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ABSTRACT

Casereport: A 58-year-old female was diagnosed with a juxtapapillary combined hamartoma
of the retina and retinal pigment epithelium (CHR-RPE) in her left eye 14 years ago. Her visual
acuity in that eye was 20/20. Recently, she came to our department with a sudden visual
loss and metamorphopsia in her left eye. After performing funduscopy, angiography and
OCT, she was diagnosed with choroidal neovascular membrane (CNVM) at lesion border,
and started on antiangiogenic therapy.
Discussion: CHR-RPE, despite beinga benign condition, may become complicated with severe
visual impairment. Antiangiogenic therapy provides a good alternative to photodynamic
therapy or laser photocoagulation for treatment of CNVM, avoiding adding iatrogenesis from
these treatments to the complications associated with this pathology.
© 2014 Sociedad Espaiiola de Oftalmologia. Published by Elsevier Espaiia, S.L.U. All rights
reserved.

Hamartoma combinado de retina y del epitelio pigmentario. Abordaje
mediante terapia anti-VEGF de membranas neovasculares asociadas

RESUMEN

Caso clinico: Paciente de 58 afnos diagnosticada de hamartoma combinado del epitelio pig-
mentario retiniano (CHRRPE) yuxtapapilar unilateral en ojo izquierdo hace 14 anos, con
maxima agudeza visual. Acude con pérdida de visién brusca y metamorfopsias en dicho
ojo. Tras funduscopia, angiografia y OCT se diagnostica membrana neovascular coroidea
(MNVC) en el borde de la lesién, y se inicia terapia antiangiogénica.

Discusién: El CHRRPE, aunque benigno, puede complicarse produciendo gran deteri-
oro visual. Los antiangiogénicos son buena opcién frente a terapia fotodindmica o a
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fotocoagulacién laser para tratar las MNVC, evitando sumar la iatrogenia del tratamiento a
complicaciones propias de la patologia.
© 2014 Sociedad Espariiola de Oftalmologia. Publicado por Elsevier Espaina, S.L.U. Todos

los derechos reservados.

Introduction

Combined hamartoma of the retina and the retinal pig-
ment epithelium (CHR-RPE) is an infrequent, presumably
benign congenital malformation with unilateral expression.
It appears in healthy individuals and occasionally in patients
with type 2 neurofibromatosis and Gorlin-Goltz syndrome."?
It can be associated to fossa, drusen or papilla coloboma,® in
addition to being frequently juxtapapillary. Histologically, it
presents membranes in the retinal pigment epithelium, neu-
rosensory retina, retinal blood vessels and vitreous-retina in
varying degrees. It is frequently diagnosed as a casual find-
ing as it does not usually involve the eyesight.*> However, in
10% of cases vision deteriorates severely, with complications
derived from epiretinal tractions, formation of hard exudates
and occasionally choroidal neovascularization at the edges of
the lesion.?®’

Clinic case

The authors addressed the case of a female, 58, diagnosed
14 years ago with CHR-RPE in the left eye during a rou-
tine examination. Visual acuity in both eyes was 1, and
the patient exhibited only a small altitudinal scotoma in
the visual field of the left eye. After regular follow-up,
she visited 5 months ago due to metamorphopsia in the
left eye and visual acuity of only 0.08. Left eye ophthal-
moscopy revealed an image compatible with juxtapapillary
hamartoma together with choroidal neovascular membrane
(CNVM) at the edge of the lesion (parapapillary), associated
to hemorrhage and serous detachment (Fig. 1). This find-
ing was confirmed with angiography (Fig. 2) and posterior

OCT (Fig. 3) of said eye. Right eye examinations gave normal
results.

As the lesion was located in the papilomacular area,
intravitreal anti-VEGF injections were indicated (ranibizumab,
10mg/ml), applied in 3 injections at one-month intervals.
The first was applied on December 10, and the patient was
examined with retinographs one month later (Fig. 4A), which
revealed some activity of the lesion. The second intravitreal
anti-VEGF injection was administered on January 14, with sub-
sequent retinograph examination one month later (Fig. 4B).
On this occasion, moderate activity reduction was observed.
The last antiangiogenic application was administered Febru-
ary 18, with another retinographic examination one month
later (Fig. 5), achieving cicatrization of the lesion, the disap-
pearance of hemorrhages and of serous detachment. However,
significant subretinal fibrosis remained.

In addition, a new OCT was performed which determined
the inactivation of the neovascular lesion (Fig. 6).

Due to residual atrophic-degenerative changes, visual acu-
ity only recovered up to 0.1, but anatomic improvements were
achieved as well as diminished metamorphopsia and halting
the progression of the lesion.

Discussion

CHR-RPE is regarded as an untreatable benign tumor. How-
ever, some of its complications can be devastating and cause
significant visual loss. CNVM in papilomacular and subfoveal
areas associated to juxtapapillary CHR-RPE, treated in the past
with photocoagulation or photodynamic therapy”>%® pro-
duced huge central iatrogenic scotoma. However, at present
these can be approached with anti-VEGF therapies with the
advantage that they do not produce scars over the retina.

Fig. 1 - Funduscopy showing image is compatible with juxtapapillary hamartoma associated to choroidal neovascular
membrane (CNVM) at the edge of the lesion, accompanied by hemorrhages and serous detachment.
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