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Oguchi disease Is a rare autosomal recessive

congenital stationary night blindness vgith an
abnormal-appearing fundus first described in

the Japanese population by Oguchi in 1907."

it is characterized by non-progressive retinal
dysfunction with fundus appearance having a
golden-yellow metallic sheen, with normal
fundus coloration restored after prolonged dark
adaptation > 2 hours (Mizuo-Nakamura
phenomenon). 4

Two genes have been implicated in Oguchi
disease, both are involved in road
phototransduction: SAG (encoding arrestin) and
GRK1 (encoding rhodopsin kinase) **

Fewer than 60 cases of Oguchi have been
reported worldwide being primarily concentrated
in Europe and Asia. To date, there have been no
reports of Oguchi in the Middle East or Africa

regions
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To describe a new clinical observation in 3 cases
of a highly-consanguineous Egyptian family
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Full ophthalmological examination including
Visual acuity (VA), intraocular pressure (IOP) by
Goldmann applanation tonometery, fundus
photography in light adaptation and after
prolonged dark adaptation, optic disc
assessment, visual field perimetry (VF), Central

corneal thickness (CCT) and OCT ONH were
done to all patients.

<

Criteria Case 1 Case2 | Case 3
~ Age 66 31 28
VA 0.7 1.0 1.0
~IniiallOP 360U 140U 17 OU
0.75 OD
Y
- CCT <2960, i 545" ENEsEEE
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Proband is a 66 years old man who was aware
of night blindness since childhood, running In

the family

Mizuo-Nakamura phenomenon: |/

IOP: initially 36 mmHg stabilized on Latanﬂprmat_O.DOS‘f’fa down to 19
:n_rEHg. Compliance was good initially then declined on subsequent

follow-up visits
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Serial Examination of TSNIT Graph: revealed loss of bi-hump configuration
mMth corresponding dallals ne of ..'._-., | corre l:..'t'r'_-i 'r'.".;‘: W [If'l dl:_;}.: E:D;Z-E‘Sr'a'"u':‘
- B - gt oCL= 8 --_,-r 1
I 1 Thicknsss Map . i 'r'
."‘}l | — e N

¥ 0 e i Ayarn . -

hl‘i—-ﬂ - m‘.M
GCL+
Bupar®isel-J00
i:‘_‘ J', -L-r L oy
gr:

QCL= Thickrness|am)
L

[ Pavs F1 L L
T
I
w1

5T  superior 0
i I =)

[ Jrr— ﬁ___ﬁ_
| =3 =N

1=d

Serial Examination of Ganglion cell complex thickness map: superior and
nferior thinning correlating well with optic disc changes and TSNIT graph
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Serial Examination of VF: revealed corresponding field defect in the form

ctrum of Oguchi Disease
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of superior arcuate scotoma in right eye, and denser scotoma with nasal
step in the left eye with progression in the last field
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Proband's elder son, 31 years old man with
stationary night blindness since childhood.

Mizuo-Nakamura phenomenon: (A) Light-
after prolonged dark adaptation

IOP: within normal IOP (14 OU)
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Optic disc assessment: Within normal disc appearance
eye showed Inferior thinning for follow-up

adapted fundus colour (B)

with deep cups. Left
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Ganglion cell complex thi
ickness map and VF: ithi
r - ‘ . revealed with
Parameters, and no scotomata of particular significance or Dattemm gelt
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d's younger son, 28 years O
gl blindness

with  stationary night since

childhood

Mizuo-Nakamura_phenomenon: A/ LIETIL=aHerF =

(OP: Borderline 10P (20 mmHg) initially as well on follow-up visit
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Optic disc assessment: SuspICIOUS disc with deep cupp
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Ganglion cell complex thickness map: revesled within nonr
parameters

Serial Examination of VF: revealed a superior fie
eye, and a denser superior scotoma in th
mprovement in the last field possibly due to leamni
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To our knowledge, glaucoma was not

described before as a possible association to
Oguchi disease.
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The highly-consanguineous nature of the

family could be responsible for condensation
of glaucoma risk in the family.
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Open_angle glaucoma could be a new featur
associated with Oguchi disease.
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Genetic testing to exclude the presence of

othgr genes responsible for glaucoma in the
\ family is pending.
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