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Anterior  lenticonus associated with 
Alport syndrome

A 22‑year‑old male presented with urinary complaints. On 
ocular examination, his best corrected visual acuity was 
20/80  OU. Slit lamp examination revealed conical protrusion 
of anterior surface of crystalline lens suggestive of anterior 
lenticonus in left eye [Fig. 1a]. Retinoscopy revealed ‒2.0 
DS/‒1.50 DC @ 160o in left eye and dull glow due to cataract 
in right eye. Scheimpflug imaging confirmed the examination 
findings of anterior lenticonus [Fig. 1b] . Fundus was normal. 
Electron microscopy findings of renal biopsy were suggestive 
of Alport syndrome [Fig. 2a and b]. 

Conclusion 
Anterior lenticonus is a rare condition, commonly associated 
with Alport syndrome, which is characterized by genetically 
defective synthesis of Type IV collagen.[1,2]
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Figure 2: Electron microscopy photographs showing; (a) Glomerular 
capillaries having thin (arrows) and thick areas (stars) with loss of 
tri-lamellar structure of basement membrane. There are no immune 
complex type of deposits( Uranyl acetate, x1000 direct magnification), 
(b) glomerular capillaries having variable thickness and extensive 
splitting of basement membrane giving basket weave appearance 
(Uranyl acetate, x5000 direct magnification)
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Figure 1: (a) Anterior segment photograph showing conical protrusion 
of anterior surface of crystalline lens suggestive of anterior lenticonus; 
(b) Scheimpflug image supporting the clinical findings of anterior 
lenticonus
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Figure 3: Wound exploration after primary repair revealed iris tissue 
in the subconjunctival space

Mangesh.Kamble
Rectangle



September 2018  1331Ophthalmic Image

Cite this article as: Jinagal J, Gupta G, Thattaruthody F, Nada R, Ram J. 
Anterior lenticonus associated with Alport syndrome. Indian J Ophthalmol 
2018;66:1330-1.

This is an open access journal, and articles are distributed under the terms of 
the Creative Commons Attribution-NonCommercial-ShareAlike 4.0 License, 
which allows others to remix, tweak, and build upon the work non-commercially, 
as long as appropriate credit is given and the new creations are licensed under 
the identical terms.

Access this article online
Quick Response Code: Website: 

www.ijo.in

DOI:
10.4103/ijo.IJO_400_18

PMID: 
***

Conflicts of interest
There are no conflicts of interest.

Jitender Jinagal, Gaurav Gupta,  
Faisal Thattaruthody, Ritambhra Nada1,  

Jagat Ram
Advanced Eye Centre, 1Department of Histopathology,  

Post Graduate Institute of Medical Education and Research, 
Chandigarh, India

Correspondence to: Dr. Jagat Ram, 
Advanced Eye Centre, Post Graduate Institute of  

Medical Education and Research,  
Chandigarh ‑ 160 012, India. 

E‑mail: drjagatram@gmail.com

References
1. Savige J, Sheth S, Leys A, Nicholson A, Mack HG, Colville D. Ocular 

features in Alport syndrome: Pathogenesis and clinical significance. 
Clin J Am Soc Nephrol 2015;10:703‑9.

2. Miner JH, Baigent C, Flinter F, Gross O, Judge P, Kashtan CE, et al. 

The 2014International Workshop on Alport Syndrome. Kidney Int 
2014;86:679‑84.

Retinal necklace: Chain of cysts in 
retinal detachment

Case Report
A 30‑year‑old woman presented with a history of low vision 
in the left eye following trauma since childhood and recent 
onset pain. Visual acuity was 20/20 in the right eye and light 
perception in the left eye with inaccurate projection of rays.

On examination, there was media haze of 4+ in the left eye. 
Ultrasound B‑scan revealed a total retinal detachment (RD) with 
multiple retinal cysts in chain giving an appearance of a necklace 
[Fig. 1]. No surgical intervention was planned as the patient 
refused surgery after explaining prognosis. Topical steroids 
and cycloplegics were started for symptomatic relief of pain.

Retinal cysts are indicators of long‑standing rhegmatogenous 
RD and seen in up to 1%–3% of RDs.[1,2] They occur due to 
chronic degenerative cystic changes in the outer plexiform 
layer of the detached retina.[1] They may be associated with 
hemorrhage within the cyst.[3] Ultrasound typically depicts 
round‑to‑oval bifurcations in the continuity of the detached 

retina. Surgical management of RD associated with cysts is 
carried out similar to the management of RD without cysts, and 
no specific treatment is usually required for the management 
of the cysts as they tend to resolve spontaneously with 
successful surgery for retinal reattachment. Cysts interfering 
with retinal reattachment may require surgical or laser‑assisted 
drainage.[1,4] 

Conclusion
Detection of retinal cysts either on clinical examination 
or on ultrasound examination is important as it helps in 
prognostication (their presence suggests a long‑standing 
RD).
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Figure 1: Ultrasound B-scan showing total retinal detachment with 
multiple retinal cysts in chain giving an appearance of a necklace
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