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This document provides instructions for examiners for 
administration and scoring of the Charcot-Marie-Tooth 

Examination Score (Version 2) or CMTESv2 used in the AT-
007-1005 clinical trial. 
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About this guide 
 
This document presents guidelines regarding the CMTESv2 used in the AT-007-1005 clinical trial. It 
is intended to provide instructions for administration and scoring of the CMTESv2.  
 

Who should use this guide? 
 
This document is intended for use by examiners participating in the AT-007-1005 clinical 
trial who are qualified and certified to administer and score the CMTESv2 in the clinical trial.  
 
In this document, text containing questions that are italicized and bolded are asked to the participant. 
 

CMTESv2  
 

Test Administered when: 
CMTESv2  Screening Period 

Month 24 
 
Item 1: Sensory Symptoms 
 
Materials: Drawing of the leg  
Instructions to Examinee 
Ask the participant the following questions:  
§ “Do you have loss of feeling anywhere in your 

feet or legs?” If the participant says “Yes” then 
ask, “does the loss of feeling extend above your 
toes? Does the loss of feeling extend above your 
ankle?” 

§ If the participant reports loss of feeling, ask 
“Please identify the point on this drawing of the 
leg where the sensation becomes normal or 
nearly normal.” 

§ Continue by asking “Are these symptoms 
constant (or present all the time), present most 
of your daytime, less than one half of the 
daytime, or just occasional?” Inform the 
participant that “Daytime is defined as time 
between getting up and going to bed.” 
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Scoring 
Using the image of the legs (above), score as follows: 
0 = None, the participant reports no loss of feelings in their legs or feet 
1 = Symptoms below, or at ankle bones [the participant points to the area below the 
horizontal line marked C in the image above] 
2 = Symptoms up to the distal half of the calf [the participant points to the area below the 
horizontal line marked B and above the horizontal line marked C in the image above] 
3 = Symptoms up to the proximal half of the calf, including knee [the participant points to 
the area below the horizontal line marked A and above the horizontal line marked B in the 
image above] 
4 = Symptoms above knee (above the top of the patella) [the participant points to the area 
above the horizontal line marked A] 
 
Item 2: Motor Symptoms (legs) 
 
Materials: None 
Instructions to Examinee 
Ask the participant the following questions: 

§ “Do you have weakness in your legs or feet?” 
§ “Do you ever trip over your toes/feet or turn or sprain your ankles? Do your feet slap 

when you walk?” 
§ “Do you wear shoe inserts or insoles (below the ankle)?” 
§ “Do you wear braces, splints, or equivalent type of orthotics that extend above your 

ankle?” 
§ If the participant responds “Yes” ask, “Have the above ankle orthotics described     
      above ever been prescribed or suggested by healthcare professionals?” 

§ “Have you had surgery on your feet or ankles?” 
§ If the participant responds “Yes” ask, “Do you know if the surgery involved fusion 
of  
      bones, a transfer of tendons, heel cord lengthening, or lowering of the arch?” 

§ “Do you use a cane, stick, or walker to help you walk most of the time outside the 
home?” 

§ “Do you use a wheelchair most of the time because of weakness?” 
 
Scoring 
Scores are based on the participant responses to the questions. Score as follows based on 
the symptoms reported: 
0 = None 
1 = Trips, catches toes, slaps feet, Shoe inserts 
2 = Ankle support or stabilization (AFOs) foot surgery 
3 = Walking aids (cane, walker) 
4 = Wheelchair 
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Item 3: Motor Symptoms (arms) 
 
Materials: None 
Instructions to Examinee 
Ask the participant the following questions: 

§ “Do you have difficulty with buttoning clothes (for example, buttoning standard shirt 
buttons)?”  
§ If the participant says “Yes” ask, “Are the difficulties mild or severe (severe 
means that you are completely unable to button clothes)?” 

§ “Can you cut most food including meat and pizza with normal utensils?” 
§ “Do you have difficulty with activities that require extending or flexing your arms or 

activities using the upper arms?” 
 
Scoring 
Scores are based on the participant responses to the questions. Score as follows based on 
the symptoms reported: 
0 = None 
1 = Mild difficulty with buttons 
2 = Severe difficulty or unable to do buttons 
3 = Unable to cut most foods 
4 = Proximal weakness (affect movements involving the elbow and above) 
 
Item 4: Pinprick Sensibility 
 
Materials: Neurotips™ 

 
 
Instructions to Examinee 
§ Explain to the participant what they should expect before 

starting the examination and let the participant practice on 
themselves 

§ Only test the dominant lower limb 
§ Ask the participant to “close your eyes during this 

examination.” 
§ Determine if the participant is able to discriminate 

between the dull and sharp sides of the Neurotip™. This 
test should be first performed in a region with 
“expected” normal sensation (distal thigh, above top of 
the patella).   
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Scoring 
 
If the participant does not feel pain, score 4 and go to the next test. If the participant does 
feel pain, perform the test in the lower limbs (distal-to-proximal direction) and grade 
according to the 4 levels shown below from the CMT Neuropathy Score (CMTNS-2nd, 2010): 
0 = Normal 
1 = Decreased below or at ankle bones [the participant does not feel pain in the area below 
the horizontal line marked C in the image above] 
2 = Decreased up to the distal half of the calf [the participant does not feel pain below the 
horizontal line marked B and above the horizontal line marked C in the image above] 
3 = Decreased up to the proximal half of the calf, including knee [the participant does not 
feel pain below the horizontal line marked A and above the horizontal line marked B in the 
image above] 
4 = Decreased above knee (above the top of the patella) [the participant does not feel pain 
at all, or the participant does not feel pain above the horizontal line marked A] 
 
Item 5: Vibration 
 
Materials: Tuning Fork 

 
 
Instructions to Examinee 
§ Explain to the participant what they should expect 

before starting the examination and let the 
participant practice on themselves 

§ Only test the dominant lower limb 
§ Ask the participant to “close your eyes during this 

examination.” 
§ Determine if the participant is able to feel the 

tuning fork vibrating on a bony region with 
“expected” normal sensation (e.g., collar bone).  

§ Set the tuning fork into motion by compressing 
the tines in a finger snapping motion. As the 
prongs start to oscillate, the illusion of two 
triangles is visible on each damper.  

§ As the participant to “Indicate the moment when 
you can no longer feel the decreasing sensation 
of the vibration.” Read off the black triangle. 
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Scoring 
 
If the participant does not feel any vibration, score 4 and go to the next test. If the participant 
does feel vibration, perform the test in the lower limbs (distal-to-proximal direction) and 
grade according to the 4 levels shown below from the CMT Neuropathy Score (CMTNS-2nd, 
2010): 
0 = Normal (or >5 vibration score) 
1 = Reduced at great toe or first metatarsal bone 
2 = Reduced at ankle 
3 = Reduced at knee (tibial tuberosity) 
4 = Absent at knee and ankle, or the participant does not feel a vibration 
 
Item 6: Strength (legs) 
 
Materials:  
MRC Scale 
Grade 0 No contraction visible or palpable 
Grade 1 Flicker of contraction visible or palpable, although no limb movement 
Grade 2 Movement with gravity eliminated over almost full range of motion 
Grade 3 Movement against gravity over almost full range of motion 
Grade 4 Movement against moderate resistance over full range of motion  
Grade 5 Normal power 

 
Instructions to Examiner 

§ Participants should be in supine or sitting with their legs supine on an examination 
table 

§ If the participant cannot lift their legs off the examination table, they should lie on 
their side and see if their leg can be moved up or down in the horizontal plane 

§ If doubts that quads or hamstrings are <4 on the MRC Scale, have the 
participant lie sideways for testing 

§ For ankle dorsiflexors, if it is considered that dorsiflexion is <3 on the MRC Scale, flex 
and rotate the participant’s lower leg so that their ankle is sideways so dorsiflexion 
can be evaluated independent of gravity 

§ For ankle plantarflexion, if it is considered that plantar flexion is <4 on the MPC 
Scale, flex and rotate the participant’s lower leg so that their ankle is sideways so 
that plantarflexion can be evaluated independent of gravity. If you score a 2, check if 
the MRC Scale is 3 by kneeling the participant on a chair to see if there is full plantar 
flexion against gravity. 

§ Always determine the score in the legs by the weakest muscle on either side 
 
Scoring 
 
0 = Normal 
1 = 4+,4 or 4- on foot dorsiflexion or foot plantarflexion 
2 = < 3 on foot dorsiflexion or < 3 on foot plantarflexion 



 

 
Applied_AT-007-1005_CMTESv2Instructions_18MAY2022                                                                               Page 7 of 7 

 

3 = < 3 on foot dorsiflexion and < 3 on foot plantarflexion 
4 = Proximal weakness 
 
Item 7: Strength (arms) 
 
Materials:  
MRC Scale 
Grade 0 No contraction visible or palpable 
Grade 1 Flicker of contraction visible or palpable, although no limb movement 
Grade 2 Movement with gravity eliminated over almost full range of motion 
Grade 3 Movement against gravity over almost full range of motion 
Grade 4 Movement against moderate resistance over full range of motion  
Grade 5 Normal power 

 
Instructions to Examiner 

§ Use the same group of muscles in arms or hands that you are testing on the 
participant for wrist extensors and all intrinsic hand muscles 

§ If finger extensors are <5 on the MRC scale, place the participant’s hand flat  
§ For intrinsic hand muscles evaluation only score first dorsal interosseus (first DI) and 

Abductor Pollicis Brevis (APB) and use the strongest muscle to determine the score. 
 
Scoring 
 
0 = Normal 
1 = 4+,4 or 4- on intrinsic hand muscles 
2 = < 3 on intrinsic hand muscles 
3 = < 5 on wrist extensors 
4 = Weak above elbow 
 
For intrinsic hand muscle assessment (related to scores of 1 or 2) test only APB and first DI, 
then choose the stronger to give the score. 
 

 
 
 
 
 
 
 


