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Creutzfeldt-Jakob
disease

WHO criteria for probable sporadic CJD are as follows;

1. Progressive dementia

2. At least two of the following four:

A. Myoclonus

B. Visual or cerebellar signs or symptoms

C. Pyramidal or extrapyramidal signs or symptoms

D. Akinetic mutism

3. A typical EEG during an illness of any duration, and/or
a positive 14-3-3 CSF assay with a clinical duration to
death less than two years

4. Routine investigations should not suggest an alternative
diagnosis

Possible CJD is defined by these criteria and the absence
of EEG or CSF changes.

However, a definitive diagnosis requires these features in
combination with one or more of the following
neuropathologic findings;

1. Loss of neurons, gliosis, spongiform degeneration, or
plaques  positive  for  PrPsc(scrapie  associated  prion
protein) on histopathologic of brain tissue

2. Positive PrPSc staining following pretreatment of brain
tissue with proteinase K to destroy PcPc(cellular prion
protein) reactivity

3. Positive histoblotting of brain tissue extracts for PrPsc
after treatment with proteinase to destroy PrPc reactivity

(@ or
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4.  Transmission of  characteristic = neurodegenerative
disease to experimental animals
5. Demonstration of PRNP(prion protein gene) gene
mutations
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e 5 A% 75
HZEel o4 A= | HAIEHIY, HAFEHGTESD, B HEAAPTERTZGolA
Malignant neoplasm | H® &<l
C71.7 of brain stem MY ol FY AET o AE YHAE B3t o= <3|
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I. classiccal, severe type. loss of acquired neurologic abilities,
seizure, ataxia, Addison’d disease, degeneration of visual and
auditory function
II. another form. spinal cord dysfunction
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5 gad 52 A
2271 (-fAP(a4)
E76.2 T3 F B2 oA galactose 6-sulfatase, beta-galactosidase®] 2
(V117) Morquio syndrome @, ® @ and ®
(-like, classic)
n 2 B -2 (3 B)(F
E76.2 ) ST i
V117) Maroteaux-Lamy B4 A arylsulfatase BS] 23 @, ® @ and ®
(mild)(severe)
syndrome
H Ef-= FF 424
g A ) '
I(E\Zfli) JZL—iGITJ CTJI’OIH fase TR0 A beta-glucuronidase®] 23 2. 6 @ and G
deficiency
M.V VI.VI& g4 sulfamidase, N-acetyl-alpha-D-glucosaminidase,
£76.2 o E}ﬂe _;_ Acetyl-CoA: Alpha-glucosaminide N-acetyltransferase,
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Ha7|FH G A Hte 8 m=E Ao Wy sl A}
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G610 9 AED RS | 34 2 olgAd R AIPste A AA S
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gﬂiAﬁ—a—.—iL Fe BolHA oldd F4E YEd F e oE A1EEH
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G71.1 ARAR o285 | FH =&8R F Z0AF0] AzEe 94 7z B¢ A% | 6,
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