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Abstract:

This case report is about a 24-year-old patient, with a previous diagnosis of idiopathic chronic inflammatory
demyelinating polyradiculopathy (CIDP), which evolved with the appearance of a retroperitoneal tumor,
characterized in the anatomopathological examination as a rhabdomyosarcoma, in addition development of conus

medullaris and cauda equina syndrome.
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Introduction

Chronic inflammatory demyelinating polyneuropathy (CIDP) is an
autoimmune disease with an incidence of 0.2-1.6 per 100.000 people [1],
which mainly affects male patients [2,3], and has a poorly understood
etiology. The most widely accepted theories include a humoral response by
the individual, mediated by B and T lymphocytes, which attack structures in
the myelin sheath of the peripheral nerves [3,4], thus generating a
progressive or relapsing condition of paresthesia, hypo/reflexia, flaccid
weakness, among others.® CIDP is not considered a remote or direct effect
of cancer, and there are few reports of its association with solid tumors [6,7].
This report describes the case of a patient with CIDP who developed a
rhabdomyosarcoma of the retroperitoneum.

Case Report

R.B.S., male, Brazilian, 24 years old, previously healthy and with no relevant
family history, was admitted in March 1994 with a history of paresthesia in
the upper limbs (UL) and lower limbs (LL), lumbar pain and progressive
weakness in the LL which evolved to the UL over a period of eight months.
The neurological examination revealed flaccid areflexic tetraparesis,
hypotonia in all four limbs and tactile and painful hypoesthesia in boots and
gloves. In complementary tests, the cerebrospinal fluid (CSF) examination
showed 1100mg/100ml of proteins and 10 lymphocytes/mm3, the
electroneuromyography (ENMG) was compatible with standard
demyelinating polyradiculoneuritis and the ELISA for HIV was negative. He
was treated with prednisone 01mg/Kg/day and returned to walking after six
weeks. He was discharged on prednisone 20mg/day and advised to continue
with physiotherapy and outpatient neurological follow-up.
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Eleven months after starting treatment, the patient was readmitted with
weight loss, generalized muscular atrophy, worsening weakness in the upper
and lower limbs, pain in the lower limbs and lumbar region, intestinal
constipation and urinary retention. Rectal examination revealed reduced tone
in the external anal sphincter, and a neurological examination revealed
saddle hypoesthesia. Due to low back pain, an x-ray of the lumbosacral spine
was performed (02/16/95) which showed no alterations. He took analgesics
and prednisone 60 mg/day, with partial improvement in his pain and general
condition. During hospitalization, he developed urinary incontinence,
abdominal pain, anorexia, and weight loss of 17 kg. On examination of the
abdomen, a mass was palpated on the right flank and the patient developed
crural paraplegia and a sensory level at T12 on neurological examination.
The radiography of the lumbosacral spine, on this occasion, showed
osteoblastic lesions of L1, L2, L3 and first sacral pieces (06/95) and total
abdominal ultrasound revealed a retroperitoneum occupied by a large mass
and bilateral hydronephrosis. The patient was transferred to the ICU due to
prolonged periods of apnea and died two days later due to respiratory failure.

In the anatomopathological study, a large tumor mass was observed in the
retroperitoneum, measuring 20x12x10cm and weighing 2.150g. The tumor
involved the aorta and its main branches, the inferior vena cava, the right
ureter and caused upward displacement of the kidneys. In the posterior
region, there was involvement of the thoracic vertebrae (from the 8th
vertebra onwards), the lumbar vertebrae with invasion of the iliac bone and
coccyx. The periaortic lymph nodes were enlarged and fused to the mass.
Examination of the chest cavity revealed a hemothorax of 2000ml, which
was the factor responsible for the patient's respiratory failure and death.
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Examination of the brain showed no alterations, but the spinal cord showed
thickening of the nerve roots due to tumor infiltration in the lumbosacral
region. The histopathological diagnosis of the neoplasm was characterized

Copy rights@ Calil Darzé Neto,
as rhabdomyosarcoma of the alveolar type (Figures 1, 2). The autopsy was
performed at the Pathological Anatomy Service of the Hospital das Clinicas

of the Federal University of Bahia (UFBA).

Figure 1: Nervous ganglion of the sympathetic chain, showing neoplastic infiltration in the periphery.

Figure 2: Details of the previous figure showing the alveolar sarcomatous pattern of the infiltrative neoplasm.

Discussion

We present the case of a patient with typical CIDP, who two years after the
onset of symptoms developed a rhabdomyosarcoma of the retroperitoneum.
Although rare, the association between CIDP and solid tumors has been
described. [6,7].

Some authors suggest that the expression of tumor antigens similar to
Schwann cells leads to the production of antibodies that react with these
cells, promoting the appearance of CIDP. [8,9]. However, it is difficult to
determine whether the association between carcinoma and CIDP is a
coincidence or depends on a paraneoplastic process, since cancer is a
common clinical entity. ° In the case reported, the clinical and laboratory
findings, as well as the evolution and response to corticosteroids justify the
diagnosis of CIDP. [10.11]

At the beginning of the illness, there were no signs of a solid tumor.
Rhabdomyosarcoma is a malignant soft tissue tumor, more common in
patients under the age of twenty, which usually develops in the head, neck,
genitourinary tract, retroperitoneum and extremities. ldentifying the
histological type is important because the alveolar subtype, in addition to
having the worst prognosis, spreads rapidly, [12,13] thus pointing to the
evolution of a paraneoplastic association.
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We believe that metastases to the lumbar spine occurred mainly by contiguity
due to its proximity to the primary tumor, although hematogenous spread
may also have occurred.

The involvement of the thoracic and lumbar vertebrae with invasion of the
iliac bone and coccyx, as well as the thickening of the nerve roots due to
tumor infiltration in the lumbosacral region would explain the crural
paraplegia and the conus medullaris and cauda equina syndrome that the
patient presented during the evolution of the clinical picture.

In the case presented, specific antibodies for paraneoplastic syndromes were
not tested, because the suspicion of a solid tumor was made when the patient
developed signs of compression of the nervous system by an abdominal
mass, so a biopsy was the necessary intervention.

Conclusion

Although there is no proof of CIDP manifesting as paraneoplastic syndrome
6 we believe that the association reported in this case is not coincidental. The
response to corticosteroid therapy and the finding of specific antibodies point
to an autoimmune pathogenesis in paraneoplastic neuropathies [11,12,13].
In conclusion, this case report raises the possibility of CIDP related to solid
tumors, thus expanding the possibilities of presentations of paraneoplastic
syndromes related to solid tumors.
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