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Introduction 

In the past dec ade, cli ni cian in ter est in syn dromes has in creased tre men dously. Re cently Gor 
lin, To ri ello and Co hen (1995) pub lished a book in which 400 he redi tary syn dromes as so ci ated 
with hear ing loss are de scribed and sev eral of the de scrip tions make ref er ence to the be hav ior of 
the in di vid ual with a par ticu lar syn drome. 

The re la tion ship be tween he red ity and be hav ior was noted in 1872 by Char les Dar win. He wrote 

‘When he lay fast asleep on his back in bed, of ten rais ing his right arm slowly in front of his 
face, up to his fore head and then drop ping it with a jerk so that the wrist fell heav ily on the 
bridge of his nose. The trick did not oc cur every night, but oc ca sion ally’

 Since the nose of this gen tle man be came ir ri tated it ap peared nec es sary to re move the but tons of 
his night gown. Dar win con tin ues his story as fol lows. 

‘Many years af ter his death, his son mar ried a lady who had never heard of the fam ily in ci 
dent. She, how ever, ob served pre cisely the same pe cu li ar ity in her hus band; but his nose, 
not be ing par ticu larly promi nent, has never suf fered from the blow... One of his chil dren, a 
girl, has in her ited the same trick’ 

(Dar win, 1872, p. 34). 

Lan guage ex pres sions such as ‘it runs in the fam ily’ make ref er ence to the re la tion ship be tween 
he red ity and be hav ior. Some re search ers and authors have sug gested that a per son’s be hav ior is 
solely de pend ent upon his gene con stel la tion.  In re ac tion to this point of view, be hav ior ists such 
as Wat son claimed that stimulus- response chains ex plain hu man be hav ior: One of his fa mous 
quotes is 
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‘Our he redi tary struc ture lies ready to be 
shaped in a thou sand dif fer ent ways - the 
same struc ture - de pend ing on the way in 
which the child is brought up’ 

(Wat son, 1930) 

These points of view lead us to the heart of the dis
cus sion of na ture (he redi tary traits) and nur ture 
(the role of en vi ron ment and edu ca tion).

 In some he redi tary syn dromes, na ture’s role is ap
par ent. A de vi ant chro mo some [15] in Prader
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 Willy Syn drome causes enor mous ap pe tite in 
the chil dren with the syn drome that can eas ily 
lead to obe sity if un checked.  In Turner Syn
drome, one X- chromosome in fe males lacks a 
spe cific trait and it is widely re ported that per
sons with the syn drome have great dif fi cul ties 
in spa tial ori en ta tion (Schaf fer, 1962).  How
ever, with this syn drome, as well as oth ers in
clud ing Usher Syn drome,  there is wide 
di ver sity in its ex pres sion.  Ru bella is a syn
drome not caused by he red ity, but rather is ac
quired in early preg nancy.  The ex tent to 
which Con geni tal Ru bella Syn drome (CRS) 
pre dicts a per sons be hav ior, and in tel lec tual 
and emo tional de vel op ment is largely de
pend ent upon which or gans are dam aged, 
and the ex tent and type of the dam age. 

It is very im por tant that spe cial edu ca tors and 
oth ers, in clud ing par ents, un der stand the in-
flu ence of cer tain syn dromes on the well be ing 
of the in di vid ual and his/her fam ily. Co op 
era tion with a ge neti cist or pe dia tri cian is vi
tal. Bring ing typi cal physi cal ap pear ance 
and/or ab nor mal be hav ioral pat terns to the 
at ten tion of these pro fes sion als may pro vide 

cru cial leads to the dis cov ery of more about 
the eti ol ogy of the in di vid ual. A re cent study 
in the Neth er lands (Van Berkum & Haver-
man, 1995) showed that in a sur vey of a resi
den tial set ting for per sons with se vere 
in tel lec tual dis abili ties, 50% of the eti olo gies 
were un known.  How ever, in set tings with a 
strong mul ti dis ci plin ary fo cus, the cate gory 
‘et io logy un known’ was sig nifi cantly less fre
quently used. The im por tance to par ents of 
know ing more about the cause of their child’s 
dis abil ity should not be un der es ti mated par
ticu larly as they make plans to have ad di 
tional chil dren.  Some ge netic dis or ders can be 
im proved through medi cal in ter ven tions that 
may have a life long af fect on a per son’s physi
cal and psy cho logi cal con di tion. Re cent re
search has shown that car ri ers of cer tain 
syn dromes, while not ap pear ing to ac tu ally 
have the syn drome them selves,  may ac tu ally 
have some ef fects.  An ex am ple of this is the in
born meta bolic dis or der called ho mo cys ten 
uria. With out proper vi ta min treat ment a 
per son who suf fers from this dis ease may de
te rio rate men tally and physi cally.  Car ri ers of 
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this re ces sive dis ease are vul ner able to ac
quired heart dis ease that can be pre vented by 
tak ing a high dos age of Vi ta min B6. It is also 
re ported that in an other re ces sive ge netic dis
ease, Usher Syn drome, a slight hear ing loss 
might de velop in car ri ers al though this find
ing is not uni ver sal (Van Aarem, 1995).  Re
cently we have ob served that in non- affected 
chil dren of a fam ily with mem bers with Usher 
Syn drome, prob lems of sig nal noise ra tio were 
pres ent that made class room func tion ing dif
fi cult. Since the field of be hav ioral ge net ics is 
so new, it is dif fi cult to say to de ter mine the ex
tent to which cer tain he redi tary dis eases ex
plain the be hav ior and de vel op ment of 
af fected per sons or car ri ers. How ever, when 
in ter view ing the par ents one should pay at-
ten tion to the pres ence of [mi nor] ab nor mali 
ties in other fam ily mem bers. 

There are a number of ge netic dis eases that in
volve physi cal and men tal de te rio ra tion. 
Meta bolic dis or ders such 
as Zell we ger and Ref sum 

should be con sid ered be fore medi ca tions of 
this type are pre scribed. 

The re la tion ship be tween syn dromes, edu ca 
tion, de vel op men tal psy chol ogy and psy chia 
try has had lit tle study. In clini cal, medi cal 
de scrip tions, the ef fects of dis ease on be hav ior 
and learn ing is rarely men tioned. The re la 
tion ship be tween dis ease and be hav ior is not 
an easy study due to vari abil ity of dis ease ex-
pres sion and the role the en vi ron ment plays. 

Description of three Syndromes

Congenital Rubella Syndrome [CRS]


Con geni tal Ru bella Syn drome is not a ge netic 
syn drome but rather is caused by a vi rus. In 
1941, the Aus tra lian oph thal molo gist, Sir Nor
man Gregg, dis cov ered the re la tion ship be
tween Ru bella and Con geni tal Cata racts. He 
also re ported that the ba bies he in ves ti gated 
had low birth weight and were very dif fi cult 

are no to ri ous for caus ing Re cently we have ob served 
such de te rio ra tion. Other that in non- affected chil dren 
syn dromes have ef fects of a fam ily with mem bers 
that are less no tice able. with Usher Syn drome, prob-
One ex am ple is Stick ler 
Syn drome. A child with lems of sig nal noise ra tio 
this syn drome may func- were pres ent that made class
tion well in school de spite room func tion ing dif fi cult. 
a hear ing loss, but gradu
ally learn ing prob lems 
arise as vis ual im pair ments to gether with 
prob lems with the joints slowly de velop. 

A syn drome preva lent in the popu la tion of 
per sons who are deaf- blind is CHARGE As so 
cia tion. The com plex ity of the as so cia tion has 
in creased aware ness of the im por tance of 
mul ti dis ci plin ary col labo ra tion.  Among the 
traits of CHARGE As so cia tion is hypo
 genetalism. When male/fe male hor mones are 
given to stimu late geni tal de vel op ment, be
hav ior such as hy per sexu al ity may re sult. It 
goes with out say ing that all con se quences 

to  feed ( fai l  ure to 
thrive). A few years 
later, an other Aus tra 
lian medi cal group re
ported that  Ru bel la 
in fec tion in preg nancy 
could lead to par tial de
struc tion of the coch lea 
which caused [par tially] 
deaf ness. Six years af ter 
the dis cov ery by Gregg, 
the medi cal jour nal, 

‘The Lan cet’ re ported the Aus tra lian find ings 
with some hesi tancy. In the early and mid six
ties, the west ern world was hit by an epi demic 
of Ru bella that caused al most 35,000 chil dren 
to be born with one or more sen sory dis abili 
ties. In 1967, an ef fec tive vac cine was de vel 
oped in the U.S.A. (Park man, Wel ler & Neva, 
1967). How ever, it was a number of years be
fore ac tive im mu ni za tion could be launched. 
It seems that the most ef fec tive pol icy is to 
elimi nate the dis ease by vac ci nat ing both male 
and fe male chil dren at young age. How ever, 
while not com mon knowl edge, there is a small 
per cent age of women who do not de velop an
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ti bod ies against Ru bella and these fe males re
main un pro tected. Un der su per vi sion of the 
World Health Or gani za tion (WHO), im mu ni 
za tion pro grams are car ried out in emerg ing 
coun tries. In some coun tries with very large 
popu la tions, the re sults of im mu ni za tion pro
grams have been un im pres sive thus far. It is 
re ported that in schools for the deaf in In dia, 
40% of the stu dents are deaf/hard of hear ing 
due to Ru bella in fec tion of the mother dur ing 
preg nancy. In some of the east ern Euro pean 
coun tries, the Ru bella prob lem is still very 
promi nent (e.g., Po land and Rus sia).  It is ap
par ent in dis cus sions with pro fes sion als in the 
area of re ha bili ta tion in these coun tries, that 
there is still a lack of knowl edge re gard ing the 
ef fects of this dis ease on the be hav ior and 
learn ing of in di vidu als. 

The out break of the Ru bella epi demic in 
1964–1965 pro vided the im pe tus for the de vel 
op ment of pro grams for chil dren who are 
deaf- blind in the U.S.A..  A number of im por 
tant stud ies were pub lished which fo cused on 
the child with mul ti ple dis abili ties caused by 
CRS. Be cause of the em pha sis on the group of 
chil dren with mul ti ple dis

tions about the eti ol ogy of autism men tion Ru
bella (Siegel et al., 1986; Prior, 1987). In his 
pub li ca tion in 1982, Van Dijk re ported on 81 
Aus tra lian chil dren with Con geni tal Ru bella 
Syn drome and ques tioned this re la tion ship. 
In ref er ence to stereo typic be hav ior that is of
ten ob served in chil dren with CRS, he pos tu 
lated that this symp tom must not be seen as a 
symp tom of autism but rather as a symp tom of 
sen sory dep ri va tion. When Van Dijk re as 
sessed his sam ple 15 years later, he dis cov ered 
that in many sub jects who had ex hib ited 
stereo typic be hav ior at a young age, the phe
nom ena had dis ap peared com pletely. In his 
follow- up re search, only a small group met 
the cri te ria for autism of DSM- III (Di ag nos tic 
and Sta tis tics Man ual of Men tal Dis or ders 
Vol. 3). Simi lar find ings are re ported by Gil-
berg (1982). In the follow- up stud ies of Chess 
and Van Dijk, the role played by com mu ni ca 
tion in the regu la tion of be hav ior is strik ing. It 
is gen er ally noted that per sons in fected by Ru
bella have dif fi culty in adapt ing to new situa
tions. Un ex pected events cause con sid er able 
stress in these per sons that may lead to cata

strophic re ac tions.  These 
may take the form of agabili ties, lit tle at ten tion was In the follow- up stu d ies of gres sive out bursts in given to the Ru bella child Chess and Van Dijk, the which the ag gres sion may with a sin gle dis abil ity 

(e.g., hear ing loss/vis ual role played by com mu ni ca - be di rected to the per son’s 

loss). It should be noted, tion in the regu la tion of be- own body lead ing to self 
in ju ri ous be hav ior (SIB). how ever, that Ru bella is a hav ior is strik ing. 
There is ques tion as to the late on set dis ease. This 

means that later in life, es
pe cially dur ing the pe riod of ado les cence, 
medi cal prob lems may arise (e.g., dia be tes 
mel li tus and glau coma) that may have con sid 
er able ef fects on the course of life.  There is a 
gen eral agree ment that these prob lems are 
most mani fest in the group of per sons with 
mul ti ple dis abili ties. 

An in ter est ing point in  the dis cus sion of syn
dromes and be hav ior is the re la tion ship be
tween CRS and autism.  In  her  early 
pub li ca tion, Stella Chess con firmed this re la 
tion ship and sub se quently, many pub li ca 

de gree to which this be
hav ioral ‘trait’ is typi cal for a per son with CRS 
and re lated to the vul ner able neu ro logi cal sys
tem of these per sons. De spite un cer tainty as to 
the cause of the be hav iors, it would ap pear im
por tant that peo ple in the en vi ron ment take 
ap pro pri ate meas ures to pre vent their oc cur 
rence. Pro vid ing the in di vidu als with an ap
pro pri ate means of com mu ni ca tion (e.g., sign 
lan guage) may pre vent many such be hav iors. 
How ever, in some in stances,  sign lan guage 
be cause of its mo tor com plex ity, is not the 
most pre ferred mode of com mu ni ca tion.  It 
had been shown (Van Dijk et al., 1991) that 
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limb co or di na tion can be very dif fi cult for in
di vidu als with CRS. To com pen sate for this 
dif fi culty,  many in di vidu als have de vel oped 
strong vis ual skills.  Writ ten forms of com mu 
ni ca tion (e.g., pic to grams, BLISS sym bols and 
writ ing) are more ef fec tive com mu ni ca tion 
tools than is sign lan guage. Ob jects of ref er 
ence, cal en dar boxes and pic ture books can be 
ef fec tive tools for ex pres sive com mu ni ca tion 
for chil dren with greater com mu ni ca tion dif fi 
cul ties (see de tailed de scrip tion in Van Dijk, 
Jans sen & Nel son, 1993). 

In study ing the early de vel op ment of chil dren 
who are deaf- blind and par ticu larly those 
with Con geni tal Ru bella Syn drome,  it is ap

dis tinc tion be tween dif fer ent types of Usher 
Syn dromes (Dav en port & Omenn, 1977). In 
the last few years, gene lo cal iza tion has clari
fied the dif fer ent types (Van Aarem, 1996). 
Usher type I (pro found sen sory neuro deaf
ness and de crease in field of vi sion be fore pu
berty) is lo cated on chro mo some 11q.  Type II 
(par tial deaf ness and de crease of field of vi
sion af ter pu berty) is lo cated on chro mo some 
1q. The rather rare type III in which there is 
pro gres sive hear ing loss and pro gres sive loss 
of field of vi sion due to RP is lo cated on chro
mo some 3q. Fur ther gene lo cal iza tion re
search in re la tion ship to Usher I and Usher II 
has been con ducted by Rad boud Hos pi tal 
(Nijme gen the Neth er lands) in co op era tion par ent how very dif fi cult 

the early pe riod of life is for 
both the chil dren and their 
care giv ers. This, com bined 
with a rather frag ile neu ro 
logi cal sys tem, may pre dict 
the un de sir able be hav ior 
pat terns of later life. The ex
tent to which this pre dic tion 
be comes re al ity is very 
much de pend ent upon pro
tec tive fac tors from the en-
vi  ron ment .  For  these 

In study ing the early de vel op 
ment of chil dren who are 
deaf- blind and par ticu larly 
those with Con geni tal Ru bella 
Syn drome,  it is ap par ent how 
very dif fi cult the early pe riod 
of life is for both the chil dren 
and their care giv ers. 

with Boys Town 
Omaha (Ne braska). 
I t  i s  s t i l l  un c lear 
whether dif  fer  ent 
gene lo cal iza tion’s 
are re spon si ble for 
dif fer ences in the 
pro gres sion of the 
dis ease or even in flu 
ence the be hav ior of 
an in di vid ual with 
the syn drome.  In re
spect to the lat ter, chil dren, ado les cents and adults, pro tec tive 

fac tors are: or der ing of daily life ac tivi ties, 
pre dict abil ity, and pre ven tion of un ex pected, 
over whelm ing life events. It goes with out say
ing that these re quire ments can not al ways be 
met. In ex treme in stances, sup por tive medi ca 
tion may be nec es sary to help in di vidu als cope 
with stress ful events. 

Usher Syndrome 

Men tion was made ear lier of the het ero ge ne 
ity of cer tain syn dromes.  Usher Syn drome is 
one in which this is es pe cially true.  The Scot
tish oph thal molo gist, Char les Usher, first de
scribed this syn drome.  In 1935, he lec tured on 
the preva lence of Reti ni tis Pig men tosa (RP) in 
a sam ple of in di vidu als with se vere hear ing 
loss. In 1922, Bell noted the het ero ge ne ity of 
this syn drome, and in 1977, Dav en port made a 

there has long been dis cus sion about the ex is 
tence of a fourth form of Usher. Hall gren 
(1959) re ported psy chi at ric prob lems, se vere 
stress phe nom ena and psy cho sis in a group of 
in di vidu als with Usher. It is ques tion able, 
how ever, whether this be hav ior pat tern has a 
he redi tary base as so ci ated with an other type 
of Usher, or is symp to matic of so- called Post
 Traumatic Stress Dis or der. This may oc cur 
when a per son with Usher loses an im por tant 
per son in his/her en vi ron ment or ex pe ri ences 
other trau mas such as the loss of em ploy ment 
or be com ing un able to care for one’s fam ily. 
Our clini cal ex pe ri ence with a large group of 
in di vidu als with Usher type I is that a ‘stress 
dis or der’, if it lasts only a short pe riod of time, 
sel dom leads to psy cho sis if ade quate sup port 
is pro vided.  Re search has been car ried out on 
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the psy cho logi cal re sil ience of per sons with 
Usher I. The first author as sessed a group of 
ado les cents with a Dutch re vi sion of the 
Ameri can Cali for nia Child Q- set. Peo ple very 
fa mil iar with the sub ject’s func tion ing were 
asked to com plete a ques tion naire con cern ing 
the sub ject’s ego- resilience, ego- strength, so
cial com pe tence, ego- control and self- esteem. 
The study shows that 88% of the group (N=16) 
scored high to very high on the pro file of ego
 resilience in com pari son to the deaf chil dren 
in the norm group. In re gards to pro- social 
com pe tence,  it was shown that a sig nifi cant 
dif fer ence ex isted when the scores of the 
Usher group were com pared with those of the 

CHARGE Association 

Pre vi ously known as CHARGE Syn drome, 
the term As so cia tion was adopted be cause of 
the ex ten sive va ri ety of symp toms found. 
CHARGE as so cia tion is one of the 25 most 
preva lent ge netic syn dromes of in di vidu als 
with mul ti ple dis abili ties. It was de scribed for 
the first time in 1979. Sev eral or gans are in
volved, most of which de velop in the 3rd - 7th 
week of preg nancy. CHARGE is an ac ro nym 
for its most strik ing symp toms. 

The C is for colo boma. This means that the iris 
and/or ret ina is not com pletely closed leav ing 

peers in the norm group. 
A lack of as ser tive ness 
was quite strik ing.  In 
89% of the cases of Usher 
I, there was a high to 
very high score on the 
self es teem scale.  Be
cause of sam ple size, 
cau tion should be used 
in the in ter pre ta tions of 
the find ings.  Re cently 

One might specu late as to 
whether this  ‘em otional 
strength’ is a natu ral (ge netic?) 
re ac tion of a hu man be ing 
when ex pe ri ences such as se
vere sen sory losses oc cur. 

an open hole that looks 
like a key hole. When the 
iris is not closed, the 
light hits the eye in such 
a di rect man ner that in 
clear weather con di tions 
the child is very un com 
fort able.  Some young 
chil dren with this con di 
tion ref use to go out side 
when it is sunny. When 
the ret ina is not com

the origi nal sam ple was re as sessed.  Four 
years af ter the ini tial re search, the same be
hav ioral pro file was still found and was also 
pres ent in 9 ad di tional cases (Van Dijk & Van 
Erp, in prepa ra tion).  Our clini cal ex pe ri ences 
con firm these find ings of fa vor able so cial 
emo tional pro files in in di vidu als with Usher 
1. Af ter hav ing as sessed about 100 such in di 
vidu als (about 1/3 of all in di vidu als with 
Usher Syn drome in the Neth er lands),  we 
have found that they read ily ac cept ad vice 
and re turn regu larly to the clinic for coun sel 
ing. It would be in ter est ing to know whether 
these strik ing be hav ior pat terns oc cur only 
among the Dutch group or are also found in 
other sam ples.  One might specu late as to 
whether this ‘em otional strength’ is a natu ral 
(ge netic?) re ac tion of a hu man be ing when ex
pe ri ences such as se vere sen sory losses oc cur. 

pletely closed, the lower part of the ret ina of
ten does not func tion. This seg ment of the 
ret ina re ceives stim uli com ing from above. A 
child with this con di tion might be afraid of 
mov ing tar gets (e.g. a ball which en ters his 
field of vi sion from above). The child may only 
be come aware of a per son com ing down from 
the stairs when he or she is very near. Frag ile 
health and mo tor de lays com mon in chil dren 
with CHARGE may re sult in the child spend
ing much of his early life ly ing on his back. 
When ly ing down, the lower seg ment of the 
ret ina is nor mally used, but since this is of ten 
where the colo boma is, the child may spend 
many months in a po si tion where he is se
verely visu ally de prived.  When the child is 
put in an up right po si tion and ob jects are pre
sented from un der neath, the ex plora tory be
hav iors may dra mati cally im prove.  In cases 
where a colo boma is pres ent, it is likely that 
the ret ina is rather weak and it may de tach. 
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This pro cess can de velop so gradu ally that it 
goes on un no ticed.  It is pos si ble that a child 
with CHARGE As so cia tion may gradu ally be
come blind with out the oc cur rence of any 
trauma. Edu ca tors should be made aware of 
the vul ner abil ity of the eyes in chil dren with 
CHARGE. Ob served changes should be re
ported im me di ately to an oph thal molo gist. 

The H of the ac ro nym is for heart ab nor mali 
ties which are re ported in 50% of cases. The A 
is for atresia of the cho anae. The R for physi cal, 
and in some cases men tal, re tar da tion. The 
ma jor ity of in di vidu als with this As so cia tion 
do ap pear to have se vere cog ni tive dis abili 
ties, how ever there are 
cases of in di vidu als with 

Discussion

 This ar ti cle has only touched upon the in trigu 
ing ques tion of to what ex tent cer tain syn
dromes are re lated to an in di vidu al’s 
be hav ior. Be hav ioral ge net ics tells us a great 
deal about the role of the genes and the en vi 
ron ment.  Stud ies of twins are very im por tant 
to the sci ence of be hav ioral ge net ics as iden ti 
cal twins have the same genes, yet the en vi ron 
ment they share is par tially the same (e.g. the 
same par ents) but also dif fer ent, for ex am ple, 
di f  fer  ent  fr iends (Plo min,  De Fries & 
McClearn, 1990). In stud ies of psy chi at ric dis
eases such as schizo phre nia and psy cho ses, it 

nor mal in tel lec tual de- . . .par ents also need to be sup-
vel op ment (Har vey et al. ported as they deal with a child
1990). The let ter G rep re - who may ex hibit stereo typic or 
sents un der de vel op ment com pul sive be hav iors. of the geni ta lia (both 

is  ap par  ent  that 
whether or not a dis
ease that  is  ‘ in  the 
genes’ mani fests it self 
is de pend ent upon the 
non- shared en vi ron 
ment. Im por tant en vi 
ron mental  fac  tors male and fe male) which 

is re ported in 40% of cases.  It is as sumed that 
geni tal hy popla sia is due to an in suf fi ciency of 
the hor mo nal sys tem, there fore some chil dren 
with the As so cia tion ex hibit no signs of pu
berty. As pre vi ously men tioned, hor mo nal 
treat ment should only pro ceed with great cau
tion. The E is for any thing hav ing to do with 
ears. In 85% cases, hear ing loss of vary ing de
grees is re ported. When there is an open ing of 
the pal ate in ad di tion to deaf ness, speech pos
si bili ties are lim ited. The use of al ter na tive 
and aug men ta tive com mu ni ca tion de vises 
should be con sid ered. 

CHARGE As so cia tion is not lim ited to the 6 
symp toms men tioned here. Re cently a child 
was as sessed with CHARGE who re fused to 
ride her bike. Fur ther in ves ti ga tion in di cated 
a dys func tion of the ves ti bu lar sys tem.  She 
had been so trau ma tized by at tempts to teach 
her to ride the bike that she would not even go 
near it, but she im me di ately went to a tri cy cle 
that re quires lit tle bal ance as she knew that she 
could move in de pend ently on it. 

men tioned are stress,  early dep ri va tion,  lim
ited, or poor so cial con tact with par ents, and 
di vorce (Plo min & Dan iels, 1987). In be hav 
ioral ge net ics, em pha sis is placed on sup port 
ing the fac tors that may pre vent a per son with 
a cer tain pre dis po si tion from de vel op ing dif
fi cul ties.  Fam ily re la tion ships, es pe cially mu
tual sup port of the par ents (see also Van Dijk, 
1991), ade quate coun sel ing, and a thor ough 
di ag no sis are such sup ports. 

It is our opin ion that find ings of the be hav ioral 
ge net ics also ap ply to chil dren who are deaf
 blind. We would like to stress the im por tance 
of the man ner in which peo ple in the en vi ron 
ment deal with a child with CRS, a child with 
Usher Syn drome, or a child with CHARGE 
As so cia tion.  For a child with Con geni tal Ru
bella Syn drome, par ents and other care giv ers 
need to sup port the child through the or gani 
za tion of a quiet and un der stand able world. 
At the same time, par ents also need to be sup
ported as they deal with a child who may ex
hibit stereo typic or com pul sive be hav iors. 
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Good res pite care by trained pro vid ers such as 
in ter ve nors can pro vide such sup port. 

Par ents and sib lings of a child with Usher Syn
drome may go through an ex tended pe riod of 
mourn ing which can pre vent the child  from 
de vel op ing to his/her full est po ten tial.  The 
fam ily may avoid the whole topic of the 
child’s eyes. Teach ers or em ploy ers may not 
even be told about the child’s con di tion. 
Coun sel ing which takes into ac count the fam
ily sys tem should be con sid ered. The goal is to 
cre ate a cli mate in which the child with Usher 
Syn drome can make im por tant de ci sions in 
his/her life. 

There are many ob sta cles that the fam ily of the 
child with CHARGE As so cia tion must deal 
with. In the be gin ning, medi cal is sues may be 
over whelm ing and ex tremely stress ful.  Par
ents will need good in for ma tion on how the 
child should be fed and how hear ing aids and 
glasses should be worn and used as they learn 
that they can help their child learn and de
velop in posi tive ways. 

The field of ge net ics a rap idly grow ing one. 
There are more than 400 syn dromes de scribed 
in which deaf ness plays a role (Gor lin et al., 
1995). In about 20% of these syn dromes, both 
audi tory and ocu lar in volve ment are re
ported. It is our sin cere be lief that only 
through the vari ous dis ci plines work ing to
gether as a team can ade quate care for the 
child and his/her fam ily be pro vided.  De ci 
sions by the team should al ways in clude the 
par ents and if pos si ble, the in di vid ual with the 
dis abil ity.  The team must for mu late rec om 
men da tions that care fully con sider the role of 
the en vi ron ment.  It is our con vic tion that 
nega tive out comes can be pre vented de spite 
the pres ence of many symp toms. We have 
adapted a motto that the more one knows 
about ‘g ene tics’ the more one be comes aware 
of the im por tance of the role of the en vi ron 
ment. 
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We en cour age you to copy and 
share in for ma tion from Deaf
 Blind Per spec tives, but please 
pro vide ap pro pri ate ci ta tions. 

Words From the Past Managing

Editor 

l Bruce Bul 

Given a point- in- time per spec tive, things 
seem static. Over time how ever, it is ap par ent 
that eve ry thing is in a state of change; our jobs, 
our world, and our selves.  Lit tle did I know 
that the pre vi ous is sue of Deaf- Blind Per spec 
tives would be my last. I have re cently taken 
an ex cit ing po si tion within the Ore gon De
part ment of Edu ca tion and wanted to share a 
few part ing thoughts. 

Deaf- Blind Per spec tives too is poised for 
change. In the last is sue we started a Let ters to 
the Edi tor sec tion, an im por tant fo rum for 
peo ple to share, dis cuss, and chal lenge.  Keep 
the let ters com ing! Keep the pub li ca tion alive 
with dia logue about the is sues. 

Dur ing my ten ure at Deaf- Blind Per spec tives we 
would al ways seek qual ity manu scripts.  The 
fo cus of each is sue changed based on the con
tents. The bet ter the con tent to choose from, 
the bet ter the pub li ca tion.  Let me en cour age 
you to sub mit manu scripts of a per sonal or 
pro fes sional na ture.  If you’d like to see 
change in some as pect of our field, use Deaf
 Blind Per spec tives. 

About change, my fa ther used to say, “A 
change doesn’t al ways bring im prove ment. 
But you can’t im prove with out change.”  Let’s 
con tinue to work to im prove this field. 

We will miss you Bruce, and wish you the very 
best.—ED. 
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Letters to the Editor 

Dear Edi tor, 

Over the course of the last few years a number 
of agen cies and as so cia tions in the field of 
deafblind ness have dropped the hy phen from 
the dis abil ity cate gory “deaf- blind.”  It is our 
opin ion and sug ges tion that Deaf- Blind Per-
spec tives, a dis tin guished pub li ca tion both na
tion ally and in ter na tion ally in this field, adopt 
this cur rent ter mi nol ogy. 

There are good rea sons to con sider this 
change. First, deafblind ness pres ents chal
lenges that are not sim ply the com pi la tion of 
deaf ness and blind ness.  In 1991 Sal va tore La
gati wrote to 30 agen cies around the globe 
stat ing: 

I think that peo ple that are deaf and blind 
should be called deafblind, and not deaf
 blind. For the sim ple rea son that deafblind
ness is a con di tion pre sent ing other dif fi cul 
ties than those caused by deaf ness and 
blind ness.  So in my mind the word deaf
 blind is not cor rect, be cause it could be in
ter preted as a con di tion that sums up just 
the dif fi cul ties of deaf ness and blind ness. 

Sec ond, many, if not most, coun tries now re fer 
to the dis abil ity as a sin gle word with out the 
hy phen.  Moreo ver, in creas ingly agen cies 
within our own coun try are chang ing to this 
ter mi nol ogy (e.g., Hil ton/Perkins). 

Please con sider us ing the term “deafblind” 
both in the ti tle of your pub li ca tion and 
through out your pub li ca tion. Deaf- Blind Per-
spec tives serves as an im por tant me dium 

Fall 1996 

through which pro fes sion als, fami lies, care
giv ers, and peo ple who are deafblind ac cess 
state- of- the- art in for ma tion rela tive to our 
unique field, and we en cour age you to pro
mote this change to bet ter sup port a more ac
cu rate un der stand ing of deafblind ness. 

Sin cerely, 
Bruce Bull 

Special Education Child Count Specialist 
Oregon Department of Education 

Bud Fredericks 
Professor Emeritus 
Teaching Research 

Western Oregon State College 

Jay Gense 
Coordinator 

Oregon Project for Deafblind Services 
Oregon Department of Education 

Steve Johnson 
Associate Superintendent 

Office of Special Education 
Oregon Department of Education 

Jane Mulholland 
Assistant Superintendent for Special Schools, 

Regional Programs and Early Intervention/Early 
Childhood Education 

Oregon Department of Education 

Deaf- Blind Per spec tives, rec og nizes the di ver 
sity in opin ion re gard ing this is sue and does 
not wish to make changes hast ily. We there
fore in vite you to com ment with Let ters to the 
Edi tor. 

To as sist us in mak ing an in formed de ci sion 
about any modi fi ca tion of the term “deaf
blind,” Deaf- Blind Per spec tives par ticu larly in
vites the views of peo ple who are deaf- blind, 
their fami lies, and the pro fes sion als who 
serve them. 

We will at tempt to print a rep re sen ta tive 
cross- section of your views in sub se quent is
sues. —ED. 
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Want to share your opin ion? 
Take a few min utes to write a 
Let ter to the Edi tor. Please keep 
let ters to 250 words or less. 

The Hilton/Perkins Program

Announces


1997 National Conference on Deafblindness 

The Individual in a Changing Society

June 6-9, 1997


Washington Hilton and Towers

Washington, D.C.


This con fer ence will fo cus on the needs and rights of peo ple who are deafblind and 
how these needs and rights will be af fected by a chang ing so ci ety. The con fer ence 
will ad dress a wide ar ray of is sues con front ing in fants, school- age chil dren, and 
adults who are deafblind, their fami lies and the pro fes sion als who serve them. 

For more in for ma tion, con tact 
No registrations will be accepted after May 31. 

The Hil ton/Perkins Pro gram No on-site registrations will be permitted.
175 North Bea con Street Late registration fees apply after April 6. 
Wa ter town, MA  02172 
Ph. 617.972.7228 
Fax 617.923.8076 
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_________________________________________________________________________________________________ 
_________________________________________________________________________________________________ 

I en joyed this is sue of Deaf- Blind Per spec tives but I am not on your mail ing list. Please send fu ture is
sues to the ad dress be low. 

I’ve moved! Please send fu ture is sues of Deaf- Blind Per spec tives to my cur rent ad dress. 

I’m bur ied in in ter est ing pub li ca tions! Please re move my name from your mail ing list. 

Name: ___________________________________Agency: ________________________________________________ 

Street: _____________________________________City: ______________________State: ____ Zip: _____________ 
Com ments _______________________________________________________________________________________ 

Mark appropriate categories (3 max.) 
� Person or parent of person who is disabled � Regular education (non Spec.-Ed.) 
� Special education (e.g., teacher, aide) � Therapist (e.g., OT/PT/speech) 
� Administration (e.g., Dept. of Ed., project director) � Teacher trainer 
� Service provider (e.g., social worker, group home) � Government personnel 
� Technical assistance provider � Medical professional 
� Higher education teacher/researcher � Other ____________________________ 

Please send my copy in: 
Mail to: Deaf-Blind Perspectives  Teaching Research 

Grade 2 braille Large print Division  345 N. Monmouth Ave.  Monmouth, OR 97361  or 
call Randy Klumph (503) 838-8885, TTY (503) 838-8821, 

Standard print ASCII fax: (503) 838-8150, E-mail: klumphr@fstr.wosc.osshe.edu 

All issues of Deaf-Blind Perspectives are available on the Internet at  www.tr.wosc.osshe.edu/tr/dbp 1296 

Deaf- Blind Per spec tives is a free pub li ca tion, pub lished three times a year by the Teach ing Re search Di vi sion of West ern Ore gon State Col lege. The 
po si tions ex pressed in this news let ter are those of the author(s) and do not nec es sar ily re flect the po si tion of the Teach ing Re search Di vi sion or the 
U.S. De part ment of Edu ca tion. 

Deaf- Blind Per spec tives 
Teach ing Re search Di vi sion 
West ern Ore gon State Col lege 
345 N. Mon mouth Ave. 
Mon mouth, OR 97361 

For ward ing & Re turn Post age Guar an teed,
Ad dress Cor rec tion Re quested 

Non- Profit Or gani za tion 
U.S. Post age 
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Per mit No. 344 
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