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The aim of this chapter is to present the classification, types,
major risk factors, symptoms, applied diagnostic methods
and treatment procedures of the degenerative diseases of the
nervous system.

Introduction
According to our present knowledge, degenerative diseases are defined
as the group of nervous system disorders where the primary cause of
neuronal and glial cell death is in the nervous system, and other organ
systems are not or hardly affected.

The classification of these diseases is based on recent findings about
proteins forming neuronal, glial or extracellular inclusions. These
proteins are resistant to cellular proteases, so they are deposited and
accumulated in intra- or extracellular spaces. The secondary structure
of these proteins changes from alpha-helical into beta-sheet form,
which aggregates first in dimers, then in oligomers, finally forming
filamentous structures and become deposited in inclusion bodies. This
mechanism led to the naming of these diseases as conformational
diseases.

The majority of degenerative diseases leads to dementia and
parkinsonism or both, but motoneuron diseases (previously named as
amyotrophic lateralsclerosis) with primary damage to motoneurons
and spinocerebellar diseases with damage to the cerebellum and its
connections are also included. Although prion diseases are infectious
disorders, they are discussed here because of their pathomechanism
(conformational change of the prion protein). The symptoms and
classifications of dementias are also discussed in this chapter.

Degenerative parkinsonian syndromes and spinocerebellar
degenerations are discussed in other chapters.

Learning units of this chapter
This chapter of degenerative diseases is divided into the following
learning units (the required study time is given in brackets):

 

III./6.1. Symptoms of dementia (2 hours)

III./6.2. Alzheimer's disease (2 hours)

III./6.3. Diffuse Lewy body dementia (1 hour)

III./6.4. Frontotemporal dementias (1 hour)

III./6.5. Motoneuron diseases (1 hour)



III./6.6. Prion diseases (1 hour)

III./6.7. Summary

Practice tests (with the answers checked, 2 hours)

Recommendations for studying this learning material
As a first step, the reading of comprehensive sources (textbook
chapters, internet sources) is recommended. After repeating the
problematic points, the learning process is finished with the practice
tests.

It is optimal if the first reading of this learning material is done a week
before the lecture on degenerative diseases, so the information read in
the learning material is reinforced during the lecture, and the
problematic points of the material are recognized. The second reading
is recommended after the lecture, but before the practical bed-side
session dealing with degenerative diseases. Finally, the material should
be studied in depth before the end-of-semester exam.

Practice tests are single-choice questions or questions related to case
histories. It is recommended to solve all questions in one session. The
answers should be checked just after solving all the questions. Do not
use teaching materials when answering practice tests - use these when
searching for the correct answers after the correction of tests. At least
16 out of 20 questions should be answered correctly, in order to close
the preparation of this teaching unit.

Questions similar to the practice tests will be used at the end of the
second semester (theoretical test exam). The successful solution of the
practicing tests does not however guarantee a successful exam – it is
only for self-evaluation. For the exam, at least 60% of the questions
have to be answered correctly in order to pass.

Recommended references
English-language textbooks are recommended. Depending on
availability, the following textbooks are recommended:

Mumenthaler M. Neurology. Thieme Verlag, 2006.

The details of the physical examination are summarized in "Physical
examination in Neurology" by Szirmai, Arányi, Kovács and Kamondi.
(Aquincum kiadó, 2004).


