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LEUKOCORIA  CAUSED BY 

STRABISMUS  

AND HIGH REFRACTIVE ERROR:  

Stickler Syndrome 



Stickler Syndrome 

ÅStickler Syndrome (also 
caused Hereditary 
Progressive Arthro-
Ophthalmopahty) is an 
autosomal-dominant 
connective tissue disease 

Å Like Marfan, it causes very 
high myopia and possible 
retinal detachment 

Å It is seen as frequently as 
1:10,000 patients 

Å One characteristic feature is 
a vitreous veil, as seen here 

Wright, Figure 5-5, page 

241 



Strabismus and Leukocoria 

in Stickler Syndrome 
Å One way in which a Stickler 

patient can present is with 
strabismus secondary to 
retinal detachment 

Å In this Stickler patient, an RD 
in OS resulted in LET 

Å If the eye turn occurs before 
age 2, it is amblyogenic 

Å More often, the poor VA in 
the strabismic eye is because 
the detachment affects the 
macula and is not true 
amblyopia 

http://www.us.oup.com/us/images/9780195170962/S/resources/Sticklersyndrome.jpg?view=get  

http://www.us.oup.com/us/images/9780195170962/S/resources/Sticklersyndrome.jpg?view=get


Wedge Cataract and Leukocoria 

in Stickler Syndrome 

Wright,  Handbook of Pediatric Retinal 

Disease, Figure 6-5, page 184 



High Myopia and Leukocoria 

in Stickler Syndrome 
Å Anterior segment 

complications are rare 

Å For example, glaucoma is 
only seen in 5% of Stickler 
cases, although ocular HTN 
can occur 

Å However, congenital, 
progressive myopia is 
universally seen 

Å Retinal detachment is 
common 

Å Seen here is a ñperipheral area 
of circumferential lattice 
degenerationò, an early sign 

Wright, Figure 5-6, page 

241 



Radial Lattice Degeneration 

in Stickler Syndrome 

ÅMinor ocular trauma can 
cause vitreous hemorrhage 
and/or retinal detachments 

ÅThe vitreous is typically 
liquified with midperipheral 
circumferential 
condensations 

Å Radial perivascular patches 
of lattice degeneration are 
present in the posterior pole 
or mid-periphery  

Å These patients have a 50% 
lifetime risk of retinal 
detachment! 

http://webeye.ophth.uiowa.edu/eyeforum/atlas/pages/radial-lattice-in-Sticklers-syndrome.html  
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Progression of Lattice Degeneration in 

Stickler Syndrome 

Wright,  Handbook of Pediatric Retinal 

Disease, Figures 6-3 and 6-4, page 183 



Systemic Features  

of Stickler Syndrome 

Wright,  Handbook of Pediatric Retinal 

Disease, Figures 6-6 and 6-7, page 185 



Systemic Features of  

Stickler Syndrome 
ÅSensorineural hearing loss 

(25%) 

ÅCleft palate (25%) 

Å Progressive arthropathy 
(joint disease), becoming 
pronounced by 4th or 5th 
decade of life 

Å Conversely, instead of 
stiffness, some have 
hyperextensible joints 

ÅMitral valve prolapse is 
seen in almost half (45%) 

 

 
http://www.medscape.org/viewarticle/445555  

http://www.medscape.org/viewarticle/445555


LEUKOCORIA  CAUSE #2:  

Retinoblastoma 



Catôs Eye Reflex in Retinoblastoma 

http://www.kellogg.umich.edu/theeyeshaveit/non-

trauma/retinoblastoma.html  
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Enucleation and Retinoblastoma 

http://neuropathology-

web.org/chapter7/chapter7aTumorsgeneral.html  

http://neuropathology-web.org/chapter7/chapter7aTumorsgeneral.html
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Retinoblastoma Seeding on the Iris 

http://www.thirdeyehealth.com/retino

blastoma.html  

Credit: National Eye Institute, National 

Institutes of Health 

http://www.thirdeyehealth.com/retinoblastoma.html
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Retinoblastoma - Intraocular Seeding 

http://www.thirdeyehealth.com/retinoblasto

ma.html  

Credit: National Eye Institute, National 

Institutes of Health 

http://www.thirdeyehealth.com/retinoblastoma.html
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Metastatic Retinoblastoma in the Anterior 

Chamber 

http://www.thirdeyehealth.com/retino

blastoma.html  

Credit: National Eye Institute, National 

Institutes of Health 

http://www.thirdeyehealth.com/retinoblastoma.html
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Retinoblastoma with Extension  

into the Choroid 

http://www.thirdeyehealth.com/retinobla

stoma.html  

Credit: National Eye Institute, National 

Institutes of Health 

http://www.thirdeyehealth.com/retinoblastoma.html
http://www.thirdeyehealth.com/retinoblastoma.html


LEUKOCORIA  CAUSE #3: 

Coats Disease 



Leukocoria in Coats Disease 

http://savingryanseye.blogspot.com

/2009/04/ryans-battle-with-coats-

disease-brian.html  
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Fundus Appearance in Coats Disease 

http://webeye.ophth.uiowa.edu/eyeforum/cases/100-

Coats-Disease.htm  
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Fluorescein Angiogram  

of Coats Disease 

http://webeye.ophth.uiowa.edu/eyeforum/cases/100-

Coats-Disease.htm  
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The Anterior Segment in Coats Disease 

http://www.diagnosticpathology.org/conte

nt/1/1/24  

http://www.diagnosticpathology.org/content/1/1/24
http://www.diagnosticpathology.org/content/1/1/24


Retinal Detachment in Coats Disease 

http://www.aapos.org/terms/conditions/34  

http://www.aapos.org/terms/conditions/34


Retinal Hemorrhage in Coats Disease 

http://bjo.bmj.com/content/88/7/970.full  

http://bjo.bmj.com/content/88/7/970.full


Treating Coats Disease 

http://bjo.bmj.com/content/88/7/970.full  

http://bjo.bmj.com/content/88/7/970.full


LEUKOCORIA  CAUSE #4: 

Persistent Hypoplastic 

Primary Vitreous 



Persistent Hypoplastic 

Primary Vitreous 

http://webeye.ophth.uiowa.edu/eyeforum/atlas/pages/persist

ent-hyperplastic-primary-vitreous-PHPV.html  
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Retrolentar Fibrovascular Plaque  

in PHPV 

http://health-

7.com/Atlas%20of%20Pediatric%2

0Physical%20Diagnosis/Retina  
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PHPV May Resemble ROP 

http://www.mrcophth.com/opticdisccases/

phpv.html  

http://www.mrcophth.com/opticdisccases/phpv.html
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Cataract in PHPV 

http://www.sciencedirect.com/scien

ce/article/pii/S0039625702004629  

http://www.sciencedirect.com/science/article/pii/S0039625702004629
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Leukocornea in PHPV 

http://www.eyesite.ca/7modules/Module5/html/fr_Mod

5Sec1DiffD3.html  
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Treating PHPV 

http://www.thetelegram.com/Arts%20-

%20Life/2011-01-31/article-

2184910/Babies-parents-fight-rare-disease/1  
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LEUKOCORIA  CAUSE #5: 

Cataract 



Congenital Cataract 

ÅPolar 
ïOpacity on anterior or posterior lens capsule and cortex 

ÅZonular-lamellar 
ïHas systemic associations 

ÅNuclear 
ïMost often bilateral 

ïAssociated with microphthalmos, microcornea 

ÅPosterior lenticonus 
ïOpacified posterior protrusion in posterior capsule 

ÅFocal blue dot opacities 
ïVery common 

ïInnocuous 

 



ÅCauses of congenital cataracts 
ïIdiopathic, most common 

ïGenetic, AD 

ïGalactosemia-oil droplet opacity 
ÅAR 

ïPHPV 

ïRubella-15% of cases have associated nuclear cataract, 
unilateral or bilateral 
ÅAR 

ïLoweôs syndrome-oculocerebronrenal syndrome 
ÅX linked recessive 

ÅMother can have small cataracts 




