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Huntington’s disease is an autosomal-dominant
inherited disorder with full penetrance that is character-
ized by a triad of motor, cognitive, and psychiatric distur-
bances. In 1993, its disease etiology was successfully iden-
tified as an excess of CAG nucleotide repeats in the IT15
gene on the short arm of chromosome 4

modern holistic approach, the following case report em-
phasizes the spectrum and clinical significance of neuro-
psychiatric phenomena associated with Huntington’s
disease. Diagnostic difficulties are exemplified and dis-
cussed in light of the traditional separation of neurologi-
cal and psychiatric facets in the clinical setting (7). Within
this context, the current scientific knowledge of Hunting-
ton’s disease’s pleiotropy is reviewed along with a discus-
sion of the diagnostic power of specific neuropsychologi-
cal approaches.

Case History

The present report describes the case of Mr. A, a 49-
year-old man with rapidly increasing physical and men-
tal impairments who had been diagnosed with Hunting-
ton’s disease 1 year before admission to our department.
Analysis of the patient’s medical history revealed a long
history of various neuropsychiatric disturbances, diag-
noses, and treatment approaches pre-
ceding the differential diagnosis and ge-

(>38) (1). Because of this polyglutamine
expansion, a mutant cytoplasm protein
(“huntingtin”) of presently unknown func-
tion is expressed and is possibly responsi-
ble for neurotrophic deficits, abnormal
vesicle fusion, and amyloid-like inclusions
in striatal nerve cells (2, 3). Depending on
the individual CAG expansion load, dis-
ease onset generally occurs between the
ages of 30 and 40, entailing an invariably

“He was found
in a Streetcar, mute,
petrified, and
trembling, unable
to give his identity
on request.”

netic verification of the disease (Table 1).
Personal and Social Background

Mr. A was born in 1950 after an un-
complicated pregnancy, labor, and deliv-
ery. His natural father had abandoned
the patient’s family and three other sib-
lings when he had been only 3 years old.
According to his mother, he was an anx-
ious and bed-wetting child who was of-

lethal progression within 10 to 20 years (4).

Characteristic neuropathological features include the de-
generation of the head of the caudate nucleus and other
striatal areas as well as frontally pronounced cortical atro-
phy without temporal lobe involvement (5). Aside from
new treatment approaches that examine the benefit of fe-
tal striatal transplantation, current disease management
is still entirely symptomatic (6).

Neurodegenerative alterations and its presentation as a
movement disorder account for the traditional linkage of
Huntington’s disease to the field of neurology. Within this
context, the divergent development of psychiatric and
neurologic disciplines during the last century (“the great
divide” [7]) may explain the common neglect of psychiat-
ric manifestations in Huntington’s disease patients (8).
Recent advances of clinical neuroscience, however, chal-
lenge the obsolete mind-body dichotomy with concepts
emphasizing the plasticity of brain structure in mediating
behavioral and emotional (dys)function (9). By adapting a
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ten the target of his stepfather’s violent
outbursts. At the age of 12, he exhibited
recurrent cataplectic attacks with a sudden loss of mus-
cle tone and immobility accompanied by unaltered con-
sciousness. Although he was actually reported to be an
intelligent and successful student, the frequency of the
attacks disabled the boy so much that he had to repeat a
school year. The results of a standard neurological exam-
ination yielded no obvious irregularities, so the symp-
toms were attributed to an “unknown psychological cau-
sation.” Along with his remarkable family background,
this diagnosis may have misguided the subsequent ap-
praisals of his therapists. At age 20, after successful com-
pletion of secondary school and training as an insurance
agent, Mr. A got married. According to his wife, he exhib-
ited dependent and jealous behavior right from the be-
ginning of their relationship. Apart from this, premorbid
social and occupational functioning was always unobtru-
sive. During 1990, our patient experienced various pho-
bic symptoms of increasing severity, leading to prolonged
sick leave and inpatient treatment after acute exacerba-
tion of the symptoms and separation from his spouse. As
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TABLE 1. Neuropsychiatric Pleiotropy Over the Course of Huntington’s Disease in Mr. A

Date Neurological Symptoms

Psychiatric Symptoms

Neuropsychological Symptoms Diagnosis

1991 Sulci slightly accentuated on
computerized tomography
(CT) scan

personality features

1991 Feelings of insufficiency, marked

Massive anxiety, dependent

Noticeably low speed measures,
average intelligence

Anxiety disorder

Subjective attention deficits Depression

akathisia, counting compulsions,

neurotic family background
1994 Gait disturbance, motor slowing Temporarily clouded consciousness,
approximate answering, presumed

aggravation
1995 Hypokinesia, rigidity

Affective depletion, loss of impetus,

Dissociative disorder
(Ganser syndrome)

Severe attention deficits, enhanced
reaction latencies, socially desirable
behavior according to score on MMPI

Cognitive flexibility complaints Schizophrenia

diffuse anxiety, temporary distrust,

sporadic thought disorder
Neglected personal hygiene,

1996 Dysarthria; ventricles slightly
enlarged on (T scan

1997 Akinesia, ataxia, urinary
incontinence

helplessness

1998 Choreatic hyperkinesias

Schizophrenia

Enormous reaction latencies,
subthreshold dementia ratings,
subthreshold degenerative ratings

Schizophrenia

Huntington’s disease

a result of the unknown fate of the patient’s biological fa-
ther, his family history remained incomplete. None of Mr.
A’s available relatives was afflicted with a neuropsychiat-
ric disorder.

Neuropsychiatric Development

At the time of his first admission in 1991, Mr. A showed
signs of intense fear, including tachycardia, hyperhydro-
sis, and extreme stuttering, which prevented any reason-
able exploration before the application of benzo-
diazepines. He reported unspecific “worryness” and
recurrent states of massive anxiety, which were generally
but not exclusively situation-bound (e.g., in darkness,
crowded rooms, or while driving a car). No clear psy-
chotic symptoms were seen at that time.

Initial Diagnosis: Neurotic Anxiety

The clinical examination of Mr. A’s neurological and
electroencephalographic status yielded no pathological
findings, a computerized tomography (CT) scan equally
failed to reveal any striking irregularities. In addition to
an average IQ level, his neuropsychological screening re-
vealed varied results regarding Mr. A’s attentional func-
tions. This inhomogeneous test profile was obviously
caused by inferior test performance in all speed-depen-
dent subscales (>1.5 SDs below mean performance). Un-
fortunately, this pathognomic indicator was not traced
further. Instead, the therapist’s attention was attracted
by the “obvious childhood origin of the neurotic symp-
tomatology,” and a neurotic anxiety disorder was subse-
quently diagnosed (DSM-III-R, code 300.0). The therapeu-
tic regime consisted of a B-blocking intervention with
propranolol hydrochloride and referral for outpatient
behavioral therapy. In the absence of clear psychotic
symptoms, further progression of the clinical picture was
characterized by various psychiatric symptoms exacer-
bating as a result of environmental stressors, a gradual
increase of subtle cognitive and psychomotor con-
straints, and growing dependence concerning daily
demands.

Second Diagnosis: Endogenous Depression

Approximately 4 weeks later, Mr. A had to be readmit-
ted in a desolate state after he had started to sleep on
park benches after a severe dispute with his mother.
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Retrospectively, Mr. A reported a broad array of psychiat-
ric symptoms, including feelings of insufficiency, help-
lessness, and pronounced attentional deficits (Table 1).
Intense psychomotor restlessness prevented him from
sitting down during meals or conversation. For under-
standable reasons, Mr. A’s thoughts were narrowed to
worries concerning his medical problems and the painful
separation efforts of his wife. Unfortunately, the profes-
sional’s view of that time remained overly focused on Mr.
A’s “extensive neurotic family background,” and his wor-
ries were interpreted as “pronounced hypochondriac
ideas.” At this time, his complaints were classified as en-
dogenous depression (DSM-III-R, code 296.2) and treated
thymoleptically with amitriptyline.

Third Diagnosis: Ganser Syndrome

In December 1994, Mr. A was admitted to the hospital
with a presumed psychotic disorder of organic origin. As
a result of the continuous quarrel with his relatives, he
had become homeless and repeatedly spent the night in
his car. On admission he was disoriented, exhibited a
partially clouded consciousness, psychomotor slowing,
and a seesaw gait disturbance. During the clinical inter-
view, the psychiatrist adopted previous psychodynamic
explanations and focused on the pronounced approxi-
mate answers of the patient, especially when his marital
relationship was addressed. More precisely, the lack of
insight concerning separation efforts by his wife left the
impression of an intentional aggravation of his com-
plaints in terms of a maladjusted defense style. This in-
terpretation was supported by the psychological disclo-
sure of a tendency to pattern his behavior according to
its social desirability (MMPI). Subsequently, a dissociative
disorder specified as “Ganser syndrome” (DSM-III-R, code
300.15) was diagnosed, and the basic necessity for a
long-term psychotherapeutic confrontation with his
adaptive difficulties was advised.

Fourth Diagnosis: Schizophrenia

Four weeks later, Mr. A was hospitalized in yet another
state mental institution with pronounced affective de-
pletion, substantial loss of impetus, and psychomotor
slowing interpreted as residual negative symptoms. For
the next 2 years, he remained hospitalized with a diag-
nosis of schizophrenia, the fluctuating clinical picture
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scarcely stabilized with clozapine treatment (DSM-III-R,
code 295.2; DSM-IV, code 295.6). His complaints con-
sisted of diffuse anxiety symptoms, reduced attentional
capacities and mental flexibility, as well as increasing hy-
pokinesia and rigidity. Positive psychotic symptoms were
present to a lesser extent and consisted of intermittent
stages of pronounced distrust and formal thought disor-
der. In 1996, the patient’s status showed further deterio-
ration, since he had now also begun to neglect his per-
sonal hygiene, needed support in managing even trivial
demands, and developed dysarthric speech.

Final Diagnosis: Huntington’s Disease

One year later, the clinical picture also included akine-
sia, ataxia, and urinary incontinence. Even then, his re-
sults on conventional neuropsychological tests focused
on the assessment of dementia (cognitive section of the
Cambridge Examination for Mental Disorders of the El-
derly, the Mini-Mental Status Examination [MMSE], the
Structured Interview for the Diagnosis of Dementia) and
degenerative brain processes were not clearly in the
pathological range (Cambridge Examination for Mental
Disorders of the Elderly, total score=87; MMSE, total
score=26). Genetic testing for Huntington’s disease was
not considered until clear choreatic hyperkinesias
emerged 7 years after his first psychiatric referral. De-
spite the patient’s widespread mental and physical dis-
ability, standard neurological, neuroradiological, and
neuropsychological procedures still provided no reliable
evidence for a primary neurodegenerative disease. The
origin of the genetic defect was not definitely determin-
able from the available evidence. Because of the early
disappearance of the patient’s father, a de novo expan-
sion of the unaffected parents’ CAG was just as plausible
as a paternal transmission of the CAG expansion.

Neuropsychiatric Profile at Current Admission

Mr. A’s last admission to our institute had been initi-
ated by the local police. Now a resident in a rehabilita-
tive institution for psychiatric patients, he was found in a
streetcar, mute, petrified, and trembling, unable to give
his identity on request. Clinical observations confirmed
the initial impression of a further deterioration of his
condition. To define his remaining functional capacities
more precisely, a detailed psychiatric, neurological, and
neuropsychological assessment was carried out.

Psychiatric and Neurological Examination

In addition to previously known cognitive deficits, Mr. A
now exhibited a marked gait and balance disturbance, of-
ten requiring the use of a wheelchair. Psychopathologi-
cally, an overall reduction of apprehension, impetus,
affective expression, and attention was concurrent with a
tendency for social withdrawal. Although conversation
was notably complicated by pronounced dysarthria,
he comprehensively reported subjective distress because
of his urinary incontinence. Furthermore, a recently
emerged swallowing disability had demanded recurrent
pulp nourishment and had given rise to persistent as-
phyxiation fears while he was eating. In contrast to the
pronounced slowing of intentional motor functions, cho-
reatic hyperkinesias of the face and trunk were only spo-
radically observable. Overall, the clinical impression of
end-stage Huntington’s disease arose. Therapeutic inter-
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ventions focused on pharmacological stabilization with
clozapine, tiapride, and tetrabenazine.

Neuroimaging

Brain imaging was performed by using standard pro-
ton-density-weighted, fluid-attenuated inversion recov-
ery and three-dimensional volumetric magnetic reso-
nance sequences. In contrast to previous CT scans, these
morphological pictures verified the characteristic neuro-
degenerative changes of Huntington’s disease (Figure 1).
Because of the considerable atrophy of the head of the
caudate nucleus, the frontal horns of the lateral ventri-
cles appeared bilaterally enlarged. An additional target
of neuronal loss was localized in the putamen. In con-
trast to the focal neuronal loss of the striatum, the wide-
spread accentuation of cortical sulci is in line with diffuse
cerebral atrophy.

Neuropsychological Findings

Considering the known dementia syndrome secondary
to Huntington’s disease, the current cognitive examina-
tion focused on the assessment of Mr. A’s mnestic func-
tions. In line with the psychological evaluation 2 years
earlier, we performed a structured interview for the di-
agnosis of dementia of the Alzheimer type, multi-infarct
dementia, and dementias of other etiology (Structured
Interview for the Diagnosis of Dementia), the Cambridge
Examination for Mental Disorders of the Elderly, as well
as the MMSE. Problem-solving and executive capabilities
were analyzed with the Wisconsin Card Sorting Test (10).
Behavioral, functional, and motor abnormalities were
estimated by using the Unified Huntington’s Disease Rat-
ing Scale (11). Furthermore, a broad range of basic atten-
tional functions were examined by using the computer-
ized Test Battery for the Assessment of Attention (12).

In accordance with the clinical impression, the Unified
Huntington’s Disease Rating Scale motor examination re-
vealed a moderate movement disability, with pro-
nounced signs of bradykinesia, dysarthria, and coordina-
tion deficits (total score=25). The behavioral assessment
disclosed mild depressive symptoms (total score=8). In
contrast to our initial expectations, the applied demen-
tia ratings again did not indicate the presence of a de-
mentia syndrome. Although a slight decline in nearly all
subscales was observable compared to the prior evalua-
tion, the various dementia ratings still did not grasp the
obvious cognitive constraints of our patient (Cambridge
Examination for Mental Disorders of the Elderly, total
score=80; MMSE, total score=24).

However, the evaluation of our patient’s basic atten-
tional capabilities (Test Battery for the Assessment of At-
tention) and executive functions (Wisconsin Card Sorting
Test) clearly pointed to the presence of pronounced cog-
nitive and psychomotor deficits. Although Mr. A showed
regular reactions to task-contingent external stimuli
(phasic alertness value: 76th percentile), marked psycho-
motor slowing was obvious while we determined his ba-
sic reaction speed (his median reaction time was less
than the first percentile). His attempts to handle the
working memory and response flexibility tasks resulted
in a complete performance breakdown, indicating an
exceptional dorsolateral-prefrontal processing deficit
(omission responses were false alarms of less than the
first percentile). The consistently low Wisconsin Card
Sorting Test performance scores also revealed apparent
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FIGURE 1. Magnetic Resonance Imaging (MRI) Scans of Striatal Degeneration in a Patient With Huntington’s Disease and in

a Healthy Comparison Subject?

T1-Weighted Coronal MRI

T>-Weighted Axial MRI

Patient With Huntington's Disease

Healthy Comparison Subject

2 The images reveal a noticeable enlargement of the anterior portion of the lateral ventricles in the patient due to partial degeneration of the

head of the nucleus caudatus.

difficulties regarding frontally mediated skills, especially
cognitive flexibility and abstract reasoning (total catego-
ries and perseverations scores: less than the first percen-
tile). In contrast, the arousal-related internal mainte-
nance of attention in the vigilance task was unaffected
(omissions and false alarms: 42 responses, 76th percen-
tile). Overall, the neuropsychological profile of Mr. A
pointed to a locally constricted frontal processing deficit
affecting prefrontal cognitive and motor areas rather
than the midtemporal-hippocampal regions usually as-
sociated with neurodegenerative memory complaints.

Discussion

Phenomenological Diversity
of Initial Huntington’s Disease

Although a cure for Huntington’s disease is still not
available, differential diagnosis options have expanded
enormously through precise characterization of the ge-
netic locus in 1993. As a result, the identification and ex-
amination of presymptomatic gene carriers and early dis-
ease stages widened the known spectrum of characteristic
clinical symptoms in motor, cognitive, and psychiatric do-
mains (13). Within a considerable range, the underlying
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genetic defect consisting of variable CAG nucleotide ex-
pansions seems to be related to disease onset and symp-
tom severity and is thus prognostically valuable (14). In
contrast to other genetic disease modes, the variability of
triplet-repeats points to a neurobiological and behavioral
spectrum disorder associated with individual genetic
load. The complex interaction of this particular genetic
defect with innumerable environmental factors and genes
implies a broad array of different possible phenotypes
among patients with the same disorder. From this point of
view, the traditionally emphasized signs of Huntington’s
disease, “chorea plus dementia,” may be inadequately
narrowed core features for diagnostic guidance in the
early stages of the disease (14).

Spectrum of Motor Abnormalities

Descriptions of Huntington’s disease motor signs fo-
cusing on choreatic hyperkinesias can be traced back to
George Huntington’s original work in 1872 (15). As a sud-
den and intermittent loss of involuntary motor control,
chorea manifests itself as complex, rapid, arrhythmic, and
irregular movements associated with muscular hypo-
tonus. In accordance with the known significance of the
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basal ganglia for involuntary as well as voluntary motor
actions, the modern empirical literature emphasizes the
broad array of Huntington’s disease motor disturbances.
Within this context, chorea represents only a small part of
the phenomenological spectrum (14). Nonchoreatic mo-
tor abnormalities, possibly as a consequence of faulty er-
ror feedback control (16), are not restricted to symptom-
atic stages of the disease but are already observable in
asymptomatic gene carriers (17). In a longitudinal study,
Kirkwood and co-workers (18) confirmed the develop-
ment and progression of various motor disturbances in
gene carriers subthreshold to clinical diagnosis (18). Daily
functioning may be impaired by coexisting problems con-
cerning the initiation and execution of voluntary move-
ments, oculomotor deficits, akathisia, and particularly
bradykinesia (18, 19).

Mirroring the clinical picture of our patient, the motor
phenomenology of later stages appears akinetic-rigid,
with overall slowing of intentional motor actions, gait ab-
normalities, dysarthria, and dysphagia (20). Additionally,
urinary incontinence may develop as a result of choreatic
contractions of abdominal perineal floor muscles (21, 22).
Prognostically relevant, bradykinesia seems to be strongly
associated with disease stage and characteristic loss of
striatal D, binding, while evidence for a reliable prediction
of Huntington’s disease development by subtle involun-
tary movements is lacking (20).

Development of Cognitive Deficits

Dementia, the progressive decline of cognitive func-
tions “amounting to insanity” (15), resembles another tra-
ditional core feature of the clinical picture originally noted
by George Huntington. According to the fundamental de-
scriptions by Brandt and Bylsma (23), the dementia of
Huntington’s disease comprises an initial reduction of
complex abilities (memory, planning) as well as basic cog-
nitive functions (attention) causing performance break-
down in cognitive screenings (e.g., MMSE) and dementia
rating scales. Extensive states of mental deterioration,
however, seem to be restricted to advanced stages of the
disease (24).

Along with a greater understanding of the functional
properties of striatothalamocortical processing loops, the
cognitive impact of the basal ganglia and other subcortical
structures has been extensively discussed (for a review, see
reference 25). Considering the massive striatal input to the
frontal cortex, it is not surprising that there is good empir-
ical evidence indicating Huntington’s disease-associated
deficits in executive functioning and IQ performance sub-
scales similar to those found in our patient (26, 27).

Although not always consistent, current scientific knowl-
edge points to a loss of striatal neurons before the manifes-
tation of clinical symptoms (28). In line with these results,
Paulsen et al. (29) and other groups note the emergence of
subtle cognitive impairments years before the appearance
of overt motor signs. Within this context, these and other
authors emphasize the necessity of applying scientifically
well-established and sensitive neuropsychological mea-
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sures that indicate the “phenoconversion” of gene carriers
from an asymptomatic to a symptomatic state (28).

Sprengelmeyer and co-workers (30) stimulated the neu-
ropsychological research on Huntington’s disease with the
notion that higher-order cognitive problems may, in fact,
be the consequence of antecedent, basic functional defi-
cits. The particular pattern of attentional deficits de-
scribed in this context noticeably resembles the neuropsy-
chological profile of our patient. Fundamental abilities,
such as response inhibition, divided attention, and re-
sponse flexibility, are severely affected, while externally
triggered arousal functions seem to be unimpaired. Brady-
kinesia—causing extreme reaction latencies in neuropsy-
chological test settings—is frequently noted as a charac-
teristic aspect of Huntington’s disease performance even
in asymptomatic gene carriers (30, 31). Furthermore, basic
speed-dependent measures without elaborate cognitive
demands are reported to be superior in monitoring dis-
ease progression and seem to be associated with the indi-
vidual CAG expansion (32). Other preclinical impairments
may manifest themselves during attention shifting, verbal
fluency, learning, and visuospatial functions, with incon-
sistent data being available on the correlation of these
symptoms with the individual genetic loading (33).

Early Psychiatric Manifestations

Although the majority of patients and their caregivers
are substantially impaired by neuropsychiatric distur-
bances associated with Huntington’s disease, this aspect of
the Huntington’s disease symptom triad has received com-
paratively little attention (8, 34). After reviewing the cur-
rent literature, we must draw the conclusion that there may
be a wide range of concomitant psychiatric complications.
A recent study (8) found that 98% of the examined Hun-
tington’s disease patients were afflicted with unspecific
neuropsychiatric problems, especially dysphoria, agita-
tion, irritability, apathy, and anxiety (8). Other authors
additionally report a disproportionately high prevalence of
obsessive-compulsive symptoms, sexual disorders, sleep
disturbances, explosive behaviors, personality changes,
psychotic symptoms, and suicidal tendencies (35, 36).

Our case history documents the clinical significance,
heterogeneity, and diagnostic difficulties associated with
these neuropsychiatric complaints. In clinical settings,
physicians may be confronted with only one of these signs
as the sole presenting feature of the picture of Hunting-
ton’s disease, possibly preceding the occurrence of more
familiar symptoms by up to 20 years (37). The situation is
further complicated by the fact that the amount of symp-
toms exhibited independent of the Huntington’s disease
genotype cannot be determined by the therapist, a factor
that questions the predictive power of molecular genetics
in current neuropsychiatry. Additional problems of
disease management arise from the merging of neuro-
degenerative and reactive processes or the pharmacologi-
cal provocation of masked delirious states, as rightfully
pointed out in a recent publication (38). It is possible that
some of the first psychiatric symptoms of our patient,
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such as general anxiety, were unrelated to Huntington’s
disease and indeed caused by negative social interactions
independent of Huntington’s disease. However, the Hun-
tington’s disease-related deficit in speed-related cognitive
abilities may already have interfered with the patient’s so-
cial coping abilities.

Implications: An Extended Neuropsychiatric
Perspective

Modern neuroscience permits a holistic understanding
of neuronal functioning, thereby integrating antiquated
dichotomies of “mind versus body” or “gene versus envi-
ronment.” In conceptualizing health as well as sickness in
terms of a “biopsychological phenomenon” (39), contin-
ued efforts in brain research may lead to a new nosology of
neurological and mental diseases (40). Current models of
brain circuitry—e.g., the open interconnected model of
striatothalamocortical projections by Joel (41)—allow a
deeper understanding of the full range of neuropsychiat-
ric symptoms associated with the Huntington’s disease
genotype. Furthermore, neuroscience may succeed in
overcoming the traditional clinical, scientific, and educa-
tional segregation of neurology versus psychiatry, a devel-
opment that has already been anticipated and discussed
as the “closing of a great divide” in an important publica-
tion by Price et al. (7).

Even to date, the enormous phenotypic heterogeneity
and the occurrence of sporadic cases provoke a substan-
tial diagnostic inaccuracy in Huntington’s disease (42).
Considering the exceptional pleiotropy and the unusual
family history of the present case, any retrospective con-
clusions would certainly be of only limited use. Neverthe-
less, the initial unspecific clinical presentation and further
progression of our case shows a striking overlap with the
scientific knowledge of Huntington’s disease phenome-
nology. In our opinion, the unfortunate course of the
present clinical history may be linked to the insufficient
bridging of this “great divide.” From a neuropsychiatric
point of view, the range of psychiatric and neuropsycho-
logical symptoms presented by our patient may have been
underestimated. Although the deficits of voluntary motor
performance associated with Huntington’s disease had
accompanied disease progression for years, genetic test-
ing was not considered until highly visible symptoms of
chorea emerged. Once identified as a neurodegenerative
movement disorder, psychotherapeutic interventions
were abruptly discontinued, although a recent publication
indicates their effectiveness in a multimodal treatment
approach (38).

In light of the described neurotic family background,
psychiatric evaluations may have likewise been narrow-
minded concerning the potential neurodegenerative im-
pact of the noticed behavioral and emotional disturbances.
Even classical symptoms, such as our patient’s approxi-
mate answering (“Ganser syndrome”), the hypochondriac
ideas, and his stubborn appraisal of a happy marital rela-
tionship (“reduced insight”) may reflect initial deficits in
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cognitive flexibility and executive planning due to organic
causes. Furthermore, the fluid exacerbation of the clinical
picture with environmental stressors biased diagnostic
considerations so that possible structural correlates were
not explored. Finally, the psychological efforts to outline
our patient’s initial presentation may have been unduly
focused on the assessment of advanced neurodegenera-
tive deficits. Considering the cognitive and motor profile
of the onset of Huntington’s disease reported in the cur-
rent literature, important diagnostic clues were probably
missed because of the incomplete consideration of brain
functional networks. A further encouragement of a wid-
ened neuropsychiatric perspective in clinical settings and
the utilization of modern neuropsychological tools will
influence disease management to the benefit of our
patients (9).
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