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AbstrACt
background Chronic inflammatory demyelinating 
polyneuropathy (CIDP) is a common yet underdiagnosed 
cause of potentially treatable chronic sensorimotor 
neuropathy. The classical form of the disease is 
characterised by symmetrical weakness in both distal 
and proximal muscle groups accompanied by sensory 
dysfunction and diminished tendon reflexes lasting more 
than 2 months.
Method The diagnosis of CIDP is supplemented by 
electrodiagnostic studies and biopsy findings confirming 
demyelination, in accordance with well- established 
diagnostic criteria. Atypical presentations of CIDP often 
pose a diagnostic challenge.
results In this paper, we present a case of isolated lower 
limb involvement due to CIDP to raise awareness of this 
focal lower limb variant. Of particular, significance is the 
use of lumbosacral plexus MRI to assist in the diagnosis.
Conclusion Focal CIDP is an atypical presentation that 
should be considered in patients presenting with chronic 
monomelic neuropathy and should be investigated with 
electrodiagnostic studies, lumbar puncture, nerve biopsy 
and MRI of the nerve roots and plexuses.

CAse report
A 29- year- old healthy woman presented with 
a 9- month history of progressive right lower 
limb weakness and dysesthesia. Initial presen-
tation was marked by fatigue on walking long 
distances, followed by persistent paraesthesia 
in the right leg. She subsequently developed 
right knee weakness associated with loss of 
balance and falls. Finally, she developed a 
right foot drop over a period of 48 hours, 
resulting in hospital admission. Examination 
at the time revealed normal cranial nerve, 
upper limb and left lower limb neurological 
examinations. Right lower limb tone was 
normal and motor examination revealed 
MRC grade 5/5 hip flexion, 4/5 hip exten-
sion, 4-/5 knee flexion, 4+/5 knee exten-
sion, 4/5 ankle inversion/eversion, 3/5 
ankle dorsiflexion and 4-/5 plantar flexion. 
Right knee and ankle jerks were absent with 
a down- going plantar response. Sensation to 

light touch, pain and temperature was dimin-
ished below the right mid- shin. She required 
crutches to mobilise.

Routine blood tests, autoimmune/vascu-
litic screen, antiganglioside antibodies and 
myeloma and lymphoma panels were nega-
tive. Antineurofascin-155 and anti- contactin 
1 antibody testing was not performed. Cere-
brospinal fluid results were normal (protein 
0.22 g/L (0.15–0.45), glucose 3.1 mmol/L 
(2.5–4.5), leucocytes 0×109/L). Nerve 
conduction studies (see online supplemen-
tary table 1) revealed 40% reduction in right 
tibial motor nerve amplitude compared 
with the left with reduced right sural nerve 
response. Right tibial motor conduction 
velocity was reduced and right tibial and pero-
neal F wave latencies were prolonged. Elec-
tromyography revealed positive sharp waves 
and fibrillations, and a single unit firing in 
isolation in the right medial gastrocnemius. 
Other sampled muscles showed mild chronic 
neurogenic changes. Electrodiagnostic 
findings were thus consistent with a partial 
right sciatic nerve lesion. MRI of the brain 
and full spine showed no significant abnor-
malities. MRI lumbosacral plexus and lower 
limbs showed swelling and T2 hyperintensity 
of the right L5 and S1 nerves in the pelvis, 
right sciatic nerve throughout the thigh, and 
right tibial and common peroneal nerves in 
the upper calf with sparing of the right sural 
nerve (figure 1). While the inflammatory 
process was restricted to more proximal parts 
of the sciatic nerve on MRI, the risk of sciatic 
nerve biopsy was considered unacceptable. 
Consequently, a right sural nerve biopsy was 
performed which showed a moderate reduc-
tion in myelinated fibre density, subperineural 
oedema, minor subperineural and epineurial 
perivascular inflammation, and scattered 
actively degenerating fibres. No features of 
ischaemic nerve injury or microvasculitis 
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Figure 1 (A) Coronal and (B) axial T2- weighted MRI of 
the lower limbs showing hypertrophy and increased signal 
intensity in the right sciatic nerve throughout the thigh.

were seen. Congo red staining for amyloid was negative. 
Direct immunofluorescence staining for immunoglob-
ulin and complement was negative. Electron microscopy 
was not performed.

On the basis of electrodiagnostic and imaging findings 
and supportive sural nerve biopsy results, the patient was 
diagnosed with atypical focal variant chronic inflamma-
tory demyelinating polyneuropathy (CIDP) involving the 
right sciatic nerve. She was treated with pulse intrave-
nous methylprednisolone (1 g/day) for 3 days, followed 
by induction intravenous immunoglobulin therapy for 
5 days (0.4 g/kg/day). Maintenance 4- weekly intravenous 
immunoglobulin therapy was given. Gabapentin and 
amitriptyline were commenced for neuropathic pain.

At 12- month follow- up, she had improvement in right 
lower limb strength and was mobilising independently. 
As her symptoms had improved, she self- ceased the 
intravenous immunoglobulin therapy for 6 months and 
subsequently deteriorated clinically. A further intrave-
nous immunoglobulin induction course was given and 
4- weekly maintenance intravenous immunoglobulin 
was reinstated. At 36 months, pain and strength had 
improved. Motor examination in the right lower limb 
revealed 5/5 hip flexion, 4+/5 hip extension, knee 
flexion and knee extension, and 4/5 ankle movements. 
The right knee reflex was present, having been previously 
absent, but the right ankle jerk remained absent. Sensory 
examination revealed reduced pain sensation below the 
right knee. Progress MRI of the right thigh showed very 
mild persistent right sciatic nerve enlargement extending 
from the lesser trochanter to the distal femur, with T2 
high signal but no contrast enhancement. At 72 months, 
power in the right lower limb had fully recovered, with 
persistent reduced pain sensation below the knee. She 
was independently ambulant on maintenance intrave-
nous immunoglobulin. In the first few years following 
diagnosis, attempts to reduce intravenous immunoglob-
ulin infusion frequency resulted in recurrence of fatigue, 
right leg weakness and electric shock- like pains. Progress 
nerve conduction studies showed increased right tibial 
nerve motor amplitudes, although right to left- sided varia-
tion persisted (see online supplementary table 1 for serial 
electrodiagnostic test results). At 96 months, the patient 
was living a fully independent life and was exercising on a 

daily basis. Notably, she has remained well off intravenous 
immunoglobulin for more than 12 months as of the time 
of writing.

DisCussion
Focal CIDP is a rare yet well- established disease entity, 
with motor, sensory and mixed monomelic presenta-
tions described in the literature.1–3 The existence of a 
multitude of diagnostic criteria for CIDP speaks to the 
diagnostic complexity and clinical heterogeneity of the 
condition.4 One of the most widely used criteria is the 
European Federation of Neurological Societies/Periph-
eral Nerve Society (EFNS/PNS) guidelines,5 which allows 
for diagnosis of typical and atypical CIDP variants with 
high sensitivity and specificity.6 Part of the difficulty in 
diagnosing atypical CIDP lies in the exclusion of mimic 
disorders, including multifocal motor neuropathy, para-
proteinaemic demyelinating neuropathy and polyneu-
ropathy, organomegaly, endocrinopathy, monoclonal 
proteins, skin changes syndrome.7–9

Using the EFNS/PNS guidelines, our patient met 
criteria for definite atypical focal CIDP. Clinically, she 
presented with focal symptoms and signs isolated to 
the right lumbosacral plexus. Electrodiagnostically, she 
fulfilled criteria for possible CIDP with prolongation 
of F- wave latency ≥30% the upper limit of normal in at 
least one nerve. Supportive diagnostic criteria included 
abnormal sensory electrophysiology, nerve hypertrophy 
on MRI lumbosacral plexus/sciatic nerve and objective 
clinical improvement following immunomodulatory 
treatment. The occurrence of clinical and electrophysi-
ological deterioration during attempts at weaning intra-
venous immunoglobulin earlier in the disease course 
further supported the diagnosis. The non- specific sural 
nerve biopsy findings are a common occurrence in CIDP; 
the lack of microvascular ischaemic changes in this case 
is important, as it makes the differential diagnosis of 
non- diabetic lumbosacral radiculoplexus neuropathy less 
likely.10 The combination of possible CIDP on electro-
physiology with at least two supportive criteria established 
the diagnosis of definite focal CIDP.5

In conclusion, focal CIDP should be considered in 
patients presenting with chronic monomelic neuropathy. 
These patients should be investigated with electrodiag-
nostic studies, lumbar puncture, nerve biopsy and MRI 
of the nerve roots and plexuses to identify features to 
support the diagnosis.
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