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Foreword

THESE PROCEEDINGS ARE ABSTRACTED from the Training Institute which was
held from March 14-17, 1956, in New York City.

For more than two years prior to the Institute there were many requests
received for information regarding clinic facilities for the mentally retarded.
These inquiries, together with a perception of need for such facilities, prompted
the National Association for Retarded Children to approach the New York
Medical College about co-sponsoring the Institute. The suggestion was accepted
without hesitation because the New York Medical College shared N.A.R.C.'s
belief in the potential value of the proposal. We prepared our plan and sub-
mitted it to the National Institute of Mental Health of the U.S. Public Health
Service which had long realized the need. They approved the plan, and made a
grant to cover most of the expenses.

The Institute was intended as a training program for professional workers
in the fields of medicine, psychology, social work and other professional
disciplines—an occasion for team training—and thus, to foster, through clinic
centers, increased and improved services for the mentally retarded.

The specific guiding purposes were: (1) to broaden and extend professional
understanding of the best team methods in rendering clinical services to these
children; (2) to bring together in one forum the best available knowledge and
techniques on diagnostic and treatment centers for the mentally retarded; (3) to
provide a training experience in this field for competent, skilled personnel in the
pediatric, psychiatric, psychological and social work disciplines who could trans-
mit the knowledge and skills derived from the Institute to members of their
professions and those in training; and (4) to publish the proceedings with the
intention of making a contribution to the field of clinic services for the retarded,
since it would be the first comprehensive manual of its kind yet to appear.

It will be up to the serious reader and the student to decide for himself
whether our purposes have been achieved. The responses from the "trainees"
have been uniformly good and give us reason to believe the Institute and this
publication probably have attained their goals.

A perusal of the agenda in the appendix, and a study of the successive
papers in the body of the book will show the plan for the Institute. On the first
day, the tours of clinical and training facilities were arranged to provide a brief
concrete view of some specific settings in which the retarded are served. The
second day was devoted to broad theoretical knowledge on comprehensive
evaluation and differential diagnosis. The third day dealt with the contributions
of various team workers in treatment, and also with the important considera-
tions of family and environmental factors in treatment. The last day was devoted
to specific cases, in the study of which the trainees actively participated, and the
final afternoon was given to practical questions in planning, establishing, and
administering clinics.

We describe the development of this Institute in the hope that it will serve
1



as a source of ideas to others. It is obvious to us that training institutes of a
somewhat similar kind should be conducted in other regions and states.

The proceedings are complete, except for the "question and comment”
periods following each didactic session; the study of the actual cases on the
fourth day also are not included. These omissions seemed necessary because
of the difficulty in reporting such sessions, the factor of cost involved in printing
a lengthy transcript, and the informal teaching character of "question and
answer" periods.

We are deeply grateful to each of the "faculty” members for his contribution
and permission to print his paper. We also wish to acknowledge the excellent
stewardship for the arrangements and conduct of the Institute of Mr. Howard
Kelman who was at the time Consultant in Community Services for the Na-
tional Association for Retarded Children.

SALVATORE G. DIMICHAEL, Ph.D.
Executive  Director
National Association for Retarded Children

LAWRENCE SLOBODV, M.D.
Chairman, Department of Pediatrics
New York Medical College

New York, April 24, 1956



. FACTORS IN THE EVALUATION
OF MENTAL RETARDATION

Etiology and Pathology of
Mental Retardation

HERMAN YANNET, M.D.
Medical Director, Southbury Training School

IT IS THE PURPOSE of this presentation to briefly summarize the more im-
portant pathological cerebral mechanisms and clinical syndromes that are
basic to the problem of mental retardation. While confining ourselves at this
time to what may be considered the "organic" determinants of intellectual
inadequacy, we do not intend to minimize the importance of psychogenic or
environmental factors in the over-all problem. These will be covered by the
other contributions to follow.

Well over a hundred different etiologies, diseases and syndromes have
been described in which mental retardation represents a more or less important
symptom. Most of these, however, are extremely rare, some to the point of
being considered medical curiosities. About 20% are encountered with sufficient
frequency to have practical importance, and it is this group to which we intend
to confine our attention at this time.

They can be classified, most effectively, into three large groups, depending
on the period of life during which their causative mechanisms are established;
namely, (1) the prenatal; (2) the natal and paranatal; and (3) the postnatal.

I. PRENATAL MECHANISMS

a. Hereditary factors: the importance of genetics in the causation of mental
retardation has been variously estimated to cover from 5 to 75% of the problem.
This discrepancy may be because of the failure to differentiate the two distinct
groups which are included. In the first group, to which the term familial or
sub-cultural retardation is applied, the genetic determinants might properly be
called "physiological," in that they represent a part of the genetic pool which
determines the hereditary transmissions of normal intelligence. Intellectually
inferior individuals in this category inherit from their parents those genes,
undoubtedly multiple in nature, which determine their position in the lowest
levels of the normal distribution curve of intelligence. These represent our
intellectually marginal population whose social adequacy will be closely related
to the nature and complexity of the society in which they live at the moment.
Their problem is basically sociological, and their numerical magnitude will
depend on the efforts of society to meet their special needs. There is no reliable
data to indicate their extent in the general community at any one time. However,
some concept of the importance of this group is indicated by our Southbury
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gtatistics in which they represented approximately 40% of our total inmate
population covering over 2500 admissions.

The second group in our hereditary category represent an entirely different
mechanism. The genetic factors involved in these patients are truly pathological
in that they determine abnormal cerebral structural and metabolic manifesta-
tions. These conditions which are fortunately few in number, although diverse
in nature, are due, as a rule, to single, mutant genes. They may be discussed
most conveniently, from four aspects. First are a number of diseases which
have been caled "inborn errors of metabolism." The responsible genes de-
termine either the absence of, or the interference with, a specific enzymatic
activity. They are represented in each of the various metabolic processes in-
volving proteins, carbohydrates and lipids. Of the more important conditions
represented here are:

(1) Phenyl-pyruvic disease, which involves a defect in protein metabolism,
specificaly, the absence of the enzyme system which determines the metabolism
of phenylalanine.

(2) Galactosemia, involving a defect in carbohydrate metabolism, and
specificaly affecting the metabolism of galactose.

(3) Glycogenosis, also involving carbohydrates, specificaly affecting the
metabolism of glycogen or animal starch.

(4) The Tay-Sach's group of cerebral lipoidoses in which the intracellular
lipid metabolism of the brain cdls is abnormal.

(5) The white matter or myelin degenerations aso called the cerebral
scleroses, a lipoidal defect.

(6) Gargoylism, a disease of a complex nature probably involving more
than one metabolic system.

The importance of this group of metabolic disorders lies, not in their
frequency as compared to other causative mechanisms since they are rare; or
basically in the eugenic implications of their recognition, important as this is.
It lies in the relatively recent advances in our understanding of the mechanisms
by which the respective metabolic disorder injures the brain or interferes with
its growth and function, and the development of methods to circumvent this
injurious activity. It thus represents a new and hopeful approach to the medical
management of genetic disorders, namely the prevention of the clinical expres-
sion of the genetic factor. So far two of these have yielded or seem to be yield-
ing to this technique, namely, galactosemia and phenyl-pyruvic disease.

A second group of geneticaly determined conditions have in common the
fact that in addition to the cerebral defect, the disorder aso results in a mal-
development of the skull by which the condition can be recognized, and prop-
erly categorized. These include primary microcephaly, craniostenosis or prema-
ture cranial suture closure, and hypertelorism. It should be stressed that not
al children with these skull defects show cerebral abnormalities. Conversely,
in practicaly al of these cranial anomalies there is no obligatory cause and
effect relationship between the distorted cranial shape and the cerebral dysfunc-
tion, if present. Thus, surgical procedures designed to prevent or ameliorate
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the cranial anomaly, as for instance in the craniostenoses, may have little or no
effect on the underlying cerebral defect, and prognosis should be guarded.

A third group of genetically determined conditions have in common a
cellular dysplasia that may include many organs of the body in addition to the
brain. Three such conditions are recognizable, but with so many similarities
and overlapping of clinical features and familial genetic expressions, that a
unitary genetic mechanism is suggested. These clinical syndromes, commonly
caled, the congenital ectodermoses, include tuberous sclerosis, neurofibroma-
toss and cerebral angiomatosis. One of the most striking features of this group
is the amost unbelievable variability of expression of the responsible gene or
genes. A parent carrying the genetic factor involved may have as the only
clinical expression, a small skin lesion, of no practical importance to his socia
status. Yet, his offspring may be completely devastated by the cerebral dysplasia
and other organ defects. When we have learned which factors, genetic or other-
wise, are responsible for such a variability in the clinical expression of an in-
herited condition, we may have another key to the possible by-passing of un-
desirable genetic traits in addition to that applicable to the metabolic disorders
previously mentioned.

Finally in our genetic survey. We have a group of conditions, probably
variable in nature, and more disturbing to us than those mentioned above, since
they cannot be recognized as yet as being genetically determined except through
the birth of a similarly involved sibling. In other words, unlike the above-
mentioned inherited conditions, there are no recognizable associated disorders,
and the only presenting symptom is the intellectual defect which is non-specific.
The dilemma which such a condition presents to the medical counsellor is at
the present time insurmountable. Fortunately, these conditions making ug this
last group are relatively rare, and such a category was diagnosed in only */, of
1% of our Southbury admissions.

The total incidence of inherited conditions due to pathological or mutant
genes (not including Mongolism which may have a genetic component in its
etiology) represented about 5% of our total admissions.

Other prenatal conditions aside from those genetically determined and
mentioned above have an incidence of about 10% in our series. These include
a number of relatively rare conditions like:

(1) Prenatal infections of which we recognize at least three, namely,
congenital toxoplasmosis, maternal rubella, and congenital syphilis. Cytomegalic
inclusion disease, may represent a fourth, but its relationship to the mental
retardation problem has yet to be established.

(2) Prenatal maternal pelvic irradiation, a causative condition not un-
common in the early 1920s or before, is practicaly never seen at present, as
knowledge of the dangers involved in irradiating pregnant females became
widespread. Its present importance stems from the increasing use of atomic
energy and therefore needs mentioning.

(3) Kernicterus, a cause of mental retardation, is a disease of the neonatal
period resulting from high levels of bilirubin in the infant's blood due to
various mechanisms. While rightfully not belonging in the prenatal category,
it is placed here, since the most common clinical condition responsible for its
development is erythroblastosis fetalis due to maternal Rh immunization. An
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appreciation of the importance of the hyperbilirubinemia as the etiological
mechanism, and the development of techniques to combat it (exchange trans-
fusions), have reduced the incidence of this condition almost to the vanishing
point in certain clinics.

(4) Endocrine disorders are quite common among the mentally retarded.
Basic cerebral injuries of one type or another may involve the nervous connec-
tions of the pituitary gland and various factors affecting the brain at certain
periods of prenatal life may conceivably also adversely affect other endocrine
glands. However, the only hormone for which a reasonably acceptable cause
and effect relationship with mental retardation can be established at the present
time is the thyroid. It is also becoming more apparent that the cerebral abnor-
mality resulting from complete absence of this hormone may well be established
at the time of birth or quite soon thereafter in many of the cases. This probably
explains the relatively poor prognosis encountered even in cretins treated within
the first month of life.

Finally among the recognizable conditions prenatally determined, we come
to Mongolism, established as a syndrome almost 90 years ago, and whose com-
plete etiological story remains to be told. While undoubtedly advanced maternal
age is accepted by all, and implies an environmental causative mechanism, there
is also strong evidence to implicate some type of genetic mechanism as well.
As yet, the nature and mechanics of expression of this genetic factor has not
been established. The incidence of Mongolism in our Southbury data is about 8%.

A total of about 90% of our admissions were classified as either genetic
or otherwise prenatally determined. If we add up the conditions already dis-
cussed, we are left with a prenatally determined group of unknown etiology
representing about 35% of the total. This is a substantial number, that bears
strong witness to the limited nature of our knowledge of causation, and the
great need for continued research in this area. Studies of pregnancies resulting
in abnormal children, including the mentally retarded, have shown a significant
incidence of such conditions as early maternal bleeding suggesting imperfect
placental attachments and toxemias of pregnancies including eclampsia and pre-
maturity. The nature and importance of the role these abnormal conditions
play are still being evaluated.

II. CEREBRAL INJURY DUE TO FACTORS ASSOCIATED WITH THE BIRTH PROCESS

In our Southbury survey, mental retardation due to cerebral birth injury,
neonatal asphyxia, or other mechanisms associated with the process of birth was
diagnosed in about 3% of the admissions. A high incidence of associated neu-
rological abnormalities like cerebral palsy and convulsive disorders was found
in this group.

I1l.  POSTNATAL CONDITIONS

Approximately 6% of our admissions could be related to postnatal conditions
of various kinds. The most common included inflammations of the central
nervous system like meningitis and encephalitis. The next most common cause
was cerebral trauma as a result of various accidents in infancy. Occasional
mention is made of accidental poisoning like lead, carbon monoxide and coal
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tar derivatives. It was aso somewhat disconcerting to find at least two cases
resulting from vaccination against pertussis and one after smallpox vaccination.

To summarize the brief survey of etiologies we may say that the causes of
mental retardation are many and greatly varied. Only 10% of our cases could
be related to conditions occurring during birth or in the postnatal period. Of
the 90% that are related to prenatal conditions, either in whole, or in part, at
least one-haf are genetically determined. Of the remaining one-haf of the
prenatal conditions our knowledge is, as yet, too incomplete to etiologically
classfy more than a very small percentage.



. FACTORS IN THE EVALUATION
OF MENTAL RETARDATION

Psychological Characteristics

SEYMOUR B. SARASON, PH.D.
Professor, Department of Psychology, Yale University

FOR SEVERAL REASONS, | am not going to attempt to describe in any detail
psychological characteristics of the mentally retarded. First, as was clearly
indicated in Dr. Yannet's paper, there are so many different etiological factors
in mental retardation—so many different kinds of conditions—that it is difficult
to make generalizations about psychological characteristics. Second, whatever
generalizations could be made would not be very illuminating. Third, | have
come to the conclusion that our knowledge of the psychology of the retarded
individual is scanty and superficial, a reflection of the fact that we have very
few intensive studies on a respectable number of cases to which appropriate
clinical psychological and psychiatric procedures have been applied.

It may be helpful if | expand briefly on the last point. When we attempt
to understand the behavior of an individual, we generally ask ourselves the
following questions:

1. What is the relationship between the individual's overt behavior and
internal thought processes, feelings, and attitudes?

2. What is the relationship between the correlations discerned in "1" and
the individual's interpersonal experiences and environmental milieu?

3. How adequate or readlistic is the individual's conception of reality? Does
he perceive and interpret the external world on a basis similar to ours?

We ask more questions than the three above but they are sufficient to make
the point that we do not study the retarded individual in a way so as to get
at least partial answers to such questions. If one were to compare the routine
clinical psychological or psychiatric studies of the retarded with those of non-
retarded individuals coming to a psychiatric clinic, the point I am trying to
make would be clear.

My conviction in this regard has been strengthened as a result of a project
which | am conducting for the NARC. The project, which I am doing in
collaboration with an anthropologist (Dr. Thomas Gladwin), concerns the
status of the evidence about the role of psychological factors in the etiology of
mental retardation.” In going through a rather vast literature | have been
struck by the relative absence of clinical psychological or psychiatric case studies,
let alone systematic studies of series of cases. Let me illustrate by a special kind
of individual, namely, the idiot savant. Over the years a fair number of such
cases has been described, in some instances the articles describing these cases

1. The medical aspects of the problem are under the direction of Dr. Richard Madand of the
Bowman-Gray School of Medicine, Winston-Salem, North Carolina
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have been rather lengthy. However, in no instance was there a serious attempt
to understand the individual the way we would attempt to understand a para-
noid or a handwashing compulsion or severe stuttering. The interest in these
cases has exclusively been on how the individual does what he does and not
on why he does it—the psychological significances of the activity. For example,
why does the unusual level of performance in a particular activity so frequently
involve memory and numbers? Why are the great maority of idiot savants
males? What is the significance of the fact that in many of these cases there
are reported hallucinations, delusions, and other psychotic features? Although
idiot savants have been described many times over the years, these questions
can only be raised by us today—we have nothing approximating an answer
which would be other than gross speculation.

Let us cite another example. Severa people have noted and described
psychotic-like reactions in individuals of the idiot level—individuals who pre-
sumably never operated on a higher leve of functioning. In these cases, institu-
tional ones, the individual's behavior was not noteworthy until he began to
manifest such characteristics as mutism, posturing, sensdless laughter, and
violent rage reactions. These characteristics might subside for a period of
months only to reappear again. | think you will agree that this is strange and
unexpected. | aso think that you will agree that this phenomenon is worthy
of study, involving as it does the question of the internal and external conditions
which give rise to such psychotic-like behavior. What accounts for the periodicity
of the behavior? Why should such an individual become mute when he hitherto
has not been s0? But these phenomena have not been studied and we have no
answers. That we have no answers is not as disturbing as the lack of interest
in the problem—despite the fact that on the surface, at least, a systematic study
of the problem may shed important light on the problem of mental illness.

In the past twenty years many studies have appeared describing the autistic
and the schizophrenic child. Previously, such kinds of cases went unnoted and
were misdiagnosed. Even before there was anything resembling general interest
in these cases, Dr. Howard Potter raised the question about the number of
children in our institutions for the retarded who would not have been so diag-
nosed if adequate psychological, psychiatric, and developmental studies had
been done. To the best of my knowledge, Dr. Potter's suggestion has never been
carried through.

Dr. Yannet has aready mentioned the familial or garden variety (or
Kallikak type) of mental deficiency—the largest sub-group with which we
have to deal. Discussions on the etiology of these cases have foundered on the
relative importance of heredity and environment. | am of the personal opinion
that heredity is a factor in determining adaptive capacity of an individual.
Having said this, 1 would like to make clear that such a belief does not at all
judtify attributing present level of functioning to genetic factors. One could
point to many conditions in which the genetic factor is known but where the
range of effect of that factor is large. Because a child and his parents get low
test scores does not permit us to conclude that the child's current level of func-
tioning is a function of a genetic factor. Put in another way, we cannot conclude
in such a case that the current level of functioning is the upper limit imposed
by the genetic factor regardless of the psychological and cultural factors at work.
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In the case of the familial defective we know that he comes from a familial and
cultural background which is rather different from that of our middle class
school culture. We also know that our psychological tests and psychiatric
criteria contain a strong middle class bias. What we do not know is how such
differences in background and experience become integrated into a personality
configuration and how the conflict between one's own and another cultural
pattern is experienced and resolved, if it is at al resolved. In terms of the ques-
tions we ask in our attempt to understand an individual's behavior (as indicated
at the beginning of this paper), it would be presumptuous to say that we have
a good idea of the psychological characteristics of the familial defective.

In connection with the familial defective | cannot refrain from mentioning
the work of Thompson at McGill with inbred strains of mice. One group was
allowed normal exploratory behavior, while the other group was not alowed
normal exploratory behavior for a period after birth. In later tests of learning
these two groups differed markedly on various criteria of learning, the group
not alowed exploratory behavior being, as one would expect, the poorer group.
| mention this study only in order to reiterate a caution against two kinds of
assumptions: (a) that test scores are valid measure of a potential determined
by genes; (b) that test scores are a valid measure of capacity as distinguished
from the observed level of functioning.

If our understanding of the psychological characteristics of the retarded is
as superficid as | think it is, it should not cause surprise. When one considers
that the fields of psychology, psychiatry, child development and anthropology
have paid little attention to the retarded—and what work has been done by
workers in this field has been for the most part descriptive and tangential—
it is no wonder that our knowledge is meager.

What seems to be overlooked is that the psychological problems in mental
retardation are in need of investigation not only because we need a better under-
standing of such problems but because the answers to these problems may shed
much illumination upon the nature of our society as well as the nature of
problems which, in my opinion, have far too long been considered apart from
those in mental retardation.



.  FACTORS IN THE EVALUATION
OF MENTAL RETARDATION

Social Factors — Family and Community

HOWARD R. KELMAN, M.S.W.
Consultant, Community Services, National Association for Retarded Children

IN THE TOTAL EVALUATION of the mentally retarded child we are concerned
not only with an assessment of the child's biological equipment, but also with
an analysis of his functioning as a human being in a particular social setting.
The clinician or clinic team is called upon to make judgments regarding the
child's abilities and limitations in this sphere, and to evaluate the complex
interaction of those forces, both historic and situational, that condition the
present and future course of the child's behavior and functioning in the family
unit and the larger community.

But for the most part, concern in this area has been focused around the
deleterious or harmful social consequences that the mentally retarded child has
upon the family and community. Looked at in this light, earlier programs of
care and training were evolved to deal with these negative social effects in an
effort to lessen their consequences and to control their spread to society's ad-
vantage. In the past, this form of social concern resulted in the isolation or
exclusion of the retarded from those social institutions serving the more normal
population, and in the containment of the most bothersome of the lot in distant
institutions, cut off from the mainstream of community life.

It remained for more recent advances in the biological and social sciences
to point out that social failure or incompetency are not necessary correlates of
mental deficiency per se, but may instead, in many instances, be more the
consequences of our proscribed social treatment and expectations of these in-
dividuals and their families.

We can no longer with scientific reverence speak of the retarded as being
inherently delinquent or immoral, or capable of diluting the general intelligence
level of our population through an ascribed abundancy of procreative abilities.
Nor can we in truth regard them all, as helpless and hopelessly dependent
creatures, incapable of positive socia adaption, and unable to make useful,
though perhaps modest, productive contributions to the community.

What is really required, then, is an understanding of the effects that family
and community have had in conditioning the nature and extent of the child's
mental handicap and the ways in which these social forces along with other
influences have molded his existence as a human being.

In so doing we can expect that an analysis of these factors will contribute
to our understanding of the child's behavior and functioning and will enable
us to select more adequate and realistic treatment goals.

With reference to these two points, our attention has already been drawn
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to the heterogeneity and rich variety of types of conditions encompassed by the
term "mental retardation."

As we have seen, mental retardation is a symptom—an end-product, if you
will—of a variety of processes with differing causes and sources. The end-
product, we further observe, varies dso both in kind and intensity, and is for
the individual neither static nor fixed, but changes with time and with changed
socid opportunities, socia expectations, and treatment.

As a chronic impairment in that organ which, so to speak, regulates the
individual's relationship to his environment, the need to structure and adapt
the environment is itsdf implied and, in a sense, required.

Except for those cases of severe mental defect accompanied by observable
sensory defects or visible physical stigma, or those marked by prolonged or de-
layed maturation, the retarded child becomes known to us largely because of his
failure to achieve according to some accepted socia norm, (e.g., in the classroom
learning situation) or for behavior that is not in conformity with accepted com-
munity standards for his peer group, or for falure to adequately handle his
personal and vocational affairs as an adult.

But within these given ranges of expectations, as child or as adult, there
exists much variation and lack of uniformity in definition with regard to what
congtitutes incompetency, socia failure, or even normalcy. Variations exist de-
pending upon the socio-economic complexity of the community or society;
cultural orientation, expectations and traditions; racial, national background and
socia class factors; and the level of health, educational, vocational, and socid
opportunities available.

Though there is controversy over the question of the normal distribution
of "intelligence" in our population, we know that socia, economic, and educa
tional opportunities are not, and that the abilities and performances of an in-
dividual are to a large extent determined by the access to and the use made
of these opportunities by him.

Can we say, too, that our testing devices which often determine adminis-
tratively, at least, if not operationally, the diagnosis of mental retardation, are
free of cultural and socia class bias? Is the adult retardate who successfully
holds down a job no longer considered to be mentally retarded as against the
individual with a comparable "1.Q." who cannot do this? Are we penalizing
perhaps the aggressive child, or the child of parents of simpler intelligence by
consigning more of these children to institutions than the placid, less difficult
child whose behavior makes them more "acceptable," hence, in some way,
more valuable?

In a more immediate sense, and on a less theoretical plane do socid factors
need to be given adequate consideration. It has become apparent in the pro-
grammatic areas—those specific to this field as well as to those designed for
other disability groups—that failure to take into account the concrete and
specific socid setting in which the child functions can, and often does, result
in a wastage of energy or unsuccessful attempts in designing or implementing
more or less elaborate treatment or training programs. Or, on the other hand,
it can result in stereotyped proscriptions for the child's care and management
that cannot be applied in the reality perceived by the child's family or com-
munity.
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