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Fig. 2 — Histopathologic view of the specimen. A, Strongly eosinophilic amorphous material surrounded with epithelioid cells
and multinucleated giant cells (hematoxylin and eosin [HE] staining, original magnification 100). B, Splendore-Hoeppli
material seen inside the giant cells (HE staining, original magnification 200).

to determine whether these conditions may share common
immunopathogenic dysfunction at some point during
their evolution. The coexistence of these disorders in our
patient may also be merely coincidental.
There is no established treatment for the SplendoreHoeppli phenomenon. The use of topical or systemic
corticosteroids is controversial because this was found to
be of no beneﬁt in many patients, as demonstrated in a
patient in whom the Splendore-Hoeppli phenomenon
developed under high-dose oral steroids and disappeared
during withdrawal of the drug.5 Regression either spontaneously or disappearance of other lesions after surgical
excision of 1 lesion was also occasionally observed.2,6
Recently successful outcome was reported after use of topical
cyclosporine A for 18 months.7 Our experience with the
patient with bilateral involvement supports the observations
that the Splendore-Hoeppli phenomenon is a self-limited
disorder that may completely resolve spontaneously.
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Spontaneous resolution of optic disc
pit maculopathy after posterior
vitreous detachment
We report the case of a 57-year-old male with optic pit
maculopathy that spontaneously resolved after posterior
vitreous detachment (PVD). Progressive improvements in
visual acuity, clinical examination, and spectral-domain
optical coherence tomography (SD-OCT) occurred over
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3 months. The pathophysiology of optic pit maculopathy
has yet to be completely elucidated. This case report lends
additional support to the theory that the vitreous and its
attachments at the optic nerve head play a critical role in
the development of optic disc pit (OPD) maculopathy
(ODP-M), and that the PVD may play a critical role in its
treatment.
The prevalence of ODPs is approximately 1 in 11000
persons. Approximately 25% to 75% of eyes will develop
a secondary maculopathy, most commonly in early
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Fig. 1 — A, Colour fundus photograph of the right eye shows an optic disc pit (arrow) and a distinct chorioretinal coloboma
inferior to the optic nerve. Atrophic pigmentary changes are observed in the fovea. B, Enhanced depth imaging spectraldomain optical coherence tomography of the macula demonstrating an attaching posterior hyaloid (arrow), outer nuclear
schisis, nerve fibre layer schisis, and an optic disc pit (arrowhead).

adulthood.1 Spontaneous resolution of ODP-M has been
reported in approximately 25% of cases, although often
with a poor visual outcome.1 The exact pathogenesis of
ODP-M has yet to be clearly elucidated, but a multitude
of treatment options have been proposed over the years,
with varying degrees of success.2 Many authors have
postulated that the vitreous and its attachments to the

optic nerve play an important role in the pathogenesis of
ODP-M.1,3–6 In support of this is the fact that vitrectomy
surgery, simply with the creation of a PVD, has been
shown to be successful in the postoperative resolution
of ODP-M over time.7 We report the ﬁrst case in
the literature to document with SD-OCT imaging the
resolution of ODP-M after a spontaneous PVD. This case

Fig. 2 — A, Enhanced depth imaging spectral-domain optical coherence tomography (EDI SD-OCT) 6 months after initial
presentation demonstrating release of the posterior hyaloid attachment. Improvement of the outer nuclear schisis. Persistence
of the nerve fibre layer schisis (asterisk) and optic disc pit is shown (arrowhead). B, EDI SD-OCT 9 months after initial
presentation demonstrating complete resolution of macular schisis with residual ellipsoid loss subfoveally. The nerve fibre
layer schisis is reduced in size, with persistence of the optic disc pit.
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lends further support to the argument that the vitreous
attachments at the optic nerve head play a critical role in
the development of ODP-M and that the PVD may be
critical in its management.
A 57-year-old otherwise healthy Caucasian male presented with a several-year history of decreased vision in the
right eye. He had no ocular history. On examination, best
corrected visual acuity (BCVA) was 20/63 OD and 20/25
OS. Intraocular pressures were normal. The anterior
segment examination was remarkable only for a mild
nuclear sclerotic cataract OU. Dilated fundus examination
of the right eye demonstrated an inferotemporal ODP, as
well as a distinct chorioretinal coloboma inferior to the
optic disc (Fig. 1). There was no clinical PVD. Atrophic
pigmentary changes were noted in the fovea of the right
eye. Spectral-domain enhanced depth imaging optical
coherence tomography (EDI-OCT) highlighted large
schisis-like changes in the outer nuclear layer of the retina
that extended nasally to the optic nerve and communicated with the pit (Fig. 2A). An outer layer defect was
apparent; however, no subretinal ﬂuid was present. The
posterior hyaloid was visualized on OCT to be attached to
the foveal centre, as well as more nasally (Fig. 2A). Dilated
fundus examination of the left eye was normal.
After a discussion of the risks and beneﬁts of surgical
management, the patient elected for observation. He
returned 6 months later with an improvement in BCVA
in his right eye to 20/40, and clinical examination
conﬁrmed a PVD with a Weiss ring. SD-OCT examination further conﬁrmed separation of the previously
attached vitreous (Fig. 2B). Over the next 3 months, his
vision maintained the modest improvement, and his
macular schisis progressively resolved (Fig. 2B). The
central retina thickness decreased from 598 to 218 μm.
Outer nuclear thinning and loss of the subfoveal ellipsoid
zone was observed on SD-OCT (Fig. 2B). The hyaloid
was no longer adherent to the retinal surface on OCT
evaluation.
The pathophysiology of ODP-M continues to be
debated in the literature. The ﬂuid dissecting into
and under the retina is argued to derive from either
the vitreous or, alternatively, the cerebrospinal ﬂuid.
Less well-accepted theories involve ﬂuid leakage from the
retinal vasculature, choroidal circulation, or orbital tissues.2 Management options include observation, laser
photocoagulation, gas injection, macular buckling surgery,
and vitrectomy surgery. A variety of approaches have been
advocated for vitrectomy surgery, including the variable
use of laser, internal limiting membrane peeling, inner
retinal fenestration, and/or gas tamponade.8
Johnson et al.2 subscribe to the concept that differential
pressures between the intraocular pressure and the intracranial pressure drive ﬂuid through an anomalous passage,
resulting from the ODP, into and under the retina.
Conversely, other authors believe that the vitreous and
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its attachments at the optic nerve play an integral role in
the development of ODP-M, possibly as a result of
tractional forces.1,3–6 Hence, the creation of a PVD is
believed by some to be key in ODP-M management.
Hirakata et al.7 published a series of 8 patients with ODPM and no preoperative evidence of PVD, in which 7 had
resolution of ODP-M with time, after vitrectomy without
laser photocoagulation or gas tamponade. Simple induction of a PVD resulted in resolution of ODP-M.
It is not known exactly how PVD, either surgically
induced or nonsurgical and spontaneous, may achieve
improvement of ODP-M. Possible mechanisms include
altering pressure gradients, releasing subtle traction, and
stimulating scarring within the ODP.2
Resolution of ODP-M with nonsurgical spontaneous PVD has previously been described clinically
in 2 patients by Bonnet.9 Our case is the ﬁrst report of
EDI-OCT images before and after spontaneous nonsurgical PVD in a patient with ODP-M, whose
maculopathy subsequently resolved. This lends support to the perspective that the vitreous and its
peripapillary adhesions may be integral to the pathogenesis and management of ODP-M. Interestingly, a
recent publication by Rayat et al. 10 found that the ﬁnal
visual outcome in eyes followed without surgical
intervention was, on average, worse than others that
underwent surgical intervention, and that increased
baseline central retinal thickness was found to be a
poor prognostic factor.
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Masquerade macular exudation in
Mallatia Leventinese
Malattia Leventinese (ML) is an autosomal dominant
condition frequently caused by a heterozygous mutation,
p.Arg345Trp, in the epidermal growth factor–containing
ﬁbulin-like extracellular matrix protein-1 (EFEMP1)
gene.1 ML is characterized by the presence of small,
elongated basal laminar drusen, frequently in the temporal

macula.1 Larger coalescing drusen and peripapillary drusen
also occur. Choroidal neovascularization (CNV) in association with ML has been reported.2 We present a patient
who experienced an acute left visual decline after the
occurrence of subretinal ﬂuid and provide an account of
her long-term follow-up over 7 years and management
with intravitreal anti-vascular endothelial growth factor
(VEGF).
The patient was ﬁrst diagnosed with ML at age 36 years
when she presented with minor left visual distortion and

Fig. 1 — A, Fundus photos show drusen deposits bilaterally with large coalescing macular drusen and pigment change
centrally. B, Autofluorescence photos depicting hyperfluorescence of the large, coalescing drusen but not the small,
peripheral radial drusen. C, Spectral-domain optical coherence tomography shows dense, thickened areas of subretinal
drusen-like material extending from the retinal pigment epithelium with the presence of a left pigment epithelial defect and
subretinal fluid/cleft not present previously. No change to vision or appearance of the subretinal cleft was seen throughout the
6-month duration of treatment with intravitreal ranibizumab.
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