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Nerve Conducticn Study in Families of Peroneal Muscular Atrophy

Jae Ho Moon, M.D., Tae Im Yi M.D. and Seong Woong Kang, M.D.

Department of Rehabilitation Medicine, Yonsei University College of Medicine

The purpose of this study was to provide a guideline for early diagnosis and comprehen-
sive rehabilitative management including genetic counseling by means of clinical examina-
tion, medical and electrodiagnostic record of peroneal muscular atrophy patients and their
family reviewed. In addition, nerve conduction study were performed in cooperative family

members of patients.

The result of clinical and electrodiagnostic findings was compatible with peroneal mus-
cular atrophy in 4 families out of 8 families; 5 members of 21 family members.

As a conclusion, we strongly recommended the electrodiagnostic evaluation as a diagnos-
tic tool for the members of the patient’s family with or without clinical evidence of pero-
neal muscular atrophy, since it is found to be useful in the early detection of subclinical
peroneal muscular atrophy, and hence provide a proper guideline for genetic counseling of

the patient's family.
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Fig. 1. Pedigree of one family with PMA.

O female, not available for study, no evidence
of PMA disease

01 male, not available for study, no evidence of
PMA disease

L] male, not available for study, probably had
PMA disecase

¢) female, not available for study, probably had
PMA disease

M male, low conduction velocity

[N, male, dead at age of 68
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Table 1. Age and Sex Distribution at Diagaosis

No. of cases
Agelyrs) Total(%)
Male Female
0-9 1 0 1( 8.4)
10-19 2 0 2(16.6)
20-29 4 1 5{(41.8)
30-39 2 0 2(16.6)
40-49 2 0 2(16.6)
Total 11 1 12(100.0}

Table 2. Distribution of Age of Onset

Age of onset No. of cases
(yrs) Total(%)
Male Female
0-9 3 0 3(52.0}
10-19 5 1 6(50.0)
=20 3 0 3(25.0)
Total 11 1 12(100.0)

Table 3. Clinical Feature of Peroneal Muscular At-
rophy

Clinical feature No. of cases (%)

N=12)
Pes cavus deformity 12 (100%)
Decreased deep tendon reflex 11 ( 91%)
Leg muscle weakness 10 ( 83%)
Leg muscle atrophy 10 ( 83%)
Hand muscle atrophy 8 ( 66%)
Sensory abnormality 3( 25%)
Pain 1( 8%)
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Tahle 4. Resuits of Motor Nerve Conduction Velocity

Deep peroneal Tibial Median Ulnar

m=21) (n=21) (n=18) (n=14)
Absence of response 9 9 0 ]
Prolonged velocity 12 12 16 13
Normal velocity 0 0 ] 1

stewd, 4% vk Ash 119O1%)A, 5
o #i%3l osb) 27 10(83%)elAl, st ok
7} 85(66%)ol A, A Wk 3F@E%IANY 9
fool shas| B4 4 BAT 196%) U4l
t}(Table 3).
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ul(Table 4), BT 544 A=$EE 4u)Fad
o] 19.8 m/sec, A&FA17 o] 24,0 m/sec, AF Ao
28.0 m/sec, HFAl7ol 286 m/sec® FraEg}
(Table 5).

1) A4 HEHA Bt

Rzt ARG AuiFAdde At 208
188 (90%)e0 M, wlE-A4AEL 173F 158 (88%)el 4,
HEA7AL 188F 108 (55%)< A, HEANHL 187
3 6(44%)e A Fubs-g Mglow, wlR4H 19

Table 5. Nean MNCV' of Responded Nerve

Nerve Conduction velocty
Deep peroneal 198+ 7.8
Tibial 240+ 6.7
Median 280 95
Ulnar 2861110

Values are are mean tstandard deviation(m/sec)
1. MNCV: Motor nerve conduction velocity

£ AR oA we d(98%)elA ARaA BEH
A9 Q9% HA s Ee PaE W
(Tabile 6).
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A4 AR Adse deinn, 488 4Atel 9%,
2% ATl 47, A% AAze] 2904 42
Wl 2SS e e Table 7).

Table 6. Results of Sensory Nerve Conduction Study

No. of Cases(%)

Sup. peroneal' Sural Median Ulnar

(n=20) n=17) {N=18) (n=18)
Absence of response 18(90%) 15(88%) 10(55%) 6(33%)
Prolong lat. & low amp.? 2(10%) 1( 6%) 8(45%) 12(67%)
Normal SNAP® 0( 0%) 10 6%) 0¢ 0%) 0¢ 0%)

1. sup. perconeal: surperficial peroneal

2. Prolong lat, & low amp.: Prolonged latency and low amplitude

3. SNAP: Sensory nerve action potential
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Table 7. Findings of Needle Electromyography of 10

Patients
Muscle Abnormal  Normal
Distal part of L/E! 10{100%) 0( 0%)
Proximal part of L/E 4( 40%) 6(60%)
Distal part of U/E? 9( 90%) 110%)
Proximal part of U/E 2( 29%) 8(80%)

1. L/E: Lower extremity
2. U/E: Upper extremity
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