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BEST DISEASE WITH CHOROIDAL NEOVASCULARIZATION IN 17-

YEAR-OLD BOY TREATED WITH INTRAVITREAL BEVACIZUMAB- 

CASE REPORT 

 

Summary. Purpose: use of intravitreal bevacuzimab as an effective 

treatment of CNVM as a complication of the Best disease 

Methods: A 17 years old schoolboy, Caucasian, with family history of 

hyperopia, complains of blurred vision in the left eye for 1 month. 

During examination: BCVA 0.7 in the right eye and 0.2 in the left eye. 

Fundus photography of the right eye shows typical vitelliform lesion,  

OCT of the right eye shows deposition of the lipofuscin under the RPE,OCT 

of the left eye shows submacular CNVM with subfoveal fluid. FFA of the right eye 

shows hypofluorescence, but FFA of the left eye CNVM presents as 

hyperfluorescence in the middle phase. The left eye was received 3 monthly doses 

of Intravitreal bevacuzimab injection. 

Results: Visual improvement was registered after 3 monthly doses of 

intravitreal bevacuzimab injection: VA of the left eye increased to 0.4 and 
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remained stable next 6 months of control. OCT and FFA of the left eye shown 

partially resolving of the CNVM. 

Conclusion: Intravitreal injection of the bevazucimab is useful for 

treatment of the CNVM as complication of the Best disease with good visual 

outcomes. 

Key words: Best disease, choroid neovascularization, i/v bevacizumab. 

 

Best disease or Best vitelliform macular dystrophy (BVMD) is a rare 

hereditary autosomal dominant macular dystrophy caused by a mutation in 

bestrophin 1 gene (BEST 1) [1]. It was first described by Dr. Franz Best in 1905 

[2]. The family history is mostly seen as positive in 1/10000. BVD is a macular 

disease that first of all affects the retina pigment epithelium (RPE) and secondly 

develops damage to the photoreceptors [3, 4].  

For all periods of Best disease and for normal phenotypic carrier there is a 

general abnormal change in electrooculogram (EOG) [2].  

Even though clinical manifestations of the Best disease are varied, 

hypermetropia is a common symptom [7, 8, 9, 10].   

This disease, which begins in early childhood (3-15 years), can be 

complicated by choroidal neovascularization (CNV) [5, 6]. Because the 

complication of this disease threatens directly the visual acuity, for the treatment 

of CNV different authors have suggested intravitreal (i/v) bevacizumab [14, 15, 

16], i/v bevacizumab+triamcinolone [17] injections, photodynamic therapy 

[11,12,13] as an effective method.  

Purpose. To evaluate the results of intravitreal bevacizumab injection of a 

young individual with CNV in Best disease. We report a case of CNV as a 

complication of Best disease in a 17-year-old adolescent male treated with i/v 

bevacizumab. 

Methods. In a Caucasian family with a history of hyperopia, a 17-year-old 

adolescent male complained that the vision in his left eye is blurry for one month. 
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He was evaluated by complete ophthalmic examination: BCVA (best corrected 

visual acuity) was recorded as 0.7 in his right eye and BCVA was 0.2 in his left 

eye. Fundus photography shows typical vitelliform (stage II) lesion in the right 

eye (Fig.1), and in the left eye vitelleruptive lesions (stage IV) with subretinal 

fluid (SRF), and subretinal hemorrhage (SRH) (Fig. 2).  

 

Fig. 1                                                       Fig. 2 

OCT findings are as follow, right eye shows lipofuscin deposition under 

the RPE (Fig.3), while the left eye shows subretinal fluid (SRF), cystoid macular 

edema (CME) and neovascular membrane of choroid (CNV) (Fig.4).  

 

 

Fig. 3                                                                Fig. 4 

Fluorescein angiography revealed hyperfluorescence in mid phase and 

early hyperfluorescence with leakage confirmatory of CNV in the left eye (Fig.5). 
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Fig. 5 

There was no treatment done on the right eye. After obtaining an informed 

consent from patient’s parents, i/v bevacizumab (0.05ml/1.25mg) injection was 

performed on the left eye once a month in aseptic condition (totally 3 injections).  

Results. Although, there was no change in visual acuity after the first and 

second i/v of bevacizumab, after the third injection BCVA had improved to 0.4 

and remained stable for 6 months. Upon examination of fundus of the left eye, 

subretinal hemorrhages were resolved, significant reduction of subretinal fluid, 

and severe regression of CNV were seen. OCT examination revealed that 

resolving of SRH and CNV fibrosis.  

Discussion. Though CNV is rarely seen in Best disease it is still considered 

to be a serious complication that causes severe visual acuity decrease in children 

and young adults [6]. This fact has recently forced more aggressive treatment for 

CNV complication of Best disease. Despite the fact that in the last few years, 

various methods have been used to treat this complication [11, 12, 13, 14, 15, 16] 

in our case we chose the monotherapy of i/v bevacizumab. Here are a few factors 

that were involved: CNV being relatively less aggressive, in comparison with 

photodynamic therapy was cheaper, in comparison with i/v 

bevacizumab+triamcinolone there would be less complications (secondary 

ophthalmic hypertension). 3 i/v bevacizumab injections were done once every 

month. There were no significant changes in the visual acuity after the first 2 

injections, so the 3
rd

 injection was done, and after the 3
rd

 injection, the visual 
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acuity significantly increased and for a long time (observation time after the 3
rd

 

injection was 6 months) it was observed to be stable. Together with increase in 

visual acuity, after the 3
rd

 injection the fundus photography, OCT and FFA were 

performed once again, which showed that subretinal hemorrhage and fluid were 

resolved, fibrosis of CNV remained stable during the observation period. There 

were no ocular and systemic side effects associated with a drug administration 

and injection during the treatment period. In our case, the 6-month follow-up after 

the last injection confirms the effectiveness of monotherapy treatment in CNV 

complication of Best disease. The results we obtained are consistent with the 

results of the treatment reflected in the latest literature for the complication of this 

rare seen Best disease.  

Results. In young people with the CNV complication as a result of Best 

disease, in order to restore the visual acuity and to keep it stable for a long time, 

now in clinical practice and in latest literature often are seen methods including 

i/v bevacizumab and photodynamic therapy [16,17,18], i/v bevacizumab 

+triamcinolone combined method therapy [15] and monotherapy of i/v 

bevacizumab [12,13,14] takes a significant place. Therefore, monotherapy 

treatment with i/v bevacizumab in Best disease with a complication of CNV 

seems to be a way of promising treatment.  
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