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Table 1 : Metabolic and prion Diseases causing ataxia

1) B #E metabolic diseases :
* Hartnup disease
« maple syrup urine disease
= hyperammoninemia ;
= arginosuccinate acidemia

» carbamoylphosphate syntetase I deficiency

+ citrullinemia

* ornitine carbamoyl transferase deficiency

* biotinidase deficiency

* Wilson's disease

* abetalipoproteinemia

* hypobetalipoproteinemia

» Refsum disease

» cerebrotendinous xanthomatosis
» Niemann-Pick tvpe C

* metachromatic leukodysirophy
= hexosaminidase deficiency

* sialidosis

* galactosialidosis

» ceroid lipofuscinosis

= adrenoleukodystrophy

2) DNA 2%  DNA repaire adeficits ;

= ataxia telanglectasia
* xeroderma pigmentosum
» Cokayne syndrome

3) I b+2 ¥ F Y 7THEE mitochondria encephalomyopathy :
* NARP (Neuropathy, ataxia, retinitis pigmentosa)
* MELAS (mitochondria encephalomyopathy, lactic acidosis, stroke)
* MERRF (myoclonic epilepsy, ragged red {ibers)

* Kearn-Sayre syndrome

* PEO (progressive external ophthalmoplegia)

* Leigh’'s syndrome

4) 7 & 4§ prion disease :
* Creutzfeldt-Jakob disease
« Gerstmann-Staussler-Scheinker
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2) BHEYE/MIRERSE (CCA)
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g B IC R M NMMBSEIE (cortical cerebellar
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Table 2 : A list of spinocerebellar degeneration

HFbE

1. # U — 7SR (olivopontocerebellar atrophy : OPCA)
+ Shy-Drager 388 (Shy-Drager syndrome : SDS) ”
» SRSV ZENEE (striatonigral degeneration : SNI) #
. BT/ NREEHIE (corticaleerebellar CCA) LA
3. Machado-Joseph ¥ (Machado-Joseph disease : MJD) Btk
« S3CA-3 (spinocerebellar ataxia-3) i
4 BEMA ) - TE/MNERTE (hereditary OPCA) VLR PR
+ SCA-1 “
*« SCA-2 #:
« SCA-4 ”
* SCA-5 #
* SCA-6 .
* SCA-T W
5, H{tEE M/ DNERAE (Holmes type of CCA) B
6. HREKEGREEE AL (AZIE (dentatorubular palidoluysian
atrophy : DRPLA) #
7. Bt eHER (familial spastic paraplegia : FSP) BB
8. Friedreich #2J#iE (Friedreich's ataxia) Hitlin
s U F 3 Y ERFIERN S A (ataxia with vitamin E
deficiency) #
AR T LT I VFEAE D SlE (ataxia with
hypoalubuminemia) 4
9, Ol others :
» LB (nfantile ataxia : SCA-8)
« ataxia with sideroblastic anemia ek

B

g. 1-A : MRI (T1) of the brain of an OPCA patient showed atrophy
of the cerebellum and pons, especially at pontine base.

Fig. 1-B : An axial view of the brain MRI (T1) also showed atrophy
of the pontine base (same patient}.
Fig. 1-C: A T2 weighted MRI of an OPCA patient showed a cross mark

*K
&

at the pontin base, which is a very characteristic feature of
MSA.
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Fig. 2-A : MRI (T1) of a patient with SND showed cerebellar atrophy. But normal
appearance of the brainstem.

TFig. 2-B: A T2 weighted MRI of the brain of a patient with SND showed low
intensity lesions in the lateral portion of the bilateral striatum.

Fig. 3: MRI of the brain of a patient with Fig. 4: MRI of the brain of a patient with
CCA showed slight atrophv of the MJD showed atrophy of the tegmentum
cerebellum, of the bramstem.
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