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PART 2

Bilateral parietal lesions can impair the integration of egocentric
with allocentric spatial coordinates. One manifestation is dressing
apraxia. A patient with this condition is unable to align the body axis
with the axis of the garment and can be seen struggling as he or she
holds a coat from its bottom or extends his or her arm into a fold of
the garment rather than into its sleeve. Lesions that involve the posterior parietal cortex also lead to severe difficulties in copying simple
line drawings. This is known as a construction apraxia and is much
more severe if the lesion is in the right hemisphere. In some patients
with right hemisphere lesions, the drawing difficulties are confined to
the left side of the figure and represent a manifestation of hemispatial
neglect; in others, there is a more universal deficit in reproducing contours and three-dimensional perspective. Impairments of route finding can be included in this group of disorders, which reflect an inability
to orient the self with respect to external objects and landmarks.

Cardinal Manifestations and Presentation of Diseases

Causes of Spatial Disorientation Cerebrovascular lesions and neoplasms
in the right hemisphere are common causes of hemispatial neglect.
Depending on the site of the lesion, a patient with neglect also may
have hemiparesis, hemihypesthesia, and hemianopia on the left, but
these are not invariant findings. The majority of these patients display
considerable improvement of hemispatial neglect, usually within the
first several weeks. Bálint’s syndrome, dressing apraxia, and route finding impairments are more likely to result from bilateral dorsal parietal
lesions; common settings for acute onset include watershed infarction
between the middle and posterior cerebral artery territories, hypoglycemia, and sagittal sinus thrombosis.
A progressive form of spatial disorientation, known as the posterior
cortical atrophy syndrome, most commonly represents a variant of AD
with unusual concentrations of neurofibrillary degeneration in the
parieto-occipital cortex and the superior colliculus. The patient displays a progressive hemispatial neglect or Bálint’s syndrome, usually
accompanied by dressing and construction apraxia. The corticobasal
syndrome, which can be caused by AD or FTLD pathology, can also
lead to a progressive left hemineglect syndrome. Both syndromes can
impair route finding.

THE OCCIPITOTEMPORAL NETWORK FOR FACE
AND OBJECT RECOGNITION
A patient with prosopagnosia cannot recognize familiar faces, including, sometimes, the reflection of his or her own face in the mirror.
This is not a perceptual deficit because prosopagnosic patients easily
can tell whether two faces are identical. Furthermore, a prosopagnosic
patient who cannot recognize a familiar face by visual inspection alone
can use auditory cues to reach appropriate recognition if allowed to
listen to the person’s voice. The deficit in prosopagnosia is therefore
modality-specific and reflects the existence of a lesion that prevents the
activation of otherwise intact multimodal templates by relevant visual
input. Prosopagnosic patients characteristically have no difficulty
with the generic identification of a face as a face or a car as a car, but
may not recognize the identity of an individual face or the make of an
individual car. This reflects a visual recognition deficit for proprietary
features that characterize individual members of an object class. When
recognition problems become more generalized and extend to the
generic identification of common objects, the condition is known as
visual object agnosia. A patient with anomia cannot name the object
but can describe its use. In contrast, a patient with visual agnosia is
unable either to name a visually presented object or to describe its
use. Face and object recognition disorders also can result from the
simultanagnosia of Bálint’s syndrome, in which case they are known as
apperceptive agnosias as opposed to the associative agnosias that result
from inferior temporal lobe lesions.
CAUSES
The characteristic lesions in prosopagnosia and visual object agnosia
of acute onset consist of bilateral infarctions in the territory of the
posterior cerebral arteries. Associated deficits can include visual field
defects (especially superior quadrantanopias) and a centrally based
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color blindness known as achromatopsia. Rarely, the responsible
lesion is unilateral. In such cases, prosopagnosia is associated with
lesions in the right hemisphere, and object agnosia with lesions in the
left. Degenerative diseases of anterior and inferior temporal cortex can
cause progressive associative prosopagnosia and object agnosia. The
combination of progressive associative agnosia and a fluent aphasia
is known as semantic dementia. Patients with semantic dementia fail
to recognize faces and objects and cannot understand the meaning
of words denoting objects. This needs to be differentiated from the
semantic type of PPA where there is severe impairment in understanding words that denote objects and in naming faces and objects but a
relative preservation of face and object recognition.

LIMBIC NETWORK FOR MEMORY AND AMNESIA
Limbic and paralimbic areas (such as the hippocampus, amygdala,
and entorhinal cortex), the anterior and medial nuclei of the thalamus,
the medial and basal parts of the striatum, and the hypothalamus collectively constitute a distributed network known as the limbic system.
The behavioral affiliations of this network include the coordination
of emotion, motivation, autonomic tone, and endocrine function.
An additional area of specialization for the limbic network and the
one that is of most relevance to clinical practice is that of declarative
(explicit) memory for recent episodes and experiences. A disturbance
in this function is known as an amnestic state. In the absence of
deficits in motivation, attention, language, or visuospatial function,
the clinical diagnosis of a persistent global amnestic state is always
associated with bilateral damage to the limbic network, usually within
the hippocampo-entorhinal complex or the thalamus. Damage to the
limbic network does not necessarily destroy memories but interferes
with their conscious recall in coherent form. The individual fragments
of information remain preserved despite the limbic lesions and can
sustain what is known as implicit memory. For example, patients with
amnestic states can acquire new motor or perceptual skills even though
they may have no conscious knowledge of the experiences that led to
the acquisition of these skills.
The memory disturbance in the amnestic state is multimodal and
includes retrograde and anterograde components. The retrograde
amnesia involves an inability to recall experiences that occurred before
the onset of the amnestic state. Relatively recent events are more vulnerable to retrograde amnesia than are more remote and more extensively consolidated events. A patient who comes to the emergency
room complaining that he cannot remember his or her identity but
can remember the events of the previous day almost certainly does
not have a neurologic cause of memory disturbance. The second and
most important component of the amnestic state is the anterograde
amnesia, which indicates an inability to store, retain, and recall new
knowledge. Patients with amnestic states cannot remember what they
ate a few hours ago or the details of an important event they may have
experienced in the recent past. In the acute stages, there also may be a
tendency to fill in memory gaps with inaccurate, fabricated, and often
implausible information. This is known as confabulation. Patients with
the amnestic syndrome forget that they forget and tend to deny the
existence of a memory problem when questioned. Confabulation is
more common in cases where the underlying lesion also interferes with
parts of the frontal network, as in the case of the Wernicke-Korsakoff
syndrome or traumatic head injury.
CLINICAL EXAMINATION
A patient with an amnestic state is almost always disoriented, especially to time, and has little knowledge of current news. The anterograde component of an amnestic state can be tested with a list of four
to five words read aloud by the examiner up to five times or until the
patient can immediately repeat the entire list without an intervening
delay. The next phase of the recall occurs after a period of 5 to 10 min
during which the patient is engaged in other tasks. Amnestic patients
fail this phase of the task and may even forget that they were given a
list of words to remember. Accurate recognition of the words by multiple choice in a patient who cannot recall them indicates a less severe
memory disturbance that affects mostly the retrieval stage of memory.
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