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Towards understanding Cotard’s
syndrome: an overview
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Practice points
®  Nihilistic delusions concerning the individual’s body are the central features of Cotard’s syndrome.

B Both psychiatric and somatic disorders can cause Cotard’s syndrome, so profound diagnostic work-up is
needed.

B The epidemiology is unclear, but the syndrome is proposed to be rare.
B Cotard’s syndrome in young adults or adolescents seems to be associated with bipolar disorder.

B Treatment should be directed towards the underlying condition. In the case of depression with psychotic
features, successful treatment with electroconvulsive therapy is frequently demonstrated.

B The two-factor model and the interactionist model (two related models) are the most important etiologic
hypotheses for delusions of misidentification, but empirical data for Cotard’s syndrome are scarce.

B Study of phenomenologic syndromes, such as Cotard’s syndrome, could be helpful in allowing a better insight
into brain functioning or the pathophysiological mechanism of delusions.

SUMMARY Cotard’s syndrome is a rare disorder. The central feature is a nihilistic
delusion concerning one’s own body (including loss of body parts, being dead or not existing
at all). The syndrome is not mentioned in DSM-IV-TR or the International Classification of
Diseases-10, since there is growing consensus that the syndrome is part of an underlying
disorder. Although not a separate diagnostic entity, the phenomenologic study of rare
monothematic delusional disorders (such as Cotard’s syndrome) remains important to have
a better understanding of the pathophysiology of delusions. In this report, historical aspects,
classification, course and epidemiology are briefly reviewed, different pathophysiologic
hypotheses are described and therapeutic options are discussed.
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Historical aspects & classification

Cotard’s syndrome is named after Jules Cotard
(1840-1889), a French neurologist who des-
cribed this condition for the first time in 1880.
He formulated a new type of depression char-
acterized by anxious melancholia, ideas of
damnation or rejection, insensitivity to pain,
delusions of nonexistence concerning one’s
own body and delusions of immortality. He
categorized this under ‘lypémanie’, a kind of
psychotic depression [1]. Later, Cotard intro-
duced ‘délire des negations’ as a new terminol-
ogy for the syndrome [2]. Séglas introduced the
eponym ‘Cotard’s syndrome’ in 1887 [3]. A few
years later, Régis linked the syndrome to other
psychiatric disorders [4].

In later years, several attempts to classify
different types of the syndrome were made [s).
In 1995, for the first time a classification was
made based on evidence using factor analysis
of published cases. As a result, three types were
proposed. A form of psychotic depression with
prominent anxiety, melancholic delusions of
guilt and auditory hallucinations was defined
as the first type. Hypochondriac and nihil-
istic delusions with the absence of depressive
episodes were the characteristic features of the
second type: Cotard’s syndrome type I. In the
third type, symptoms could be clustered around
anxiety, depression, auditory hallucinations and
suicidal behavior: Cotard’s syndrome type II [6].

In our currently used classification systems,
DSM-IV-TR and the International Classifica-
tion of Diseases-10, Cotard’s syndrome is not
defined as a separate entity. Nihilistic delusions
as a symptom are mentioned in DSM-IV-TR
and classified as mood congruent delusions
within a depressive episode with psychotic
features [7].

Presentation & course
Nihilistic delusions concerning the individual’s
body are the central features of Cotard’s syn-
drome. In his first publication, Cotard pointed
out six characteristic symptoms: anxious melan-
cholia, ideas of damnation or possession, sui-
cidal behaviors and self harm, analgesia, hypo-
chondriac ideas of nonexistence or destruction
of organs, the whole body, the soul or God, and
ideas of immortality [1].

In an analysis of 100 cases, the most promi-
nent symptoms are depressive mood (89%),
nihilistic delusions concerning one’s own exist-

ence (69%), anxiety (65%), delusions of guilt
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(63%), delusions of immortality (55%) and
hypochondriac delusions (58%) [6].

A classical description of the course of
Cotard’s syndrome is given by Enoch and
Trethowan [8]: “In its early stages Cotard’s
syndrome is characterised by a vague feeling of
anxiety, with a varying time-span from weeks
to years. This anxious state gradually aug-
ments and can result in nihilistic delusions,
where denial of life or denial of body parts are
the prominent features.” A preoccupation with
guilt, despair and death are core symptoms
8]. In these patients, there is an increased ten-
dency to automutilation and suicidal behavior
18]. Evolution to the ‘manic Cotard’s syndrome’
or ‘délire d’énormité’ (a delusion of massive
increase of body measures) can be present [8].
Since this syndrome occurs in association with
other psychotic states, symptoms of these spe-
cific disorders are present [8]. Since Cotard’s
syndrome can be seen as a phenomenologic
feature in another disorder, the duration can
differ from weeks to years [9].

In his proposal for staging Cotard’s syn-
drome, Yamada defined three stages: the ger-
mination stage; the blooming stage; and the
chronic stage [10]. Characteristic symptoms
of the germination stage are hypochondria,
cenesthopathy and depressive mood. In his pro-
posal, it is not yet possible to make the diagnosis
of Cotard’s syndrome in this stage. The typical
features of Cotard’s syndrome (nihilistic delu-
sions and delusions of immortality together with
anxiety and negativism) appear in the bloom-
ing stage. When the syndrome evolves to the
chronic stage, two different types are differenti-
ated: the depressive type with persistent distur-
bances; and the paranoid type, where depressive
symptoms are less prominent [10]. Evidence for
this hypothesis is limited, and only supported
by two case reports [10,11].

Epidemiology

Good epidemiologic data about the syndrome
are not available. There are a few studies avail-
able, although only a very limited number of
cases include Cotard’s syndrome.

A prevalence study in a selected psycho-
geriatric population in Hong Kong found
Cotard’s syndrome in two out of 349 patients.
A prevalence of 3.2% was reached when only
severely depressed elderly were included [12]. In a
Mexican sample (screened over a 2-year period)
of primary psychiatric patients, 0.62% (n = 3)
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of patients had Cotard’s syndrome. Using
the same methodology as above, 0.11%
(n = 1) of patients had Cotard’s syndrome in
a sample of neurological patients with mental
disturbances [13].

The likelihood of developing Cotard’s delu-
sion appears to increase with age [14]. A mean
age of 56 years old was found in an analysis of
100 cases (6], and more recently, a mean age of
47.7 years was found in an analysis of 138 case
reports [15]. Women seem to be more vulner-
able than men [8]. The syndrome is found in
different ethnic groups [14]. The presence of
Cotard’s syndrome in people under 25 years of
age was described to be associated with bipolar
disorder [15].

Cotard’s syndrome is currently concept-
ualized as part of an underlying disorder. Several
psychiatric and somatic diseases have been asso-
ciated with the syndrome. Unipolar and bipolar
depressions are the most common associated psy-
chiatric disorders, but psychotic disorder is also
frequently reported [s]. In a recent review, several
organic conditions were listed: dementia; major
depressive episode in mild cognitive impair-
ment; depression in frontotemporal atrophy;
severe mental retardation; typhoid fever; cerebral
infarction; superior sagittal sinus thrombosis;
brain tumors; temporal lobe epilepsy; limbic epi-
leptic insults; postictal depression; cerebral arte-
riovenous malformation with and without epi-
lepsy; migraine; Laurence—Moon—BardetBied!
syndrome; multiple sclerosis; Parkinson’s dis-
ease; brain injury; noninfectious complications
of heart transplantation; consequences of adverse
drug reaction to acyclovir and valacyclovir; and
herpetic or nonherpetic encephalitis [5]. More
recently, case reports of Cotard’s syndrome in
semantic dementia [16] and tuberculosis infection
in an HIV patient (17] have been published.

Etiology & pathogenesis

® Neuro-imaging

Most neuro-imaging data show no gross struc-
tural changes in the brain in Cotard’s syndrome
(14]. It has also been observed that right frontal
damage has commonly occurred in cases of delu-
sional misidentification (including Cotard’s syn-
drome). However, left lesions are also described.
Using molecular neuro-imaging modalities, not
all studies show right-sided hypofunctionallity
(14,18]. There seems to be a correlation between
prefrontal dysfunction and nihilistic beliefs in
neurological patients [14].
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m Psychological & neuropsychological
factors
In a traditional view, a depersonalization pheno-
menon was reported as an essential step in the
development of Cotard’s syndrome by Séglas
(1887) [3]. Alheid elaborated depersonaliza-
tion in the Cotard’s syndrome context using
the German terminology ‘Leib’ (body for me)
and ‘Korper’ (body as such). Depersonalization
may occur when ‘Kérper’ prevails over ‘Leib’,
and when the body is less associated with the
self (‘Leib’). However, in depersonalization, the
patient feels like they are dead (indifference of
affect) while in Cotard’s syndrome the patient
is convinced they are dead (lack of feeling) (8.19].
It is believed that personality characteris-
tics have an essential role in the development
of Cotard’s syndrome [2,8]. The neuropsycho-
logical origin of Cotard’s delusion is supposed
to be related to a dysfunction of an information
processing subsystem where face and body rec-
ognition is associated with a changed affective
component (or changed feeling of familiarity).
When this affective component is lacking, the
patients may experience a feeling of derealization
and depersonalization [20]. For several misiden-
tification syndromes, especially Capgras’ syn-
drome (a delusion where familiar persons are
replaced by identical imposters), this hypothesis
is supported [21-23]. In studies on face recogni-
tion tasks with skin conductance response as an
outcome measure for the affective component,
the differential autonomic response to familiar
faces compared with unknown faces is absent
in patients with Capgras’ syndrome [22,23]. Tak-
ing this mechanism into account for Cotard’s
syndrome, two explanations were proposed.
First, a difference in attributional style between
Cotard’s and Capgras patients could be respon-
sible for a different phenomenology of a possible
identical lesion. Patients with a more internal
attributional style (which is often co-occuring
with depression) are proposed to be more vulner-
able to develop Cotard’s syndrome, while those
with a more external attributional style (which
is often co-occuring with paranoia) are more
prone to develop Capgras’ syndrome [24]. This
hypothesis was empirically supported in one case
that reported significantly higher scores on two
attribution bias indices compared with control
subjects [25]. On the other hand, co-occurrence
of both Cotard’s syndrome and Capgras’ syn-
drome has been reported. A combination of
attribution styles in these patients is proposed,
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in that they are both depressed and paranoid,
or suffering from delusions about self-identity
and the identity of others. For this hypothesis,
evidence-based proof is lacking [5]. As part of this
attribution hypothesis, delusional patients, like
normal people, interpret perceptual phenom-
ena in the light of a set of background beliefs
whose structure is a product of social/contextual
influences and individual psychological disposi-
tions [24]. In the second explanation, a lack of
autonomic response in Cotard’s syndrome is
suggested (but still hypothetical since no data
about autonomic response in these patients have
been published), whereas in Capgras’ syndrome
this lack of response is limited to familiar face
recognition (or familiar persons) [26,27].

In most neuropsychological models, the idea of
a changed affective component is incorporated,
but the role they account for it differs.

One-stage model

In the one-stage model, the difference between
normal and delusional subjects consists of per-
ceptual or other malfunctions that produce an
anomalous experience, and this anomalous expe-
rience gives the subject good evidence for their
delusional belief [24]. Formation of the delusional
belief is a rational process [28].

Two-stage model

In the two-stage model the perceptual or other
malfunction is not enough for a delusional dis-
order. There are known disorders (e.g., pure
autonomic failure as a comparator for Cotard’s
syndrome) where patients have this perceptual
anomalous experience, but do not develop a delu-
sional disorder. This second factor is responsible
for the failure to reject the hypothesis (e.g., “Tam
dead” as an explanation for the lack of feeling of
familiarity to anything) despite the presence of
(often overwhelming) evidence against it [26.27].
The two-stage explanation claims an anoma-
lous experience at the first stage and some form
of cognitive disruption at the second [28]. The
importance of the right dorsolateral cortex for the
hypothesis of this second factor was demonstrated
with functional MRI [29-31]. It has also been
observed that right frontal damage commonly
occurs in cases of delusional misidentification
(including Cotard’s syndrome) [14.26].

Expressive theory

According to the expressive therory, the delu-
sional subject is not expressing beliefs at all
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because a proposition so clearly falsified by
other facts available to the subject, and hence
disqualified by the proper application of proce-
dural rationality, cannot be sincerely believed.
They use what we might call the language of
beliefs to express the bizarre and disorienting
nature of the experience [24]. Support for this
theory is rather limited.

Change in existential orientation

In this model, the explanation of delusions of
misidentification is grounded in changes to the
patient’s existential feeling, as proposed by Rat-
cliffe [28,32]. Here, the delusional content is sim-
ply an expression of a more general alteration in
existential feeling. Reasoning impairments are
embedded in a background of existential feeling,
rather than coming after an anomalous experi-
ence [28]. This contrasts with other more ‘spec-
tatorial models’ (the patient as a spectator of an
anomalous experience, where perceptions and
experiences are constructed as a kind of input
system through which perceptual contents are
presented) [28].

Interactionist model

In the interactionist model, a more bidirectional
account, with a greater emphasis on the patient’s
underlying phenomenal experience was pro-
posed. The classical top-down process explana-
tion of one- and two-stage models are integrated.
An interaction of top-down and bottom-up pro-
cesses to better explain the maintenance of the
delusional belief is put forward. In the bottom-
up process, once a belief is formed, it will affect
how the subject interprets the observational
data, and becomes predisposed to see what is
expected. It also places a greater emphasis on the
patient’s underlying phenomenal experience in
accounting for the specificity of the delusional
content [28].

In one Cotard patient, there is empirical data
supporting this bottom-up process: neuropsy-
chologic research with an emotional stroop
paradigm showed an attentional bias for words
related to death. The role of attentional bias is
to reinforce and maintain delusional beliefs by
constantly focusing the patient’s attention onto
any relevant information [33].

Treatment

Treatment should initially follow current treat-
ment guidelines from the DSM-IV-TR diag-
nosis, which Cotard’s syndrome forms part of.
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Several reports have been published, but no
randomized studies have been performed for
Cotard’s syndrome:

= The most commonly reported strategy is
electroconvulsive therapy [s]. In depressive
disorder with psychotic features this (often in
combination with pharmacotherapy) seems to
be the most supported strategy [s];

= Successful pharmacotherapeutic approaches
have also been published, mostly with anti-
depressants, antipsychotics or a combination

of both [5];

= Bipolar disorder should be considered in
patients under the age of 25 years [15);

= Special measures may be needed due to an
important risk of suicide [8].

Future perspective

Although Cotard’s syndrome is a phenomen-
ological diagnosis, not fitting in our current
classification system, in our opinion, Cotard’s
syndrome can be a phenomenological expression
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