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CORTICO-BASAL GANGLIONIC DEGENERATION

A CASE REPORT

J. TEQTONIO DE OLIVEIRA — FRANCISCO E. COTA CARDOSO

SUMMARY — The case of a Brazilian patient with cortico-basal ganglionic degeneration
(CBGD) is presented. Since three years ago, a 7l-year old male displays asymmetric ideomotor
apraxia, gait apraxia, cortical sensory impairment, myoclonus, limp dystonia and rigidity. His
mental status is spared. There is neither consanguinity nor similar cases in his family. The
differential diagnosis of CBGD is discussed. A brief review of the literature is made stressing
the clinical and pathological features of CBGD. This disease is poorly known and probably
underdiagnosed. Its diagnosis can be safely made based on clinical grounds.
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PDegeneragiio ganglionar cortico-basal: registro de caso.

RESUMO -— % apresentado o caso de um paciente brasileiro com degeneracfio ebrtico-ganglio-
nar basal (DCGB). HA trés anos um homem de 71 anos de idade apresenta-se com apraxia
ideomotora, apraxia de mmarcha, déficit sensitivo cortical, rigidez, mioclonias e distonia apen-
dicular., Todos estez sinais sfio assimétricos. Seu estado mental estd preservado. Ndo hi con-
sangliinidade ou casos semelhantes na familia. O diagnéstico diferencial desta nova entidade é
discutido. Também ¢&é feita breve revisiio da literatura, dando é&énfase aos aspectos clinicos e
patoiégicos da DCGRB. Esta doenca é mal conhecida e, possivelmente, pouco diagnosticada. O
diagnéstico pode ser feito, com seguranca, baseado em dados clinicos.

PALAVRAS-CHAVE: degeneracic cortico ganglionar basal, diagnéstico clinico, conduta.

Watts et al.20, in 1985, coined the term cortico-basal ganglionic degeneration
(CBGD) to designate a disease characterized by involvement of basal ganglia and
specific cerebral cortical regions. However, the clinical and pathological features of
this entity was recognized in 1968 by Rebeiz and colieagues 16, Since then, over
twenty cases have been described 6. We report on a Brazilian patient with CBGD.

CASE REPORT

MGB, 71 years-old, male, retired. At the age of 68, the patient noticed that his right
leg was clumsy and stiff, leading to frequent falls. The gait difficulties kept increasing and by
the age of 69 he was unable to walk without assistance. By this time, the right upper and the
left lower limbs became also involved. From then on, he has been confined fo a wheelchair.
In the last two years his disease has been slowly but relentlessly progressive. On attempting
to walk, his legs won't move and there is a tendency to fall backwards. It has become impos-
sible for him to write and take food to the mouth with his right arm. He complains that the
right side of his body does not obbey his mind. Additionally, abnormal movements have
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appeared in the right leg. He described them as involuntary spasms which produce flexion
of the knee and the hip. These movements were particularly frequent at night, interfering
with his sleep. Thore were no sphincter disturbances. Except for poliomyelitis in childhood,
which resulted in a sequela in the left leg, and mansoni schistosomiasis previously treated, his
past history was unremarkable. Consanguinity and similar cases in his family were denied.

At the time of examination, he was depressed but collaborative. His general examination
was normal. He had a score of zero on the 6-item test of orientation-memory-concentration 9
and of 26 points on the minimental status examination 3. In the latter he had problems with
tasks requiring writing and drawing. The cranial nerves, including fundus oculi and the
external ocular motility, were spared. The mandibular reflexes were exacerbated. The glabelar,
snout, palmomental reflexes, and an intense bilateral grasp were observed. The alien limb
gign was noted in the right arm, which also displayed a dystonic posture. Action myoclonus
was present in both legs and reflex myoclonus was noted in the right side of the body, i.e,
there was a clearcut dissociation between the performance of voluntary and automatic mo-
vements. The former, impaired; the latter, intact. Attempts to move the left leg evoked in-
voluntary and similar movements in the right leg. Due to severe gait apraxia, the patient
could not walk. The muscle strength was normal, except for the distal lower Ileft limb
muscles, which were atrophic and weak due to poliomyelitis. The deep reflexes were normal
and the plantar responses were equivocal. The pressure, pain, and temperature sensation
were spared. There were mild hypopallesthesia, severe hypographesthesia, and hypobaresthesia
in the right limbs. The hand-face test was positive in the right.

Two cerebral computed tomographies, in the first and in the third year of the disease,
were normal, as well as routine hematological and biochemical tests. A levodopa/carbidopa
trial was ineffective in relieving patient’s problems.

COMMENTS

Our patient shows features suggestive of cortical and basal ganglia injury.
A distinctive characteristic of his disease is its asymmetry. The right side of the
body was much more involved. The preservation of basic sensations with loss of
cortical modalities indicates parietal lobe lesion2. Injuries to this region can cause
apraxia, although it can also result from secondary motor areas involvement2. Focal
action and reflex myoclonus are commonly from cortical origin13. The genesis of
alien limb is not clear but it seems to express parietal lesion6. In spite of its patho-
genesis still being disputed, dystonia is usually associated with basal ganglia lesions 8.

Several diseases can combine cortical and basal ganglionic features. Among
them are Alzheimer’s disease, Pick’s disease, prions-related disorders, multiple system
atrophy, progressive supranuclear palsy, and CBGD 6. Obviously, the patient does not
meet the diagnostic criteria of Alzheimer’s disease1l. The lack of dementia, defined
by the patient’'s score on the 6-item test of orientation-concentration-memory 9 and on
the minimental status examination 3, makes this diagnosis impossible. However, non-
Alzheimer’s disease forms of cerebral atrophy have been recently described. They
include dementia of frontal-lobe type and lobar atrophy12. But both are characte-
rized by absence of subcortical signs, and are thought to represent focal forms of
Alzheimer’s disease 7.12, Diffuse Lewy body disease has been growingly recognized
as cause of simultaneous cortical and subcortical injury 12. However, its evolution is
often characterized by dementia and dysautonomia 10, The normal mental status rules
out Pick’s disease or prions-related disorders. The former usually displays severe
temporal signs, and extrapyramidal involvement is not prominentl, Although Creutz-
feldt Jakob disease is often accompanied by myoclonus, its cause is invariably rapid
and with severe demential4. In multiple system atrophy, cortical involvement is
seldom found and its clinical expressions are quite different from the picture of our
patient 15, Progressive supranuclear palsy requires for its diagnosis the presence of
down-gaze supranuclear ophthalmoplegia 5. Other features of this disease, also absent
in our patient, are dementia, pseudobulbar palsy, and axial dystonia.

CBGD is a disease characterized by asymmetric involvement of parietal lobes,
expressed by loss of cortical sensation and apraxia1.6,16-18, The alien limb is an
invariable finding in this disorder 6,18, Extrapyramidal manifestations like myoclonus,
dystonia, and rigidity are common findings of CBGD 4.6,17,18, [ts course is relentlessly
progressive, slow, and exquisitely characterized by sparing of the mental status until
the late stages of the disease 4.6,16,18, Pathologically, there is cortical, striatal, and
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nigral lesions consisting of neuronal dropout as well as features of swelling, pallor,
and achromasia 6.16-18, Another striking characteristics are the asymmeiric distribution
of the lesions and the presence of eosinophilic cytoplasmatic inclusions 4.6,16, which
were termed corticobasal inclusions by Gibb et al.4. These authors stress that these
inclusions are unique to CBGD and conclude that, in spite of neuropathological simi-
larities to Pick’s disease, the features of CBGD are distinct. Several drugs, like
levodopa, bromocriptine, trihexyphenidyl, benztropine, ethopropazine, amantadine, pro-
panolol, diazepam, clonazepam, valproic acid, baclofen, dantrolene sodium and pira-
cetam have been used with little or no success in treating these patients 6,18, Qur pa-
tient is still alive. But comparing his clinical characteristics with the data found in
the literature, we can reliably conclude that his diagnosis is CBGD. Several au-
thors 6,17-19 emphasize that this disease can be readily diagnosed on the basis of
clinical findings alone. CBGD is a poorly known and likely misdiagnosed disorder 19.
The increasing knowledge of its features will probably lead to recognition of cases.

REFERENCES
1. Case Records of the Massachussets General Hospital. Case 38, 1985. N Engl J Med 1985,
313:739-748.
2. DeJong RN. The Neurologic Examination. Ed 4. Philadelphia: Huarper & Row, 1987,
p 73-T7.

3. Folstein MF, Folstein SE, McHugh PR. Minimental state: a practical method for grading
the cognition state for the clinician. J Psychiat Res 1975, 12:189-198.

4. Gibb WRG, Luthert PJ, Marsden CD. Corticobasal degeneration. Bfain 1989, 112:1171-1192.

5. Golbe LI, Davis PH. Progressive supranuclear palsy: recent advances. In: Jankovic J,
Tolosa E (eds): Parkinson's Disease and Movement Disorders. Baltimore: TUrban &
S8chwarzenberg, 1988, p 121-130.

6. Greene PE, Fahn 8, Lang AE, Watts RL, Eidelberg D, Powers JM. What is it? Case 1,
1990: Progressive unilateral rigidity, bradykinesia, tremulousness, and apraxia, leading to
fixed postural deformity of the involved limb. Mov Disord 1990, 5:341-351.

7. Jagust WJ, Davies P, Tiller-Borcich JK, Reed BR. Focal Alzheimer’'s disease. Neurology
1990, 40:14-19.

8. Jankovic J, Fahn 8. Dystonic syndromes. In: Jankovic :J Tolosa E (eds.): Parkinson’s
Disease and Movement Disorders. Baltimore: Urban & Schwarzenberg, 1988 p 283-314.

9. Katzman R, Brown T, Fuld P, Peck A, Schechter R, Schimmel H. Validation of a short
orientation-memory-concentration test of cognitive impairment. Am J Psychiat 1983, 140:734-
739.

10. Lewis AJ, Gawel MJ. Diffuse Lewy body disease with dementia and oculomotor dys-
function. Mov Disord 1990, 5:143-147.

11 McKhann G, Drachman D, Folstein M, Katzman R, Price D, Stadlan EM. Clinical diagnosis
of Alzheimer’'s disease: report of the NINCDS-ADRDA work group under the auspices of
Department of Health and Human Services Task Force on Alzheimer's Disease. Neurology
1984, 34:939-944.

12, Neary D. Non-Alzheimer’s disease forms of cerebral atrophy. J Neurol Neurosurg Psychiat
1990, 13:929-1931.

13. Obeso JA, Artieda JA, Marsden CD. Different clinical presentations of myoclonus. In:
Jankovic J, Tolosa E (eds): Parkinson’s Disease and Movement Disorders. Baltimore:
Urban & Schwarzenberg, 1988, p 263-274.

14. Prusiner SB. Prions and neurodegenerative diseases. N Engl J Med 1987, 317:1571-1581.

15. Quinn N. Multiple system atrophy: the nature of the beast. J Neurol Neurosurg Psychiat
1989 (Special Suppl) :78-89.

16. Rebetz JJ, Kolodny EH, Richardson EP. Corticodentatonigral degeneration with neuronal
achromasia. Arch Neurol 1968, 18:20-33.

17. Riley DE, Lang AE. Corticobasal ganglionic degeneration: further observations in six
additional cases. Neurology 1988, 38 (Suppl 1):360.

18. Riley DE, Lang AE, Lewis A, Resch L, Ashby P, Horny Kiewicz D, Black S. Cortical-basal
ganglionic degeneration. Neurology 1990, 40:1203-1212.

19. Watts RL, Mirra SS, Young RR, Burger PC, Villier JA, Heyman A. Cortico-basal gan-
glionic degeneration with neuronal achromasia: clinical-pathologiecal study ot two cases.
Neurology 1989, 39(Suppl 1):140.

20 Watts RL, Williams RS, Growdon JD, Young RR, Haley EQ Jr, Beal MF. Cortico-basal
ganglionic degeneration. Neurology 1985, 35(Suppl 1):178.



