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CYSTINURIA: AN INVESTIGATION OF

5

SUGGESTEI\)\\PSYC]{IOLOGICAL COMPLICATIONS
v

Morris J. Dobringkif .

-

Abstract

.
v

The relationship between Cystinuria, a genetic disease, an{ various-
. O l
psychologicdl variables was examined. It was'predicted, on the basis

-~

. ~

.
a 3

of their over-representation in mental i:nstitutior{s, that Cystinurics"

.

-would be less intelligent and Would exhibit.poorer general 1life

adjustmént. It was also predicted thac.Cystin?rics' would be found

to be more extérnal on’the internal-external continuumn. Sul;jects
. - A
included 26 Cystinurics, 12 of whom were compared with mat;c;héd

_— -
controls (non-cystiy\ric siblings). Virtually all of the predictions

' o N -
\qe_g;dggted. It was concluded that non-institutionalized
% .

.
n

Cysdtinurigs do not have a greater teﬁder}cy to sdffer-pqychological

diffdculty. Two possible- explanations of the present “findings were
. _);\__ e i . Te

then discussed. A follow-up “study on gamilies where Cystinuria has

already been associated with mental disorder was suggested.

.
N
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Introdaction , ‘
. . L

) . . o

) - °

e Cystinuria is a hereditary diserder Bssociaced with the excretion
. d of large amounts of the amino acids cystine, lysine, arginine, and
., ornithine, in the urine (Harris, 1959). Since cystine is poorly soluble

in water, its increased ¢ centration in the urine often leads, th%ough

precipitation, to the formation of renal 'stones which are composed almost

. -~

entirely of cystine. Until recently, the disease, aparc from its

propensity‘ to cause renal stones, was considered benign. However, recent

-

* reports (e.g., }':;.‘f‘ron, 1965) have suggested that Cystinurics ar,e/i:,ver-

\ » represented in mental inetitutions, thus raising the possibility of

previously unsuspected psychological complications. It was felt, )

therefore , that g systematic psycholocgical investigation would be
- i ° A

‘ h illuminating. T e . N .
\ . y . * ¢ - - * ' ‘ -J‘ v ) h
»* " .
Physiology and Heredity of Cystinuria. ' '

.

. e

Urinary cystine stones were first identified by Wollaston, in 1810,

\ . '

who also recognized the disorder to 'be familial'and somehow genetically

determined. Garrod (1908), in’ reviewing the early literatute, concluded
! that Cystinul:ia was due to a genesically d_et:ermined block in cystine .

e metab‘olism which could also Le associated' with imﬁaired metabolism of

lysine and arginine. ‘Dent & Roae (1951) suggested on the basis o“f -

" L2
. . » <

L. o, accumulating evidence, that the four amino acids were reabsorbed

PN 2 . .




attributed gb this speqiff& defect in . renal tubular rgabsorptiéh;, There

was .no evidence that any metabol abqormality:éxisted, Milne; Asatoor,
mivards & Loughbridgg (1961), followed by Thiey, Fox & Segal (1964),

London & Foley (1965), and others, demonstrated that a defect of

intestinal absorption of basim anino actds, including Cystine, occurred

¢ o

in association with Cystinuria. More recently, Scriver & Whelan (1971),

citing Blasbetg & Lajthé'? finding (1965) that the amino acid trgnéport
systems of brain and kidney-are similar, suggested a possible cerebral

. A"
defect of’gg§brption.‘

o B !

Although it has been established that Cystinuria is associated with

defects of amino acid absorption at twosites, kidney and small intestiney

L]

the precise nature of the undetrlying physiological and biochemical - -

‘ -

' processes remains to Me fully explained.
. \

The .hereditafty aspécts of Cystinuria hgbe rqceiﬁpd considerable

v

attention. Harris (1959) concluded that on .the basis of previoué;f'

*

studies (Harris & Wafren, 195i} Harris, Mittwoch, ‘Robson, & Warien, 1955),

vy v

" there exist two distinct genotypes in the diséase, a completely
recessive (Type 1) and an incoﬁpletelyrrecessive (Type i) Qenotype.‘ In

virtually all cgseé the parents of Cystinurics are described as hetero-
: . o

zygous for the disorder. This means that in tﬁe chromosome pair-inwolved

in Cystinuria, each chromosome with enly one gepé-aiié:at which the

I

.

Cystinuria variant can ocour, one of the sites. s -normal while the other -

el

carries one of two possiblé abnormgl genes fdf Cyazinuria, Type'l or”-‘

R

Type 2. The Cystinuric is howozygous for the disorder, that 15, eacéﬁ;;f‘”

.‘,{v . "

Iof the patr of chramosomes carriés Che same abuormal }gne, (Type 1 or’ 2).

m—' ‘

,ﬁ.;:ai

#h
[

urine. “The parenta of 1nd1viauala with'the incompletgly receaqivp

3 te




.pomozygof:e.' In other words, the Type 1 variemt remains, unexptessed as '

\ . N .

s
. 13

long'as one of the two gir{;: remains normal, while the Type 2 variant

achieVes partial expression as a heterozygote.
More.recently, it has been shown that *he genetic interactions, in b

. v

Cyetinuria are more complex \‘th{r}, t}\ough still quite comparable with, .

. D .

b v

Harpis" two 'phet}otypes. Rosenberg, Downing, Durant & Segal (1966),

studied the intestinal t'ransport of the relevant-aimi'no acidp and found X

S

evidence to suggest three/genetically distinct diseases (see Table A-1, <
\ . X

Appendix A). Type 1l comprised those Cystinurics who were una’_,l.e to

3

transport cystine and other basic amino acids .in the 3ut, and whose

parents were ali‘corhpletely recessive. Type 3 comprised those patients
. B , ¢ ! - ot

who/transporte® some amino acids in the gut,'and whose parents were all - !
- . , .

R . o / ¢

incompletely recessive. Type 2 was a much smaller group having some < ‘

cystine but ng lysine transport in the gut, and whoge parents were also

incompletely recessive. - i . .

Recently, uind.,ividaals with- a new genetic variant* have been identified .

A . e .

* (Morin, Thmps4n, Jackson & Sass-Kortsak, 1971). 'These‘indivi‘duals-, the T

"double heterozygotes",are heterozygotés for both the completely and

~ i . 1 >
'

incompletely.zje.ceseive variant, ‘Their amino acid excretion level is : ‘?( }
intermediate between the incompletely recessive',heterozygote and the - ‘

- s 3  § : .
homozygous Cystinuric. They are therefore much less prome to form renal

»

©. .stones than are the homozygotes. - ©

Incidence of Gystinuria . . P , .0

‘& .ﬂ»-“ .

<«

- Reports on the incidence of Cyatinutia 1n the general popuiation,
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N - ‘ ;ﬁ\q
5 B ) C . Y 4 -
‘ ‘ o y \ 5
, ' results have also varied as. a function of differences in method of '
. - ) . R
'+ deteetion and as a result of some cenfusion in defininghomozygous or SR\
classical Cystinuria, n , (
. ‘ .

. Lewis (1932), using non-specific tests which in addition tothe Y

target sample included many false pc,lstitives, heterozygotes for Cyssinuria

and others, estimated the incidence of this entire group at 1/600. ’

. S -~ .

Bostrum and Tottie (1959), in a comprehensive study undertaken in Sweden,

semp led 7,793 subjects using a more specific technique. The; found three

/ ) .

Cystinurics (1/2,600) and‘l4 incompletely recessive heterozygotes

t A

-~ (comp letely recessive heterozygotes, since they have normal urine, would
- . M . ‘
vot be detected). Crawhall, Sanders & Thompson (1966) studied 1,060 *
patients in a general hospital, in England, and found that approximately v

r

1/200 incompletely recessive heterozygotes were :Ldentified by the non=-

specific nitroprusside test. Since Crawhall had noted that the incidence

* ; of,,é’bmbletely recessive Cystinuria is at 1east as great as that.of the
. S - S T -
incompletely recessive type, then the nitroprusside test would. detect i ‘

l

onl)c about 1/2 of heaerozygotes, Through* prohabalistic inference
(Hardy-Weinberg law) it was then concluded that the incidence af homozygous

.Cystinuria was about 1/40 000. Levy et al (1970), examined specimens

v L 4

S from 117,000 postnatal infants aLd discovered homozygous Cysthﬁu:ia in
< _ five cases (1/23,000). In a more pecent study of 4, 714 general hospitaL :(,

patien'ts, Scriver ‘Whelan,oclow& Dallaire (1970) found 43 or a,bour. 1/100

incompleteLy recessive heterozygotes. Through thie Hardy-Weinberg law they

inferred an expected frequency of homozygoten, in the general populanion,

o "» P VR L

¢~at: about 1/ 10,000. From t:hese studies 1: 1s coﬁceivahle thm: che true

'..‘-.. S




i less than 1/10,000. L | :

Treatment . ) ‘

There is no cure for this disorder. Treatmentv is Hesigned to ;heck | |
the formation of stiones and/or dissolve stonq_s-already present: It - |
consists of drinking large quantities of fluids, and of \ingesting
| sodium bicarbonate and D-penicillamine.

Drinking large quantities of fluids maintains a low concentration . '

of cystine in the urine and, therefore, prevents precipitation and

subsequent formation of stones. The Cystinuric is obliged to wake
] . - :

' and drink durifig’ the night, each night, to maintain this high urine
fluid level. Most Cyéti‘nurics are able to prevent stone-‘formation by
this day-night fluid intake regime, however, when stones are already s

‘present or form frequently the other t:reatréents become necessary. .

.

Soglium bicarbonate helps dissolve Cystine stones, however, the necessafy

¢

ingestion of a large number of these tablets is unpleasant. D-penicillamine
is a drug which combines\with cystine in the kidney to form a product

dissolving easily in urine and so reducing the amount of free cystine . o
passed.. However, this drug is used less frequently due to occasional

f » . Ve

. .
. . s, . '

unp leasant si‘de-*effects. - PR _ L

. .

If the above treatment proves i_.nsufficignt, as it does from time '

to time among some Cystinurics, then stones must be removed through
Cr

. sdrgery. ' S

Further Complications in C'ys:inuria‘

i
- ! o

. In addition to .remal stones and expecl:ed conhomltants, many ~other

‘




- - 7
Y ' .o

i -

variety of neurological and more general disorders which have been found . o o

[ LWL}

in association with.cfstinurih, %or example, Down's Syﬂdrane»(e.g., Tanguay,

i

1966), Eptlepsy (e.g., Herman & Lee, 1935), various congenital malformations

3

(e. g., Pruzanski, 1966), haemophili& (Dent & Harris, 1951), dwarfism. . . ’ .

(Fleming, Avery, Morgan, & Cone, 1963), and others. However, there has

been no evidence .to suggest that the above associations are other than
' coincidental, Bostrum & Hamhreas (1964), in tﬂéir stag}sticai sufvey, ‘ .
reporﬁeé that the disease is apparently more serious in men than in '
women. In those cases with frank fenai‘failure; the éeerage age at ' \

death was 37.3 years for men and 53.8 years for women. Collis, Levi & y
: *
Milne (1963) found that:the mean height of 44 Cystinurics, in Britain,

~

was 2.5 cm. below the published general population mean, a significant -
~ .. .

difference. They suggested that this might be Eelated to the Cystinurics'

-decreased absorption of amino acids. Of the clinical features which -have

been found coincident with Gystinuria, the assaciation with mental )

-

retardation or other meiital disorder has recently received most attention.

There is<a small but growing number ‘of studies which suggest that

homozygous Cystlnurxa is significantly more prevalent among patients in .
3
mental institutions, than in the general population (see Table 2). . oo

Berry (1962) noted that in several metabolic diseases known to be . ' ) .

0 . Y
LY A

B

associated with mental retardation (e.g., Phenylketonuria), characteristic |+
L

substances are excreted in the urine. She gbtained urine éamples from

- q o~

700 mental retardates, from 60 participating homes and agencieS\in
Ohio and. found 3 with phenylketonuria, 3 with glyoosuria, 1 with

cystinuria (1/700). and 9 with gross ;minoaciduria. Visakorpi &

Hyrske (1960) examined 177 retarded\unbjects and foupd one Cyaninuric .

A

who was also -an epileptic, while Efron (1965) found - two Cystinutics in/

.u i ! I
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v n

E Massachusetts. Carson & Neill ¢1962), in Ireland, discovered eight

cases of Cystinuria in.a sample of 2,081 mentally retarded children.

“
Striver et al. (1970), in Montreal, obtained urine samples fram

-

1 400 patients at a‘psychiatric hospital and found two previously -

- -

undiagnose¢ Cyétinurics. One, a Chinese with paranoid schizophvenia ayd

underf ps Hiatriclcare since 1964, was born in 1930 and was 38 years

old at the time of the incidental discovery of Cystinuria. The other _ ’ .
patient, yflite, born in 1951, was admitted to hospital “at the age

of 17lyears with latent echizophrenievand a pathological personality.

More recently, Wadman and van Sprang (1971) discovered three Cystinurics

v

/dmong a sample of 4,000 mental retardates. o
From the above studies, the 1ncidénee of Cystinuria in the population
Iy i f \
of those in mental institutions seems to be about 1/1,000 (compéned to

the estimated frequency|in the general population of less than 1/;0,000).

X
In other words, Cyst#nuria appears td’be at least.ten times as prevalent
AR among those in mental institutions .as In the general population. Reasons

(=
L4

~— for *this have -been suggested. As reviewed earlier, it has beeq_demonstrated

Y 1+

of -

- ‘ ‘%ognitive skills. Van Sande et al. (1971), suggest that the obserued

‘u
4 m 5
okl i’r;x‘a;::& ‘l‘?ff
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e _Other renal transport aminoacidurias Hartnup Disease- and \\..
' Methion{ne malébsorption, have already been found to’be associated ‘

&

- with mbn%al.retardation (Efron, ;9@5). Hartnup's Disedse has, in

. : P~
addition,been associated with ?etarded growth. . / ,

-
’ ’ ’

The present stddy sought to enquire, into a possgible rélattdnship
+ ' T ! o

Béqéeen Cystinuria and inEellectualJimpai:ment: In addition, the

peréonaligg characteristics of Cystinurics were explored.

o :

« Cystigfiiria and Intellectual Impairment , ‘

. It ig probable that the normal “distribution of inteliigencé is largely

determihéd by man§ genesg, ‘each having-minor effect (e.g.., Carter, 1962).
- ) N ' ';’k.y Pl = '
However all that has been found to-date are a small number of genes, each

4

with a major infiluence on intelligence. Sincéiit seems that 4 small yet’ 'S

disproportionally large. pumber of Cystinurics suffer substantial

. -
. . .
0
»

intellectual deficits, then perhaps Cystinuria is one of these’ hypothesizedx’
factors of minor 1nf1uence. if this is so, then it may be that each
Cystinuric is minimally impaired in his intellectual develoﬁﬁenﬁ and/or

- -functioning, such that the sampling pfstributién of 1.Q. for CystinuriE%

ES

o

continues to. approximate the r%rmal distribution but is shifted downwd;ds

, . ¥
and, therefore, includes more mgntal retardates (e.g., see Figure 1).
'\ For example, the ;kpected frequenéy of "mental defectives" (I.QL below
] . - 70) in the general population is 2.2% (Wechsler, 1949, 1955). However, . L

f ¢ '
_— if the mean of an approxfmatg}y normal distribution of 1.Q. scores for _f

K S Cystindriés was 95, or 1/3 of a, sténdard deviation beibw the general

s N population mean of 100, theqfapproximately 4.9% of Cystinurics would be

er -

W, 75,
=

e I AEA

"mentally defective"; ‘ . R . R o

i
et
PR

v

Rlcég;aciVelig ic may be .that moﬁt Cystinurics are not mentally
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significant intellectual impairment. It is also possiole that mental o
“ N ~'.'£{

retardation does not occur in therabsence of another genetic variant -

‘ -

co-existing with Cystinuria. A dispropontionately large number of
| mental retardates among an otherwise intellectually normal population
of Cystinurics' would give rise to a non-normal sampling distribution

of I1.Q.'s with an over-representation at the lower end (e.g., see Figure 2).

i

N Based on considerations reviewed "above it was hypothesized that

P the Cystinuric has a greater likelihood of intellectual impairment than '

« o

has a non-cystinuric, all other factors being equal. ' J s

_Qistinuria and Personality Differences

" .

Internal versus external control of reinfo;gement. Personality : :
\ . |

is often studied by considering an individual's traits or stable .

/

- characteristics which are then used as descriptive and predictive L N |

variables. 6ne ofs these general personality characgﬁriegics 1e the | .
internal-exteroll (I-E) control dimension d4s derived from social’ ‘
learning theory (Rotter, 1954). According to this hypothesis there is
: ' _an 1nterﬁal-e%ternal continuum. At one extreme of this continuum a o

(Rotter, }P§6) are those individuals whg),on.the basis of past N

exberience, learoing and generalization, believe'thet rewards and : ' L

L]

punishments have an excernal locus of control and are therefore the’

result of chance or luck or other factors beyond their control} At the s SR
other. end of the continuum are those, the internals, who feel that the{t. .?'L S

3

own actions, capacities, or traits are. responsible for the things which 4

v

happen to them (Hersch &\Seheigsﬂ 1967).

{

fall between these two extremes.
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Rotter, Seeman, & Liverant, 1962;.Bialer, 1961; Crandall, Kackovsky'& .

Crandall, 1965). This has subseque\mtly led to t:he' view that this

concept or construct'i‘s. useful in the stu r of personality (Rb;:ter, 1966;
Lefcourt, 1966; Joe, 1971). ,’ e |
Internality-externality, as a general per somality trait or
characterisf:ic, has cften been found, t:ht.;ough experimentatioh, to_be
a significantly effective predictor of -individual éifferenc'es in N -

reinforcement sensitivity, in attitudes, and in social behaviour.

. For example, Seeman & Evans (1962) worked with patients in a tuberculosis

hospital. They found, as expected, that internals (defined in most

studies as those scoring below the medi r the group under investigation) -

v

were more-inclined to seek out information\about their condition and were

gene;rally less satisfied with feedback from doctors and nurses. Seeman
(1964) found that internals joined mo;:'e an’ii were more active in unions

Y

and had a greater interest in the knowledge of political events.

. F
Hersch and Scheibe (1967) concluded that increased externaii_t}velated

‘ \

: ' . ‘
positively to measures of maladju'stment in addition, internals . -..’

A}

described themselves as more active, striving, achieving, powerful,

independent, and effective. Feather (1967) noted a significant . Bt

"téndency for extermally scoring subjects, of both sexes, to report .
. ) a .
[ N f Ve

more debilitating anxiety and more neurotic symptoms. Phares, Ritchie . .o
and Davis (1968) concluded that int:ernals were more wi.lling to remedy . . ",

personality problems, while MacDonald (1970) nociced that 1nternals were o

more inclined ‘to practice some form of birth control then were externals. i

It is also noteworthy, particularly for’ this at:udy, that cotrelanions :

-wbetween I-E and I.Q. have been on the whole very lmt (RotI:er, 1966).

|
‘ ,‘"\ai
K »\
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valid conceptﬂ and that based on previous studies internals are more * -

likely, to be alert to aspects of the environment which migh\t later
. . . . {

benefit them, to take steps to iinp'ro,ve their environmental condition, ¢ :_

A

A . 7

T
to place greater value on skill orﬂr&chievement reinforcements and be
. . L

generally more concerned with tha:’.ipability or inability to succeed,

and be more likely to resist subtle attempts to influence them.
Joe (1971), in a review~ of the more recent literature on the I-E

.

,dimension has largely reaffirmed Rotter's conclusions.

—

Cystinuria and internal versus external control of reinforcement,

Cystinuria is a disorder which does not often incapacitate the

Cystinuric, in any s‘ubstax;tial manner throughout his 1ife. Howevér, !
once the disease is identified, there is a continuous ‘1ifze10ng
'awareness and inconvenience associated with treatment‘. Ir; prevention
of stone formation ”the Cystinuric must awaken during the night’,' each
night, -to drink water. If a' stone is fof:méd, the unpleasantness

: : ! : ,
associated with the sodium bicarbonate or the occasional side-effects * .

dade to the D-penicillamine , in addition to the élinigal feature of
pain, add to this inconvenience. Furthermore, surgical inter\}entiyn

is not infrequent, with many Cystinurics.periodically undergoing

i

operations. : ‘ . : »

, .
¢ * .

Through ‘the frame of referenmce established in social learning
. = .

theory, being a Cystinuric might be regardéd as’a major aversive
stimulus or "punishment' which' is «hot ‘contingent on previous behavior

buc_dcéurs essentially by chance. The 'Cystinurid has'-no conciol'bVQr'—*

« + W ° vl “ ‘: ‘:
: whet:her or not he is a Cystinuri'c. It 13 not 1ncouce1vab1é, therefore, »

chat such a situation, as%de from the bpecific behavioral adjus:menta‘

"\4. P

."necessitated might have an. effect on the 1ndividuah our.loo



| ‘ :

1 $ B
of:inferaction with the environment. This may be especially true if the

. disorﬂer is identified early in life, as is ‘usual.
- One's perception of locus of control of reinfprcement is determined
by previous experiences. Sinée having to live with Cystinuria must be
regarded as._a particularly;sﬁépificant set of experiences, then“}t might<

be suggested that the Cystiﬁdfie'é felt locus of con£r01 will tend to |
shift somewhat-ﬁowarg the external gnd of the I-E géntinuum. . :
Cystinuria and general personality differences., At least one study e }

N * |
(Scriver et al., 1970)‘has suggeséed that Cystinurics are more prone to ‘, |

— psychopathology, than a;: others. However, due to the dearth of .

information on personality characteristics of Cystinurics as a gfoup;‘
no firm hypotheses were possible. 1In fact, this part of the study

was seen more as an exploration into the personality aud general life-
s \

ad justment of those with the disease. It was hypothesized that

Cystinurics, because of organic brain factors and/or because~of
) ! -

1 , ¥ /
personality characteristics resulting from knowledge of and necessity

.

. .- of dealing with the disease and/or because of other s regctions to the
disordér, are psychologically different from the non-cystinuric. It was.
further hypothesized that these differences would,tend“CO.be in directions

v . ' 3

T * suggesting & poorer genefél life-adjustment among Cystinurics.

-~

Summafy of Hypotheses a : | ,

It was hypothesized that the Cystindfic has a éreateé'liklihood.

-0
- study the non-cystinuric 'sibling served as . a member of the conttol

o ‘Z of 1nte11ectua1 impaitment than his non-cystinuric aibling. In'this

-

group, and "this group loosely repreaented the normal popula:ion.ﬁn

i

A Cystinu;ics should therefore,,on'the'average,khhye

§“£ha;§ ron-cystinuric éibliqggy
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. . -

L 'it was hypothesized that the Cystinuric would tend to be, on the' ¢ oot
| . ‘ average, more external -on the I-E continuum than his non-cystihuric X : o
. ) ’ * .
sibling. , - ' : . s
“ . . .
It was hypothesized that an objective test -of- personality and. . ) .

0 24
~ . Lo
-a 'structured® interview would reflect some systematic differences

I3 .

between Cystinurics and their non-cystinutric siblings, and that . :
Cystinurics would exhibit a poofer genmeral iife-adjustment. /]

L[5y .
-~ -~
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;- K , i Method {3 )
. e A g - , -
Subjécts;' L °,’£ L
, ' ’ Employing the matched pairs denign whenever pogfible; a total
' nf 38 Caunasianwsubject; ranging in age from 7 yea;slllk months to. A

48 years, and including 26 Cystinurics and 12 controls (non-cystinuric

sibg), were obtdined from the general population in several centres in

.

Canada and ih the United States\ésee Tables B-1, B-2, Appendix'B).
. Each subject's first language was English. All of the Cystinurics

and all but one of the controls were authenticated through hospital
records (see Table B-3,'Appendix B). The remaining control is 36~yé§ié

. old, male, and has never had kidney préblems. If}%g were Cystinuric, :

o

there is a [greater.than 90%, chance he would have formed a stone by now,

¢ .
S h i s

(Crawhall, 1973). Therefore, he was included in the sample as a control.

[

.
matched as closely as possible for age, education, and sex. I :

There were, consequently, }2 Cystinufic-non-cystinuric si?ling pairs,

-

Materials ‘ . o : . l

.

o Intellectual assessment measures.-.Each subject was adminiscared

i

an individual test of intelligence either the Wechsler Adult . e

mcemgénce Scale, (WAIS), (Wechsler, 1955), or the Wechsler Intelligence

Scale for Children, (WIéc), (Wechsler, 1949), for those under 16 years.

. “*
° -
y

of age. e

»

.

-
o~

« \ .
C &D for noEFs on subtests and sample questions) six of these are A

. C The WAIS and the WIsC each consists of 11 subcests (see Appendices .

grouped into a Verbal acale while all 11 subtests, Verbal’b\R Pefformancq.”h ¥

e

o~




-t
*

' (Gochuian, 1971) , 1s

/,. : A . ' ‘ \ 19 -

1949; 1955). . ; R - o *

Each of the 1l WAIS su

is‘viggually identical to the abilXty measured by one of the WISC
k_\‘ » ‘ ' o]
N~

subtests. Verbal, Performance, and Full Scale I1.Q.'s are age

corrected and expressed as standard scores, therefore, I.Q's earned

iy 4 . ~

on the WAIS are quite comparable’with those earned on the WISC. !

' Similarly, WISC subtest standard scores and age~-corrected WAIS

. £
subtest standard scores are also quite comparable.

Personality assessment measure, Internality-ﬁiternality.
. ’ 3 R i
Each adult subject completed Rotter's I-E scale (Rotter, 1966), which

consists of 23 scored items and 6 fillers (see Appendix E). The scale

-

is of the forced choice type, and the Awo statements-in each pair, one

external and onefinternal,.have been judged to have eqhiQalent social
.. . IR :
acceptangg:valué‘(Rottev, 1966). 1Item analysis and factor analysis , o

show reaéonably high internal consistency for an additive scale (Rotter,

y

1966).Q Test-retest reliability is satisfactory, .49-,83, and the scale - ,

correlates well with other methods of assesstﬂg the same variable such as

v..

qdestionnaireftéchniques, Likert scales; interview assessments, and a
story. completion ‘technique (Rotter, 1966).
The above I-E scale is'designed for adults,” A number of related ., RN

‘ N Y ELV |
scales have been designed expressly for children, but none ofogheﬁe-ﬁ

are directly comparable to Rotter's scale. However, a variant-of /

Bialer's Locus of Coqtral Scale (Bialer, 1961), the Perceived Interh;f

Locus of Control Scale (Gochman, 1971) is' the most similar to the I-E

‘. -
[ '

[
.

e . . . M
and, therefore, was used, in this study. L

>
N

. The Perceived Internal Locus of Control Scale,lgg‘g;gg;%t
a 23 item scale with & forced chpiégtﬁih'éz

o - v e
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-been ‘reported to have reasonable internal consistency (Lefcourt, 1966).

° . ~

. ‘The I-E.scale and ‘the PILC are consistent in that they attempt

r

to medsure a genmeral personglity dimension of internal versus external
locus-of control. Both scales contain test items in a number of .

t . * - ¢ ) , H

J . . - ) 3 26 o,
response required for each item (see Appendix F). Bialer's scale has ‘

|

|

|

%r o motivational and behavioral areas such as affiliation, dominance,

‘ N .

achievement, and -dependency. However, scores on these tests are not
sufficiently comparable to permit grouping for statistical analyses.

\ Therefore, it was necessary to be flexible in adnministration so that,

whenever possible, both siblings in each matched pair completed either

the I-E'scale or the PILC. This fiexibility was possiblé as either -

”

Y scale is apprépriate for those who are 15-17 years of age.

In each of the scales the score equals the total humber of

< - - ]

external items chosen. Therefore, theoretically, the higher the score

‘the more external is ‘the individual

0 Personallty assessment measures, the 16 PF, the HSPQ, and the CPél

‘Each subject completed a general, objective, pérsonality 1nventory.
Three similar and highly comparable self-report ipventories were used.
These were the Cattell Sixteen Personaiity Factor dheqtionnaire, ’ ;
(16’PF), (Cattell, -Ebexr & Tatsouka, }969), for those 16 years of age and‘
older; the Jr.-Sr. High School Personality Questionnaire, (HSPQ);

- - (Cattell, R, B., & Cattell, M.D., 1969), for those 12-18 years of age; and the

IPAT childten 8 Personality Questionnaire, (CPQ), (Porter & Cattell, 1963),
:Q , T ‘for those 8-12 years of age (see Appendix G, H & I, respectively, for .
'}‘ it test forma). All of these snalea are well standardized,-reliable, ;nd‘
. ,valid (cm:tell R. B., & Cat;t"ell, M. D., 1969' Cactell, Eber & Ta:soukd,

1970, Portet & catten, 1968)
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Cattell's 16 PF test was constructed through factor-analytic studies E
: Dand thus items are grouped into 16 homogeneoué and independent ciusters, ﬁ
eaéh with a bipolar title (see Appendix J)'. 1In addition to these 16
independent clusters, or primary factors, there are seven secondary
. factors, each derived from an appropriately weighted combination of ’

a number of the former. ¥ p

The HSPQ and the CPQ are identical to thel6 PF in the method of - ’

test construé¢tion, in test design and adm{nistration, and in the

.

WRUN

st
g

[ SeaaF g

14 primary and 4 secondary factors (see Appendices K & L).

- . For all forms, raw scores are converted to stens through 'normative

N tables published by the test authors. These tables conform to a ,
,;\\\ - « N '
symmetrical sampling distribution with a mean of 5.5 and a standard N '

0
i

deviation of two. In this study each individual's raw scores were

!

| manner in which scores are expressed. These questionnaires each yiéld'
|
|
|
|
|

converted to stens through the norm table most specific to that

individual. Scores expré§sed as stens were then age-corrected. ' ‘, ' .
There are l1-source ¥n§ four secondary factors common among the

above three scales (see Appendices J, K & L). Since these scales are

80 hiéhly comparable, the stens‘fBr each’ of the above factors wgfe,

grouped for statistical comparison without regard to the inventory

\

on which they were achieved. Only these 15 factors, were evaluated T T

© [
— ‘ . * v N

statistically. - o R

Personality assessment mea?ures, the structured.interview.

A a

Each subject participated in an otally administered and tape recorded

,  structured 1nterview designed to obtain 1ife history data and more'{ \

o , specif%cally\information about deveIOpment school, peraanality, nu ‘Lti

'and mannér of interaction vtth o:hers. Two interview;fomms were uae\}

LY
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one for those 16 years of age and over (see Appendix M), -and a children's

version (see Appendix N). The interview schedules were constructed from
~N X .
selected items taken qirectly from a number of pablished interview

. @ »

schedules (Burdock & Hardesty, 1968; Bennet & Orbach, 1946; Weider,

Wolff, Brodman, Mittelmann, & Wechsler, 1948), or items taken and

changed somewhat to suit the purposes of this study.

.-

A scoring checklist, termed the Desirability Scale (see Appendix ‘u/ .

0), was largelyéconst%ucted independently although mahy of the items

were selected from tﬂé Structured Clinical Interview (Burdock & Hardesty,
1968). This scale represented an attempt to order the interview data T

in a systematic manner, with a view to statistical analysis. In this

¥

Desirability Scale the total score is indicative of the desirability of '

. ~ L

an individual's‘qualifies, activities, and life-sjituation as presented

. '

by him (or her) in the interview. The more negative the score ' the less

the desirability. '

Validity and ;eliability of this scale are unknown. However,

.
. .

‘-three measures of interscorer reliability were obtained from three -

raters. Two independént raters, naive to the purposes of the sltudy, SRR

K
’

scored the Desirability Scale as they listenéd. to the tapeaxecptdgd' i I

interview. Each rater evaluated 14 subjects ih this manner. The , N
interviewer, having filled out the Desirability Scale as soon as
possible after the completion of the interview, served as a third

rater. Some of the taped interviews were undvailable for scoring - . -

by the two naive raters. . Therefore, to maintain consistency, ‘the

f e -

Desirability Scale scores imvolved in statistical comparisonsiof ' . .|

N - RIS A
‘ «

gfoups. were exclusively those. of the iii‘teriig.‘e,mr’g BN

B
~ LR 4 >




Procedure ., , '

’ and personality differences between the Cystinuric and his non-

)
.

R J
Many individuals were involved in locating subjects and in

i

.

obtaining their assistance. Cystinurics or the parents of child
Cystinurics were contacted by their physiciaﬂ, by their physician's

assistant, or directly by the researchers. Adult Cystinurics

‘ - ,

themselves arranged for the participation of non-cystinuric sibs.,

Subjects were seen, at their convenience, in a variety*of

situations and undet various testing conditions. Most subjects

were seen in their homas, or at the homes of their sibs or parents

1

(30 subjects). O0f the others, two were seen in hoapitai; three at a ..

University, two at a fraternity house, and '‘one at a University

dormitory. Due to logistical difficulties the experimenter was’

.

invariably avare of each subject's classification, . -

Subjects were aware that the purpose of the study was to obtain oA

a better understanding of the effects of Cystinuria and that the

v

researcher was, therefore, screening for possible intellectual - :
cystinuric sibiing. . -

Each subject, seen only once and for about 2% hours, was
administered an individual I.Q. test, an I-E or PILC scale,

. | ' _' o
and a general personality inventory, as well as participating in

a structured interview. Assessment procedures were counterbalarnced

- . 4 .

to control for possible carryover effects.

.
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,  Results . -

q ‘ .

‘ | Matched Pair’ Comparisong for Twelve Cystinuric - Non-Cystinurié Sibling ,

A

. Pairs . .o .

~

Intellectual Evaluation.- A-summary of the statistical anaiyses

Y

on the mean 1.Q. differences between Cystinurics and controls are
. presented in Table 3 (see Table P-1, Apbendi; P, foe source data}.
The mean Performance I.Q.'s were virtually identical beteeen groups
(¢t = .02, d¥'= 11, p>-.05)¢‘ Though.it was noted that the @ean,FulL
, 3
Scale and particularly that the mean Ve;bal Scale 1.Q. scores of the.

Cystinurics exeeeded'those of the controls, these differences were |

- i

irisignificant (t = .95, df = 11, p>.05 and t = 2.02, df = 11,

.

p >.05, respectively). . -~
The dnalysis of variance (2~within desiéﬁ) on standard scoreés - . !
for 10 of the 11 intelligence schle subtests is summarized in Table

4 (see -Table P-2, Appendix P, for source data). The Digit Symbol or M
# N

-~

Coding subtest-was omitted from this aealysisnas scores were unavailable

. for a number of the subjects. No  significant differences were noted

’ ‘ ' - s
- between the Cystinuric and the control group.rCystinurics and canttols

S 4 were not differenciated on the basis of combined scores across subtests
D

ﬁor each of the two groups (Group effec;) (F = .835, df = 1 and 11,

p>.05). In addition, the interaction between Group and Subtest was

not-significant (F = .4, df = 9 and 99, p> 05). ~It was found, however,

‘ that the subcest scores differed aignificancly when they were analyzed

N 1

independent of group classification (F-= 5.92, df =9 and 99 p~< 05)

e In sumary, the results consistently reﬂected no intellectual

Lo



E " . ’ ‘ PABLE 3 - ‘
' ' Significance of Mean I.Q., Differences '
| 0 ‘ Between Cystinurics and .Controls |
| L Intelligence Mean .| & _° ' .
| ‘ L - , 2 S
o . ‘ " Scale Deviation L
| o ’ ) ~ .
2 ) )
1 . "~ Verbal 5.08 , |- 2.02 ,
{ B Performance .07 .02 _
) FuJ.I 2075 ¢ 095 & 0

-*

f

, ¢ .a, two-tail }es't. .

£ '<

L 1

AP ",
‘f";.\,a IO ,*. RS
A A




T R R P S

By L

i - - -
e . - . < . L o =P o
ER - - v . - (. M ' - S e e P - ORI, Xy

: . - . . - R A
~ - ~ - . . T RN
- - N B} . o, . . . RN R
pe . h h . v v ‘+ M N
. . . - MY P B
o . B 1 P n ‘ L
o : ‘
.o . ~ % - N e T, O
— - 0 - -
+ . - . - .
- ' - M

. . . R ) ) S .
. NA B .* . .‘ - . e T .'w.mw.nuuwu’a
3 o . - T T A
" T . - oL
. . ] a . nl ° )
= . | . o)} \© 3 . . . .
- M. \Xe} O ®nn O nn O <« .
- [ ] K {45} . . . . - . . L] i
— = N O = N «— ~ : S
m - \O - - ) o
. <+ = 0 S| = O - O = O O _ :
L] . E . ’ . . .~ ; R
q 8 B - | o
. \ S 75 . Lo
o 84 :
= i ’
. . oy 2 . T
N , O ~ ~ \©] . . .
) D \ . M O ' N
. 3 W . © \.AM N d . .
- = . . -
. - ) A 7 o ~ . 2 m O U M / '
. o , > u + + .
- 3 . @ u 0 koM o XN .
<4 - O (o VR 1] Q R o W ' .
m <7 2] = + o - fas} < s O N ? . W N
[o] Q Q2 - g . . i,
N R 3 u u . /w/ v m...u..uw-ﬁﬂa.d
- B =¥ . L. ket
- ' w ) - - . * ,- - «u%meWuJ
. Y ) i ~ T RN . R I]!Ii.l\ ‘ o ‘.MWWW ”....mw.m...ﬁ
. & ! . wmh




. . ' 27
e Personality Characteristics. The aunalysis of variance on standard

-

scores for the 11 comparable ard 1:}depgndent source fac'tors, among the
personLlity inventories, lis summarized in Table 5 (see Table .P-3y, |
Appendix P, for solirce davt:a). No significant differences were noted. :
Cystihurics and controls were not differerftiated on the bagis of combined
scoreg for each group (F = 1.61, df = 1 and 11, p >.05). éimilar_ly, there g

" was no interactipn between Group and Factor; personality factor scores
did not vary as a function of group classification (F.’ = 1,51, df = 10

¢ and 110, P>.05).

Separate comparisons between the Cystinuric and the control

- .

* " .

©

group mean standard scores on each of the 11 source or primary factors - .

a o

are summarized in Table 6 (see Table P-4, Appendix P, for soix%ge data
o P g
and Figure P-1, Appendix P, for a descriptive comparison of mean

.~

personality profiles for Cystinurics a;ld controls). The only factor ‘ ,
on whigh Cystinurics and controls 'differed significantly was Factor E
(Submissivet;ess-—Dom}.nance) (g‘:= 2.2, df =11, p £.05), with the

-affected subjects r;xore dominant than their non-cystinuric sibs. There L& 5‘
was a trend toward significance on Factor C (Lower-fiigher Ego Strength)
(t = 2,12, df = 11, p <.10), cygcmuricsj tending to exhibit less ego-

strength than the controls. There was also a trend toward significanc’e . o

. on Fac;:_or'l (Tough minded-Tenderx n;inded) (E = 2,15, df = 11, p <.10), ,

with Cystinurics t:end:t./ngv to be more tough-minded.
The aﬂalysis of ;rariance on ‘standard scores for the faur -

e .secondary factors coJxmon among the personality inventories is

smnmarized in Table 7 (see Table P-4, P-5 and. Figure P-1, Appendht P, \,1 :

Thetp was nu;J 1_‘

ff“ .

for source data)¢ No significant differences were found.




 TABLE 5
*  ANAIYSIS OF VARIANCE ON PERSONALITY o '
! o SOURCE FACTORS -~ ‘

. Source art MS ~ F SR
IR Groups (A) ) ‘ 1 4.9 1.61 .

“Bource factors (B) R 10 . 6.01 1.16

) l Subjects (G) ) 11 3.39 o |
Y AxB - . |10 ] 501 1.5 e

: AXC : 11 3,05 . '
| . '

| BXC,, 110 5.18
AXBXC- . | 110 3,32 | - , )
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" TABLE 6
. Significance of .b{{ea:n Standard Score :

P
'

Differences Between Cystimurics and Controls, |

for each Primary Personality Factor : ‘

\ ? -
Personality _Mean . -
£2 -
Factor Code Difference |- . ) . “
- 1.07 1,46 S ;

.33 .43 ‘
S 1.1 2,12 £ \
41,35 2,204 . 4
. +33 .36 ' S
1 1.0 123
I Y
- 1.33
A
3 | 1.5
" .3

H a W =

O O 0 H oI @ 4

s . .

' a Two-tail test -

i
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e e

U e

iR

3

N
s
AL +




. TABLE 7

_ANATYSIS OF VARIANCE ON SECONDARY

PERSONALITY FACTORY,

Source

af

MS

A

. Groups (A)

Sgéondary factors(B)

Subjects (C) ..
AXB

AXc

BXC

AXBXC

1.9
4.13
3.23

2,27

3,53
1,95

1.19
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- . ’

"-and 11, p ».05), and there was no interaction between Group and .

- .

. Personal‘ty Factor (F = 1.91, df = 3 and 33, p> 05) ‘ .

The analyses: of scores on measures of internalit:y externality were

undertaken separately for chj.ldren (PILC scale) and for adults (1-E

scale). The median external scores for five child Cystinurics and S

T | |

their controls were 10 and 10.25 respectively. The median external l

scores for six adult Cystinurics and their controls were 10 and 9.75 ‘ |
"~ respectively. The Sign Tedt ’applied to the PILC scale scores 7 ' .

R ] ! - |

A 4
yielded no significant difference between pysginurics and controls

-

_(N =5, X = 2, p = .50). Since no differences were observed in two

L \

i ) of the six matched pairs, on the I-E scale, the sample size‘was’
| . - reduced to below nugnbers amenable to statistical analysis. In additionm,
the four remaining matched pairs failed to suggest any trends in the

- B T

data, ) ‘ -

Inter-scorer reliabilities for the Desirability Scale, obtained -

among three raters, are summarized in Table P-6,” Appendix P. .
' 4 4 . ' 9
Comparisons indicate that the closest inter-scorer agreement was L. @

obtained by.r the two. independent and naive raters. _Spearman Renk ,
Correlation co-efficients were all highly significant an;i moderately’ ‘ .
high for a 4cale of this type (rg = .79, .691 and .646, all at p<.01). R

foe median Desirabiiity Scale score for ar Cystinurics was -7 | o ,;’ :
and the median for their c'ontrois was ~4.33, The ign Test ,analysi's of l o
the differences between Cystinurics and controls, on the Desirability .

3,

Scale, reflects no significant difference (N = 8, x - 3 p = .363).

o=

In summary, t:he 'only significanc,perspnality difference found‘
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Cystinurics were found to be more dominant than their non-cystinuric

siblings. ~ . - = . % o0 ‘ '

- ’
e
3 vy " P
. ) . >.

Additional Results: A Comparison of the Total Sample of Twenty-$ix

Cystinurics with Normative Standards b .
. » ‘ '

'i‘he Cystinurié group mean Full Scale I.Q. of 106,25 (SD = 15.56)

A

-

'

exceeded the establishéd normative mean of 100 (SD = 15) to a
o N b - ., .

» s : .
‘significant degree (Z = 2.12, df = 25, p <.05):

- The Cystinuric group mean stens, for each of .the 11 personality

source factors, were compared statisticilly with the constant
. .

normative group mean of 5.5 and :etCandard deviation of two (see Table
P-7, Appendix P, for source ‘data -and E"'igure P-2, .Appendix P, for a-

descriptive comparison of the sample gr;aqp mean; wit:h' the(ho'rmative

a
fa

mean_)_. A significant diﬂffe\rence was found only on Factor G

. LY b M n e i
(Expedient~Conscientious) (Z = 2.17, df = 25, p <.05), with the

Cystinurics scorf.ng as more expedient.

Fifteen adult Cystinurics obtained a mean of 10.67 (SD = 5.43)

on the I-E scale, while 1l°child Cystidurics achieved a mean external

score of 8.2 (SD = 3.43) on the PILC. cos ]

hd
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Discussion

Data Relevant to the Intellectual Assessment

A

The results of the'bresent study are inconsistent with

expectations. It was hyp‘othesized that Cystinurics would perform

poié ly than their'non-cystinuric siblings on a tqst.of

N -

intel igénce. Cystinurics did not perform more poorly on measures
of Full Scale, Verbal, and Performance 1.Q., and. an analysis of

variance on subtest scores failed to rgveai any group differernces.

a
. ~

In addition, the mean Full Scale 1.Q. for 26 Cyshindribé was not below

.

the normative mean of 100, In fact, the total sample of Cystinurics
L]

earned a mean I.Q. significagtly above 100, -This finding was not

entirely unexpected since the mean educational level for 13 adult

Cystinurics, age 16 years and over, is above-average at 12,6 years.

It was suggested earlier that Cystinuria may detract minimally

IS

from the development and/or from the expression. of intellectual abiliéieé};

f

If this were true then Cystinuria should lead to minor and perhaps even .

o

to specific decrements in intellectual skills among 'virtuglly all those

affected, and thereb& give rise.to an-approximately normal I.Q.
N . ) E '
distributlgn with a mean less than 100 (e.g., Figure 1). The present

‘ AN ‘ .
findings reject: this suggestion. .1t appears rather clear fr?m the‘ g
: AN t !
results that the genetic mutation- for homozygous Cystinuria does not
{

lead directly towkbservable 1nte11ectual defieit. ‘

- H

The results of the present study are interesting‘when compare/é

é oA

Vrlf“E; ‘~ 7
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i ‘ -

? not really over~represented in mental institutions. Crawhall (I973L reviewed
| a report of a screening program for Cystinuria and other disorders in 2 ' ° '“
} | mental 1nst1tution (Scriver et al.,1970). He suggesned that the two previously
| ' undiagnosed homozygous cystinurics (HC) discovered, there might be Cystinurics

I . - 9f a phenotypically very sindlar but genotypically different type the double

! N heterozygote (DH) genetic compound. Although Crawliall's speculation if | ';
‘- . .questionee (the above two subjects werehbelieved to be Type 3 Cyslinurics)

‘ his suggestion remains'inneresting as a genernl issue. DH hnve only recently
‘ been differentiated from HC, it is therefore likely that previous estimates

: ¢ . . :
of the jncidence of HC, when based on direct observation,reflect the combined

;ncidence of HC and DH: ihe incidence of HC'wnen escimeted from the

. : B
heterozygote frequency likely reflects a more accurate estimate of the

- 4

prevalence of the disorder. The reports on the incidence of HC in the general

' ‘ , A w

population have been based both on probabalistic inference and on direct

'

observation, while reports on the in%idence of the disease in mental institufions
are all based on direct observationj it is possible, therefore, that the -

/
reported over—representation of thip disorder among the mentally retarded may

. 7

be misleading, if the genotype is &n,important determinant of cerebral phenotype.'zf

\ -i'.*\s

N : o
Alternatively, the present 7Lsu1ts are not directly comparable~with and, }\"7
. therefore, not necessarily contra ictory to earlier findings. In the earlier cel

(e. g.. nee F&gure 2). Thene are’a numb

Q: of. possible explunutions which caulid"'
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Cystinurics (Type 1) may be more prone to intellectual 1mpairment because

they are nutritionally disadvantaged (cqnpletely recessives d%yhot _ :
tranSport cystine, lysing and arginine in the gut). Alternatively, it

~ ’ '
may be that Cystinurics do not suffer ‘intellectual impairment in the

~—

absence of .certain genetic factors, other than Cystinuria.
It is suggested that a follow-up’ psychological inveqpigation
limited to the families in which Cystinuria has been associated with '

mental ratardation would prove valuable. ' The ideal study—would

.- \ .

include an evaluation of at least three éiblingé in each family:
the mentally retarded Cystinuric, any one or all of his affected
siblings whether or not they are retarded, and any one or all of

his non-cystinuric sibs. The nature of the relationships among these

5

three grougf would not only be useful in further explaining the ,/ ) ‘

' ¢ — .
significafice of the present findings, but would certainly help to .

s . .

clarify the relationshig’between Cystinuria and mental retardation.

, ~
K N N v -

I A

}negativeéreinfotcement 80 as to lead the Cystinuric to becoqé-more !

Data Relevant to Internality-Extermality ' ) S . »
’ ‘ The “absence of differences between the affected and ;heﬁéont’ol ]
‘group on ﬁeasurgs of Internality-?kternality ‘are inconsistent'with - , Af ’ﬁ
the expectation that Cystinuricsiééuld tend to be more external ’,ﬂ \

, ! , ;

?hereforé, the suggestion that‘éygtinuria affords sufficient.chance

external is rejected. = - ' N ' .

x ' ' - Ml
However, perhaps expecting Cystinurics to be more externally

usually quite able ta control the dieorder. It 13 p ssible, theteﬂoxe,
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that a tendency to become more external is counteracted thﬁough an

fndividual's ability to control the effects of the Cystinuria. Under _ .
» . . . !
these cirspmstances’no differences would be observed between Cystinurics

and contrpls on tﬁg I-E, or on a related scale. Therefore other measures, o
besides I-E scales, would be required to test this hypothesis. -y
Additional findings of the mean exferpal scores for 15 adult and

for 11 child Cystinurics seem relatively consistent with mean scores .

n

obtained in other studies (e.g., Franklin, 1963; Ladwig, 1963). However,

R |
the small sample size and the absence of an appropriate normative group

meﬂk with which to compare the present findings prevents any firm . :
- . y . b

! statement based on these results. . . .
, ' . , -

»

. Data Relevant to the General Personality Assegsment
Y K : yl . - .
! . The findings of the general personality assessment were virtually

1

all inconsistgnt with expectations. It was felt that Cystinurics would
exhibit personality differences, when compared with their non-cystinuric

sibs, and would doJQo in directions suggesting that they are less well~

S

adjusted. Analyéié of variance on 11 source and then on 4 secondary
c e ¢

personélity faqtors revealed no differences between the grBups. cystinurics

and controls'werenot differentiated through the Desirability Scale. . L -

The iny significant difference found among 11 separate factor-

.

gomparison;\‘between matched pairs was on Factor E (Submiasiveness- ‘ / ';;é

© . l <

i Dominance) with Cystinurics more domin&nt as a group than their controls.

l In addition, the;only significant differenqe found among 11, separate

factor cnmparisons in the overall ystinu 1c sample vas on Factor G

i «

(Exped1ent-Consq1entious) The affected oup was found CO be more

expedienc. Among che uany ntatisticdl analyses, which‘were petfofmsd,
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Therefore, the hypothesis that Cystinurics possess different and less .

debirable '“;Sgrsonality ch{gracte‘risﬁcs and that-they are less well

f

ad justed was rejected. ’ - ‘

c

The above cpnclusion applies only to members of the general

population. As suggested earlier, a follow-up psychological
investigation of families in which Cystinuria and mental retardation . .

' or other mental difficulties have been found to'coincide, would/‘be

°
'

useful. However, since a personality assessment of'a retarded
individual is of dubious validity, the personality evaludtion yould

necessarily be limited to the unretarded siblings in each family. = - \

,Limitations of the Study ’ . ) .

The difficulty in obtaining subjects led to certain relaxations ‘

in controls which would otherwise not have been advisable. There wgi:e
only 12 Cystinuric - non-cystinuric sibling p.airs.‘.. Though matching

was excellent for age and education, subjects were poorly matched N

for sex, and for degree of complicatiogs from Cystinuria. There were 4 ) . N

. o
I3

" eight cross sex pairs, four of which .consisted of a male Cystinuric
‘wit‘n a female control. The inconsistency in the degree of complication

‘arising from the Cystinuria, is 'significant: sinc.e suggest:ions of ' Cor

3

personality differences were based, partly, on the severity of the ST

&

disorder. ' - ] ) Cy : )

'

To permir. data analyaes over a large age range,' the 'standaxd

scores achieved ,on the WISC and on the WAIS intélligem:e scales

‘were grouped t gether. This wad also done among the I.GPF. HSPQ, .
' ‘»




as comparisons within any one scale or i\nvet'atory. Despite the ' e T }
' limit:a‘tions of the study tfhe rather consistent rejection qf hypothesized o
| ps;'chological difficultie; among Cystinurics strongly suggests that ; .
N the present findings are valid. . ' |
| -, ‘ : ) - ‘ . L . |
| . - ) i ‘ ’ . BN - e .
| v : ' - ’ o o
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Comparison of classificat}ons of Cases of

Cystinuria Proposed by Harris & Rosenberg
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'PABLE.B-1 o : -

Information on Unmatched Cystinurics

N

At T

Subject Sex Age | | Education

18 M 17 9 . ) .

2 M 25 ) 15 S
127 7 ‘
14 IR .
LI 13 9
11 6
- 15 R
18 ! 12
19 13
15 40 |
28 16 -

\S L AN
=

B oH B R H OB = =

24 16 '
15 T
14 27 16 \ : : L

- N

¢ 3

-
W
H =

+

Note.~ -Numbers refer to years. S S R

I

a. Residihg in Florida .
b. Regiding in Omtario  ° Lo
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Clinical Information

Phenotype of
some
Family Members

Type2

o
.

Parents Heteroz

4

Brother HC

'

/

Phenotype

. |Heterozyg. Brother HC Type 2

Type 2

Normal or | Three Sibs HC

Heterozyg.

Normel or | Three Sibs HC

Heterozyg.

Normal or | Three Sibs HC

Heterozyg.

Heterozyg. Father and Sister HC

.

Normal or | Two sisters HC

Heterozyg.

Normal ox | Father HC

Heterozyg.

.

Urinalysis .
for -
Amino Acids

Stone
Analy-
zed

Stone

Number .
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Sample Question or
Pescription of Tasks

Subtest Reflects

<€
3

Subtest

Subject must indicate what
important part is missing

in each picture.
Using blocks, a subject

”~

)

1

Alertness, ability to differentiate

essential from -non-essential

Visual-motor co-ordination and

3

Picture Completion

Block Design

N

must construct designs

space orientation

o @
o
0O N
L o
&9
o >
o0
— g
g o
(S P V]
-~ 0
]
o u
v o
O
- a
&

N

*« . Subject must rearrange

Sophistication, ability to anticipate

initial acts or situations

. Picture Arrangement

1

2

L)
Qo
o
c o
Q
o o
[~
U o
L I ¥ I
>
o DM
~ @ O
L
a o
0
QU &
o oagow
J .00
Ll
15 00
~ O0'0
a, n e~

o

”

Subject must put a puzzle

together.

Capacity fo¥ visual-motor

A’—’

organization combined with
past meimory or habit formation

a
-

S

n,‘ ‘w
wi'n?::u A'A,. " ,,\* ,% N

Dot

.‘ " *‘&;-:‘i‘f"’
S

.v."\‘:Au

'1'51)\* i x.‘gﬂ
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Subtest

Sample Questiops and/or Task Description

Information

" General Comprehension

&

Arithmetic

Similarities '

.

Vocabulary

. Codlng

(or Digi® Symbol) -

Digit Span® B

Picture Completion®- '

Block Design®

Picture Arrangement®. '

“

From what animil do we get mi.lk'h>
How many pounds are there in a ton? ‘ L

What is the thing to do if a fellow (girl) -
much smaller than yourself starts tp fight
with you? i :
L. i
Why is cotton fiber used-in making cloth?

Children are asked to count a row of

blocks which have beep placed in front h |
of them (Subject:s below 8, or older subjects -
sugpected of mental deficiency begin with ’
this question) .
A boy had 12 newspapers and sold 5. How
many did he have left?

Finish ‘what I want-to say. Lemons are sour . ;
but sugar is ' .  (younger subjects, - )
below age 8, begin with this question).’ .
In what way are Beer and Wine alike? o
Bicycle...what is a bicyle? o ‘

Join....what does join mean?

o

A - Subjects must place appropriate symbol.s . e -l

within. given designs (for.all those L .
under 8). . ) o

B - As in the adult version (for all those , - . e
from 8 - 15, inclusive). o SRS ST



A description of iqhqt: each subtest reflects is not included above
since this information is virtually identical to that in Agpendix C.

. .

a - as in the adult version, see Appendix C.
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ROTXER'S INTERNAL-EXTERNAL SCALE .~ . :

| : This is a questionnaire to find out the way in which ’

certailv'rmpm(ant events 1in our society affect different )

J ¢
T
4 .

people. Each item consists of a pair ‘of alternatives }ett‘ered

.

a or b, Please select the one statement:.of each pair(and only

» “
.

one) which you more strougly beilieve to be ‘the case as far as

o
»

you ‘re-concerned. Be sure to select the one you actually - {
’ |

J

L

believe to be more true rather than the one you think you ’ '

should choose or the one you would like to be true. This" - “

I

is a measure of pex"son.al belief: obviously there are no right - ‘

Or wrong answers. a2 oL .

- . - \

In some instances you may discover that you believe both

statements or neither one. In such cases, be sure to select 1 Co S
43 N . B

o
.

the one you more strongly believe to be the case as far as you're F o

’ -
-

concerned., Also try to respond to each item independét:tlyA)when S L

making your choice; do not be influenced by your previous choices. RSP

. ’ T
K] . ' ‘ i

Note - * Denotes internal response ) - : AN

. - Numbers 1, 8, 14, 19, 24, & 27 are, _fﬁlers.i

D)

.
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“ @ ) < . ¢ b: r . « . .’ : , T~ . R . : . )
. l.a Children get into.trouhle because their p4rents punishe '~ N -
\f v, “ K ,% N < , R . \
~ : " them tao much.. - L T, \
, v .ot ' . ‘ R
b.* . The trouble with most children nowadays is that their v
. 4 . o A N 3‘ °
] garents: are too easy with them. S
- . ' Yy . " N " o ;‘u . r “ T, , |
2.a, - Many of the unhappy things in people's*lives .are”partly ° e
due to bad luck. ° ‘ - ' ST s T o
! . . O - Y. ? ,J < ' ¢ ' - ) .l -
v L bu% Pe0p1e‘s misfortunes result from the mistakes thepamake. , "» ;
,%,a.* One of thsbmajar reasorns why we have wars is beéause ‘ .
& . ' \ ° .
o ‘ f )
b A peo?le don't take gno‘ugh interest ‘in politics. Y , .
. . bR jpere will alv;aysi,be wars, no matter how hard people ' o i
T . - ' ' . . ! A . o
try to .preveat them. SR <o . ,
In the long run people get the respect they deserve in - " .
" this world. ) co ’ o o .
' , v - :
2 Unfortunately, an indiv yal's worth.often passes un- *.
.recognized no matter -hdw Jard he tries.’’ “ o o ]
The idea that.teachers are unfair to students is nonsense.  ~ =~
" Most students dor't realife the extents to which tHBir grades * o
are influenced by accidencalm‘happenings; ‘”:Ai“;;\l‘ g B Ly ,
‘{ithout the right breaks one cannot by’ dn effective fiea’der.
. ‘1 . , ‘ \ . " - . ‘ ' . )
o b.*\‘Capable people who fail to bRcome leaders have not -taken - . : e
v " . advantage of their opportunities, ’ i !
- ¥ . i ! m N — * \ ‘ ' -~ .
L “7.a.  No matter how hard you try some ‘ped just don't like you: = - ; R
N - . . “ , N - ) ’ , L PR
. + b.* -People who can't get others to like them don't understand how - . , ,’\
i - to%get alon§ wifh others.. _ , . ' ) S . I
41' - & y '.lr;. e . ;. N R :d“- ¢ o N
2 - kY ‘ ”
. :": . “’
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8.a. Heredity plays#thg major role' in determining one's ' 4
F . - : . AN
.~ 7 personality.. o C \ . : Ve
b. ‘It is one's experiences in 1ife which ‘determine what
they're like. - ' . .
/ - .
. N ‘ ‘ e o )
, 9.a. "I have often found thathwhat/is going to. happen will
r ™ = .o ~ - e . -,
1 ‘ ‘ ST
happen. - .
’ ) b.* Trusting to fa»tie has never turned out as well for me as’ #
N e -'ﬁ* . , . % .
-, making, a decision to take a defifnite course of%action. P
10.a.*-In the case of the we prep@réd student there is rarely . ~
N if ever such a thing as)4dn unfair test.
b. Many times exam questlons ‘to be so unrelatéd to course .
‘work that studying i eally useless. .
. - ¥ ’ . » T | ——— . .
,L1l.ac* Becoming. a success is a matter of hard ‘work; luck has little
' - ’ - : ’ P
or nothing to do with it. . ‘ - -y
+ . b. Ggfting'a good job depends mainly on being in the right place.
- ot .‘: = . " . ' '
\ " at the Fight time. - »I:
12.a.* The average citizen can have*an influence in government decisions.
- Y - "‘\ . .

This woxld is run b§.the few people in power, and there is not

>, much the little guy can do about it.

3

13.a.* When I make plans, I am almost  certain I can make , them_work.
! b. ftﬂis(&bt always wise to plan too far ahead because many thigg%i

¢ .

turn out'?q be a matter of good or bad fortune anyhow.

LY
l4.a. There are certain people who are just no-good. ' .
R o 7 . ', . ‘ o . .
' . . "N M ,_': . 6,-‘ . 3 . . . R
b. - There is some good in eyerybody. S : e,
e C . Tl . ' I BRI
» . $ . . o L
. - v L LT v .
. LS ’ ., ip <
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«

)
- a

15.a.*% In my case'ﬁett;pg what I w79t has little or nothing to do

a, <

with luck. & s

R .
b. Many times we might just gs well decide what to do by flipping

-

L3

a coin. . ’ .
P . :
. 16.a. Who gets to be the boss often depends on who was lucky enough

-

' to be in the right place “first. ’ S

‘

b.* Ogtting people to do the righﬁ'thiﬂg depends upon ability;

-luck has little or. nothing to dq with it. -

¥

I. ‘ n
17.a. As far as world affairs-are coancerned, most of us are fﬁe

.

victims of ferces we can neither understand, nor control.

b.* By taking an active part in political and social pffaiié
the‘people can control world %vents:
18.a. Mbst‘péople don't’realiée‘the extent to whicg their: lives

2

L controlled by agciden;#l happenings. ) -

[

'b.* There is really no such thing,aé\”luck".‘

_19.5. One should always be willing to admit mistakes. -+

-
e

b. It is usually best to cover up one's mistakes.

’ 20.a. It is hard to know whether or not q\pequﬁ redally likes?you.
A .’ ) . ° Ll ;\ ] ‘ N ‘ .
b.* How many . friends you have depends upon how nice a person you are.

o -

2l.a. In the long run the bad things that happen to us are -baltanced by .

' -the good oneg. '~ -~ st L N ‘
- . L)

v

.\~ b.* Most m%sfortunes;are the result of Iack lof ability, ignorance, ~

. laziness, or all three. .
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- . . : 1 .
22.a.?.With enpugh effort we can wipe out political corription. . e

b

.. b. It is difficult for people to .have much control over. the .
things politicians do in office.
’ . .
23.a. Sometimes I can't understand how teachers arrive at the

.- ‘ . grades they give. ¢ . .

-

b.* There is a direct connection between how hard I study and the

.

grades I get. . o .-

4 s
I3 . B ‘ f

. . - i
24.a. A good leader expects people to decide for themselves what they - -
A .

N v < « 5 ) Bl

- should do. ’ . L ' .
- / ' * b. A good leader makes it clear to everybody what their jobs are. o .‘ K
; T 25.a. Many times I feel that I have }ittle influence ovér the things - “ o
. ' - that happen to me. - i" v . ‘ ,:,' ’ )
b.J It is impéssiblenfor me to beiieve that chance oriluék pla&s an ;

[

,226.a.% People are lonely bécause;they don't try to be friendly.

aw

b. There's not much use in trying too hgiﬁ to please people. 1If Lo

‘ ’ - they like you, the§ like you. i ' - . K

- P . . . .

|
|
|
|
|
l .~ + important role in my life. . o,
|
|
|
|

. N . - . o N
. . 27.a. There is too much emphasis on athletics in high school.: )>\\ ‘ Lo
. < S Co ! :
G N . b. Teaf sports are an excellent way to build character. '
28.a. * What happens to me is my own doing., ) , . . . .2 o

A . . 7

.* 7 b Sometimes I feel thét I do

- !
Mdirection my life is taking.

SR SN

gﬁi&&ﬁ




. ' behave the way they do.’ . . PR .

. b.* In the long run

) ., government on a

.
. &
. . . ¢ o
o .
h Y .
. . .
-
. . B3 " I
- » 4
e !
. - . *
a .
[ / .
‘ - N .
.,
R .
R L
< » \ ,
) s
v
4 -
- P .
. .
’ . S |
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. . P '
. +
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. A ot R -
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i - N . .
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P .
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' A ‘ . - - “
. i * . -~ 4 .
a Lo
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7 4
, A, . N . 3 .
3 A * .
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. ﬁQ.a." Most of /the time I can't understand wh§upoliticians : oo

. - d 4
\ - ©
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the people are responsible for bad -

N .

national as well as on a local level. - . '

- -~ n
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. ¢
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) o \ . APPENDIX F . . Do
1 . o P
PERCEIVED INTERNAL-LOCUS F -CONTROL : ' I
- ’ e SCALE .
s ' In this form we are interested in learning how people . .
o .feel about different things that happen to them or could ",
— L happen to them. . - o ’ | . ' o )
. o Pleése answer Yes or No to each question depending on

. .
: ’ /A . < - - o 4
. @ . PRy .

how you yourself feel about it, and not how‘you‘thipk other

. people would ‘or should answer. It is important téat you . ) *
- * 1 ~“n,
1\ . . ‘ .
. answer every question. Some of the questions are easy to -
. rd
. £ . B ! . o
o * - ' 'answer others are harder but answer all of them.as well as kA
' ; o ’ . M ’ ‘ “ . "
you can. ° . . i ‘ .
' ' ) - "—.M \ \al . 1 o )
' . . Remember, this is a form to see how you feel abou : - T
: ’ different things so there are no right or wrong answers, | !
.2 . |« .
thiS»ls not a test. . L T V) .
P . T, et L2 ,
. ’ . Note: *Denotes internal response. : T - F .
4 . . " . ' S .
g ’ . . ‘ ; v : . . " S
N ‘ L . . ‘ K E ) ":u‘
. 3 > ) ‘ .7 ] 5 1) “\*'
P - s . ‘f“
~

A:*-k .x'a;ig

R R

.;!;3 ity

2] i)
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APPENDIX F - Continued

o N . - < !
“ g . .
g . . .

é . ¢

Item ' ' : Circle Yes ox No

| ‘e [N .

3 ‘ . ¢

i 1. When somebody gets made at you, do you'usually

B -

feel that you can do something'aﬁout it? Yes* No

e -

2. 1Is it possible for a person to be whatever he

-

. wants to be? - ’ Yes No* °,

PR .

.3. Are people mean.to'you even 1if yohxdo not do

anything to make- them mean? . Yes- . No*
4. Do you usually ask someone first .before you

. make up your mind about something . Yes - - No*

5. Can you do anything about what is going to, happen ' .

i the futuré? . . , Yes N~
6. When people are good to you, "is it uSuglly j T ‘
. bécause &ou did something to make thém be goéd? ies* _',No
‘7,l‘Can you ever make other péople'do.thinés you’wanp
them to do? ’ : ‘ Ves* ., No-
81 Do you ever think that people your age can ', ' . - -
) change tﬁings that are h;pbenihg in thé hor;d? . Yes* . " No
9, IE someone was goipg to hit jo?g woﬁld you bé‘ - L
" unable to stop him? I iﬁ\_ ’ Ygs’“‘ . No*
iO. Can a persgn your age evéf have his 035 éay?‘ . . Yes¥ . No
. 11. Is.it hard for you to knswlwﬁy some people do e o
’ 'ihe thinés they do? ;f e o ; . Yé;‘-.ft“ﬁo*"'
‘ ‘ no- c . . .
Flé. When people ar; nicejéo'yog is it only because - :f'ﬁf
they are,;ice pefsons? o ;ﬂ" " A*Ygﬁ ;(‘ iﬁof L
) . CoL e . S s I,

1

S
R
Pk F

e
PREN

“{'":f (A SR
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o " APPENDIX F" - Continued ‘-

Item . _— . : _ Circle Yes or No
N - Lo . . . o %
/ 'Y . . , ; N

.
= Z

13.} 1f you do not want to be friends with someorie, ’

can he ever make you cﬁangg your mind? Yes No*
‘ 14. is it u’se}ess to think about what you will be ' g
' ’ when you get older? | ) ( | ‘ Yes ' Nok ‘
- 15‘. wheln sqméone gets r;ade at you', can yo‘u usually ‘ o
do something to’ mak;a him your friend ag“ain? . ‘Ye‘s* .,' sNo -
'16. 1Is it true that people yc;ur age have nothing .
» . to'say about where you are going to' live? Yes No*,
‘17. Wtilen you get in an argument, is it sometimes * ‘
X * your fau‘it? : ' . Yes* No
18. twhen ’nice ’th‘ir‘xgsA hﬁppén t;)‘ you, is .it only ] - K
gooé luck? : o, J, ‘ Yés I"lqi;
19.. DJ you often feel you get pun;st}éd when ym; '
don't deserve it? ) - “ Co Yes . . No*
20. Will people usually do things for you if yoﬁ . ” '
" ask them? . K “ ’ Yes* © . No
21. Do you believe a kid can usuall}; be wha.tt;.vei'a
' he waﬂnts tc; be when he, grows up?. | Yes* - No
=7 22, When, bad things hapg:en to you, could it be your. g o, ﬁl
’ . ‘f,ault that they hépp;en?‘ o - Yesk - No .

»

. 23. Can you ever }cnow"for sure vhy some pedple do .

certain things? oo " Yesx

.}
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o _APPENDIX G - | . , S
The Sikteen'Eprsdhality Factor Questiomnaire: . B R

Saﬁﬁlé 6f Questions* R .
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The complete. form includes 105 questions. A PR
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LOW_.SCORE.
DESCRIPTION

RESE“VEb, DEIACHED,‘ CRITICAL, CéOL
(Sizothymia)

. HIGH SCORE = .

. DESCRIPTION
OUT§OING WARMHEARTED, EASY-GO!NG'
PARTICIPATING , ’
(Affectothymia or cyclothymia) [y

LESS INTELLIGENT, CONCRETE-THI;\JKING
¢ {Lower icholastic mental capacity)
A 3 *

AFFECTED BY FEELINGS, EMOTIONALLY
" LESS STABLE, EASILY 'UPSETY

‘ (Lower ego strength)
NUMBLE MlLD ‘OBEDIENT, CONEORMING
. (Submusweneu)"

MORE [NTELLIGENT, ABSTRAC]’-THINKING,
BRIGHY
(Higher scholastic mental capacuy)

EMOTIONALLY STABLE, FACES REAlITY
CALM -
(Higher ego strength) . i

ASSERTIVE, INDEPENDENT, AGGﬁVE,
STUBBORN .
(Dominance) ‘ |

I3 ?

SOBER, PRUDENT, SERIOUS, TACITURN
{Desurgency)

/

«

- EXPEDIENY, A LAW 70 HIMSELF,
' BY-PASSES OBLIGATIONS
*'(Weaker superego stcength)

SHY, RESTRAINED, DIFFIDENT, TIMIDS
{Threctia)

TOUGH-MINDED, SELF-RELIANT,
REALISTIC, NO-NONSENSE
(Harria)

B .-

YRUS"NG ADAPTABLE, FREE OF JEALOUSY,
EASY TO GET ON WITH
. . - (Alaxia)

PRACTICAL, CAREFUL, EONVENTIONAL,
REGULATED BY EXTERNAL REALITIES,
PROPER ¢ {(Praxernia)

FORY"RIGHI NATURAL, ARTLESS
SENTIMENTAL
(Anlc;sneu)

.
’

PlACID SELF. ASSURED, CONFIDENY,.SERENE
. ' (Untédubled adequacy)

HAPPY.GO-LUCKY, HEEGLESS, GAY,
[ENTHUSIASTIC .
(Surgency) oo .

RULE-BOUND “ . -
(Stronger Auperego sirength) . .

VENTURESOME, SOCIALLY BOLD,
UNINHIBITED,” SPONIANEOUS
(Parmia) A

TENDER-MINDED, DEPENDENT
OVER.PROTECTED, SENSITIVE
(Premsla)

SUSPICIOUS, SELF-OPINIONATED, ™™

fHARD TO FOOL
(Protension) . T, R &

IMAGINATIVE, WRAPPED UP ll’il INNER *
URGENCAES, CARELESS OF PRACTICAL
{Autia) MATTERS, BOHEMIAN

‘SHREWD; CALCULATING, WORLDLY,
PENETRATING
(Shrewdness) P T

APPREHENSIVE, WQRRYING, DEPRESSIVE.

TROUBLED
(Guilt pronene“) B .

CONSGRVA‘NVE REWECTING E§TABL|SHED
“IDEAS, TOLERANT OF TRADITIONAL
v DIFFICULHES (Cons,e‘;vuum)

EXPERIMENTING, CR",ICAI:, LIBERAL, -
ANALYTICAL, FREE-THINKING . :
(Radicalisw) ' . . .

GROUP-DEI’ENDEN‘I’ A “JOINER" AND'
SQUND FOLLOWER:

SELE.SUFFICIENY, PREFERS OWN
DECTSIONS, RESOURCEFUL

. P {Group adhereace) (Self-sufliciancy)
. CASUAL CARELESS OF, PROTQCOL, ummpc—o«'mmepa. IALLY-PRECISE, b
FOLLOWS OWN URGES | SELF-DISCY ACOMPULSIVE

{Low integration)

{High salfc <epl controf)

CONSCIENTIOUS, PERSEVERING, STAID, .

REMXED. TRANQUIL, TORPID."‘ TENSE, DRIVEN, QV“WROUGHT, v
S ’, UNFRUSTRATED | FRETFUL Co
Ta - (low n’rgtc tension) | {(High ergic tension) L, .




- . | APPENDIX J - Contimued , \ : ,
S oo \ _ B ' o

El

- 4 . v . @

L Secohda’ry Factors on the 16PF

Low Sc‘m'.jc‘e - High Score

T E Definition - “ .- Definition. -
7 : s ’ e . . PR
- S L P ) a ‘ . - ¢
.. Invia [ . Qq . Exvia -° . S o
(intraversion) . -1 (extraversion) . ‘e
.o * " Adjustment  » | Q% | Anxiety . ° 7,
e f 1 -. e
Pathemia . .. Q¥4 |  Cotertia - S
‘ . " " | (tough poise) ’
@ L ' Subduedness - o 13 i Indepen@ence )
: > - Naturalness . | Qv ; Dlscre‘bbness rE . o
. . ’ - “' - - R e i . ‘-" i ] .
R Cool Realism™ - Qvt | Prodigal Subjeectivity - = \,
- . r ] ' . . ) vt oo ‘<, . . ;o .
" x . b - . - - v ——— 1—;-—'r D e 5 2 s, =, L \
; - + PR ’ R -‘ . " J, _,’."' f; e "
" ) T’hese secondary factors are also present on the
’ N - b / 5

e ' HSPQandt’heCPQ. S
’ . B ; .
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1 o - © APPENDIX M S .
. o | | ‘ | JRE
Lo R STRUCTURED INTERVEEW — ADULT VERSION ~  , - e
L ‘ / . - ORALLY ADMINISTERED = S ‘ , :
» " N s . N |
. "I would like to obtain some information about you and' the \\\ L

L : | ‘) N N
things that are happening to yoy, this is completely confidéntﬂal". ’

. . v | ~ y v

o ) ‘"I am going .to tape record our conversation so that I'won'E\ Tl -
a . , S ’,
? : - . N
. have to copy what you say and to save time." o ot DS
Tw - . . . . . . .
) . o / . : \ ’ ' ; . ‘& ‘1
. Number— C Cystinuric- . T : |
. . ' e . .. |
Sex~’ ’,( . ) ’ Non-cystinuric- ; . &
. . ” ) - - . . 4 . - -‘
Birthdate . Marital status- : o T
. ' . . ’ 1 « : S - v
Occupation- _ Highest grade completed~ [« . R -
' . Height~ ‘ T Weight-— B %“‘M ) ' .
‘' 1. fHow is your health? Eyesight? Hearing? Memory? - , . - o

2. How is your appetite? ’ )
S ' ;

B -

...
o 3. Have you ever undergone a major operation? !

2 4. vCoulgﬁyou describe youry, present living arrangements, e.§.,

.

do you live at home, cwn'your own -home, rent an &pattment?.

8o

-
-\
-

i
P

3ty
N
S

E

},
1” A e
7’ “‘t

¥4 'h f,t,,&g
4t R
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‘,5 o . i,
6. Could you give me a brief account of your eduSptlon? ‘ o \

r

T . © Do you or a1d you like _school? ° . Y

1e ’

; _ n : . What did you like andtdislike? "o

- , -

f : ' - Did you have any problems.at school?

c 'e.g., some people have difficulty learﬁing to read, to wriﬁe, . . )

~

. A . . . to spell propefly, or to doarithmetic. .

.ot N

. &y . )
' ' * Haw did you get along %ith your - TR
- \ A ‘. .

. : teachers, with your classmates? A
. . . Did you participate in extra- ’ o

g < . . . = ’ . v

. . curricular dctivities in school? What?,

B . 1 B i . y -

7. What do you .do how when you are not working (studying)?

U R Any hobbies or recréaffqng?

. Do you have close friends?

SNe : Are moSt cijobf friends men or women, .
— LY - c L~ - v
. _ do you prefer the cqcidny,of men or women?
A . - T, : .
—4: ~ X . Why? " K ? . .

- . "

N co . * What are your relations'}ike with ‘the.
-  opposite gex?* : “ v

Do yoc or did you ever like to do things that are daﬁgerous?
R T 8. Do you(dld-you) belchg to any social gtoups? wbétlare(weie)

-~ -

' ' your functions? : L

S ‘9. Describe the jobs you have haﬂ ‘,,} o ,’;‘;UI

. . . = .

10. what kind*o plans do you h ve for the future?;;
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L . 7 o , . . .
. ¢ ‘ : . ) ] ) . 5 ! . - .
Soe L « R} ‘
W ‘ - «! * . b
" o a tunne¥? a closed room? . ~ ¢
“~ . ] . - - . . , - ) ,
. . 12. 1Is there any other place ‘or Qitua}tion that makes you feel =+ :
v . . Flad - ) . .“‘ - r' . . .
. \, ., ’ IRs ot Lo
uncomfortable? Do you t{\y to keep away from it(them)? e :
. ., . 13. Would %ou consider yourself to be a nervous’ person? o ' s
' 14. How do your''co-workers tr;'a‘at you? ) . . , -\
L0 . \_, 1 ) . , C— - ' . .
\ ‘  neighbours? . — ‘ ’ - ' |
. 4
N . . . . . |
) 'classmates? ) oL L
. : RN v T . |
« A Al p— el ‘
15. In{general, how do you feel about the way things are going for you?., 1
SN - ' N . , Y . ‘ \
. +16. How|is your:mood these days? ) - oo l
oy . . . o / .
- . ) . ~ : - *e
17. 1If you had a friend who wag close to you and knew you very well L 1
. . $ k4 ‘
how would he or she describe you as & person;' what would they.
A« ~ . - ’ / v ’ , .
& say about you? : L S - ‘ .
‘ L ' | .. , e /
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STRUCTURED INTERVIEW-CHILDREN'S VERSION ° "

. . ORALLY "ADMINISTERED

. 4
- - " Y

) wguld like to get some information about you and.the . .

.. . » . .
P . R 4 r ‘/
. o

things that are'happening to you, I am going to.tape record
‘ . - M ” . . R - N 1

0 . .

. what we say so that we can save time". - S ) ~

" " , : . » - . . ; .o

. w o .or :
. Number- . Cystinuric— o : e

- L : N ! ,:X N :

' Sex— = ’ Non-cystinuric- , : ,
Blrthdate- <. - . Marital status- ' ' u
R - e i § . : -,

i ‘. Occupation- ' . " ¥ - Highest grade .completed- - - . . .
. - - . ‘ iQ\ ‘ . N - o :

’ * Height- Weight— o . : - oo

] . - " \ . ' : ‘ R
¢ ' -, oy . R b ) : ) : N
1. How is your héalth, liow are you feeling? ' - T
- - - r " - — ‘ P ' ' . L]

~2. How"is your appet-ité,) or do you like to eat?’ _ . ' ‘

~ . . -

s . LY
+ 3. Did you ever have an operation? ‘ c
P . [ ? .

F3 . ¢ - e A%

4.” How many’people live in you;: house? . oo . o

\,;"‘ . 5. Tell mé about y'm{r fsmily? How do they treat you? - B ,
. : ”~ .~ N - ) ' . . A * " ‘n“
) N . L Do you have _any brothars or sisters who °°
v ‘ . . @ ¢ Ce, " . . PR -
# e o ++ are not h‘.ving at home?

P B -/ e T Tellmeabom: t:hem.u

Do. you l;l.ke ic? o

’ PN

Ry »vs‘, Teu e ab,out scho&l y

‘.i - ,,‘,“,

-gp"at'iao you: l:lke? Kbb“iik?
i S AR s %

Ptobrmme "d

"?f ¥
‘(c\‘ w-.‘\.‘ ‘a"‘# .'ig
a~ AR ST

i;,-; ﬁq.uu, 2N
" f;(;v\kr wv—- X
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1 ' ~ 4 v . - o
. ' o , & ' L P -~ N

. . school? ‘ .
! : o0 : - N

e.g., Some people find it hard learning to read, to write, to : '

- spell properly or to do arithmetic. How about, you? . -

v -

P . 4 -

. . . Tell me about your teachers. . Do '

‘ what about your classmates? , s

- ' -

7 What do you do when youﬂare not at gchool? g -

" Any hobbies? ‘ ' T

B . Tell me about your friends, do you .

.

- . : have many. friends? -

»

Are most of your friends bpys or girls? . i

1 f . .
- . How da you feel about girls(boys)? : ..
. L ' .

, Do’ you or did‘&ou ever like to do things that are dangerous? - a ‘

8. Did you ever belong to any groups? what do you €or d1F you) ' 4 L

do in the group? o . ‘ ‘ , - ‘ __ .

~ o, T

9. 'Did you ever have any jobs? "Tell me about them.

" 410.What would you like to do when ‘you get older? - o T

2 B . .
.~ * “«D ‘ . DY

11.Do you(did you) ever feel bothered or nerVOus ‘when you' re L

i

. .
. ' \ R

- in a erowd, a bus, a train, an elevﬁtor, a tunnel, or in a

..

closed room? . S

-~ ‘

12.1s there anything ox anything else that makes you feel

[T

s

- o1

- ., . uncomfortable? What do yeu do about, it? ﬂDo yeu*Stay,away?
. ;ﬂ > .‘ . . )

' )

« 13, wOuld you say that you re a nervous person? ’ R
N [
); 14 How 'do you: feel about the’ ‘wky things are going for yod?

15 Ho} is your mDad? )_' L '24,,' ' ~:}fo

716, If you had a' friend who knaw you Very weli how u
"‘;‘_ “ Y o;.‘, ‘., ‘.\’ B
desctibe,you¢ what wmulﬂ they say nbout you?

.
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DESIRABILITY SCALE

P

i~

¢

©

- individual's qualities, actmvxtles, and situatﬂon as. presented

Thé"total score is indicative of the desirability of an

*

-

. . by him(her) in the interview.
’ ~—~ ) .
The greater the negativenscore the 1ess‘$he desirability

’ S

ey

- ’

Question List Item - ) ’

©

1. indicates good health . .

2, fairly good-health

L . 3. feels tirwd sleepy‘er without energy

4. has various aches or pains or physical

: . .
% ' dysfunctions. ,
’ e . . @
5. expresses dissatisfaction with his size or .
, . N .
strength * o

. A 6. says his body is dechying B o .

7.°dissquisfied with the appearance
. o Lo " part of his body

eyes-satisfactory

.
A(V

Jeyes not satiqfactory

hearing satisfactory

hearing not’satisfactory
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APPENDIX O- Continued

reports difficulty‘ recalling important details

a

of past experience -
L

tells of fit, seizure or lack of consciousness

'
L e,

indicate‘s good appetite

indicates poor appetit

1 .

has had major operation

has not had major operation

no scoring _ ‘

enjoys family and ];ikes members
expresses'negati\}e attitudes towards family

members

says he is urwilling to see any member of his
irmediate family -

expresses jealousy; rivalry, or bitter envy

-

toward. fami 1y member

*

sayé does ndt care what happens to his family -

tells how his family has mistrea;é& or harmed

him, - ‘ "

A}

- 27, éxpresses‘hatred'for relative

N - . o .
. 28:high school complete and above

'29, student now - b ’ S

30, not.a student, fot finished: hiaﬁ ;dzhoql, Lo

- s
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Question

a

List Item ‘ S

)
)

3

'

e 5,0," expresses fee@ipg -of

N

31, positive attitude towards school

-
»

32. valid critlicism of achool vy,

33. highly critical of «school

»

34. minor nonspecific difficulties at school

.

35. a distinct behavior problem at *school

36. any 3pe€ific or not so specific learning

.

difficulty in learning to read

37. . write

+ 38, S ) spell
' , ’
39. o Q. do .arithmetic
‘40, o o .-  other

§

41.' good relationship with teachers

1

42. poor rélétionship wi_i:h teachers

o .

43.: good relationship with classmates

44, poor relationship with classmates
45, participated in extra-curriculér activities
- - , ) "'J 1; ) "
46. did not participate in extra-curricular °

f
3

v

dctivities ’ »

47. menti'ons sociélly acce;;t:abl'e, activities
48, socially un.aéceptable activities.

- e ‘,‘ : R o
#9. mentions that’ nbthing inter

) -

ests him -
Ainddéquacy -

R

’ .

1
’ -
.

L
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’. . ( ‘ ' ‘ APPENDIX O ~ Continued ‘ . ' " 9
" Question List Item . L E A Value
: | E LT -
. : . SL. h'as,close"friends’ : _ 0
| 52. no ¢1g§e ‘friends . : S -
‘ 53. conétx_'uctéive interest ir; opposite 'sex : . 0 )
o S 54.,;urlinterested1 in opposité sex i -1 . ‘,
‘55. ﬁecomesjlhstvered whé;&;asked this and | )
Coe e § expresses‘feelin“g of fear or discomfort . ] -1,
- . 56~.‘ says ixas difficulty getting along ' -1
o | 57.° reportz; deficiéncy in sexual performance| ° -1"‘ \
¢ . } -
T ' 58. . other s?:gual problem ‘ : -1 -
‘ 59. expresses feelirixg of éuilt . .' o g , ‘ -1~ . . - o |
. . 60. enjoys ﬂoin% danggrqcus things Y ‘ a1 o
. ) . 6l. it_fdicates is thinking of or tried to kill or »
P _harm self S - et o
‘ . | 62 does not do dangerous things ( oo 0: o , o
8. o~ 2’)3. b;alongs, socially acceptable group s o . R R
i " 64. k}oe,s":iot..b.élc;ng and is _gﬁt inte‘f)estt/adA , -QO A .
. .- I ) 65;~'does. not( belqng to' groups buti\_ig‘ﬁagatia‘f;gg S T "' Yt
: . ) S = S vt
N B 66. if applicable, has held a job-for more -tﬁa}} one ._’
L ‘ : ‘, 67. 18 a ‘job hopper - ‘ . AR

. : . 10, - o 68. constructive plans for: fxi;:drg :

0. 189 no plans 'fot‘fut}iurg',‘

L 70
“a ~1 . '\':?(.

L




3 N ~

o . D | . K . .
. ‘©, Question List Item - - .- . . Value
' « ) N ] - 0 . , . B ’-
‘ — . . : . . : * .
* 11, Al. feels ill at ease in a crowd C ~1 B
) 7X. : bus. ' ’ , ) ~1 ' . <
.t SO % o train . | 4 o
. . . . - . \
. " v 74. .o : elevator I . ~1 ‘ '
. I 75 L . "' tunnel ‘ -1
76. . o \ closed room,~ ’ S ~1 .
) T . 77. ‘ other 1. ' ~1 each
ot - e 120 78. keep& away from place or situation which is .
. : ' uncomfortable ) -1 e
. G - 79. does not stay away, cope$.with the anxiety: < 0 )
‘ 13. " 80."says he is a nervous person BRI -1 S -
‘ - . 8l. says ‘he is not a nervous person ’ o 0 T o
14, 82, gets along well with neighbours, coworkeérs 0 - ’
, l ) ' ‘ 83. reports getting angry when criticized N -1 ‘ o
) 84. tells of being mistreated = . . -1 ‘ S
o . T . .o : ‘
. . N { . 3y . . N
. : 85. tells that someoge talks about or ridicules him gl .
» ) 86. says he believes someons wishes ‘to harm him -1 = .. o«
AR : B 15. 87. satisfied with the way things ate. 'going . | k
| ' . . . . ..
‘ : ‘ﬁ ii‘ ‘ - 88..dissatisfied with the way things. are going -
‘ - . 89, intense regret expressed for somethidg done or .
) ) ) . { . N ‘ . ‘ - o o ) . ¥ .‘,‘,f," ,._:, .
‘7 ©: < _ not done . B A R ‘




Question List Item

1
I

o T—

Ll

90. talks of serious personal proi:lem in Sfla;t

v

; .
unemotional manner ’

N T

91. .moad satisfactory

92. feels elated or high or depressed

d . -

~ 93, feels is getting nowhere

94. describes self with positive charadter}stics

. 1 . ‘.

'95, describes self with negative characteristics, -

. N >
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o L .Group . . ,' AP . ;

, .é; {ntelligence , pygtinﬁbic Co£;r61 o o :
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