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Three Cases of Monomelic Amyotrophy
-Case Report-
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Abstract

Monomelic amyotrophy is a rare form of motor neuron disease which is insidious onset in
the second and fourth decades, male preponderance, sporadic occurrence, wasting and
weakness confined to one limb, and absence of involvement of the cranial nerves, cerebrum,
brain stem, and sensory system. Symptoms and signs often progress for several years before
spontaneously arresting. Neurologic findings and electrophysiologic studies are only useful for
the diagnosis of monomelic amyotrophy and other laboratory testing are frequently normal or
nonspecific.

We reported three cases of typical monomelic amyotrophy with review of the articles.
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Fig. 1. Case 1, Wasting of thenar, interossei, and forearmn muscles of left upper extremity(A).
Relative preservation of brachioradialis muscle is clearly seen(B)
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Table 1. Electrophysioloigic studies of case 1

A. Nerve conduction study

= A FARE, ARAZ, 22 AT 3
R AT AFEE 7 (insertional
activity)7} F7F AV FA719 A
9|(fibrillation potential) E& YA d4T
(positive sharp wave)® HAIL ZFFA=
SEANEFHAAMUAP)S] HFT} Aol
Z7tE 275 1o, ¥F AF FHI5Y

TAE M E Z5FFA] P A9
t F7tE 27 Yol AAAAE B
(Table 1).

L

[e]

190

Nerve Stimulation Amplitude Conduction Distance _Latencies
(Record) (uv) Velocity{m/sec) {cm) Distal/Proximal
Motor
Lt median  (thenar)
. 4.0 3.1/7.3
tt “‘ga‘ , Egg%t“e”a’) gggé 880 2% oy ~ 2.5?6.9
t radia 300/ 300 57.6 18.0 4.0/7.1
Rt median  (thenar) 1690/1690 60.0 24.0 3.1/7.1
Rt ulnar (hypothenar) 1280/1280 630 25.0 2.3/6.3
Rt radial (EIP) 1440/1440 57.5 18.0 2.3/5.4
Sensory
Lt median (2nd finger) 30.0 16.0 2.9/3.5
Lt ulnar (5th finger) 37.5 13.5 2.5/3.1
Lt radial (1st dorsal web) ‘3‘3-2 13'2 %g%g
Rt median  (2nd finger) 0. 16. 9/3.
. 12.5 13.5 2 8/3.3
Rt ulnar (5th finger) 306 135 55/31
Rt radial (1st dorsal web) ) : B

B. Rate response

Rt Fars’ : 26 9 msec

Lt Faee : 29.4 misec

C. Somatosensory evoked potential

Lt median: N1 — 19.4 msec(
Rt median: N1 — 19.4 msec(

11
11

1 uv), P1 — 22.3 msec
.9 uv), P1 — 22.5 msec
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D. Electrodiagnostic needle study

5 SheA A4 Al - 2%, 199

Muscle Insertional Spontaneous_Activity Motor Unit Potential
Activity Fib PW Fasc Recruitment Dur/Amp Phases

Lt mid—deltoid 0 0 0  Complete Normal -
Lt biceps 0 0 0 Complete Normal inc
Lt triceps Inc afew a few 0  Complete High Amp Ino
Lt brachioradialis 0 0 0 Complete Normal Ine
Lt pronator teres Inc 0 0 0 Complete Normal Ino
Lt FCrt ino 0 0 0 Complete Normal Ino
Lt FCU® ++ ++ 0  Complete High Amp Ino
(t ECR" a few a few 0 Complete Normal Ino
Lt EpC? + + 0 Incomplete Ino
Lt EP ++ ++ 0 Incomplete Inc
Inc a few a few 0 Complete High Amp Ino

H ﬁg%# ++ ++ 8 Complete High Amp o
Lt C6/C7 PS™ 0 0 0 Inc
Lt C7/T1 PS 0 0 0 Inc
Rt C6/C7 PS 0 0 0 Inc
Rt C7/T1 PS 0 0 0 Inc

*EIP: Extensor indicis proprius, TFars: F wave of abductor policis brevis, TFCR: Flexor carpi radialis, §
¥

FCU: Flexor carpi ulnaris,

"ECR' Extensor carpi radialis,

Abductor digiti quinti, “*PS: paraspinal muscle

EDC: Extensor digitorum communis, "ADQ:

As 2 PR . e FAF AEE FA) ZFT R ATENA 6= THEE
I vFF PAIEE A 2 ATIdS) Bylow, BE #EdA 5 A ¢l
A A A #S Rl gAY o Aok AFellA AR A wiks 25 Zdol3
Zge glo] £EAZ0 ZoE] et w1 AReENAAY FFE A gdth
F ZHEFoR ALHAG A A58 =5 WAFA w AR ikt AR A7l
Sd) g nEd N2 AdFeH, 295 HIPAINE Sl 2L gisich
Aot 38 BAE R okt A7) ARA A 0 REABAE HARIA

$-2o) ulg) FAEo eFAAFNA AFe F2
&2l 2 478 BYT, AAARFAE B 2 25 ©

A QAE, 24 A2 5T Fob AL
gz ;0] 00, A, A qJME BF A4 2748 B3t 3 2= A
Za 29 ARE AN 19" FH= 4R AN A5 85 £ 2, HS5 o 2
o 2Eofg} % 295 2, 8% £ A, FAE, @A 932
71948 2 JEE 0 1993 129 #A5 R 2 A 1 HEE2AAM AYEEAe St
A bEaare] WEol glow BAl YT o} F27)0l A-5-&Akd 9 (fasciculation) 7F #
BeloA &Y BARE A5 JgF FEen ZFEEAE EUHEEIN
S8 2850 ZEgsE YA I 9 FAEZ3 tPdAde] Z7He 23E 290 I 9
Solg 2re #2 & /e gk ¥5 A% FA2% 2 4 259 I 2A=

2 A 2= AR E dAaTE ZATHTable 2).
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Table 2. Electrophysiologic studies of case 2

A. Nerve conduction study

Nerve Stimulation Amplitude Conduction Distance Latencies
(Record) (uv) Velocity{m/sec) (cm) Distal/Proximal

Motor

i 4400/4400 60.5 23.5 3.2/7.0
L median  {henal) 6900/6800 60.0 240 26/6.6
Rt radial (EIP) 4900/4700 60.6 20.0 3.0/6.3
Sensory (2nd f )
Lt median nd finger
Lt ulnar (5th finger) ggg }gg g?ﬁgg
Lt radial (1st dorsal web) 57 12°0 3.0/3.5
Rt radial (1st dorsal web) 27.2 1.5 2.8/3.4

B. Rate response

Lt Fape! : 27.9 msec

Rt Fape : 27.6 msec

C. Electrodiagnostic needle study

Muscle Insertional Spontaneous Activity Motor Unit Potential
Activity Fib PW Fasc Recruitment Dur/Amp Phases

Lt mid—deltoid 0 0 0 Complete  Normal -
Lt biceps 0 0 0 Complete  Normal -
Lt triceps Inc 0 0 0 Complete High Amp Inc
Lt brachioradialis 0 0 0 Complete  Normal Inc
Lt FCRY Inc 0 0 a few Complete High Amp inc
Lt FCU? Inc 0 0 a few Complete High Amp Inc
Lt ECR" Inc 0 0 a few Complete High Amp nc
Lt enct 0 0 a few Incomplete High Amp Inc
Lt APB Inc 0 0 a few Complete High Amp Inc
Lt 1st DI* Inc 0 0 a few Complete High Amp Inc
Lt ADQ™ 0 0 0 Incomplete High Amp Inc
Rt brachioradialis 0 0 0 Normal -
Rt FCU 0 0 0 Normal -
Tongue 0 0 0 Normal -
Both lower cervical psTt 0 0 0 Normal Inc

EIP: Extensor indicis propnus TFaps: F wave of abductor policis brevis, TFCR: Flexor carp1 radialis,

FCU: Flexor carpi ulnaris, "ECR: Extensor carpi radialis,
interossel, "ADQ Abductor digiti quinti,
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EDC: Extensor digitorum communis, “DI: Dorsal
Tps: Paraspinal muscle
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Table 3. After 16 months, follow up electrophysiologic studies of case 2
A. Nerve conduction study
Nerve Stimulation Amplitude Conduction Distance Latencies
(Record) (uv) Velocity{m/sec) (cm) Distal/Proximal
Motor
Lt median  (thenar) 4900/4800 59.0 23.0 2.4/6.3
Lt ulnar (hypothenar) 7000/6600 60.3 23.5 2.6/6.5
Lt radial (EIP™) 3800/2800 57.2 20.0 2.9/6.4
Sensory
Lt median  (2nd finger) 30.3 14.0 2.9/3.5
Lt ulnar (5th finger) 28.3 14.0 3.0/35
Lt radial (1st dorsal web) 30.8 1.5 2.4/3.0
B. Rate response
Lt Fape : 24.4 msec Rt Fars : 26.0 msec

C. Electrodiagnostic needle study

Muscle Insertional Spontaneous Activity Motor Unit Potential
Activity Fib PW Fasc Recruitment Dur/Amp Phases

Lt mid—deitoid 0 0 0  Complete Normal -
Lt biceps 0 0 0  Complete Normal -
Lt triceps 0 0 0  Complete High Amp Inc
Lt brachioradialis 0 0 0 Complete Normal _
Lt FCR” Inc 0 0 a few Incomplete High Amp inc
Lt FCU® Inc 0 0 a few Incomplete High Amp Inc
Lt ECR" Inc 0 0 a few Incomplete High Amp Inc
Lt APB Inc 0 0 a few Incomplete High Amp inc
Lt 1st DI* Inc 0 0 a few Incomplete High Amp Inc
Lt ADQ™ inc 0 0 0 Incomplete High Amp Inc
| PS” 0 0 0 Normal Inc

Both lower cervica

"EIP: Extensor indicis propﬂrius, TFAPBI F wave of .ab.duc%
ECR: Extensor carpi radialis,

FCU: Flexor carpi ulnaris,
"PS: Paraspinal muscle
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Table 4. Electrophysiologic studies of case 3
A. Nerve conduction study

Nerve Stimulation Amplitude Conduction Distance Latencies

(Record) {uv) Velocity(m/sec) (cm) Distal/Proximal
Motor
Rt median (thenar) 9100/8600 51.2 22.0 2.7/7.0
Rt ulnar (hypothenar) 6500/6100 64.9 24.0 2.6/6.3
Lt median (thenar) 9100/7500 550 22.0 3.8/7.8
Lt ulnar  (hypothenar) 960/1220 551 21.5 4.1/8.0
Sensory
Rt median(2nd finger) 37.0 12.0 25/32
Rt ulnar (5th finger) 60.0 100 20/28
Lt median (2nd finger) 81.0 12.0 2.5/3.3
Lt ulnar  (5th finger) 45.0 10.0 2.2/2.9
B. Rate response
Lt FAPB’r ; 0.0 msec Rt Fapg  25.3 msec

C. Somatosensory evoked potential

Lt median: N1 - 16.6 msec(3.2 uV), P1 - 19.2 msec
Rt median: N1 - 17.2 msec(2.7 uV), P1 - 19.6 msec
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D. Electrodiagnostic needle study

=7 A4 Al - 23, 199

Muscle Insertional Spontaneous Activity Motor Unit_Potential
Activity Fib PW Fasc Recruitment Dur/Amp Phases

Lt mid—deltoid 0 0 0 Complete Normal Inc
Lt biceps 0 0 0 Complete Normal inc
Lt triceps 0 0 0 Complete Normal -
Lt brachioradialis 0 0 0 Complete Normal -
Lt FCRT 0 0 0  Complete Normal Inc
Lt Fcu't 0 0 0  Complete Normal -
Lt APB Inc a few a few 0 Complete High Amp Inc
Lt 1st DI® Inc a few a few 0  Complete High Amp Inc
Rt mid—deltoid 0 0 0 1 Normal -
Rt biceps 0 0 0 1 Normal -
Rt brachioradialis 0 0 0 1 Normal -
Rt FCR 0 0 0 1 Normal -
Both lower cervical PS" 0 0 0 1 Normal Inc

"Fape: F wave of abductor policis brevis, *FCR: Flexor carpi radialis, TFCU:

. . K .
Dorsal interossei, '"PS: Paraspinal muscle
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