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 Ectopia lentis is a medical term that means that the lens of the eye is out of its 
normal position. Normally the crystalline lens of the eye is centered behind the pupil 
and is held in position by radial fibers called zonules that connect the rim of the lens to 
the ciliary body, a circle of muscular tissue and secretory tissue found just behind the 
iris. When the muscle of the ciliary body contracts, the zonules relax and the 
crystalline lens becomes more spherical. When the muscle relaxes, the zonules 
tighten up and stretch the lens, making it flatter in curvature. In this way, the eye can 
change its focal length. Figure 1 shows the anatomy. 

 
Figure 1. Eye Anatomy  

 
What Causes Ectopia Lentis? 
 
 There are many causes for 
ectopia lentis. A normal lens may be 
subluxated after trauma. A blow can 
break some zonules, causing the lens to 
shift. Syphilis, a venereal infectious 
disease, can lead to zonular weakening 
and ectopia lentis. There are many 
genetic diseases associated with 
ectopia lentis. Some of these include: 
 

 
Marfan Syndrome- an autosomal dominant genetic disease in which a fibrillin gene 
mutation causes weak zonules as well as long fingers, retinal detachment, aortic 
valvular, and other systemic abnormalities. More information on this condition can be 
found under Information. 
 
Homocystinuria- an autosomal recessive genetic disease in which a DNA mutation 
produces defective cystathionine beta synthetase. In addition to ectopia lentis, patients 
may be mentally retarded and have blood clotting problems. 
 
Isolated Idiopathic Ectopia Lentis- these patients have ectopia lentis and no other 
abnormalities. Some patients have been discovered to have a fibrillin gene mutation 
distinct from that causing Marfan syndrome. 
 
Much Less Common Conditions- Weil Marchesani syndrome, hyperlysinemia, sulfite 
oxidase deficiency, and familial ectopia lentis. 
 



What Is Done For Ectopia Lentis? 
  

When progressive shifting of the 
crystalline lens compromises visual a
the ectopic lens is surgically removed
most commonly by an operation called 
vitrectomy.  Three one-millimeter incision
are made in the white sclera and 
instruments are inserted into the eye to 
remove the ectopic lens. In a person past 
puberty, most commonly a man-made 
intraocular lens is simultaneously inserted 

to focus light on the retina. In infants and children, most commonly no intraocular lens 
is inserted. Instead, wearing a contact lens or glasses restores focusing. Later, when 
full growth has been attained, an intraocular lens may be inserted in a secondary 
operation.   

Figure 2. Ectopia Lentis 
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In children with ectopia lentis under the age of eight, it is important to monitor 

regularly to detect amblyopia, or failure of the brain to develop visual potential 
associated with a poorly focused retinal image. If amblyopia is detected, the ectopic 
lens should be promptly, surgically removed. In a large series of cases reported in the 
medical literature, surgery may be necessary at any age from a few months to the mid 
teens, with an average age of 5-6 years. 
 
Final Comments 
  

Ectopia lentis is a general term for a displaced lens in the eye. It can imply a 
systemic disease, and typically investigations are performed to check for this. These 
eyes can be predisposed to other abnormalities such as later high pressure 
(glaucoma) or a higher rate of retinal tears and detachments. All patients with ectopia 
lentis require life long periodic eye examinations both before surgical treatment and 
afterwards. 

 
After you read this brochure, we encourage you to browse our website. If you 

have a focused question for which you cannot find an answer, we welcome you to 
ask Dr. Browning at: contact@retinareference.com. Also, an excellent resource for 
medical literature is Pubmed, on the National Library of Medicine website, accessible 
via a link on our website, or directly at www.pubmed.com.  
  
 
References 

 
1. Anteby I, Isaac M, BenEzra D. Hereditary Subluxated Lenses: Visual Performances  

and Long-Term Follow-up after Surgery. Ophthalmology 2003;110:1344-1348. 

mailto:contact@retinareference.com
http://www.pubmed.com/


2. BenEzra D. Surgery for Ectopia Lentis. Arch Ophthalmol 1998;116:117-118. 

3. Cyuysberg JRM, Pinckers A. Ectopia lentis et pupillae syndrome in three  

generations. Br J Ophthalmol 1995;79:135-138. 

4. Harrison DA, Mullaney PB, Mesfer SA, Awad AH, Dhindsa H. Management of  

Ophthalmic Complications of Homocystinuria. Ophthalmology 1998;105:1886-1890. 

5. Rossiter JD, Morris AH, Etchells DE, Crick MP. Vitrectomy for phacolytic glaucoma  

in a patient with ectopia lentis et pupillae. Eye 2003;17:243-244. 

6. Johnston RL, Charteris DG, Horgan SE, Cooling RJ. Combined Pars Plana  

Vitrectomy and Sutured Posterior Chamber Implant. Arch Ophthalmol 2000;118:905- 

910. 

7. Madill SA, Bain KE, Patton N, Bennett H, Singh J. Emergency use of pilocarpine  

and pupil block glaucoma in ectopia lentis. Eye 2005;19:105-107. 

8. Rao VJ, Dayan M. Lens Subluxation Following Contact Transscleral Cyclodiode.  

Arch Ophthalmol 2002;120:1393-1394. 

9. Yu R, Lai Z, Zhou W, Ti DD, Zhang XN. Recurrent FBN1 Mutation (R62C) in a  

Chinese Family With Isolated Ectopia Lentis. Am J Ophthalmol 2006;141:1136-1138. 

10. Sachdev NH, Coroneio MT, Wakefield D, Hennessy MP. Isolated Ectopia Lentis:  

Potential Role of Matrix Metalloproteinases in Fibrillin Degradation. Arch Ophthalmol  

2004;122:111-114. 

11. Sato H, Wada Y, Abe T, Kawamura M, Wakusawa R, Tamai M. Retinitis 

Pigmentosa Associated With Ectopia Lentis. Arch Ophthalmol 2002;120:852-854. 

12. Shortt AJ, Lanigan B, O'Keefe M. Pars plana lensectomy for the management of  
 
ectopia lentis in children. Am J Ophthalmol 2004;139:400. 
 
 


	By David J. Browning MD, PhD
	Homocystinuria- an autosomal recessive genetic disease in which a DNA mutation produces defective cystathionine beta synthetase. In addition to ectopia lentis, patients may be mentally retarded and have blood clotting problems.
	What Is Done For Ectopia Lentis?
	Final Comments


