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Clinical Note

From narcissistic personality disorder to
frontotemporal dementia: A case report
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PNeuroscience Department, University of Pisa, Pisa, Italy

Abstract. Premorbid personality characteristics could have a pdaistic effect on behavioral symptoms and personality gan
related to neurodegenerative diseases. Patients witbnadity disorders, in particular of the dramatic clusteaynpresent
functional frontolimbic abnormalities. May these neurdbgical vulnerabilities linked to a premorbid personalitisorder
predispose or represent arisk factor to subsequentlyaeeaieurodegenerative disorder? Are subjects with peligodiaorders
more at risk to develop a dementia than mentally healthyest® This topic is discussed presenting the clinical cea@atient
who suffered of a probable Narcissistic Personality Dieoahd subsequently developed a clinically diagnosed &temiporal
Dementia.
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1. Introduction der (APD) have been particularly studied [2]. Either
adult subjects with diagnoses of BPD or APD show
Neurodegenerative disorders give rise to behav- structural and functional frontolimbic anomalies [3-5].
ioral and psychiatric symptoms as well as personali- May these neurobiological vulnerabilities linked to a
ty changes. The clinical experience suggests that, in personality disorder predispose or represent a risk fac-
mentally healthy subjects, the longstanding personality tor to subsequently develop a neurodegenerative disor-
characteristics as a person’s most distinctive features der during aging? Are subjects with personality disor-
of all are likely to play a role in how someone with  ders more at risk to develop a dementia than mentally
dementia cope with their increasing deficiencies: thus healthy subjects? A brief literature review found only
the premorbid personality characteristics could have a some case reports [6,7] and a lack of epidemiological
pathoplastic effect on the behavioral symptoms and the data derived from samples of psychiatric patients with
personality changes related to the neurodegenerativea personality disorder. A case report described a 46-
disease [1]. year old woman with a diagnosis of BPD that devel-
A slightly different question gives rise considering oped clinical symptoms compatible with a co-existing
subjects with personality disorders, that usually present diagnosis of Frontotemporal Dementia [6]; a case re-
functional abnormalities and neurocognitive impair- port described a 59-year old woman with a diagnosis
ments. In this direction, the Borderline Personality of BPD that underwent clinical examination because of
Disorder (BPD) and the Antisocial Personality Disor- the fear of a dementia onset, but whose performances
in neuropsychological tasks excluded the presence of a

p— - P . neurodegenerative disease [7].
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2. Casereport

U.C., a 73 year-old retired man, who worked as
chemical engineer in electronic industries, underwent
our attention in 2008 for the appearance of behavioral
disturbances, particularly disinhibition and aggressive
ness. During a clinical interview with the patient and
his wife, a pattern of abnormal behaviors and temper-
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His wife reported that during last year U.C. began
to present an altered behavior, compared to his adult
personality, characterized by hypersexuality, verbal ag-
gressivity and disinhibition (for example, after he acci-
dentally hit a tree with his car, he reversed the car and
began to voluntarily hit the three many times until the
car was almost a wreck). During our neurological ex-
amination U.C. was logorheic and verbally disinhibit-

amental traits emerged; this pattern characterized the ed, with several sexual jokes. Scores in the Mini Mental
patient in his adulthood, since he began to work after State Examination [10] and in the Frontal Assessment
his graduation. He reported that since he was a young Battery [11] were in the normal range. Because of his
adult, he began to study several law textbooks in or- jnsufficient collaboration, it was not possible to admin-

der to be able to denounce all those individuals (politi- ister a complete neuropsychological examination and a
cians, officers, professors, freelancers) societies or in-

stitutions (private companies, public companies, local

Structured Clinical Interview Axis 1l Disorders (SCID-
II) [12]. Even if not formally correct, a retrospective

councils) that he deemed to have somehow broken the jyteryiew with his wife, conducted following SCID-I1,

law or not protected the rights of himself or of someone
else. As a matter of fact, as confirmed by his wife, he

confirmed that the adult temperamental traits and the
behaviors of U.C. were compatible with the presence

reported to have prepared, along many decades of his ¢ , NPD and probably also of a PPD.

adulthood, some thousands of lawsuits; these lawsuits

caused many problems to U.C., but he never thought
to stop his activity. He reported to have written an

erotic version of a famous bestseller fiction book that
was published some years before, a version that would

have had a great success if published. He also report-

ed to have a superior intelligence, higher than those of
almost all persons he knew.

This behavioral and temperamental pattern was com-
patible with a retrospective DSM-IV-TR based diag-
nosis of a Narcissistic Personality Disorder (NPD), a
personality disorder defined as a pervasive pattern of
grandiosity, need foradmiration, and a lack of empathy,
beginning by early adulthood and presentin a variety of
contexts. How U.C. described himself and its “mission
of justice” were suggestive of several of the clinical

features that characterizes the NPD (see diagnostic cri-

teria of the DSM-IV-TR [8]): a grandiose sense of self-
importance; preoccupation with fantasies of unlimited
success, power or brilliance; beliefs to be special and
to be understood by people (or institutions) who are
also “special” or of high status; request of excessive
admiration; a sense of entitlement; interpersonally ex-
ploitation; a lack of empathy; arrogant and haughty be-
haviors [9]. The behavioral and temperamental pattern
of U.C. could also be compatible with a retrospective
DSM-IV-TR based diagnosis of Paranoid Personality
Disorder (PPD), a personality disorder characterized
by a pervasive distrust and suspiciousness of others
such that their motives are interpreted as malevolent,
beginning by early adulthood and present in a variety
of contexts [8].

Present behavioral characteristics of U.C. were eval-
uated by the Frontal Behavioral Inventory [13], report-
ing a score of 28/72 (20 positive behaviors, 8 nega-
tive behaviors): a score of 17 or higher on the Frontal
Behavioral Inventory (FBI) is 100-percent sensitive
and 63-percent specific for Frontotemporal Dementia,
while a score of 27 or higher is 90-percent sensitive
and 100-percent specific [13]. The Magnetic Reso-
nance Imaging revealed a clinical picture of leukoence-
falopathy while the'®F-FDG PET revealed a bilateral
prefrontal hypometabolism, more marked on the right
hemisphere, and a less marked mesial temporal hy-
pometabolism, more marked on the right hemisphere
(See Fig. 1). Behavioral symptoms of UC were sug-
gestive of a diagnosis of a possible behavioral variant
Frontotemporal Dementia (bvFTD) whose clinical fea-
tures, as proposed by Neary et al. [14], include an in-
sidious onset and gradual progression, an early decline
in social interpersonal conduct, an early impairment
of regulation of personal conduct, an early emotional
blunting and an early loss of insight. Supportive be-
havioural diagnostic features include a decline in per-
sonal hygiene and grooming, apathy and disinhibition,
mental rigidity and inflexibility, distractibility and im-
persistence, hyperorality and dietary changes, perse-
verative and stereotyped behaviors, utilization behav-
ior [15,16]. Also the PET findings were suggestive of
,a possible bvFTD, in line with recentF-FDG-PET
studies on FTD patients, that reported a prominent pre-
frontal hypometabolismin this clinical population [17—
19].
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3. Discussion

We felt this case to be interesting because of patient’s
confounding psychiatric symptoms and a possible pre-
existing psychiatric disorder. The patient U.C. had
displayed a number of narcissistic and probably para-
noid traits since young adulthood, maybe contributing
to the delay in the clinical referral and diagnosis of
bvFTD. However, several key features of U.C. illness
support a diagnosis of bvFTD, including his progres-
sive behavioral changes, specially the positive behav-
iors evidenced by FBI scores, and the decreased bilat-
eral metabolic activity in the temporal and prefrontal
cortices on thé®F-FDG-PET.

This case-report 1) illustrates the difficulties faced by
clinicians in recognizing a relatively rare neurodegen-
erative condition, such as bvFTD, when the clinical pic-
ture is complicated by pre-existing psychiatric symp-
toms; 2) as previously explained, it raises the question
about a possible increased risk of psychiatric patients
to develop a dementia. Our patient U.C., with a proba-
ble pre-existing NPD, developed a bvFTD. Even if no
structural and functional neuroradiologic findings are
available on subjects with NPD, the presence of com-
mon neurocognitive impairments across different dra-
matic personality disorders of the Cluster B suggests
that probably also subjects with a NPD may present
frontolimbic dysfunctions [2,20]. Resuming, the pa-
tient U.C. probably presented a frontolimbic dysfunc-
tion already in his adulthood and, when aging, devel-
oped a neurodegenerative disorder, in turn character-
ized by a frontolimbic dysfunction: are these clinical
phenomena related? May the premorbid frontolimbic
dysfunction be considered a neurobiological vulnera-
bility for the subsequent development of a dementia?
Or the psychopathological features compatible with the
diagnosis of NPD were instead the first clinical symp-
toms of a slow progressive bvFTD, with an insidious
onset?

This case-report does not permit to directly relate
the development of a bvFTD dementia to the possible
pre-existing personality disorder and its neurobiologi-
cal bases. The lack of epidemiological studies on the
incidence of neurodegenerative diseases in psychiatric
patients, in particular in patients with personality dis-
orders, suggests to explore this possible relationship in
future studies. The majority of studies assessing the
relationship between adult personality and the develop-
ment of dementia adopted personality inventories not
developed within a clinical approach (see for exam-
ple [21,22]) Only two studies investigated the relation-
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ship between personality disorders and the develop-
ment of dementia with a focus on personality disorders:
a study reported that the development of Alzheimer’s
disease was particularly associated with Cluster A per-
sonality disorder traits (paranoid, schizoid, and schizo-
typal symptoms) in adulthood [23], while another study
reported that traits of passivity, avoidance, alexithymia
and obsessivity were associated to the subsequent de-
velopment of a dementia [24]. Paradoxically, in this
study the prevalence of narcissistic features was higher
in controls than in patients that developed a demen-
tia. However all these studies adopted a retrospec-
tive methodology to assess adult personality of sub-

jects with dementia, but personality inventories are not

developed for a retrospective use and this constitutes
a strong methodological bias; the recall of own pre-
morbid personality (if inventories are administered to
patients) or the premorbid personality of relatives (if
inventories are administered to caregivers) is potential-
ly flawed and the use of the term ‘premorbid’ is ac-
tually improper [25]. This suggests that future stud-
ies about this topic should be longitudinal, assessing if
subjects with personality disorders or other psychiatric
disorders are more vulnerable to subsequently develop
a dementia.

Finally, the case of U.C. also underlines the useful-
ness of a longitudinal assessment of cognitive functions
in patients with personality disorders in order to detect
as early as possible cognitive changes suggestive of a
possible neurodegenerative process.
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