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May be the first and only sign of disease 
Most common ophthalmic complication (90% of patients).

❑ In patients <7 years old =70%
❑ Rising to 95% in the fifth decade.
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Classically, lens dislocation is bilateral and inferonasal.
❑ Can happen in any direction.
❑ Direction of lens dislocation should not be considered 

pathognomonic for homocystinuria.
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Age related increased lens mobility and 
zonular disruption

Individuals with complete anterior lens 
dislocation are often older (10 years old). 

Lens dislocation may also be due to complete 
absence of zonules which can also lead to 
vitreous prolapse.
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Second-most common ocular manifestation 
Both axial and lenticular
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The severity of myopia varies depending on: 
❑ Age of diagnosis 
❑ Level of control. 



m.pourazizi@yahoo.com



m.pourazizi@yahoo.com

Pupillary block glaucoma
❑ Anterior dislocation 
❑ Traumatize the corneal endothelium,
❑ Corneal edema
❑ Stromal opacification
❑ Bullous keratopathy.
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Homocysteine can increase arterial pressure 
and can contribute to increased ocular 
perfusion pressure and IOP, contributing to 
the development of open-angle glaucoma.
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Retinal detachments

Non-arteritic anterior ischemic optic neuropathy (NAION), 
❑ Local atherogenesis caused by hyperhomocysteinemia.

Cataracts
❑ Elevated exposure to homocysteine increases PSC cataracts

Strabismus

Amblyopia
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Several other diseases may present with ectopia lentis but will vary with 
other clinical features.

Ectopia Lentis et pupillae 
➢ Ectopic pupil
➢ Flat-appearing iris
➢ Often presents with cataracts.

Marfan syndrome
➢ Marfanoid habitus, 
➢ Significant cardiac concerns. 
➢ Will not have intellectual disability or seizures.
Weill-Marchesani syndrome
➢ Microspherophakia
➢ Brachydactyly
➢ Joint stiffness
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Systemic treatment
➢ Homocysteine concentrations should be kept 

❑ below 100 μmol/L in adults, 
❑ below 50 µmol/L in children

Halting lens subluxation and allowing standard bone 
growth to resume.
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Ophthalmologic treatment
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