EOG TiE, L/D LAY 2.30
GEHME 1650 F) TholeT kic kb, IRtk
WA MO T o EERIE N, BTSSR
FRZA a7 LW LT,

MR LR OBREY A s 17 ¢ (patterned
dystrophy of retinal pigment epithelium) &, #Hf
BF LEEICRN 2 Lictamiks 2 E L%,
FTHRORWVEMRMESES A a7 « OBT, 8l
EET, RIA M7 ¢, WIRIRIEK, @R
VAruT 4, EROAEEEEEGR FRZDA
07 &, TRNETNOMEZFICK> TEHELED
FARPIEICE L DE WML T3 01,

1970 4FIC Deutman 5 WS U 7o B Qi @ %
BEEADBEaEI A a7 ¢ Tk, miRsEHE
oMtz ERZIC, SRREICERIE DO MBRILE D
MBI %5, /NEBNCHRIIL, HHERERDSWVIE
BEICREFIN, EHEZHHEDNWIFIEIRTH %
TENBNETNTVS Y,

AIEICH DN B EBEBO MR ILA I, 85 P
DR LM EEDBEIL T, EREN 2K
THILICK > THEBT %, etz M
BIEHREDA SNV, SIS 7 Ik
OmEM, FLESKOBERMRE, LA ER
HBENHIBNS, MEOZE EEOLHIHICHZS
FHISHIG LU T EOG I3 Z2/Rd . THUIH LT,
HubkB K UEAEEF, R, BEIES, ERG IEWT
NEIEH THB LT3 Y,

Sjogren 5 AV U 7o AR PEEIZTE X DY
KIA T+ T4 TR, 5RETRIEL, FIHICEH
DEICARFRNOUWEDHENADNS, TDf
FEUAEDBEFICHBEIROBRERULEDEKR SN,
AEBIIEN D, PR DOIEENTEHMN S, ET
I3 &, WRIROILEBIETHANCZAD, Mild s
7%, HLEOURLAEZMTHEMOZTNTN
DREEZ, 1THABFEUTT, BLAHAITSH 5,
Flo, EFHICIE RIL—EUREHLTLB Tk
L% %, ERG, #%F, (¥, BIEIE, EOG & 1EH T,
HNTHORBWVRETH 2 LIBT3,

WO K E 5 T id, A 5 13 blocked
hypofluorescence 23 5N, T DELZ PHA THW
WHOEMNAELDHENZ T D, RO EEL
A&, TORMOEE LS OEFRNDEEL
el lckdeER, HROKREBEEEE O
BEHEI A a7 ¢ LAROBELE O BGERE
DFHWHAPEENTWS Y, L L, Fishman 513,
AIEDORM EE Z SN LGz L, #EITHIC

LS 2 — NIRRT, MR ER, BRI,
DRASIEE M IS A D2 T AR T LD DT % &
FRLTWVS O,

Slal, B ORER U TERNE 78 5T, MRAREIMN
FTRTE, BMERICHLEA % 8 G H IR DRk
WIHEE T BRI 7 — 2 — REEEE THEh > Tw
2o

FA 038 5% 5. 8 C A JE 1 R B0 7 Hl IR AR RE D
blocked hypofluorescence %z % U, & &IAIC I,
MR 2R E R O U F ANED R E 2 RS % R
HOEMER L Tz, £z, A TIEZREHICE
FAEBE T 0y ZICXBEADEZRL, Eiptk
T, MBEE LR OREOBOERNIC /N UK
DICC uEZDIHEMAA LN, UEAMICHEGE
R EE I NI20E T — 7 — RNOARKSEE L,
ICG A DMHREIIC X ZmHDEDIARRIC A 5 Nz,

OCT T, iR DM 2R 1 IS A IE 7R Mt A
HoNizT Lic kD, TmEREWATIEZ DR HDOH
ek Bz S aEFRABE LT & DHERE
N3, THIC, OCT THIRHLLE L7 Id 2 Aukk
TN A SN, ARRFULEICTIEER W AR T
ANAHAENE T M5, RIERLE BT/ 2 —
VNIWHRET, MEGOHE LR, SR, IREEE
MM E R OZEM I HET L DD % &9 % Fishman
B OWE LML TV ',

KM F)V—+E > (familial drusen) &, #JIHHIC
& RIV—E U DEROEICREGHRICHE L, b
AR PIC ilE 2 2 729, #7179 % LRk
O RIV—E N REE L, HERALFSME T
HBd %,

BHIERD RIV—E iE, OO T M Rfs S
P DVEAT %, FHRRC, KBD RF)L—E2H
AT D RIRKE IR O F P, VD R)b—
PUBHIRICHEET B2 2T 5 Y, ERC &
Deutman &, [EH& LIZbDITHICikIsd 5 &
HL T3 ", EOGICE U CIESMBID 5 ic 8
WRRDT L OWENH B 131519

B4 DRRBER U TSERI O ERG & EOG Tl&, Kib—
Y UREDDITD 33 KO FIEEDESE T, ERG
BIUEOG IXIEH TH -7z MRIEIEZMED H 5
N3 65 KDFEImHE D ERG X, ailf & b Iy
WA A 5N, EOG IR D FRIE+0dH - 7z
n, HEEEMEDh o T, ULAL, RURFILVL—E YV
AL SR D B BRI THREL, |
DEIS I > THREHRICES] L TV 7z 3 o 36
WD T, ERG D a & FEkE/ NIRRT
MWAHN, EOG 3% CEHALL/D Bt IR 1.44,
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AR 1.40) ZRUTz,

BirLLIcHEL, 3HRICTO->THRELTE
D, MEFEES RN e 6BEERIE, FR
REMEREEZ BN 5,

FOUREF A TR, ERBLUTXRZDO F)L—E
>1% window defect I X 2@ #tE /R L, BAIE
Uiz Rilo RV—8 v igdototbss e,
D JE IS IR OWERD/NE WREOCHR DA L H 5
Nize 7z, EBRDOLROHLE SN @ﬁﬁ
HEHIEEIC X 2 K5 FTE OMBEDEH D A 5 NI h,
SR B AR S RORIR H R 2 R E T, ﬂ%%%
WicECEENGN, CEAMKICHRT ST &b
5, MR E, T PH oD A1 i i 5 B P oD B
HFRELLTWA I EMEIE NIz, —75, KM
TH BT T, G S MRHs R O 1
ENERTE, BB ONREEZMnE I, IR
EEMMERNELL, EERWAMSRIHE TR
BRIBIC K AR F L Tz, Lo T,
RFENICHENZFRD S, W ER
7Zh, 50 ~ 60 ®IR Tk, FL—Yromsa, U
FAMEOMIEMZER R OZEMIC K 2 EE, IRigE
EHMERDH KR EDTZHIC, @SERHIER
ZEITEEZLNS,

MRt F R IS HIFE & B\ 1d B BRAER AL A
HHWEPEI AT T 1%, EARMTEIRBRIEHEL
T, ﬂ*)\%“(“%bﬂﬁ?bi X0 L, RRPFER
PR R 2D R NI RE RIS S 20

,$E@rﬂ$%ﬁ,&ﬁﬁﬁﬁﬁ$@ﬁ@%
ﬁﬁ%%fﬁ%%ﬁ%%?ﬁ*@ﬁkbf@ﬂm
HREDHIEND, ZIFHEFRZMTE WL H 2
EEZBNT,
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