Peripheral neuropathy:

A hint to suspect Fabry disease
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Intensity, location and frequency of Fabry-specific pain, in all participants and by sex

Pain domain

Intensity?
None to mild
Moderate
Severe
Location
Hands and feet with abdominal pain
Hands and feet without abdominal pain
No pain in hands and feet with or without abdominal pain
Frequency
Frequent®
Once or twice per month
Once or twice per year
No pain
Other

Two participants who preferred not to indicate their sex were not included in the per-sex analysis

@Pain intensity ratings (scale 0-10): none to mild: 0-3; moderate: 4-7; severe: 8-10

All (n = 367) Male (n = 120) Female (n = 245)
n % n % n %
76 20.7 21 17.5 55 224
159 43.3 53 44.2 105 42.9
132 36.0 46 38.3 85 34.7
223 60.8 76 63.3 145 59.2
86 234 31 25.8 55 224
58 15.8 13 10.8 45 18.4
199 54.2 71 59.2 128 52.2
86 234 27 225 58 23.7
23 6.3 4 3%3 18 7.3
30 8.2 7 5.8 23 9.4
29 7.9 11 9.2 18 7.3

SFrequent pain was defined as (1) consistent pain every day, (2) daily pain that varied in severity throughout the day, (3) consistent

pain throughout most of the week with 1-2 days relief, or (4) pain at its worst 1-2 days per week, but otherwise manageable

Domsuwne

anwazaimsianlugilalsanius

Morand O, et al. Adv Ther. 2019;36(10):2866-80.

4 el




Fig 1.— Longitudinal semithin section from sural nerve, stained
with toluidine blue, showing lipid granules in perineurial cells.
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Fig 5.— Degenerating thin myelinated fiber, showing adaxonal
Schwann cell cytoplasm containing myelin debris (MD)
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2.— Cross section from sural nerve, showing
lamellated bodies in perineurial cells (arrows). EN
indicates endoneurial space.
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Fig 3.— Cross section of endoneurial vessel. Lamellated
bodies in endothelial (EC) and perithelial (PC) cells.
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1. Throughout our lives, most of us have had pain from time to time (such as minor
headaches, sprains, and toothaches). Have you had pain other than these every-

7. What treatments or medications are you receiving for your pain?

day kinds of pain today?

1. Yes 2. No

2. Onthe diagram, shade in the areas where you feel pain. Put an X on the area that
hurts the most.

you have received,

No
Relief

interfered with your.

8. Inthe last 24 hours, how much relief have pain treatments or medications

provided? Please circle the one percentage that most shows how much

0% 10% 20% 30% 40% 50% 60% 70% 80% 90% 100%

Circle the one number that describes how, during the past 24 hours, pain has

Symptoms and Quality of Life in Patients
with Fabry Disease: Results from an
International Patient Survey. Adv Ther.
2019;36(10):2866-80.
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