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ABSTRACT 
Syphilis is a sexually transmitted infection caused by the spirochete Treponema pallidum. Ocular 
involvement can occur at any time, and it may affect 10% of patients in the secondary stage, and from 
2% to 5% in the tertiary stage. Uveitis is the most common presentation of ocular syphilis, affecting 0.4% 
to 8% of patients with systemic disease. Chorioretinitis is the most common posterior alteration. We 
present the case of a 53-year-old male patient, presenting with bilateral low visual acuity and nyctalopia 
for 3 years. His physical examination revealed decreased pupillary reflex, anterior vitreous cells, 
physiologic papillae, arteriolar attenuation, reduced foveal reflex, diffuse retinal pigment epithelium 
atrophy, peripapillary and perivascular punctate pigment accumulation and peripheral chorioretinitis. 
Full-field electroretinogram was extinct in both eyes. Treponemal syphilis test was positive. Previously 
diagnosed as retinitis pigmentosa, evolved to blindness, despite proper treatment. Our case shows 
syphilis as a significant cause of blindness. Atypical presentations of retinitis pigmentosa must warn 
ophthalmologists to etiologies of pseudoretinitis pigmentosa, such as syphilis. 

RESUMO
A sífilis é uma infecção sexualmente transmissível causada pela espiroqueta Treponema pallidum. A 
sífilis ocular pode ocorrer em qualquer estágio da doença, chegando a 10% na forma secundária e a 
2% a 5% em sua forma terciária. A uveíte é a manifestação ocular mais comum, ocorrendo em 0,4% a 
8% dos pacientes com a doença sistêmica. A coriorretinite é a manifestação mais comum do segmento 
posterior. Apresentamos o caso de um paciente do sexo masculino, 53 anos, com queixa de baixa 
acuidade visual e nictalopia há 3 anos. Seu exame físico revelou lentificação dos reflexos pupilares, 
celularidade no vítreo anterior, papilas fisiológicas, atenuação arteriolar, redução do reflexo foveal, 
atrofia difusa do epitélio pigmentar da retina, acúmulo punctato de pigmento em regiões peripapilar 
e perivascular e coriorretinite periférica. Eletrorretinograma de campo total extinto em ambos os 
olhos. O teste treponêmico foi positivo. Foi previamente diagnosticado como portador de retinose 
pigmentar, evoluindo com cegueira, a despeito do tratamento correto instituído. Esse caso mostra a 
sífilis como importante causadora de cegueira. Casos atípicos de retinose pigmentar devem alertar o 
oftalmologista para causas de pseudorretinose pigmentar, como a sífilis.
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INTRODUCTION
Syphilis is a sexually transmitted infection, caused by 
the spirochete Treponema pallidum. Its natural history is 
commonly divided into four stages: primary, secondary, 
tertiary and latent. Ocular involvement can occur at any 
time, and affects 10% of patients in the secondary stage, 
and 2% to 5% in the tertiary stage.(1,2) Any eye structure 
can be involved, including anterior segment, lens, uvea, 
retinal vasculature, optic nerve, cranial nerves and pupil-
lomotor pathways.(1) 

Syphilitic uveitis is the most common presentation of 
ocular syphilis, occurring in 0.4% to 8% of patients with 
systemic disease,(1,2) and chorioretinitis is the most com-
mon posterior segment alteration. Retinitis, neuroretini-
tis, papillitis, retinal vasculitis, syphilitic posterior placoid 
chorioretinitis (SPPC) and panuveitis can also occur.(2,3)

We present a case initially diagnosed as retinitis pig-
mentosa (RP), which later was found to be latent syphilis.

CASE REPORT
A 53-year-old male patient with no relevant clinical and 
family history, presented with nyctalopia and progressive 
visual impairment in both eyes (OU) for the past three 
years. The onset of symptoms was one month after a fa-
cectomy, with intraocular lens implantation and no com-
plications in OU. No ocular pain, hyperemia, photopsias 
and trauma reported. Snellen best corrected visual acuity 
(BCVA) was hands movement (HM) in OU, with no im-
provement in potential acuity tests. His anterior segment 
and dilated fundoscopic exam revealed reduced pupillary 
reflex, anterior vitreous cells, physiologic papillae, arte-
riolar attenuation, reduced foveal reflex, diffuse retinal 
pigment epithelium (RPE) atrophy, peripapillary, peri-
vascular punctate pigment accumulation, and several 
peripheral chorioretinitis in OU (Figure 1A). Goldmann 
tonometry was 16 mmHg in OU.

Full-field electroretinogram (ERG) was extinct in sco-
topic (Figure 2A) and photopic (Figure 2B) systems, and 
there were no reproducible waves or any P100 evidence in 
visually evoked potential in OU. SITA-Standard 24-2 au-
tomated perimetry was impractical in right eye (OD) and 
unreliable in left eye (OS). Macular spectral-domain op-
tical coherence tomography (SDOCT) showed alterations 
in ellipsoid zone, absence of external limiting membrane 
in OU (Figures 3A and 3B), and focal areas of choroidal 
punctate hyperreflectivity in OD (Figure 3A). In addition, 
central macular thickness was   231 mm in OD and 233 
mm in OS. Fundus autofluorescence: central hypoaut-
ofluorescence (photoreceptor atrophy) surrounded by 

Figure 1. (A) Retinography: arteriolar attenuation, perivascu-
lar pigment and diffuse retinal pigment epithelium atrophy. 
(B) Fundus autofluorescence showing central hypoautofluo-
rescence (photoreceptor atrophy) surrounded by a hyperaut-
ofluorescent ring (lipofuscin accumulation). Equatorial punc-
tate hypoautofluorescence is also observed. 

a hyperautofluorescent ring (lipofuscin accumulation) 
with peripapillary and equatorial points of hypoautofluo-
rescence (pigment) in OU (Figure 1B). Wide-field fluores-
cein angiography, arteriovenous phase in OU: normal cir-
culatory times, window defect hyperfluorescence lesions 
(RPE atrophy) interspersed with perivascular blockage 
(punctate pigmentation due to RPE hyperplasia) areas of 
hypofluorescence (Figure 4A). Late venous phase in OU: 
impregnation of main veins and macular branches (va-
soocclusive phlebitis) (Figure 4B). Recirculation phase in 
OU: hyperfluorescent peripheric chorioretinitis (window 
defect due to RPE atrophy). Late papillary hyperfluores-
cence (leakage). Great area of temporal chorioretinitis 
in OS (Figure 4C). Tuberculin skin test and chest X-ray 
were unremarkable. Laboratory workup showed a nega-
tive VDRL test and a positive FTA-Abs immunoglobulin G 
(IgG) syphilis test. 

Figure 2. Full-field electroretinogram in both eyes: extinct 
pattern in scotopic (A) and photopic (B) systems. OD: right 
eye; OS: left eye.   

Figure 3. Pretreatment spectral domain optical coherence of 
the right eye (A) and left eye (B): changes in ellipsoid zone in 
both eyes and choroidal punctate hyperreflectivity (arrow) in 
right eye. 
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Upon diagnosis of syphilitic pseudoretinitis pigmen-
tosa (pseudoRP), the patient was treated with ceftriaxone 
2 g intravenous, for 14 days, with improvement of BCVA 
in OS (20/200). There were no alterations in pupillary re-
flex and fundus examination in OU. We performed a new 
macular SDOCT, which showed the same alterations in 
addition to epiretinal membrane (ERM) in OU (Figures 5A 
and 5B). There were no areas of punctate choroidal hyper-
reflectivity in OD (Figure 5A). Central macular thickness 
was 223 mm in OD and 233 mm in OS.

can also occur.(4,5) Several entities resemble RP, leading to 
a pseudoRP, such as paraneoplastic syndromes, trauma, 
chronic retinal detachment, retinal photocoagulation, 
and infections like rubella and syphilis.(5)

Syphilitic pseudoRP is a chronic posterior uveitis that 
usually occurs in latent stages of the disease. Without ef-
fective therapy, bacteria spread through the retina caus-
ing different degrees of chorioretinitis, vitreous haze and 
finally pseudoRP.(2)

The key points to make diagnosis of syphilitic pseudoRP 
include no family history of RP; atypical visual fields; de-
pressed ERG, whether or not it is extinct; severe visual impair-
ment at first clinical consultation; late and/or sudden onset 
of RP; retinal inflammation; and positive specific treponemal 
tests associated to negative non-treponemal tests.(4,6)

RP typically evolves through decades.(5) Despite being 
an important cause of blindness, patients usually have a 
relative degree of central visual preservation at first clini-
cal appointment.(7) The onset of symptoms of our patient 
was at the age of 50 years, after facectomy in OU, with 
legal blindness at his first consultation in our service. In 
addition, he denied family history of ocular degenerative 
diseases and blindness.

Ocular inflammation is a valuable clue of pseudoRP.
(6) Our patient showed vitreous cells on biomicroscopy. On 
fluorescein angiography, some inflammatory signs, such as 
window defect hyperfluorescence lesions interspersed with 
perivascular blockage areas of hypofluorescence, and late 
hyperfluorescence due to papillary leakage were observed. 
In addition, vasoocclusive residual phlebitis could be seen.

Photoreceptor loss due to syphilis leads to lipofuscin 
abnormal accumulation (hyperautofluorescence), and RPE 
and retinal atrophy in hypoautofluorescent areas.(8) Our 
patient showed a fundus autofluorescence pattern that 
enabled diagnosing syphilitic pseudoRP; that is, punctate 
equatorial hypoautofluorescence due to RPE hyperplasia, 
rather than in a bone spicule shape, characteristic of RP.(8,9)

In RP, ERG becomes extinct after many years of the dis-
ease.(5) In syphilis pseudoRP, ERG changes correspond to 
the amount of retinal damage.(6) Full-field ERG of the pa-
tient was extinct in OU, three years after onset of symptoms.

Spectral domain optical coherence tomography after 
treatment revealed ERM changes in ellipsoid zone, and no 
external limiting membrane. We believe these changes 
were responsible for the final low BCVA. Punctate choroidal 
hyperreflectivity, observed in the first spectral domain op-
tical coherence tomography, disappeared after treatment. 
Such alteration has been described in eyes with SPPC, and 
usually disappears after antibiotic therapy.(3) 

Figure 4. (A) Wide-field fluorescein angiography, arteriove-
nous phase in OU: window defect hyperfluorescence areas 
due to retinal pigment epithelium atrophy with equatorial 
punctate hypofluorescence (punctate pigmentation due to 
retinal pigment epithelium hyperplasia). (B) Fluorescein an-
giography, late venous phase in OU: discreet impregnation 
of main veins and macular branches (vasoocclusive phlebitis). 
(C) Fluorescein angiography, recirculation phase in OU: hy-
perfluorescent peripheral chorioretinitis (window defect due 
to retinal pigment epithelium atrophy). Late papillary hyper-
fluorescence (leakage). Great area of temporal chorioretinitis 
in left eye. 

Figure 5. Post-treatment spectral domain optical coherence 
tomography of the OD (A) and OS (B) showing persistent 
alterations of the ellipsoid zone and of the external limiting 
membrane in OU, extensive epiretinal membrane in OU and 
disappearance of choroidal hyperreflectivity in OD.

DISCUSSION
Retinitis pigmentosa is a group of inherited retinal de-
generation diseases resulting from photoreceptor cell 
death.(4) Nyctalopia typically precedes visual impairment. 
Fundus appearance includes pigmentary deposits re-
sembling bone spicule, initially in peripheral retina, nar-
rowing of retinal vasculature, waxy pallor of papilla, and 
various degrees of retinal atrophy.(5) Posterior subcapsular 
cataract, vitreous cells, ERM and cystoid macular edema 
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Intravenous penicillin G is the main treatment for oc-
ular syphilis, but alternative treatment with ceftriaxone 
2 g intravenously, for 14 days, can also be used.(2,3,10) Early 
diagnosis and therapy can still improve BCVA, as long as 
there has been no RPE and external photoreceptors dam-
age.(2) Ophthalmologists must be aware of  negative VDRL 
tests and always order treponemal  tests.(6) Due to delayed  
diagnosis, our patient evolved with a BCVA of 20/200 in 
OS, maintaining BCVA of hands movement in OD. In con-
clusion, syphilis, the great masquerader, should always be 
considered in atypical RP.
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