
2016 35 - -

Agrammatic type of primary progressive aphasia

Primary progressive aphasia (PPA) is a language disorder that shows changes in the ability to speak, read, write and understand as-
sociated with a disease process that causes fronto-temporal atrophy. PPA can be divided into three types according to the clinical 
features including semantic variant PPA, logopenic variant PPA, and nonfluent agrammatic PPA. Patients with naPPA presents as the 
deterioration in their ability to produce speech. Patients first become hesitant in their speech, begin to talk less, and eventually be-
come mute. The show hesitant and effortful speech, however, the comprehension ability is preserved relatively and most people 
maintain the ability to care for themselves for a few years after onset of the disease. Typical cortical atrophic changes in left inferior 
frontal insula and anterior superior temporal areas are shown in patients with naPPA. To help differentiation between naPPA and 
other types of PPA, the clinical features and recent studies of naPPA will be reviewed in this article. 
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Table 1. Inclusion and exclusion criteria for the diagnosis of PPA: Based on criteria by Mesulam

Inclusion: criteria 1-3 must be answered positively

1. Most prominent clinical feature is difficulty with language

2. These deficits are the principal cause of impaired daily living activities

3. Aphasia should be the most prominent deficit at symptom onset and for the initial phases of the disease

Exclusion: criteria 1-4 must be answered negatively for a PPA diagnosis

1. Pattern of deficits is better accounted for by other nondegenerative nervous system or medical disorders

2. Cognitive disturbance is better accounted for by a psychiatric diagnosis

3. Prominent initial episodic memory, visual memory, and visuoperceptual impairments

4. Prominent, initial behavioral disturbance

PPA primary progressive aphasia.
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Table 2. Clinical diagnosis of nonfluent/agrammatic variant PPA

I. Clinical diagnosis of nonfluent/agrammatic variant PPA

At least one of the following core features must be present:

1. Agrammatism in language production

2. Effortful, halting speech with inconsistent speech sound errors and distortions (apraxia of speech)

At least 2 of 3 of the following other features must be present:

1. Impaired comprehension of syntactically complex sentences

2. Spared single-word comprehension

3. Spared object knowledge

II. Imaging-supported nonfluent/agrammatic variant diagnosis

Both of the following criteria must be present:

1. Clinical diagnosis of nonfluent/agrammatic variant PPA

2. Imaging must show one or more of the following results:

a. Predominant left posterior fronto-insular atrophy on MRI or

b. Predominant left posterior fronto-insular hypoperfusion or hypometabolism on SPECT or PET

III. Nonfluent/agrammatic variant PPA with definite pathology

Clinical diagnosis (criterion 1 below) and either criterion 2 or 3 must be present:

1. Clinical diagnosis of nonfluent/agrammatic variant PPA

2. Histopathologic evidence of a specific neurodegenerative pathology (e.g. FTLD-tau, FTLD-TDP, AD, other)

3. Presence of a known pathogenic mutation

AD Alzheimer's disease; FTLD frontotemporal lobar degeneration; PPA primary progressive aphasia.
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