Chapter 9

THE EYE AND VISION

Arman K. Farr and Michad X. Repka

A number of eye and eye movement disordersare seenin peoplewith
AtaxiaTelangiectasia(A-T). Theseinclude (1) conjunctival telangiectasia, (2)
eye misalignments (strabismus), (3) abnormal eye movement, (4) problems
with accomodation (changing focusfrom far to near), and (5) problemswith
convergence (aiming the eyestogether to look at near objects).

Themost frequent and noticeable eyefindingisprominent blood vessels
onthewhitepart of theeyewal. Thesevessdsarecalled conjunctivd telangiectasa
and areharmless. Itisnot known why these vesselsgrow abnormally in patients
with A-T. They are not present at birth, but usually become noticeable when
children are 4-8 years old. In approximately 10 percent of A-T patients,
telangiectasianever develop at all, and their absence can makethe diagnosis of
A-T moredifficult. Telangiectas ahave no effect on vision.

Except for the presence of
telangiectasia, the eyeball is normal.
Children with A-T havethe same visual
acuity at far distance (ability to see objects
in focus) and color vision as other
children, and need correctivelenswith the
same frequency as others. The average
visua acuity at far distance of patientswith
A-T hasbeen 20/30; just minimally less
than a perfect 20/20. Near vision, o
however, may be hindered by adifficulty 52 w1yt ed 5 cor veseni o v
in accomodation. Accomodationisthe neke the eye appear bl oodshot.
ability of theeyeto changefocusfrom far
to near. A delay or absence of accomodation occursin many A-T patients.
Thislack of focusing at near may be compensated with the use of reading
glasses.

Eye misalignments (strabismus) are seeninamuch higher percentage of
A-T patientsthan normal individuals. In most casesthe eyesturnin (esotropia),
but sometimesthe eyesturn out (exotropia). In either case, theeyesdon’t work
together, and the brain usesonly oneof thetwo images presented by thewayward
eyes. Often, convergenceisimpaired aswell, which meansthe eyes cannot be
properly aimed at near targets such asbooks. Strabismuscan beasmall problem
needing no treatment, or alarge problem that can have major effectson vision.

In approximately 10
percent of A-T
patients,
telangiectasia never
develop at all, and
their absence can
make the diagnosis
of A-T more

difficult.
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Eye misalignments
(strabismus) are
seen in a much
higher percentage
of A-T patients
than normal

individuals.
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Glassesmay be helpful. In some cases, strabismusrequireseye muscle surgery,
performed by an ophthalmol ogist asan outpatient procedure. Theresultson patients
with A-T are promising with good eyeaignment in most patients.

Abnormal control of eye movements is seen in most A-T patients
(SeeNeurology Chapter for details). The cause of these problemsisnot clear, but
itislikely to bedueto progressveabnormalitiesinthe cerebd lumand thebraingtem.

Many patientswith A-T complain of difficulty reading. Thisisprobably
dueto their inability to properly control several aspectsof eye movement. This
makesit difficult to movefromword to word on written line or from oneline of
text tothe next. Thedifficulty with convergence, properly aming theeyesat near
targets, contributesaswell. Whilethereisasyet no way to fix these problems,
many adaptations can be made to improve the ability to read (see Assistive
Technology chapter). Furthermore, poor accommodation may be corrected with
the use of reading glasses, bringing reading material sto better focus.

Ovedl, patientswith A-T functionwell onvisua tasks Themgor problem
appearsto bedifficulty reading, perhapsfrom eyemovement limitations. These
oftenfdl intothecategory of convergenceinsufficiency. Another aonormality that
isencountered ismisdignment of theeyes, whichmay requiresurgery. Theeyebdls,
asdefromthedilated vesselson their surface (conjunctival telangiectasia), are
otherwisenormal innearly all patientsand most patientsretain excellent visua
acuity.

THE A-T EYE
* Most patients have telangiectasia (prominent but harmless blood
vessals) onthewhite part of theeye (conjunctivae).
* Vison (ability to seeobjectsinfocus) isnormal.
* Eyemisdignments(strabismus) are common, but can berepaired.

» Thereisdifficulty moving the eyestogether to focuson close objects
(convergence).

* Readingisamgor problem because eye movementsare not smooth,
and there are problems coordinating eye movements with head
movements.



