Table I - Clinical manifestations in classic and atypical Fabry disease (2)

Manifestation

Classic phenotype [1]

Cardiac variant [11]

Renal variant [10]

Age at onset 4-10 years [40 years [20 years
Average age at death 40-50 years [60 years [60 years
Angiokeratomas Present Absent Absent
Acroparathesias/hypohidrosis Present Absent Present/absent
Cornea verticillata/lenticular opacity Present Absent Absent
Brain Stroke/TIA Absent Absent
Kidney Proteinuria to ESRD Proteinuria ESRD
Heart LVH/ischemia LVVH/cardiomyopathy LVH

Residual a-Gal A enzyme activity

\1 % normal value

1 % normal value

1 % normal value

LVH, left ventricular hypertrophy; TIA, transient ischemic attack; ESRD, end stage renal disease




