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Progressive non-fluent aphasia (PNFA) is a syndrome comprising loss of ability to commu-
nicate fluently with relative preservation of single word comprehension and other non-linguistic
abilities. It is now regarded as a subtype of Mesulam’s Primary progressive aphasia with many
different neuropathologic findings including Dementia Lacking Distinctive Histology (DLDH),
Pick's disease, Corticobasal degeneration, Creutzfeldt-dakob Disease and rarely Alzheimer's
disease. The clinical manifestation is characterized by prominent dysfluency with bucofacial
or speech apraxia often leading to mutism. Others like asymmetric motor sign or frontal releas-
ing signs can be observed. Brain imaging reveals profound left hemispheric dysfunction with
distinct involvement of the left insular and frontal opercular areas. Treatment is mainly symp-
tomatic. Speech therapy can be effective if appropriate. When behavior problem is present,
medical treatment is optional unless severe.
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Table 1. Diagnostic Criteria for Progressive Aphasia (PA)

|. Core Diagnostic Features
A. Insidious onset and gradual progression
B. Nonfluent spontaneous speech with at least one or the following:
Agrammatism, phonemic paraphasias, anomia
II. Supportive Diagnostic Features
A. Speech and Language
1. Stuttering or oral apraxia
2. Impaired repetition
3. Alexia or agraphia
4. Early preservation of word meaning
5. Late mutism
B. Behavior
1. Early preservation of social skills
2. Late behavioral changes similar to FTD
C. Physical signs: late contralateral primitive reflexes, akinesia
and tremor
D. Investigations
1. Neuropsychology: nonfluent aphasia in the absence of
severe amnesia or perceptuospatial disorder
2. Electroencephalography: normal or minor asymmetric slowing
3. Brain imaging (structural and/or functional): asymmetric
abnormality predominantly affecting dominant (usually left)
hemisphere
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Fig. 1. Diagram for relationship between PA and SD.

Fig. 2. Patient with PNFA showing asymmetric left perisylvian atro-
phy.
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Fig. 3. Astrocytic plagques are hallmarks of CBD. These are found
only in the cortical gray matter. Tau staining is restricted to the
distal portions of the astrocytic processes, resulting in ‘crown of
thorns’.
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