
Notes on Ophthalmology
1997-Iowa City

Dr Brown - with advances in technology, it will become rarer for a detached retina to mean blindness.  Dr Brown explained that wedge and comma shape cataracts appear only in Stickler eyes.

1998-Philadelphia

Dr Stickler pointed out the success of a study done in Israel.  We pulled the abstract from Healthgate.  It is a 1996 article  with Leiba H; Oliver M; and Pollack A as authors.   They studied 42 people with Stickler syndrome and did the procedure on 10 eyes.  One person dropped from the study, but the other nine retinas remained attached in a follow-up from 1-15 years.  Check this out for future reference.

1999- Denver

Dr Kenneth Hovland - Ophthalmologist
The eye develops when the embryo is 1" long. The vitreous is 99% water. The retina is 10 layers thick and has rods and cones. If these rods or cones are injured, they will regenerate in the retina. 
Some persons with Stickler syndrome are near sighted and some are far sighted. He feels that a detachment happens in 80-90% of all FAMILIES affected with Stickler syndrome. He would never advise RK -type surgeries or any "cosmetic" surgery in Stickler patients.

He explained that the vitreous is  clear, and lacks fibers, but had clumps of collagen and some floaters in all persons. Vitreous detachment is pretty normal, but happens earlier in life to people who have had eye surgery, eye trauma, and/or are nearsighted. The problem is that vitreous detachment may cause retinal "horse shoe" tears to the retina. Then, vitreous fluid may flow behind the retina and cause retinal detachment.
Not all tears become detachments. The appearance of "dark shadows" in the vision signifies a retinal detachment. His suggestion was to close one eye and move your hand to North, South, East and West positions, to check for beginning detachments.

Silicone oil , as a vitreous fluid substitute, was only approved 5 years ago by the FDA. 20 years ago, people were hospitalized for 5 days after a retinal surgery. Now, retinal tears can now be laser treated in office, rather than hospitals. Scar tissue is the worst problem to deal with, after a detachment. 
2000-Seattle

Bill Smedley: Recipient of Guide Dog: - Said he is "legally blind, which makes us illegally sighted". He spent 28 days in training with each dog, and had to be able to walk 8 blocks twice a day. To attend the school, a person has to be doctor certified. There are adaptive harnesses for persons with arthritis and the company adapts for other disabilities, by need. A person can do a trial meeting, before committing to the school. Bill said he gives about 45 minutes care a day for a 10 year friendship. The dogs are trained to see traffic, stop at curbs and stairs, and to avoid walking hazards. A cane is still needed to avoid overhangs, etc. Bill is soon to retire his second dog, due to the dog slowing down. 

His wife was asked if she noticed a great change in Bill's freedom, after getting a Guide Dog. She said that he was very adventuresome before the dog and just safer after getting the dog. 

Jodie Ryan- Community Services for the Blind: spoke about adaptive aids. She demonstrated a closed circuit TV with screen enlarger up to 60x. It comes in a hand held version, and costs about $3500. She finds state funding, employer funding, and church and local agencies may help. 

There is a Q&A format explanation of the employer and employee responsibilities pertaining to the ADA laws is at 1-800-669-3362. 

She suggested calling your local phone company, with a doctor's letter, for free “Information Listings” phone service, if your eyesight will not let you read the phone book. Call your Internet provider to set up a "profile", which can enlarge fonts and get rid of some of the advertisements. She said that http://www.aisquared.com/index.cfm has a free 30 software for screen enlargements. Contact a Talking Books and Braille library for books to read. A catalog of low vision aids can be ordered from 1-800-INTGRTY. 

Jodie suggested that we listen to ourselves, not necessarily "an authority" to understand our body's needs. She said that persons with low vision should look into "independent driving" schools. They can teach a person to use a monocular, rather than binoculars. He advised "Lighthouse for the Blind," as a place for employment and training for low vision persons. They can hire someone who can teach you, according to your abilities. Find a person who will listen.
Jodie feels that seeing a lot of specialists requires a generalist to oversee the patient. She suggested looking up ERGONOMICS on the Internet to see if you need this type of help. 

Above all, she says "EXERCISE YOUR ABILITIES"!!! 

2001-Montreal

Dr Polomeno, Ophthalmologist:  He said that Stickler syndrome affects the development of vitreous (the gel in the eye).  It is 98% water and 2% collagen (type 2 & 11).  6-8% of all people have lattice degeneration and it is more common in persons with a high myopia.  40-50% of persons with Stickler syndrome have lattice degeneration.  Tears (rips) in the retina allow vitreous to get behind it and lead to detachments
He believes in prophylactic treatment for a specific criteria as follows:

1)  Extensive peripheral thinning (degeneration)

2)  Lattice degeneration, with 1of the following

3)  Family member with similar problem
4)  Individual has already had a detachment

5(  Person has a high myopia (-9diopeters or more)

He uses 4 types of treatments:  1) sclera buckle; 2) biotherapy (burning); 3) cryotherapy (freezing); and 4) laser.  He feels laser is becoming the most popular.  He said to be “choosy” before LASIK surgery or keratotomy.  Even if the myopia is removed, the eye is still myopic and needs following.  These surgeries are new and no one knows the long term effects.  He does not recommend contacts for monocular people.  Glaucoma control is getting better all the time.  The likelihood of retinal detachment after cataract surgery is 1%  for persons not affected with Stickler syndrome and 4-5% for persons with Stickler syndrome.

2002-Baltimore

Dr Maumanee – Ocular
oComplications

§Early glaucoma

§Cataracts

§Retinal detachments

oVitreous

§Is nominally a gel consistency

§Is a very fine mesh of connective tissue

§Sticker patients have vitreous degeneration

·Develop strands within the vitreous (metabolites accumulate)
oStrands can attach to retinas and cause pulling

·Localized pockets of liquid (as opposed to gel)
oExcess liquid causes increased pressure within the eye.  Lens metabolism doesn’t work exactly right and thus can lead to the lens problems.
oWagner Syndrome

§Similar to Stickler syndrome with respect to the eyes

§Ophthalmologists are more familiar w/ Wagner syndrome than Stickler syndrome (will see a Stickler patient and call it Wagner syndrome). Few will know of Stickler syndrome. Treatment for Wagner syndrome would be appropriate for a Stickler syndrome patient. 

§In Wagner syndrome the maculars stretch, so the eyes rotate outboard, independently, for image overlay. 

oEye Exams

§Frequent! 

·Children often won’t complain until the second eye is involved. (If retina detaches in one eye, they’ll just compensate and go merrily along, until problems arise with second eye. Usually, it is way too late to do anything to save vision in the first afflicted eye when this is the case.) - 3 month intervals, 6 month intervals, 1yr interval when a teenager.
oLens Implants

§More complications with membrane overgrowth in younger patients. Becomes less of a problem with teenagers. 

oLaser (Lasik) surgery

§No known (at this time) reason why stickler’s patients would be at particular risk. (Avoid if large pupil or very high myopia [8 to 10 diopters]

§Still, worth tracking the results when Stickler patients have Lasik, to determine if there is an inherent risk. 
2003-San Jose

Dr Daniel Brinton - Stickler syndrome is characterized by high myopia, adherent vitreous (separated, but not clean), tract ional vitreous strands (which cam pull on the retina), periviscualar degeneration (pressure on blood vessels), cataracts (surgery is high frequency, and adds risk.  They are usually bilateral - other conditions are unilateral).

He said that, in  Wagoner’s syndrome, eye problems look the same, but it does not cause retinal detachments.

The larger the tear, the lower the prognosis.  Also the more tears, the lower the prognosis for success.  Stickler syndrome usually causes posterior tears (in the back of the eye). The tears have childhood onset and therefore are harder to detect.  Persons with Stickler syndrome have the highest risk of retinal detachment of any hereditary condition.  It is the most common inherited cause of retinal detachment in children.
Ocular findings:  Myopia in 75-90%; Retina detachment in 50-65%;  premature cataracts 78% (typically, cataracts are common after age 60); Glaucoma 18%; he prefers laser to cry therapy, but said cryo after a detachment.  
He presented statistics that prophylaxis is successful  in 9 of 10 surgeries, while repairs are successful 2 of 11 times. -(Libia, 1996).  Retina detachment symptoms may include flashes of light off to the side, new floaters (best seen against a blue sky), shadows (like curtains) especially peripheral shadows.  Test for detachments once a week by wiggling fingers around the edges of vision. 
In answer to audience questions:  Patients should be seen every 3-6 months, until teen years are over.  
Do not make a child a cripple, just protect their vision.  Wear glasses or eye protection. 
Trauma to the eye ball, head trauma, high dive, racket ball, cliff diving are all bad ideas.  Roller coasters are OK. It may be that retinal detachments were going to happen anyway and a trauma just accelerated it.  There is no way to know. 
Buckling may relieve pressure in the eye.  A lot of philosophy is involved, not “rules”. Doctors shoot from the hip and parent philosophy counts. 
Polycarbonic glasses should always be used, they are absolutely shatterproof and are the strongest.  It is much better to build a fence at the top of a hill, than have an ambulance at the bottom.  

In conclusion, Dr Brinton said that we need:

1.  Early diagnosis (tell child symptoms)

2.  Educate all 
3.  Frequent eye exams - at least every 6 months 
4.  Prophylactic treatments 
5.  Early surgery for retinal detachments 
6.  Proper interventions- more aggressive treatment for Stickler patients

7.  Avoidance of ocular trauma

2004-Chicago

Dr Michael Shapiro, Ophthalmologist

The eye focuses an image of the world onto the retina.  The retina translates the nerve impulses and sends it to the brain.  The retina is wallpapered to the back of the eye ball.  He gave the details from the survey SIP contributed to and said that he used the results to determine his treatment of persons with Stickler syndrome.

Cryotherapy is freezing and laser is heat, both treatments for retina problems.  He has had success with both, but prefers laser now.  He uses cryo when the retina is totally detached.  He will not do Lasex on a Stickler eye, because it may complicate later retina surgery.  For myopia, he suggests glasses, for cataracts: surgery; for detachments: laser prophylactics, with buckle, after 10 yrs old.  Buckles need to be removed 5% of the time in non Stickler patients, and 20% of those detach.  He lasers 2 rows around a retina, before removing a buckle.  Retinas want to be attached, but vitreous wants to detach.  Cataracts are like looking through a frosted window.  Then, Dr Shapiro took questions: Contacts are OK, but watch for infections.  Contact use is wise for eyes without a lens.  He is a great advocate for scleral buckling;  it is much simpler before a detachment.  He takes silicone oil out after 4 months, if there is vision.  An eye with oil is not a “stable” eye.  He only leaves oil in if there is low  eye pressure.  Any surgery is “no big deal” to the surgeon, because he is not having surgery.  Flashes are not a diagnosis of retinal breaks.  Floaters are.  A new, large ropey group means a detachment.  Floaters can be blood or vitreous.  A younger person is harder to examine: only 70% accuracy in a 3 year old.  

2005-Orlando

Dr James Boling - Mayo Clinic & Nemors Children‘s Clinic, Jacksonville:
Why do Stickler syndrome patients get Retinal Detachments?” 
1.  High Myopia  

2.  Cataracts

3.  Vitreous liquefaction

4.  Choriaretinal pigmentary changes

5.  Complicated retinal detachments

1)  He feels that high myopia is a disease in itself.  The stickler eye is larger, and longer, so “out of focus” is a given.  The eyeball is bigger, so the retina is already stretched. 

 2)  A cataract is a clouding of the lens.  They come earlier in life for a person with Stickler syndrome.  The lens is the highest concentration of protein in the body .  The collagen concentration in Stickler syndrome creates cataracts.  Persons with cataracts have an increased potential of retinal detachments.  However, new procedures do decrease detachment chances.

3)  Vitreous is a gel- the consistency of egg whites.  It had fibers and is 99% water  

4)  He showed a photo of lattice degeneration   Tears occur at the pigment change lines.  The eye must be dilated to see pigment color changes

5)  An “auto accident” can range from a fender bender to a total wreck.   
Likewise, “retina detachment” can mean little to a disaster.  The retina is not glued, and is constantly pumping fluid.  A hole lets more fluid into the vitreous than comes out.  A sclera buckle is like a “thumb in the dike”. 
A hit in the eye can cause detachment.  One loses vision opposite to a detachment, left vs. right, top vs. bottom.  The answer to “should I have me cataract removed” is that same as “Should I replace my tires now.”  It depends on the wear.  If the ophthalmologist see future problems, take care of them.  All people have may have small holes in the retina, and an ophthalmologist has to really search all sections of the eye.  Giant Retinal Tears are harder to fix when folded.

PREVENTIONS:  Avoid rubbing the eyes.  It doubles or triples the eye pressure.  Protect the eyes from contact sports.  Keep eye pressures low.  Know symptoms of retinal detachments.  Find an excellent cataract surgeon (only if necessary).  Have regular eye exams, every year at least.

Question answer:  A child’s brain is more plastic and will adapt to monocular vision without telling a parent.  Head impact should be well followed.  Use eye protections.  Roller coasters are OK, but diving is not.  Always weigh risk vs. benefits.  Do not abuse contacts (like sleeping in them or reusing dirty lens).  Technology is improving and improving.  Vitreous, like the appendix, is not necessary.  Laser treatment is better than vitectomy.

Lasix is a bad choice for a person with Stickler syndrome, because:

1) the flap in cornea may unstuck or get infection
2)  it complicates cataract surgery
3)  it can increase inter-ocular pressures.

2006- Omaha

Dr Michael Shapiro, Ophthalmologist:  The vitreous is made of collagen.  Myopia changes the shape of the eye, pulls on the retina and it detaches.  Treatments, as prevention, are laser, cryotherpay, or sclerael buckling.  Perivascular lattice degeneration is a Stickler indicator, specific to Stickler syndrome.  5% of people have regular lattice degeneration. 
His statistics are:  A person with myopia of <3 is 10x greater risk of a retinal detachment than a person with normal sight.  A person with a myopia of >3 is 20x the risk.  A person with Stickler syndrome is 50X more apt to have a retinal detachment than a "high myopic." 

He discussed Cyro versus Laser.  He uses both cyro and laser.  He did say that Dr Snead only used cyro for his Stickler patients.
Dr Shapiro stated that cyro is more painful and causes scarring.  He feels that laser that mimics cyro is the best.  He also states that it depends on the shape of the surgery.  If a person had myopia and a retinal detachment, 18% will have a detachment in the second eye.  

Floaters indicate hemorrhage.  A child’s brain compensates for loss of sight in one eye.  We should see an ophthalmologist every 3 months, except in extenuating circumstances  Then, every 6 months is often enough.  He says the risk of detachment is more than 50% without prophylaxis and around 5% after prophylactic treatment.  Children unable to have a perfect exam in the office should have an exam asleep unless there are unusual anesthesia risks.
He also said that in a normal population, 1 person in 10,000 has a retinal detachment.  In a Stickler population, 1 person in 2 has a retinal detachment. 

2007-Rochester-Mayo Clinic

Dr. Martin Snead-Ophthalmologist   - Stickler syndrome is the most common cause of retinal detachment in children. Early and accurate diagnosis is essential. A child may be blind before they tell an adult.

Indicators of Stickler syndrome: retinal detachments (80%, mostly bilateral); cataracts, high myopia, deafness, joint laxity, facial features.

John Scott noticed a difference in vitreous gel. The vitreous is 98% water and forms at 8-12 weeks after conception. 

With clefting, there is a higher incidence of conductive hearing loss. Other types of hearing loss are sensoral-neural and high tone loss.

Skeletal problems include joint laxity, premature naturopathy, and problems that show on x-ray. 

We also have a propensity for giant tears of the retina. This can happen bilaterally, any age from 18 months to 80 years.

There was a follow-up study of 204 persons with retinal detachments. Of those who had been treated with cryotherapy, 97% had no additional detachment. He feels that the positioning of the cryo is so critical that the statistic would be 100% if the cryo had been done in the right place. He believes in Cryotherapy, not laser, because it stands the test of time. But, it has to be done in the right location. 

Stickler syndrome may appear in combination with any other syndrome.

Detachments are normally caused by a giant tear putting stress on the vitreous. Cryo avoids this.

Most persons with Stickler syndrome are born with cataracts. Any detachment normally develops cataracts. Persons with Stickler syndrome have larger eyes. Contacts give better vision.

He would not recommend Lasix, because it complicates any later surgery.

He advocates a self exam to check for detachments, by covering each eye and comparing vision.

The Stickler retina looks normal, vitreous is different.

He used to wait until a child was 5, before doing a prophylactic surgery. But, 5-25 is the greatest risk for detachments.

