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T
he profound reduction of institutional

care for persons with intellectual

disability has produced a need for

services for these individuals in the communities

in which they live. States, local governments and

non-profit agencies have attempted to fulfill these

needs.

In 1994 a non-profit agency devoted to the

care of adults with intellectual disability in

Dutchess County, New York established an Article

16 Clinic to provide services to persons with

developmental disabilities. The clinic is governed

by regulations of the New York State Office of

Mental Retardation and Developmental

Disabilities. Services offered by the clinic have

included psychological testing and counseling,

social work counseling including forensic social

work, occupational therapy, nursing, nutritional

counseling, rehabilitation counseling, speech

therapy and podiatry. Ages of patients range from

14 to 89.

Screening for admission to this clinic requires

verification of developmental disability or its

equivalent. This is defined as a disability of a

person which is attributable to intellectual

disability, cerebral palsy, epilepsy, neurological

impairment or autism or similar conditions, which

originates before age 22, is expected to continue

indefinitely and which constitutes a substantial

handicap to a person’s ability to function normally

in society. Information is obtained from medical

records, parents, schools and other informants as

to etiology, cognitive function, health and special

needs. 

Prior to actual treatment, assessments are done of

the need for treatment and its probable benefit.

Periodic reviews of treatment are required. 

The purpose of the present study is threefold.

Firstly, it is to categorize etiologies in our clinic

population and to determine the fraction

undiagnosed as to etiology. Secondly, the

spectrum of intellectual disability was outlined.

Finally, the prevalence of psychiatric disorders

was determined and diagnoses were classified.

The study was conducted to assess the

relationship between etiology and psychiatric

issues in the intellectual disability population.

METHOD

This study is a retrospective chart review

study of the clinic population over a ten-year

period. A total of 640 charts were reviewed

individually. Etiologies and syndromes were

determined based on medical records and reliable

informants. Speculative statements were not

included. Psychiatric diagnoses were made by a

board certified psychiatrist or licensed

psychologist at the doctorate level with experience

in intellectual disability.

Assignment of etiology if two or more possible

etiologies were present was on the basis of the one

most likely to have caused the disability.

Psychiatric diagnoses were assigned on the basis

of the most recent psychiatric evaluation. If more

than one psychiatric diagnosis was made, the

principal diagnosis was chosen. Axis I diagnoses

were generally given preference, if applicable,

over Axis II diagnoses. If no Axis I diagnosis was
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made, Axis II (personality disorder) was listed. The

chart reviews were conducted by one of the

authors of the study (D.L.G).

RESULTS

Of 640 individuals surveyed, 247 (38.6%) were

determined to have defined etiologies for their

intellectual disability. Etiologies have been

subdivided: genetic/biochemical 110 (44.5%),

CNS malformation 16 (6.5%), infection (maternal,

fetal and post-natal) 21(8.5%), pregnancy or

delivery related 37 (15.0%), traumatic 24 (9.7%),

associated with other disorders 32 (13.O%) and

other 7 (2.8%). Results are summarized in Table

1. 

Patients were also categorized as to degree of

intellectual disability: Mild (FSIQ 50-55 to

approximately 70), Moderate (FSIQ 35-40 to 50-

55), Severe (FSIQ 20-25 to 35-40), Profound (FSIQ

below 20 or 25), Borderline I.D. (FSIQ 70 to 80),

I.D. of Undetermined Level, and IQ Not Available.

Results are summarized in Table 2. Psychiatric

diagnoses were made in 363 patients (56.7%).

These have been categorized according to The

American Psychiatric Association Diagnostic and

Statistical Manual of Mental Disorders.  Results1

are summarized in Table 3.

DISCUSSION

This study is a retrospective chart review of a

clinic population whose only criterion for

admission to the study was having an intellectual

disability and the need for clinical services.

Because the parent agency admits individuals

primarily on the basis of intellectual disability, it

should be fairly representative of the intellectual

disabled population as a whole.

Prior studies of adults with intellectual

disability have noted significant numbers

undiagnosed as to etiology.  Determination of3

etiology is often done in childhood and depends

on factors such as parental assertiveness,

pediatrician expertise, referral to subspecialists

and availability of ancillary testing such as

chromosomal analysis. After reaching adulthood

diagnostic testing is rarely done. Occasionally

tests are done when a sibling is contemplating

pregnancy. 

In this study Down syndrome was found to be

the most prevalent diagnosis representing 29.6%

of diagnosed individuals. Of interest is the fact

that the fragile-X syndrome, reportedly the most

common inherited cause of intellectual disability,2

was not diagnosed in any of our patients. The high

prevalence of Prader-Willi syndrome is explained

by the presence in our referral area of a residence

devoted exclusively to the care of individuals with

this diagnosis. Similarly, the relatively high

incidence of substance related disorders is due to

a residence housing individuals with both

intellectual disability and substance abuse.

Psychiatric disorders in individuals with

intellectual disability are inclusive of the full range

of mental health disorders in the general

population. The term “dually diagnosed” has been

used to refer to these patients. Because of the

comorbid cognitive disability, special expertise is

in many instances required to diagnose and treat

these individuals. Both cognitive-behavioral

therapy and psychotropic medication are useful.

Special attention must be paid to the side effects

of medication (i.e., weight gain, constipation and

tardive dyskinesia) in the intellectually disabled

population. Psychosexual disorders require special

expertise. Risk assessments need to be done if the

individual lives in an unsupervised environment.

In our clinic a forensic social worker evaluates

and treats these patients. 

The prevalence of psychiatric diagnoses in

children with intellectual disability was found in

a Norwegian study to be 42% in cases of severe

intellectual disability and 33% in a group with

mild intellectual disability.  Concerning the8

prevalence of psychiatric disorders in the

intellectual disability population, the statement

has been made that “compared with the general

population, individuals with intellectual disability

demonstrate more susceptibility to psychiatric

illness” and are often helped by pharmacologic

intervention.  5

The relationship of intellectual disability to

cerebral palsy has been well delineated with

estimates that 50% of children with cerebral palsy

have some degree of cognitive deficit.4

An epidemiologic survey of children born in

California between 1987 and 1994 revealed

increased risks related to low birth weight, race,

older maternal age at delivery, male sex and low

educational level of parents.  However, intellectual3

disability is found in all ethnic groups, social

strata and educational level of parents.

The relatively large percentage of individuals

surveyed lacking specific etiologic diagnoses for

their intellectual disability is in accord with prior

studies  With the exception of Prader-Willi3

syndrome where food restriction is an essential
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TABLE 1. ETIOLOGIES OF 247 INDIVIDUALS WITH INTELLECTUAL DISABILITY

N %

Genetic/Biochemical
Down syndrome
Larsen’s syndrome
Dwarfism
Williams syndrome
Klinefelter’s syndrome
Cornelia deLange syndrome
Chromosome 9p+ syndrome
Sickle cell anemia
Prader-Willi syndrome
Dandy-Walker syndrome
Friedrich’s ataxia
Klippel-Feil disease
Cri-du-chat syndrome
Russell-Silver syndrome
Hurler’s syndrome
Phenylketonuria
Paget’s disease, cranial
Congenital hypothyroidism
Acromegaly (cerebral gigantism)

79
1
1
3
1
1
1
1

16
1
1
1
1
1
1
2
1
2
1

29.6
.4
.4

1.2
.4
.4
.4
.4

6.4
.4
.4
.4
.4
.4
.4
.8
.4
.8
.4

CNS Malformations
Microcephaly
Arnold-Chiari syndrome
Meningomyelocele, spina bifida
Hydrocephalus

6
1
4
5

2.4
.4

1.6
2.0

Infection
Prenatal

Maternal pertussis
Maternal amebiasis
Congenital syphilis
Congenital toxoplasmosis
Congenital rubella

Postnatal
Encephalitis, cause unspecified
Encephalitis, post-varicella
Encephalitis, secondary to rubella
Encephalitis, associated with pemphigus
Encephalitis, secondary to pertussis
Encephalitis, post-measles
Encephalitis, viral, unspecified
Meningitis, cause unspecified

2
1
4
1
2

3
1
1
1
1
1
1
2

.8

.4
1.6
.4
.8

1.2
.4
.4
.4
.4
.4
.4
.8

Pregnancy and Delivery Related
Fetal alcohol syndrome
Maternal noxious substance use affecting fetus
Suspected damage to fetus from maternal radiation
Maternal toxemia, pre-eclampsia
Prematurity
Birth asphyxia/anoxia

5
1
1
3

17
2

2.0
.4
.4

1.2
6.9
.8
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TABLE 1. ETIOLOGIES OF 247 INDIVIDUALS WITH INTELLECTUAL DISABILITY (CONT.)

N %

Pregnancy and Delivery Related (cont.)
Intrauterine growth retardation
Post-maturity
Maternal death
Maternal injury (80% burn)
Prolonged labor

3
2
1
1
1

1.2
.8
.4
.4
.4

Traumatic Brain Injury
Neonatal
Post-natal

Brain trauma, unspecified
Subdural hematoma
Near-drowning, nonfatal submersion
Post-craniotomy for brain tumor
Status post-colostomy and lobotomy
Anoxia due to accidental airway obstruction
Cerebral embolism, post-operative
Anoxia due to cardiopulmonary arrest

5

12
1
1
1
1
1
1
1

2.0

4.9
.4
.4
.4
.4
.4
.4
.4

Associated Disorders
Associated with cerebral palsy
Associated with parental developmental disability
Associated with neonatal seizures
Associated with congenital deaf-mutism

24
6
1
3

9.7
2.4
.4
.4

Other
“Static encephalopathy”
Progressive leukoencephalopathy
Child neglect, nutritional
“Organic brain syndrome”

2
3
1
1

.8
1.2
.4
.4

TABLE 2. DISTRIBUTION OF IQ LEVELS IN 640 INDIVIDUALS WITH INTELLECTUAL DISABILITY 

N %

Mild mental retardation (FSIQ 50-70)
Moderate mental retardation (FSIQ 35-49)
Severe mental retardation (FSIQ 20-34)
Profound mental retardation (FSIQ under20)
Borderline mental retardation
Unspecified mental retardation
IQ not available

345
124
83
31
36
6

15

53.9
19.4
13.0
4.8
5.6
.09
2.3
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TABLE 3. PSYCHIATRIC DIAGNOSES IN 363 INDIVIDUALS WITH INTELLECTUAL DISABILITY 

N %

Depressive Disorders
Major depressive disorder
Dysthymic disorder
Depressive disorder

9
9

25

2.5
2.5
6.9

Bipolar Disorders
Bipolar disorder
Mood disorder

19
3

5.2
.8

Anxiety Disorders
Panic disorder
Obsessive-compulsive disorder
Anxiety disorder

1
7

16

.3
1.9
4.4

Psychosexual Disorders
Exhibitionism
Pedophilia
Paraphilia NOS
Unspecified psychosexual disorder

1
3
9
1

.3

.8
2.5
.3

Impulse Control Disorders
Intermittent explosive disorder
Impulse control disorder
Isolated explosive disorder

20
27
1

5.5
7.4
.3

Adjustment Disorders
Adjustment disorder with mixed disturbance of emotions and conduct
Adjustment disorder

1
15

.3
4.1

Pervasive Developmental Disorders
Autistic disorder
Pervasive developmental disorder

15
13

4.1
3.6

Attention Deficit and Disruptive Behavior Disorders
ADHD
Conduct disorder
Disruptive behavior disorder
Oppositional defiant disorder

10
5
1
5

2.8
1.4
.3

1.4

Tic Disorders
Tourette’s disorder 1 .3

Dementia
Dementia 4 1.1

Substance-related Disorders
Alcohol dependence
Cannabis dependence
Cocaine dependence
Polysubstance dependence

14

1

1

23

3.9

.3

.3

6.3
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TABLE 3. PSYCHIATRIC DIAGNOSES IN 363 INDIVIDUALS WITH INTELLECTUAL DISABILITY (CONT.) 

N %

Schizophrenia and Other Psychotic Disorders
Schizophrenia, paranoid
Schizophrenia, undifferentiated
Schizoaffective disorder
Psychotic disorder NOS
Delusional disorder
Atypical psychosis
Psychotic disorder due to acromegaly

12
24
18
33
1
1
1

3.3
6.6
5.0
9.2
.3
.3
.3

Personality Disorders
Personality disorder NOS
Dependent personality disorder
Organic personality disorder
Schizotypal personality disorder
Borderline personality disorder
Explosive personality disorder
Schizoid personality disorder

2
3
1
2
1
1
1

.6

.8

.3

.6

.3

.3

.3

Organic Brain Syndrome 1 .3

Post-traumatic Brain Syndrome 1 .3

component of treatment, etiologic diagnosis is

usually not relevant to residential placement or

employment. Cognitive level is of greater

significance as is behavior and psychiatric

disorder, if present.

However, prevention of intellectual disability

in future generations is largely dependent on

recognizing causation and applying specific

techniques to prevent known causes. This has

been highly effective in the prevention of

congenital hypothyroidism, congenital rubella,

measles encephalitis, and phenylketonuria to

name a few. Much more remains to be done to

delineate unknown causation and reduce the

incidence of intellectual disability further. 

The fraction of patients with intellectual

disability with preventable causation has been

estimated as 20% overall, 41% for genetic causes

and 46% for environmental causes.  Prevention,7

to a large extent, is dependent on determination

of cause in undiagnosed individuals, reduction of

prematurity, improved access to prenatal and

obstetrical care, prenatal genetic screening,

accident prevention, continued emphasis on

immunization and further delineation of the

problems of cerebral palsy and autism. The

present emphasis in intellectual disability, beyond

childhood, is on achieving full potential,

preferably in a community setting. This important

goal could be supplemented by the requirement

that undiagnosed individuals undergo modern

testing as to etiology.

An additional benefit from correct etiologic

diagnosis in the intellectually disabled is the

association of syndromes with personality types

and psychiatric disorders (behavioral phenotypes.)

For example, Down syndrome and depression or

dementia, Williams syndrome and anxiety,

Prader-Willi syndrome and emotional lability,

fragile-X and attention deficit disorder.

If greater consideration was given to etiologic

diagnosis using modern techniques, as described

in a recent clinical report,  psychiatric and6

medical disorders associated with syndromes

could be recognized earlier and treated more

effectively. Additionally, statistical analysis could

yield information concerning changes in the

incidence of etiologies over time.
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