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Case Report
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Abstract
A 23-year-old female with intermediate uveitis presumably secondary to multiple sclerosis presented with blurred vison and 

floaters in the left eye. Differential diagnosis revealed no infectious condition. Retinal phlebitis and macular edema was observed in 
predominantly on the left eye. SD-OCT revealed macular edema and subretinal fluid on the left eye. Cranial magnetic resonance imag-
ing showed paraventricular demyelinating plaques. Vasoproliferative tumor (RVPT) was noticed at the inferior peripheral retina. In 
order to prevent tractional retinal detachment, the lesion was treated with barrier laser photocoagulation and external cryotherapy. 
Also intravitreal anti-VEGF (bevacizumab) injection was performed. After initial intravenous pulse methyprednisolone treatment, 
intravitreal dexamethasone implant (Ozurdex) was injected to supress inflammation and control macular edema for longer. At last 
visit, vitreous was clear, macular edema resolved and visual acuity improved in both eyes. RVPT showed partial regression and re-
mained inactive.
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Introduction

Intermediate uveitis is an inflammatory syndrome commonly affecting children and young adults [1]. Predominant site of inflamma-
tion is in the vitreous. The term pars planitis refers to the idiopathic form with no associated infection or systemic disease. Relatively quiet 
anterior uveitis may be seen. Inflammatory cells may aggregate in the inferior vitreous, namely “snowballs”. Retinal peripheral phlebitis, 
macular edema and optic disc edema are common findings. It may be associated with various conditions, including sarcoidosis, multiple 
sclerosis (MS), syphilis, tuberculosis, lyme and toxocariasis. In chronic intermediate uveitis cases; retinal detachment, neovascularization, 
vitreous hemorrhage and retinoschysis can occur [2]. In rare cases, the inflammatory complexes evolve into secondary peripheral retinal 
vasoproliferative tumors that are vascular masses with exudative retinopathy and slightly dilated vessels (RVPT) [3].

Case Report

A 23-year-old lady presented with blurred vision and floaters on her left eye for one week. Ocular history revealed an inflammation 
and redness on her left eye with spontaneous improvement which was occurred 5 years ago during her pregnancy. She reported that at-
tack repeated 3 times within the last year. She had no medication. She also denoted that her maternal uncle had MS. 
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On examination; best corrected visual acuity was 0.7 on the right eye and 0.16 on the left. Intraocular pressure was 14 and 15 mmHg 
with Goldmann applanation tonometry respectively. On biomicroscopy; + 1 positive cells were observed in the left anterior chamber, right 
eye was normal. Dilated fundus biomicroscopy revealed heavy vitiritis and snowball opacities at the posterior pole of the right eye and 
inferior vitreous in both eyes (Figure 1). There was vascular sheathing in the peripheral retinal vessels on both eyes. 

Figure 1: Intermediate uveitis. Snowball opacities at posterior pole of the right eye and inferior periphery in the left eye (not seen in 
this colour photograph).

Systemic work-up for differential diagnosis: There was no hilar lenfadenopathy on chest x-ray. Serum angiotensin-converting enzyme 
level was 1.49 U/L and calcium level was 8.7 mg/dl that are normal. There was no space occupying lesion on computerized thorax tomog-
raphy. Quantiferon-tb gold plus test was negative for tuberculosis. Sarcoidosis and tuberculosis were excluded. Rheumatology consulta-
tion was normal. Patent had no gastrointestinal symptoms. Toxoplasma, syphilis, brucella and Lyme serologies were all negative. 

A diagnosis of intermediate uveitis was made. The patient was hospitalized and intravenous pulse methyl prednisolone treatment was 
started. Topical steroids and cycloplegics were started. After vitreous haziness cleared a bit, a yellowish-gray mass with feeding vessels 
was noticed in inferior peripheral retina of the left eye. It was diagnosed as retinal vasoproliferative tumor (RVPT). A barrier photocoagu-
lation with argon laser around the lesion to prevent retinal detachment. After few days a fluorescein angiography (FA) was performed. It 
revelaed diffuse retinal vasculitis with leakage on both eyes and a cystoid macular edema on the left eye. RVPT was seen as a hyperfluo-
rescent mass inferiorly (Figure 2).

Spectral domain OCT revealed cystoid macular edema and subretinal fluid on the left eye (Figure 3).

Cranial magnetic resonance imaging revealed a myriad of millimetric lesions hypointence in T1 weighted imaging at periventricular 
area at the level of centrum semiovale in both cerebral hemisphere. These lesions were highly suggestive of demyelinating MS lesions 
(Figure 4). Thus, we avoided anti TNF agents that may aggrevate MS. 
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Figure 2: Fluorescein angiography. Diffuse retinal vasculitis with leakage on both eyes also cystoid macular edema on the left eye. 
Retinal vasoproliferative tumor with feeding vessels. Barrier laser scars (bottom left). Tumor showed hyperfluorescence in midphase 

FA (bottom right).

Figure 3: Spectral domain OCT showing intraretinal fluid accumulation temporal to fovea and serous macula detachment in the left eye.
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Figure 4: Cranial magnetic resonance imaging showing a myriad of millimetric lesions hypointence in T1 weighted imaging at  
periventricular area at the level of centrum semiovale in both cerebral hemisphere (arrow).

Since the yellowish-gray lesion at inferior retina with feeding vessels which are not tortuous as much, a diagnosis of retinal vasoprolif-
erative tumour secondary to intermediate uveitis was made. 

Treatment: To supress bilateral massive vitritis and macular edema, intravenous pulse methyl prednisolone 250 mg was given for three 
days followed by oral 80 mg methyl prednisolone combined with azathioprine (Imuran, 50 mg 2x1). Frequent topical steroids and cyclo-
plegics were given. In order to get tumor regression, an intravitreal anti-VEGF (bevacizumab, 1,25 mg/0,05 ml) injection was performed. 
Tumour whitened a little bit. But it did not regressed completely. External cryotherapy with double freeze method provided further re-
gression. In order to suppress inflammation for longer period, dexamethasone intravitreal implantation (Ozurdex) was performed. After 
all treatments, vison of the patient to 0.6 and 0.7, vitreous cleared in both eyes and macular edema resolved. RVPT remained stable and 
regressed. Since the patient had no neurological symptoms, she was taken under follow-up by neurologists.

Discussion and Conclusion

At the beginning of 1980s, Shields., et al. reported 12 retinal vascular masses with unknown etiology and they called it “Presumed 
Acquired Retinal Hemangiom” [4]. Baines., et al. reported a similar case and gave the name of “peripheral nodular retinal telangiectasis” 
[5]. Hiscott ve Mudhar, suggested that the lesion could be a part of proliferative vitreorethinopathies and called it “reactive retinal glio-
angiosis” [6]. Suh., et al. reported a “Coat’s like” subretinal exudation in patients with pars planitis [7]. Felder and Brockhurst defined 5 
peripheral retinal angiomas in patients with pars planitis [8]. Since, reactive gliosis and vascular proliferation was found in histopatho-
logic studies, the name of the lesion has been changed as retinal vasoproliferative tumour (RVPT). These lesions are associated with tel-
angiectasis, retinal hemorrhage and exudation and usually located in inferotemporal peripheric retina. These solid tumours have a feding 
artery and draining vein that are not tortuous as much [9]. They may occur as primary idiopathic or secondary to retinitis pigmentosa, 
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uveitis, sickle cell disease, past surgery or retinopathy of prematurity. In RVPTs secondary to intermedate uveitis; inflammation can trig-
ger retinal vascular changes, breakdown of blood-retina barrier and resulting fibrose proliferation and angiogenesis [10]. Differential 
diagnosis includes retinal hemangioblastomas, Coat’s disease, peripheral exudative choriorethinopathy, retinal and choridai metastasis 
and amelanotic choroid malign melanomas [9].

 Although RVPT is a benign tumour, it may cause macular exudation, vitreous hemorrhage and epiretinal membrane resulting in vi-
sual loss. RVPT secondary to intermediate uveitis should be treated aggressively [10]. Treatment modalites include cryotherapy, laser 
photocoagulation, brachitherapy, intravitreal anti-VEGF and dexamethasone implant [11]. All these treatments were carried out in our 
patient except brachitherapy and provided visual improvement and partial tumour regression in our patient. In patients with intermedi-
ate uveitis having RVPT and vascular leakage on fluorescein angiography, more aggressive treatment including systemic immunosuppres-
sion [10]. Likewise, pulse intravenous and oral steroids was used in our patient. Steroids were gradually tapered and stopped, systemic 
immunosupression was maintained with azathiopirine along with intravitreal dexamethasone implant. 

Laser photocoagulation is simple and effective method for management of retinal exudation in RVPT [12]. In our patient, laser bar-
rier prevent further retinal exudation and detachment. RVPTs show a strong immunoreactivity against VEGF. Thus, anti-VEGF injections 
including bevacizumab may be an effective treatment [13]. Partial stabilization of the tumour was achieved with a single bevacizumab 
intravitreal injection in our case. Manjandavida., et al. showed that transconjunctival double-freeze cryotherapy was effective in tumours 
with a diameter < 6 mm [14]. Cryotherapy was employed in our patient to get further regression of the tumour. Cebeci., et al. reported that 
combined photodynamic therapy and intravitreal dexamethasone implant was effective in RVPT [15]. Intravitreal dexamethasone inhibits 
leucostasis, reestablishes blood-retina barrier and decrases the vascular leakage. Likewise, we performed intravitreal dexamethasone on 
our patient to suppress intraocular inflammation and tumour growth.

 In conclusion, early diagnosis and prompt treatment of RVPT and intermediate uveitis carry an utmost importance to prevent patients 
from sight-threating complications.
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