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Abstract

Introduction: Immunoglobulin D multiple myeloma (IgD MM) is a rare ent-
ity of multiple myeloma (2%), characterised by its clinical severity, renal
presentation and poor prognosis. IgD myeloma remains an exceptional cause
of chronic polyradiculoneuropathy. Observation: A 54-year-old patient,
known to have type 2 diabetes since 2016, was admitted in December 2020 for
non-febrile obnubilation associated with tetraparesis. The interrogation noted
the occurrence of a motor deficit of the four limbs for 4 months in connec-
tion with a sensitivemotor polyradiculoneuropathy of the axon-myelin type
of the four limbs. Glasgow’s score was 10. Blood pressure was 130/80 mmHg,
pulse 116 beats/min, temperature 37°C, SaO, 92% on room air, low capillary
blood glucose 1.08 and oliguria 70 cc/H. The physical examination revealed
meningeal syndrome, tetraparesis, anaemia and renal oedema. Investigations
revealed severe hypercalcaemia (140 mg/L), purulent meningitis (purulent
liquid CSF, 12.38 g/L protein, 0.52 g/L glycorrhaphy, 14/mm’ leucocytes,
2000/mm’ red blood cells) and acute renal failure (74 mg/L creatinine, 5
mL/min/m’® GFR, 2.65 mg/L urea). Symptomatic IgD multiple myeloma was
suspected on the basis of bone marrow plasmacytosis, bilateral frontal diploid
lacunar osteolysis on CT scan and IgD positivity. Conclusion: Our observa-
tion illustrates the possible plurality of symptoms of IgD MM, particularly
chronic polyradiculoneuropathy which is a rare neurological sign that should
not be ignored in order to avoid diagnostic errors.
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1. Introduction

Immunoglobulin D multiple myeloma (IgD MM) is a rare entity of multiple
myeloma (2% of MM), characterised by its clinical severity, its mode of onset
often in the setting of renal failure (RF) and its poor prognosis (11) [1]. Nervous
system involvement is rarely described in IgD myeloma. We report an observa-
tion of IgD MM in which chronic polyradiculoneuropathy was also an inaugural

symptom.

2. Observation

This was a 54-year-old patient, known type 2 diabetic on metformin, referred on
10/12/2020 to the Clinical Haematology Department of Dalal Jamm Hospital for
non-febrile obnubilation associated with tetraparesis.

Questioning of the family revealed a motor deficit in all four limbs, with a
progressive, asymmetrical onset over a period of four months, and diffused bone
pain, more marked in the right upper limb. An electroneuromyography (ENMG)
was in favour of a severe sensitivomotor polyradiculoneuropathy of the axono-
motor type in all four limbs, predominantly in the lower limbs.

On admission, the general examination noted altered consciousness with a
Glasgow score of 10, pallor of the mucous membranes and oedema of the lower
limbs associated with facial puffiness. Blood pressure was 130/80 mmHg, pulse
116 beats/min, temperature 37°C, SaO, 92% on room air, diuresis 70 cc/H, ca-
pillary blood glucose 1.08.

The neurological examination revealed a meningeal syndrome associating
neck stiffness with Kurning’s and Brudzinski’s signs; tetraparesis, grade 2 but-
tock sores.

The locomotor examination noted pain on mobilisation of the left arm with-
out local changes. The examination of the other apparatus was unremarkable.

The biological explorations carried out in emergency showed a severe nor-
mocytic normochromic anaemia (haemoglobin: 7 g/dL; VGM: 95 fl; MCHEF:
34.5%; TR: 57 g/L), hyperleukocytosis at 11.39 G/L, normal platelet count at 187
G/L, severe hypercalcaemia with corrected calcaemia at 140 mg/L and impaired
renal function (creatininaemia at 74 mg/L, GFR at 5 mL/min/m’ urea at 2.65
mg/L), without ionic disturbances (natraemia at 143.7 mEq/L, kalaemia at 4.3
mEq/L, blood chloraemia at 115.7 mEq/L). Fasting blood glucose was 0.8 g/L
and C-reactive protein 96 mg/L. The lumbar puncture performed in the absence
of contraindication to cerebral CT returned a purulent fluid with proteinorachy
of 12.38 g/L, a glycorachy of 0.52 g/L, leukocytes of 14/mm’ and red blood cells
of 2000 mm’, without germs or yeats on bacteriological examination. The patient
was given zoledronic acid 4 mg as an emergency.

Serum protein electrophoresis showed a monoclonal peak in the beta globulin
region (Figure 1). Serum immunoelectrophoresis revealed a monoclonal im-
munoglobulin of the IgD lambda light chain type. The diagnosis of symptomatic

MM was based on 68% bone marrow plasmacytosis and the presence of suspicious
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Electrophorése des protéines sériques par Hydrasys 2 Scan (SEBIA)

Protides totaux = 78.7 A/G Ratio: 0.92
Fractions % Ref. % Conc. Ref. Conc.
Albumine 479 < 55.0-67.0 37.7
Alpha 1 3.5 3.0-6.0 2.8
Alpha 2 13.2 > 7.0-11.0 104
Beta 1 23.8 > 4.0-7.0 18.7
Beta 2 4.9 3.0-6.0 3.9
Gamma 6.7 < 12.0-18.0 5.3

Figure 1. Serum protein electrophoresis (SPE). We note the presence of a monoclonal
peak in the beta globulin area #.

bilateral frontal diploid osteolytic lacunar lesions without focal brain lesions
(Figure 2) and on the arm. The disease was classified as stage IIIB according to
the classification of SALMON and DURIE.

On medical imaging, the abdominal ultrasound was normal, showing nor-
mal-sized kidneys with good cortico-medullary differentiation. MRI of the spinal
cord revealed, in addition to the multivertebral osteolysis lesions, an epiduritis
compressing the dural sheath opposite L2-L3 and L4 (Figure 3).

The patient was treated symptomatically with zoledronic acid, haematological
revival with packed red blood cells, analgesics, local care and antibiotic therapy
with ceftriaxone injection. Dialysis was not available, and the patient died with

severe uraemia.

3. Discussion

IgD myeloma is rare, representing 1% to 2% of myelomas [1]. In Senegal, to our
knowledge, no case of IgD myeloma has been reported so far [2]. It generally
occurs in young people, at the age of 54 years in our patient; whereas multiple
myeloma occurs at an average age of 65 years [3]. The average age of onset of
IgD myeloma is around 58 years [4]. A male predominance has been reported in
the literature [5]. Extraosseous manifestations are common [5] [6]. One of the
particularities of our patient is the neurological involvement marked by the oc-
currence of a chronic polyradiculoneuropathy (PRNC). The clinical picture of
PRNC is essentially marked by the onset of a sensory-motor deficit over more

than a month, usually in the lower limbs, and the deficits are often asymmetric
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Figure 2. Cerebral CT scan. Suspicious bilateral frontal diploid lacunar
osteolytic lesions without focal brain lesions.

Figure 3. Spinal cord MRI. Multiple vertebral geodes and epiduritis
compressing the dural sheath opposite L2-L3 and L4.

[7]. In our patient, a diagnostic delay of 4 months was noted with an asymmetric
motor symptomatology. Reflexes may be abolished in all four limbs or only in
the achilles. In addition to IgD multiple myeloma, our patient had type 2 di-
abetes which was responsible for neurological complications. However, diabetes
is not a known major risk factor for PRNC. Thus, the association of diabetes
with PRNC may be incidental [8]. This observation imposes a systematic etio-
logical search for PRNC in all diabetics, especially those with multiple myeloma.
This was done in our patient who had IgD MM. Serum protein electrophoresis is
a referral test that often shows a monoclonal peak in the alpha (a) or beta (f)
globulin areas in 13% - 20% of IgD MM [9]. A monoclonal peak in the beta glo-
bulin area was found in our patient. Immunoelectrophoresis revealed the isotype
which is frequently a lambda IgD type, as in our patient. In contrast to other
isotypic forms of MM where « light chains predominate, 60% of IgD MM are
associated with lambda light chains [9]. The predominance of A light chains
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could be explained by rearrangements in the immunoglobulin genes in which a
Cu deletion occurs preferentially in cells producing A light chain immunoglobu-
lins [10]. The other neurological involvement observed is epiduritis compressing
the dural sheath opposite L2-L3 and L4 due to an extension by contiguity of an
adjacent bone involvement in the epidural space. Isolated epiduritis without
bone involvement remains exceptional. In our patient, numerous secondary
multivertebral lesions were found.

The purulent, sterile, pauci cellular meningoencephalitis observed in our pa-
tient leads to the discussion of myelomatous meningitis revealed by headaches,
VI paralysis [11] more described in the course of IgA MM in the advanced stage
of the disease. The diagnosis of decapitated infectious meningoencephalitis can
be made in view of the immunosuppression and the initiation of antibiotic
therapy before admission to our department. The increase in C-reactive protein
is part of a non-specific biological inflammatory syndrome linked to the synthe-
sis of interleukin 6 (IL-6), produced in large quantities by the tumour microen-
vironment [12].

In addition to neurological involvement, renal failure (RF) is a fairly frequent
mode of revelation of IgD MM, as noted in our patient who had stage 5 chronic
kidney disease. Renal involvement is more frequent in IgD MM (52%) than in
IgA MM (17%) and IgG MM (16%). This frequency is probably related to the
presence in the serum of an excess of light chains, especially of the lambda type,
which are thought to be more nephrotoxic than kappa light chains [13]. Renal
damage is a factor of morbidity and mortality in our practices. Renal dysfunc-
tion may be favoured by other factors, such as hypercalcaemia. The latter was
found in our patient with a severe calcemia of 140 mg/L. Hypercalcaemia is a
relatively frequent biological sign in IgD MM [14] and may be indicative of the

disease in 22% of cases [15].

4. Conclusion

Our observation illustrates the possible plurality of symptoms of IgD MM, par-
ticularly chronic polyradiculoneuropathy which is a rare neurological sign that

should not be ignored in order to avoid diagnostic errors.
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