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Abstract:

Chronic inflammatory demyelinating polyneuropathy (CIDP) is characterized by symmetrical
weakness, involving both proximal and distal muscles with sensory impairment. Muscle wasting is
tarely pronounced in CIDP. When a patient present with CIDP and muscle wasting may mimicking
with motor neuron disease like spinomuscular atrophy (SMA), Progressive muscular atrophy (PMA).
It is very important to distinguish between CIDP and motor neuron disease (MIND) by clinical,
laboratory and histological feature because of different effective therapeutic strategies. OQur patient 35
years old male presented with tingling, numbness and weakness in all four limbs. On examination
there was muscle weakness and wasting more in the distal than the proximal. Electrophysiological
investigation showed mixed sensory, motor demyelinating and axonal polyradiculoneuropathy and on
Electromyogram (EMG)- fibrillation was absent, CSF examination there was albuminocytological
dissociation. We established this case as a CIDP though it was mimicking with MND and treatment
was started with steroid and other disease modifying drugs.

Introduction:

Chronic inflammatory demyelinating polyneuropathy is
a common, albeit underdiagnosed, and potentially
treatable disease with an estimated prevalence of
about 0.5 per 100,000 children' and 1 to 2 per 100,000
adults23 Classic features of CIDP are symmetrical
weakness in proximal and distal muscles, that
progressively increases for two months.The condition is
associated with impaired sensation, absent or
diminised tendon reflexes, an elevated CSF protein
level, demyelinating nerve conduction studies and sign
of demyelination in nerve biopsy. 46 The course can be
relapsing or chronic and progressive, the former being
much more common in young adult. In CIDP pathologic
abnormality is inflammatory demyelination and for this
reason muscle wasting is less pronounced. A group of
CIDP patient may present with muscle wasting of the
limbs and electrophysiology and nerve biopsy showed
axonal loss.” This group of patient has clinical similarity
with motor neuron disease like SMA or PMA.

Case Report:

A 35 years old, male,non diabetic, normotensive, son of
nonconsanguinal parent presented to us with the
complaints of tingling sensation,numbness in all four
limbs for 5 months. Weakness and wasting of all four
limbs for 4 months, unable to walk for 2months.
According to patient’s statement he was reasonably
alright 5 months ago, then he developed tingling
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sensation, numbness in all four limbs which was
insidious in onset and gradually progressive, involved
ulnar aspect of the right hand first then he started to
experience numbness, tingling sensation in the left
hand as well. He also noticed the same problem in both
feet within 2 months. Subsequently, he also noticed
weakness and wasting in his both upper limbs,
involving both proximal and distal group of muscles.
Then he experienced weakness and wasting in the both
lower limbs with same pattern of involvement. Along
with this he also developed progressive gait
impairment. He developed difficulties in using stairs,
and he started using a cane. He commented that his
hands feel like “sand paper’ He was unable to do
pushups and curls. There were no chewing or
swallowing difficulties orspeech impairment. There
were no respiratory  difficulties or  bowel,
bladderinvolvement. His weakness had no diurnal
variation. He denied any other constitutional
symptoms. He denied any exposure to toxins, tickbite,
arthalgia, or skin rash. Patient did not give any
significant past history and drug history. But he was a
smoker. On examination patient appeared well, he was
not in apparent distress. He was attentive, pleasant and
cooperative and was able to provide appropriate
medical history. His pulse was 74 b/m, BP-110/70 mmHg,
not anemic, nonecteric, there was no lymphadenopathy.
During neurological examination, we found that his
highermental function including speech was normal,



cranial nerves including fundus were normal. Motor
examination revealed, reduced muscle bulk and tone in
both upper and lower extremities. There were muscle
wasting more in the distal than the proximal groups of
muscle (Figure-1). Muscle power was reduced more in
the proximal than the distal group of muscle. Muscle
power in the upper limbs were grade 3, on the other
hand in the lower limbs were grade 2. All deep tendon
reflexes were absent. Planter reflexes were bilaterally
flexor. All modalities of sensation deminishedexcept
position and vibration sense. Romberg’s sign negative
and there were no cerebeller sign.

Figure 1: Wasting of all four limbs,where the distal
muscle goups more wasted than the proximal group.

Investigation reports were as follows: CBC-WBC:10500/
cmm, N:53%, L39%, Hb%:16.2gm/dl, Platelet:
280X109/L. Urine RME-Normal, CSF study:Glucose:
4.2mmol/L, Protein: 130 mag/dl, Cell count:02/cmm,
mostly lymphoc yte, ChestXray: Normal, Xray
Lumbosacral spine both view: normal. CT scan of Brain:
Normal. NCS: Mixed sensory motor demyelinating and
axonal polyradiculoneuropathy. EMG: No feature of
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denervation that is positive sharp wave and
fibrillation.Nerve biopsy was next plan but patient
denied to do it. On the basis of above clinical findings as
well as investigations our clinical diagnosis was CIDP
and we exluded other mimicking diseases like SMA,
PMA and we started steroid therapy and regular
physiotherapy. Patient was improving gradually. Patient
was discharged and kept under regular follow up.

Discussion:

Classic CIDP is characterized by a symmetric proximal
and distal phenotype. When diagnostic criteria for CIDP
were initially proposed, weakness of proximal and distal
limbs was a mandatory inclusion criterion 389 CIDP
may begin insidiously and evolves slowly, attaining its
maximum severity after several months or even a year
or longer® The symptoms and signs of CIDP may be
asymmetrical  initially and have ascending
involvernents. But it usually progresses slowly to
symmetric weakness, loss of deep tendon reflex, and
impaired sensation in hands and feet 810,11 Antecedent
infections can be identified far less regularly in patients
with CIDP than those with acute inflammatory
demyelinating polyneuropathy (AIDP).'2  Elevated
concentration of CSF protein and evidence of
demyelination on electrodiagnostic examination are
found in most patients with CIDPE0 CIDP though a
demyelinating polyneuropathy is associated with
concomitant axonal loss attributed to the primary
demyelinating process.”'3 This finding appear to be
important, since this may create confusion with MND
such as SMA and PMA. So, we have to exclude MND by
clinical examination and other relevant investigations.

On the other hand SMA is an autosomal recessive
disease characterized by degeneration of anterior horn
cells of the spinal cord leading to progressive
symmetrical weakness and atrophy of the proximal
muscles.' Clinical classification of SMA is based on age
at onset and maximum motor function acquired, with
the following categories: 1) severe (type |, severe SMA or
Werdnig- Hoffrann disease); 2) intermediate (type Il or
chronic SMA); 3) mild (type I, juvenile SMA or
Kugelberg-Welander disease); and 4) type IV (adult
SMA).15 Type Il SMA can be classified as type llla (Age of
onset before three) and type lllb (Age of onset after
3).76 Patients with Type llla are able to walk until they
are,20 while Type lllb patients will be able to walk for
their whole lives.17 In SMA, a motor neurons are lost
progressively, only motor function is compromised and
sensory neurons are unaffected. This loss of function
leads to weakness and to progressive symmetrical
atrophy of the proximal voluntary muscles of the legs,



arms and, sometimes, the trunk, as the disease
progresses.® Proximal muscles are more involved than
distal muscles, legs are more affected than arms and
arms are more affected than the face anddiaphragm.’8
Qur patient clinically mimicking SMA  but
electrophysiologycally did not show any evidence of
denervation and features of MND.

Another CIDP mimicking motor neuron disease is
PMAwhich was first described by Aran in 1850,19 is a
disease that exclusively involves LMNs during its entire
clinical course and comprises approximately 4% of all
adult-onset motor neuron diseases.Z0 A common
presentation is that of focal asymmetrical muscle
weakness in the distal extremities with gradualspread
to other contiguous muscles without sensory
impairment. The weakness and muscle atrophy is purely
LMN in type and eventually involves both the upper
and the lower extremities. A less common presentation
is that of proximal rather than distal muscle weakness.
PMA is a dignosis of exclusion. CIDP, SMA have to be
ruled out first with the help of electrophysiological
examination.2! Qur patient presented to us with
weakness and wasting of all four limbs associated with
sensory impairment. Weakness and wasting was
started from the both upper limbs then gradually
involved both lower limbs. Weakness was more
profound in the proximal group of muscle but wasting
was more in the distal group of muscle. Clinical
presentation more or less similar to SMA or PMA except
distribution pattern of muscle involvement and sensory
involvement. When we performed electrophysiclogy, it
showed mixed sensory motor demyelinating and
axonal polyradiculoneuropathy and absence of
denervation and fibrillation. C5F study showed there
was albuminocytologicaldissociation. With the help of
electrophysiology and CSF study, we went for definite
diagnosis that this was a case of CIDP though clinical
feature mimicking with the MND like SMA or PMA.

Clinical response with steroid and other disease
modifying drugs are excellent in CIDP but later needs
intravenous immunoglobulin. Our patient was respond
bestly with steroid only. Most of the CIDP patient
expired by either respiratory failure or other secondary
infection.

Conclusion:

CIDP is a disease of the peripheral nerve presenting
with wasting and weakness of limbs. It may occasionally
create confusion with MND like SMA or PMA needs
extensive clinical and electrophysiological evaluation
for diagnosis. As because CIDP is a partially treatable
disease and responds to intravenous immunoglobulin,
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plasma exchange and steroid therapy. Further research
should provide further insight into the underlying
mechanisms of nerve damage and may facilitate the
development of more effective treatments.
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