
Turkiye Klinikleri J Ophthalmol 2010;19(4) 251

Pigmented Paravenous
Retinochoroidal Atrophy: Case Report

AABBSS  TTRRAACCTT  A 60 ye ar-old fe ma le ad mit ted to our cli nic af ter ex pe ri en cing dif fi culty in ne ar vi si -
on. Exa mi na ti on re ve a led a best cor rec ted vi su al acu ity of 10/10 in both eyes. The in tra o cu lar pres-
su res we re in nor mal li mits. Slit lamp eva lu a ti on re ve a led nor mal an te ri or seg ments. Fun dus
exa mi na ti on re ve a led retinal pigment epithelium (RPE) at rophy symmet ri cally in both eyes along
the co ur ses of the re ti nal ve ins. Flu o res ce in an gi og raphy (FA) sho wed hyperf lu o res cen ce in the
are as with RPE at rophy and hypof lu o res cen ce in the pig men ted are as du e to the mas king ef fect of
RPE. Op ti cal co he ren ce to mog raphy re ve a led nor mal ana tomy of the ma cu la in both eyes. The re
we re va ri o us ab so lu te and re la ti ve sco to mas in the vi su al fi eld (Hum prey) in the cor res pon ding pa -
ra ve no us are as. The elec tro re ti nog ram sho wed sub nor mal res pon ses in both eyes. The se ro logy of
to xop las ma, syphi lis and cytomegalovirus CMV we re ne ga ti ve. Upon the se cli ni cal fin dings pa ti ent
was di ag no sed as pig men ted pa ra ve no us re ti noc ho ro i dal at rophy. Du ring the 3-ye ar fol low up pe-
ri od, pa ti ent`s cli ni cal fin dings re ma i ned stab le. 

KKeeyy  WWoorrddss::  Retinal pigment epithelium; visual fields 

ÖÖZZEETT  Altmış ya şın da kadın has ta kli ni ği mi ze ya kın oku ma göz lü ğü için baş vur muş tu. Ya pı lan of -
tal mos ko pik mu a ye ne de her iki göz gör me le ri tas hih le 10/10 dü ze yin de idi. Ön seg ment mu a ye ne -
le ri her iki göz de do ğal olup, göz içi ba sınç la rı nor mal sı nır lar içe ri sin de bu lun du. Fun dus
mu a ye ne sin de, pa ra ve nöz alan da her iki göz de de si met rik ola rak re ti na pig ment epi te li (RPE) at -
ro fi si ve pig men tas yon iz len di. Ya pı lan fun dus flö re se in an ji yog ra fi in ce le me sin de RPE at ro fi si olan
alan lar da hi perf lö re sans ve pig men tas yon alan la rın da ise blo ka ja bağ lı hi pof lö re sans iz len di. Optik
koherens tomografi in ce le me sin de ma ku lar ana to mi do ğal idi. Hump hrey gör me ala nı tet ki kin de at -
ro fik pa ra ve nöz alan la ra uyan rö la tif ve ab so lu sko tom lar sap tan dı. Ya pı lan elek tro fiz yo lo jik test -
ler de ise her iki göz de sub nor mal ce vap lar alın dı. Elektroretinogram ce va bın da üç te bir lik bir azal ma
sap ta nır ken rod ce va bın da %50’lik azal ma mev cut idi. Has ta nın se ro lo jik test le rin de si fi liz, to kop -
laz ma ve si to me ga lo vi rüs ait so nuç lar ne ga tif bu lun du. Has ta ya mev cut bul gu lar la pigmente
paravenöz retina koroidal atrofi ta nı sı kon du. Has ta bu ta nı ile kli ni ği miz ce 3 yıl dır pe ri yo dik ara -
lık lar la ta kip edil mek te olup kli ni ğin de her han gi bir prog res yon izlenmedi.

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Epitelyumun retinal pigmenti; görme alanları

TTuurrkkiiyyee  KKlliinniikklleerrii  JJ  OOpphhtthhaallmmooll  22001100;;1199((44))::225511--66

Yasin TOKLU, MD,a

Hasan Basri ÇAKMAK, MD,a

Sabri RAZA, MD,a

Şaban ŞİMŞEK, MDa

a1st Eye Clinic,
Ankara Atatürk Training
and Research Hospital, Ankara

Ge liş Ta ri hi/Re ce i ved: 12.05.2010 
Ka bul Ta ri hi/Ac cep ted: 07.09.2010

Ya zış ma Ad re si/Cor res pon den ce:
Sabri RAZA, MD
Ankara Atatürk Training and 
Research Hospital, 
1st Eye Clinic, Ankara,
TÜRKİYE/TURKEY
sabri_raza@yahoo.com

Cop yright © 2010 by Tür ki ye Kli nik le ri

OLGU SUNUMU   



Yasin TOKLU et al PIGMENTED PARAVENOUS RETINOCHOROIDAL ATROPHY: CASE REPORT 

Turkiye Klinikleri J Ophthalmol 2010;19(4)252

ig men ted pa ra ve no us re ti noc ho ro i dal at ro-
phy (PPRCA) was firstly des cri bed by
Brown in 1937. The cha rac te ris tic fin dings

in PPRCA are bi la te ral, symmet ri cal retinal pig-
ment epithelium (RPE) atrophy along the co ur se
of the ve ins and va ri ab le pig ment mig ra ti on ad ja -
cent to the se are as. The eti o logy is unk nown and
the di ag no sis is ma de ba sed on the fun dus fin d-
ings. Sin ce the pa ti ents are asym pto ma tic, they are
di ag no sed du ring ro u ti ne oph thal mo lo- gi cal exa -
mi na ti on.1 The di ag no sis of this ra re di se a se is
chal len ging most of the ti me be ca u se many oph-
thal mo lo gi cal con di ti ons may ca u se si mi lar fun dus
fin dings. In ad di ti on, spo ra dic cha rac ter and ma le
pre do mi nan ce ma ke the di ag no sis mo re dif fi cult in
fe ma le ca ses.2,3 We pre sent he re a PPRCA ca se di-
ag no sed in a lady be low.

CA SE RE PORT
A 60 ye ar-old fe ma le ad mit ted to our cli nic af ter
ex pe ri en cing dif fi culty in ne ar vi si on. The pa ti ent

did not ha ve any syste mic di se a se or any drug to be
used for a long ti me. The re was not any tra u ma in
the his tory of the pa ti ent. Exa mi na ti on re ve a led a
best cor rec ted vi su al acu ity of 10/10 in both eyes.
The in tra o cu lar pres su res we re in nor mal li mits.
Slit lamp eva lu a ti on re ve a led nor mal an te ri or seg-
ments. Fun dus exa mi na ti on re ve a led RPE at rophy
symmet ri cally in both eyes along the co ur ses of the
re ti nal ve ins. The op tic ner ve, ma cu la and re ti nal
ves sels we re nor mal in both eyes (Fi gu re 1). The re
was no any inf lam ma ti on fin ding in the vit re o us.
The pa ti ent did not comp la in abo ut any night vi si -
on prob lem (nycta lo pi a). The co lor vi si on test per-
for med by Is hi ha ra co lo u red pla tes was nor mal in
both eyes.

Flu o res ce in an gi og raphy (FA) sho wed hyper-
f lu o res cen ce in the are as with RPE at rophy and
ho pof lu o res cen ce in the pig men ted are as du e to
the mas king ef fect of RPE. FA did not show any
ma cu lar pat ho logy (Fi gu re 2). Op ti cal co he ren ce
to mog raphy (OCT) re ve a led nor mal ana tomy 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.



the ma cu la in both eyes. The re we re va ri o us ab so -
lu te and re la ti ve sco to mas in the vi su al fi eld
(Hump hrey) in the cor res pon ding pa ra ve no us
are as (Fi gu re 3 and 4). The elec tro re ti nog ram
(ERG) sho wed sub nor mal res pon ses in both eyes.
The se ro logy of to xop las ma, syphi lis and cy-
tomegalovirus CMV we re ne ga ti ve. Upon the se
cli ni cal fin dings pa ti ent was di ag no sed as PPRCA.
Du ring the 3-ye ar fol low up pe ri od, pa ti ent’s cli -
ni cal fin dings re ma i ned stab le.

DIS CUS SI ON
Pig men ted pa ra ve no us re ti noc ho ro i dal at rophy
was firstly des cri bed by Brown in 1937 as 
re ti noc hon dro i di tis ra di a ta. The re af ter, the 
na me of the di se a se was chan ged to PPRCA in
1962 by Franc he set ti. PPRCA is an aty pi cal form
of re ti ni tis pig men to sa. So me aut hors think that
the re is a con ge ni tal ori gin for this di se a se; so me
ot hers think that this is a pri mary re ti nal de ge -
ne ra ti on.3

In the li te ra tu re most of the re por ted ca ses
are spo ra dic in na tu re.1,3 On the ot her hand, it was
tho ught that inf lam ma tory mec ha nisms might
play a ro le in the pat hoph ysi o logy du e to fin dings
of so me early re por ted ca ses. For ins tan ce, the re
was a pa ti ent with tu ber cu lo us spond yli tis and an-

ot her ca se with con ge ni tal syphi lis.4 Al so, Ba ti og -
lu et al sho wed that inf lam ma tory ca u ses may ha -
ve a ro le in the eti o logy of PPRCA.5 Alt ho ugh
exact pat hoph ysi o lo gi cal pro cess re ma ins to be
elu ci da ted, cli ni cal spe ci fi ca ti ons of this di se a se,
both re la ted to di ag no sis and prog no sis, are well
des cri bed.

The pre sen ted ca se was a fe ma le and her oph-
thal mo lo gi cal exa mi na ti on sho wed nor mal an te ri -
or seg ments exa mi na ti on fin dings, wit ho ut any
fin dings re la ted to ocu lar inf lam ma ti on. In the pre-
sen ted ca se the re was not any inf lam ma tory ca u se
and ge ne tic pre dis po si ti on for PPRCA. This ca se
was ac cep ted as a spo ra dic si mi lar to the ma jo rity of
the ca ses re por ted in the li te ra tu re. Pa ti ents with
PPRCA are usu ally asym pto ma tic and the le vels of
the vi su al acu i ti es are at nor mal li mits. The ma jo -
rity of ca ses re por ted in the li te ra tu re are yo ung
ma les. Of the se, only a small per cen ta ge is fe ma -
le.3,6,7 For this re a son we think that our fe ma le ca -
se has a cli ni cal sig ni fi can ce du e this ra rity of
PPRCA in fe ma le gen der. 

The fun dus exa mi na ti on re ve a led fin dings in
clo se as so ci a ti on with PPRCA such as symmet ri -
cally RPE at rophy along the co ur ses of the re ti nal
ve ins in both eyes. On the ot her hand, the re we re
no ot her ad di ti o nal ocu lar pat ho lo gi es in vol ving
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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 ma cu la or any ot her part of the re ti na. It was
re por ted that the re is at rophy of RPE along the co -
ur se of lar ge re ti nal ve ins in PPRCA. In most of the
ca ses, the op tic disc and the ca lib ra ti on of the re -
ti nal ves sels is nor mal.1,4 In so me ca ses, in ad di ti -
on to RPE at rophy, the re may be al so at rophy of
the cho ri o ca pil la ris.1,4 In a small per cen ta ge of the
ca ses the re may be in vol ve ment of the ma cu la
that is the re a son of dec re a sed vi su al acu ity.4,6 In
se ve re ca ses, ma cu lar in vol ve ment is si mi lar to
gyra te at rophy and cen tral are o lar at rophy. An gi -
o id stre aks, he li co i dal pe ri pa pil lary de ge ne ra ti on,
syphi lis, sar co i do sis, tu ber cu lo sis, to xop las ma and
CMV cho ri o re ti ni tis, sec to ri al re ti ni tis pig men -
to sa, pse u do re ti ni tis pig men to sa must be dif fe -

ren ti a ted from PPRCA.3,4,8 The dif fe ren ti al di ag -
no sis from the se di se a ses is ma de ba sed on the
typi cal fun dus fin dings and the symmet ri cal in-
vol ve ment of both eyes.4 In so me re ports it has
be en shown that in ad di ti on to clas si cal fin dings
of PPRCA the re is al so ma cu lar co lo bo ma, dru -
sen of the op tic ner ve he ad and re ti nal mic ro an -
gi o pathy.3

FA sho wed hyperf lu o res cen ce in the are as
with RPE at rophy and ho pof lu o res cen ce in the are -
as with pig ment clus ters and the se fin dings sup port
PPRCA di ag no sis. In ad di ti on, the vi su al fi eld exa -
mi na ti on of the pre sen ted ca se sho wed sco to mas
cor res pon ding to the RPE at rophy si mi lar to ot her
ca ses re por ted in the li te ra tu re.3 Alt ho ugh ERG of
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FIGURE 3: The visual field analyser (Humphrey) showed various absolute and relative scotomas in the corresponding paravenous areas (OD).



most of the ca ses re por ted in the li te ra tu re was in
nor mal ran ge, the re por ted ca se’s ERG exa mi na ti -
on sho wed sub nor mal res pon ses in both eyes.3 It is
well known that ERG res pon ses show de te ri o ra ti -
on if a subs tan ti al per cen ta ge of re ti nal pho to re -
cep tors be co me da ma ged. For this re a son re por ted
ERG res pon se chan ges fo und in PPRCA are not
even. Sub nor mal res pon ses ob ser ved in this ca se
imply such an ex ten si ve dis tur ban ce. 

The re was no prog res si on in the cli ni cal fin -
dings and no dec re a se in the vi su al acu ity in a 3-
ye ar fol low up ti me in our ca se. Ho we ver, the re
may be prog res si on in the cli ni cal fin dings of so -
me pa ti ents who se le si ons prog ress to the pos te -
ri or po le and co a les ce aro und the op tic disc.9 In
one of 3 ca ses that Pe arl man and one of six ca ses

that Nob le and Carr re por ted the re was prog res -
si on in the cli ni cal fin dings.4,8 The prog res si on of
the RPE at rophy usu ally ori gi na tes from the in -
ner part of the re ti na to the sur fa ce of the ve ins.
Fol low-up pe ri od is thre e ye ars in this ca se and
lack of any prog res si on sign hints that this ca se
may re ma in stab le. But every ca se must be eva lu -
a ted se pa ra tely, ta king ac co unt its own spe ci fic
con di ti ons, in or der to sup po se a prog no sis in
PPRCA ca ses.

In conc lu si on, PPRCA is a ra re cli ni cal en tity
and the mec ha nism of the di se a se is not very well
un ders to od. As the pre sen ted ca se sho wed, in ca -
ses with no ma cu lar in vol ve ment, de te ri o ra ti on in
the vi su al acu ity is not ex pec ted to be a high pro b-
a bi lity.
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FIGURE 4: The visual field analyser (Humphrey) showed various absolute and relative scotomas in the corresponding paravenous areas (OS).
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