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Pigmented Paravenous
Retinochoroidal Atrophy: Case Report

Pigmente Paravenoz
Retinokoroidal Atrofi

ABSTRACT A 60 year-old female admitted to our clinic after experiencing difficulty in near visi-
on. Examination revealed a best corrected visual acuity of 10/10 in both eyes. The intraocular pres-
sures were in normal limits. Slitlamp evaluation revealed normal anterior segments. Fundus
examination revealed retinal pigment epithelium (RPE) atrophy symmetrically in both eyes along
the courses of the retinal veins. Fluorescein angiography (FA) showed hyperfluorescence in the
areas with RPE atrophy and hypofluorescence in the pigmented areas due to the masking effect of
RPE. Optical coherence tomography revealed normal anatomy of the macula in both eyes. There
were various absolute and relative scotomas in the visual field (Humprey) in the corresponding pa-
ravenous areas. The electroretinogram showed subnormal responses in both eyes. The serology of
toxoplasma, syphilis and cytomegalovirus CMV were negative. Upon these clinical findings patient
was diagnosed as pigmented paravenous retinochoroidal atrophy. During the 3-year follow up pe-
riod, patient's clinical findings remained stable.
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OZET Altmis yaginda kadin hasta klinigimize yakin okuma gézliigii igin bagvurmustu. Yapilan of-
talmoskopik muayenede her iki goz gérmeleri tashihle 10/10 diizeyinde idi. On segment muayene-
leri her iki gozde dogal olup, goz i¢i basinglari normal sinirlar igerisinde bulundu. Fundus
muayenesinde, paravenoz alanda her iki gozde de simetrik olarak retina pigment epiteli (RPE) at-
rofisi ve pigmentasyon izlendi. Yapilan fundus fléresein anjiyografi incelemesinde RPE atrofisi olan
alanlarda hiperfléresans ve pigmentasyon alanlarinda ise blokaja bagh hipofléresans izlendi. Optik
koherens tomografi incelemesinde makular anatomi dogal idi. Humphrey gérme alan: tetkikinde at-
rofik paravendz alanlara uyan rolatif ve absolu skotomlar saptandi. Yapilan elektrofizyolojik test-
lerde ise her iki gbzde subnormal cevaplar alindi. Elektroretinogram cevabinda tigte birlik bir azalma
saptanirken rod cevabinda %50’lik azalma mevcut idi. Hastanin serolojik testlerinde sifiliz, tokop-
lazma ve sitomegaloviriis ait sonuglar negatif bulundu. Hastaya mevcut bulgularla pigmente
paravenoz retina koroidal atrofi tanis1 kondu. Hasta bu tani ile klinigimizce 3 yildir periyodik ara-
liklarla takip edilmekte olup kliniginde herhangi bir progresyon izlenmedi.

Anahtar Kelimeler: Epitelyumun retinal pigmenti; gérme alanlar
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igmented paravenous retinochoroidal atro-

phy (PPRCA) was firstly described by

Brown in 1937. The characteristic findings
in PPRCA are bilateral, symmetrical retinal pig-
ment epithelium (RPE) atrophy along the course
of the veins and variable pigment migration adja-
cent to these areas. The etiology is unknown and
the diagnosis is made based on the fundus find-
ings. Since the patients are asymptomatic, they are
diagnosed during routine ophthalmolo- gical exa-
mination.! The diagnosis of this rare disease is
challenging most of the time because many oph-
thalmological conditions may cause similar fundus
findings. In addition, sporadic character and male
predominance make the diagnosis more difficult in
female cases.?® We present here a PPRCA case di-
agnosed in a lady below.

I CASE REPORT

A 60 year-old female admitted to our clinic after
experiencing difficulty in near vision. The patient

PIGMENTED PARAVENOUS RETINOCHOROIDAL ATROPHY: CASE REPORT

did not have any systemic disease or any drug to be
used for a long time. There was not any trauma in
the history of the patient. Examination revealed a
best corrected visual acuity of 10/10 in both eyes.
The intraocular pressures were in normal limits.
Slitlamp evaluation revealed normal anterior seg-
ments. Fundus examination revealed RPE atrophy
symmetrically in both eyes along the courses of the
retinal veins. The optic nerve, macula and retinal
vessels were normal in both eyes (Figure 1). There
was no any inflammation finding in the vitreous.
The patient did not complain about any night visi-
on problem (nyctalopia). The color vision test per-
formed by Ishihara coloured plates was normal in
both eyes.

Fluorescein angiography (FA) showed hyper-
fluorescence in the areas with RPE atrophy and
hopofluorescence in the pigmented areas due to
the masking effect of RPE. FA did not show any
macular pathology (Figure 2). Optical coherence
tomography (OCT) revealed normal anatomy of

FIGURE 1: Colour fundus photos of the right and left fundi. Note typical areas of paravenous atrophy and pigment accumulation along the major vessels.
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FIGURE 2: FA of the right and left fundi. Note window defects along the major vessels due to RPE atrophy and hypofluorescence due to pigment
clumping.

the macula in both eyes. There were various abso-
lute and relative scotomas in the visual field
(Humphrey) in the corresponding paravenous
areas (Figure 3 and 4). The electroretinogram
(ERG) showed subnormal responses in both eyes.
The serology of toxoplasma, syphilis and cy-
tomegalovirus CMV were negative. Upon these
clinical findings patient was diagnosed as PPRCA.
During the 3-year follow up period, patient’s cli-
nical findings remained stable.

I DISCUSSION

Pigmented paravenous retinochoroidal atrophy
was firstly described by Brown in 1937 as
Thereafter, the
name of the disease was changed to PPRCA in
1962 by Franchesetti. PPRCA is an atypical form
of retinitis pigmentosa. Some authors think that

retinochondroiditis radiata.

there is a congenital origin for this disease; some
others think that this is a primary retinal dege-
neration.3

In the literature most of the reported cases
are sporadic in nature.!3 On the other hand, it was
thought that inflammatory mechanisms might
play a role in the pathophysiology due to findings
of some early reported cases. For instance, there
was a patient with tuberculous spondylitis and an-
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other case with congenital syphilis.* Also, Batiog-
lu et al showed that inflammatory causes may ha-
ve a role in the etiology of PPRCA.> Although
exact pathophysiological process remains to be
elucidated, clinical specifications of this disease,
both related to diagnosis and prognosis, are well
described.

The presented case was a female and her oph-
thalmological examination showed normal anteri-
or segments examination findings, without any
findings related to ocular inflammation. In the pre-
sented case there was not any inflammatory cause
and genetic predisposition for PPRCA. This case
was accepted as a sporadic similar to the majority of
the cases reported in the literature. Patients with
PPRCA are usually asymptomatic and the levels of
the visual acuities are at normal limits. The majo-
rity of cases reported in the literature are young
males. Of these, only a small percentage is fema-
le.367 For this reason we think that our female ca-
se has a clinical significance due this rarity of
PPRCA in female gender.

The fundus examination revealed findings in
close association with PPRCA such as symmetri-
cally RPE atrophy along the courses of the retinal
veins in both eyes. On the other hand, there were
no other additional ocular pathologies involving
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FIGURE 3: The visual field analyser (Humphrey) showed various absolute and relative scotomas in the corresponding paravenous areas (OD).

the macula or any other part of the retina. It was
reported that there is atrophy of RPE along the co-
urse of large retinal veins in PPRCA. In most of the
cases, the optic disc and the calibration of the re-
tinal vessels is normal.!* In some cases, in additi-
on to RPE atrophy, there may be also atrophy of
the choriocapillaris.!# In a small percentage of the
cases there may be involvement of the macula
that is the reason of decreased visual acuity.*¢ In
severe cases, macular involvement is similar to
gyrate atrophy and central areolar atrophy. Angi-
oid streaks, helicoidal peripapillary degeneration,
syphilis, sarcoidosis, tuberculosis, toxoplasma and
CMV chorioretinitis, sectorial retinitis pigmen-
tosa, pseudoretinitis pigmentosa must be diffe-
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rentiated from PPRCA 348 The differential diag-
nosis from these diseases is made based on the
typical fundus findings and the symmetrical in-
volvement of both eyes.* In some reports it has
been shown that in addition to classical findings
of PPRCA there is also macular coloboma, dru-
sen of the optic nerve head and retinal microan-
giopathy.?

FA showed hyperfluorescence in the areas
with RPE atrophy and hopofluorescence in the are-
as with pigment clusters and these findings support
PPRCA diagnosis. In addition, the visual field exa-
mination of the presented case showed scotomas
corresponding to the RPE atrophy similar to other
cases reported in the literature.? Although ERG of
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FIGURE 4: The visual field analyser (Humphrey) showed various absolute and relative scotomas in the corresponding paravenous areas (OS).

most of the cases reported in the literature was in
normal range, the reported case’s ERG examinati-
on showed subnormal responses in both eyes.? It is
well known that ERG responses show deteriorati-
on if a substantial percentage of retinal photore-
ceptors become damaged. For this reason reported
ERG response changes found in PPRCA are not
even. Subnormal responses observed in this case
imply such an extensive disturbance.

There was no progression in the clinical fin-
dings and no decrease in the visual acuity in a 3-
year follow up time in our case. However, there
may be progression in the clinical findings of so-
me patients whose lesions progress to the poste-
rior pole and coalesce around the optic disc.’ In
one of 3 cases that Pearlman and one of six cases
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that Noble and Carr reported there was progres-
sion in the clinical findings.*8 The progression of
the RPE atrophy usually originates from the in-
ner part of the retina to the surface of the veins.
Follow-up period is three years in this case and
lack of any progression sign hints that this case
may remain stable. But every case must be evalu-
ated separately, taking account its own specific
conditions, in order to suppose a prognosis in
PPRCA cases.

In conclusion, PPRCA is a rare clinical entity
and the mechanism of the disease is not very well
understood. As the presented case showed, in ca-
ses with no macular involvement, deterioration in
the visual acuity is not expected to be a high prob-
ability.

255



Yasin TOKLU et al

Parafita M, Diaz A, Torrijos 1G, Gomez-
Ulla F. Pigmented paravenous retinochoro-
idal atrophy. Optom Vis Sci 1993;70(1):75-
8.

Limaye SR, Mahmood MA. Retinal microan-
giopathy in pigmented paravenous chorioreti-
nal atrophy. Br J Ophthalmol 1987;71(10):
757-61.

Kikner AS, Yilmaz T, Celebi S, Aydemir O,
Ulas F. Pigmented paravenous retinochoroi-
dal atrophy. A literature review supported by

256

PIGMENTED PARAVENOUS RETINOCHOROIDAL ATROPHY: CASE REPORT

I REFERENCES

seven cases. Ophthalmologica 2003;217(6):

436-40.

Bozkurt N, Bavbek T, Kazokoglu H. Heredi-
tary pigmented paravenous chorioretinal atro-

phy. Ophthalmic Genet 1998;19(2):99-104.

Batioglu F, Atmaca LS, Atilla H, Arslanpenge A.
Inflammatory pigmented paravenous retinocho-

roidal atrophy. Eye (Lond) 2002;16(1):81-4.

Traboulsi El, Maumenee IH. Hereditary pig-
mented paravenous chorioretinal atrophy.

Arch Ophthalmol 1986;104(11):1636-40.

Murray AT, Kirkby GR Pigmented paravenous
retinochoroidal atrophy: a literature review
supported by a unique case and insight. Eye
(Lond) 2000;14 Pt 5:711-6.

Noble KG, Carr RE. Pigmented paravenous
chorioretinal atrophy. Am J Ophthalmol
1983;96(3):338-44.

Choi JY, Sandberg MA, Berson EL. Natural
course of ocular function in pigmented para-
venous retinochoroidal atrophy. Am J Ophthal-
mol 2006;141(4):763-5.

Turkiye Klinikleri ] Ophthalmol 2010;19(4)



