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Chronic inflammatory demyelinating polyradiculoneuropathy (CIDP) is a chronic relaps-
ing disease of unknown aetiology. The diagnosis of this disease is still very complicated. 
The treatment is medical but, in some cases, a surgical decompression might be required. 
In rare cases it develops a radicular hypertrophy that can cause a cervical myelopathy; this 
pathology should be put in differential diagnosis with neurofibromatosis 1 and Charcot-
Marie-Tooth (CMT) syndromes. The cases of CIDP cervical myelopathy reported in the lit-
erature are rare and even more rarely a surgical decompression was described. Here we re-
port a first and unique case of CIDP cervical myelopathy treated with an open-door lami-
noplasty technique with 10-year postoperative follow-up (FU). The surgical decompression 
revealed to be effective in stopping the progression of myelopathy without destabilizing the 
spine. The patient that before surgery presented a severe tetraparesis could return to walk 
and gain back his self-care autonomy. At 10-year FU he did not complain of neck pain and 
did not develop a cervical kyphosis. In case of cervical myelopathy caused by radicular hy-
pertrophy, CIDP should be kept in mind in the differential diagnosis and an open-door 
laminoplasty is indicated to stop myelopathy progression.
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INTRODUCTION

Chronic inflammatory demyelinating polyradiculoneuropathy 
(CIDP) is a chronic relapsing disease that chiefly affects the 
limbs. It is characterised by symmetric sensorimotor impairment 
with the most common clinical signs being muscular weakness 
of the limbs, distal sensory impairment, and decreased tendon 
reflexes. Slowing or blocking in nerve conduction velocities can 
be seen on electrophysiological examinations.1

Although the causes of this disease are unknown, a predomi-

nant role is ascribed to immune-mediated inflammation with 
local cytokine production. Repeated demyelination-regenera-
tion results in onion-bulb formation, leading to high-intensity 
signal in short tau inversion recovery sequences and thickening 
of the roots on magnetic resonance imaging (MRI).2-4 Some au-
thors have advocated a correlation of CIDP with diabetes.5,6

CIDP is one of the chief causes of hypertrophic neuropathy 
and should be put in differential diagnosis with neurofibroma-
tosis 1 (NF-1) and Charcot-Marie-Tooth (CMT) diseases.3,7 It 
affects the peripheral nerves, and in rare cases, radicular hyper-
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trophy leads to medullary compression.3 The main treatment 
consists of immune-modulating agents but in rare cases of se-
vere spinal roots enlargements with medullary compression, a 
surgical decompression might be needed.8

CASE REPORT

Herein we report the case of a 58-year-old male presenting 
CIDP complicated by cervicomedullary compression resulting 
from radicular hypertrophy; the patient was followed-up for 10 
years with periodical MRI evaluations. The patient was first di-
agnosed with CIDP in 1987 and the initial clinical signs con-
sisted of paraesthesia and weakness of the hands and feet. Clini-
cal examination during the early phase revealed tendon hypo-
reflexia and superficial hypersensitivity of the lower limbs. The 
patient exhibited normal muscle tone, coordination, and cranial 
nerve status. Electromyography performed at that point showed 
an increase in distal motor latency, increased latency of sensory 
response, conduction block in the median and ulnar nerves, 
and increased F-wave latency. The analysis of cerebrospinal flu-
id (CSF) revealed albumin-cytological dissociation. No familiar 
history was reported. The patient was successfully treated with 
plasmapheresis and corticosteroids, and clinical remission was 
achieved in 1990. In 1991, he experienced major worsening 
consisting of cervical myelopathy signs such as muscular hy-
pertonia and ataxic gait, which led to a change of the treatment 
to Tegeline (Human Immunoglobulins, Vidal, Paris, France) 
and Cellcept (Mycophenolate Mofetil, Roche, Boulogne-Billan-
court, France). These 2 drugs were discontinued in 2008 fol-
lowing further worsening of the disease. Between November 
2008 and April 2009, treatment consisting of 5 courses of cyclo-

phosphamide proved ineffective. In May 2009, the patient pre-
sented with a tetraparesis, which continued to advance and 
rendered him virtually bedridden, with triple reflex response in 
the lower limbs and hypoesthesia extending to T10. Urinary re-
tention of central origin resulting from spasticity of the bladder 
neck and the striated urinary sphincter was demonstrated. 
Plasmapheresis was started again as well as bolus corticoste-
roids, resulting in partial but transient (2 weeks) improvement. 
An initial stay at a physiotherapy center resulted in improved 
walking, autonomy in self-care, as well as improved prehension. 
Because of a following worsening of central nervous system 
signs (spinal myoclonus, spasticity of the lower limb, acute uri-
nary retention), a cervical MRI was performed in August 2010 
and revealed major hypertrophy of the nerve roots after gado-
linium injection. T2 medullary hypersignal was also noted at 
C5-C6-C7 in the cervical spinal canal (Fig. 1). A CSF sample 
performed at this moment exhibited albumin-cytological dis-
sociation with massive impairment of the blood-brain barrier. 
Surgical decompression was indicated in view of the mechani-
cal medullary compression resulting from hypertrophy of nerve 
tissue, and the patient underwent surgery the 31st of August 
2010.

The surgical procedure consisted of open-door laminoplasty 
with insertion of a Centerpiece Plate Fixation System (Medtronic, 
Memphis, TN, USA) to achieve widening of the canal. The pa-
tient was placed in ventral decubitus position and a Mayfield 
pin head-holder was used to allow moderate neck flexion. The 
incision extended from C3 to T1 with posterior stripping to the 
facets. Following splitting of the spinous processes, laminoplas-
ty was carried out with thinning of the left side of the lamina at 
the lamina-facet junction and an opening was made on the 

Fig. 1. Preoperative magnetic resonance imaging: multiple level radicular hypertrophy with C5–7 myelopathy signs.
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right side of the lamina. The spinal cord was exposed via an 
open-door technique (Fig. 2). The dura mater was opened, and 
a major compression of the spinal cord could be appreciated; at 
this point, a biopsy of the anterior and posterior roots was ob-
tained at level C5 under microscopy. Analysis was performed 
on the fresh biopsy sample after inclusion. The dura mater was 
then closed after a duroplasty and the laminoplasty stabilised 
by osteosynthesis using a plate at each decompressed level. An 
autologous posterolateral graft was placed in the contralateral 
side9 (Fig. 3).

The postsurgical period was uncomplicated, with moderate 
analgesic intake and on postoperative day 15, the patient was 
transferred to a physiotherapy center. The biopsy was performed 
on an accessory radicular nerve to avoid major iatrogenic lesions 
and the result showed oedematous changes and inflammation 
in the perineural tissue with limited deposit of amorphous sub-
stance which has been described as a characteristic of the CIDP3 
(Fig. 4). The first postoperative clinical and radiological con-
trols performed at 3 and 6 months after the surgery showed a 
progressive neurological improvement with primary recovery 
of the upper limbs functions followed by a progressive recuper-

ation of the lower limbs. After 6 months, the patient was able to 
get out of his seat unassisted and walk a few paces using either a 
stick or a walking frame. The patient continued to improve and 
recovered autonomy with a walking frame; he was able to walk 
a few paces without technical assistance and was practically au-
tonomous in self-care in a specially adapted environment (fine 
prehension remained deficient with distal sensory deficit).

During the last 10 years, the patients underwent periodical 
hospitalizations in a recovery center due to relapsing phases of 
neurological impairment. A therapy with Tegeline (Human Im-
munoglobulin, Vidal) was carried on with iv perfusions every 6 
to 8 weeks. Unfortunately, the patients had a coronavirus dis-
ease 2019 infection in November 2020 that strongly affected his 
general performance status. During his last period at the recov-

Fig. 2. Open-door laminoplasty technique scheme.
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Fig. 3. Intraoperative image: (A) Duroplasty and hypertrophic nerve roots. (B) C4–7 laminoplasty.

Fig. 4. Pathology picture of the nerve biopsy: HES (haematoxy-
lin, eosin and saffron staining method) coloration showing oe-
dematous and inflammatory tissue with limited amorphous 
substance.
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ery center in September 2021, he presented severe amyotrophy 
of his 4 limbs without signs of cervical myelopathy and was still 
able to walk and be autonomous in self-care daily activities. A 
last MRI performed at the end of 2020 showed a stability of the 
radicular thickening without radiological signs of cervical my-
elopathy (Fig. 5).

DISCUSSION

Although polyradiculoneuropathy has been described as a 
progressive chronic disease presenting as bilateral distal motor 
deficit, loss of sensitivity and hyporeflexia, the absence of clear 
consensual criteria for diagnosis of CIDP rendered the patient 
treatment more complex.10-12 Today the diagnosis of CIDP is 
based on several points and a good correlation between clinical, 
laboratory, and radiological findings is essential.13 The diagno-
sis should relay on the following elements: (1) complete blood 
count, electrolyte analysis, screening for underlying diseases 
such as human immunodeficiency virus, protein electrophore-
sis (to rule out other coexisting pathologies); (2) electromyo-
gram with conduction blocks, increased motor and sensory la-
tency, absence of F waves; (3) analysis of CSF with screening for 
albumin-cytological dissociation and monoclonal peak; (4) im-
aging is also necessary, particularly if there is central nervous 
system involvement: MRI remains the examination of choice7,10,13; 
(5) nerve or roots biopsy to differentiate CIDP from NF-1 (pres-
ence of peripheral nerve sheet tumour) and CMT (both patholo-
gies have the “onion bulb” formation but only CIDP have in-
flammatory changes such as oedematous stroma with endo-
neural T-lymphocytes and macrophages).3

Radicular hypertrophy in CIDP is rare and was noted in 11% 
of patients in certain series,4,7,9,14-19 and mostly responsible for 
lumbar compressions.11,14-24 The cervical localisation remains 

exceptional.8

Even though various studies have reported favourable re-
sponse of such hypertrophy to corticosteroids,7,17,22 our patient 
remained refractory to such treatment for several years. Al-
though the cause of this hypertrophy is uncertain, the numer-
ous inflammatory episodes appear to result in demyelination, 
leading to cell deposition because of regeneration, which then 
creates an onion-shaped mass.19,25 Some authors have suggested 
a relation of CIDP with diabetes, but in our case, we cannot 
confirm this hypothesis since our patient isn’t diabetic.5,6

Neural biopsies may be of diagnostic assistance26 if they reveal 
deposits of amorphous and inflammatory substances. However, 
there is some discussion in the current literature concerning the 
utility of biopsy.19,25

The currently recommended treatment for CIDP is medi-
cal,27,28 with first-line therapy consisting of immunoglobulins 
and intravenous corticosteroids.27,29-31 Good results have also 
been achieved with plasmapheresis.27,31-33 While monoclonal 
antibodies have also been beneficial to some degree, they have 
not been given as first-line therapy. Other forms of treatment 
are used more reluctantly because of the occasionally major as-
sociated adverse effects.

The patient described herein presented a very rare complica-
tion of CIDP, namely medullary compression due to radicular 
cervical hypertrophy. This type of compression is described in 
the literature, but usually not associated to CIDP cases.34-36 To 
our knowledge this is the first report in the literature of open-
door technique laminoplasty used to treat radicular hypertro-
phy with spinal canal compression. Our long follow-up shows 
the good outcome of this conservative technique which didn’t 
destabilizes the spine.37 Following surgery our patient could 
gain back his autonomy, returning to his daily activities. Be-
cause of the relapsing nature of this pathology, he necessitated 
of continuous medical intravenous treatment and periods of 
rehabilitation in a dedicated center. Nevertheless, at 10 years of 
FU, he keeps his autonomy and did not represent signs of cervi-
cal myelopathy which testifies the efficacy of the cervical de-
compression procedure.3

CONCLUSION

The present case illustrates the value of an open-door lami-
noplasty in the event of medullary compression due to CIDP; 
the clinical outcome was satisfactory with major recovery of 
autonomy that was kept at 10-year follow-up without radiologi-
cal signs of new cervical spine compression. The main treat-

Fig. 5. Postoperative magnetic resonance imaging: persistent 
radicular hypertrophy without myelopathy signs.
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ment of CIDP is medical but in some rare cases a surgical treat-
ment of neural structures compression might be necessary, and 
this pathology should be kept in mind in the differential diag-
nosis of spinal roots hypertrophy.
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