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Light chain Amyloidosis (AL) associated with multiple myeloma
revealed by peripheral bilateral polyarthritis: a case report
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1 | INTRODUCTION

Amyloid arthropathy can mimic inflammatory rheumatism
and is often underdiagnosed. The presence of macroglossia
should draw attention to chronic polyarthritis. We report a
case of AL amyloidosis complicating multiple myeloma in a
50-year-old man with chronic peripheral polyarthralgia and
macroglossia.

AL amyloidosis is related to extracellular deposition of free
light chains (more rarely heavy chains) of monoclonal immu-
noglobulins produced by a lymphoplasmacytic population. It
is secondary to multiple myeloma (MM) in 5%-15% of cases
and often underdiagnosed due to its polymorphic presenta-
tion." The arthropathy secondary to amyloid depositions re-
mains rare with a prevalence of 3% according to studies.” We
report a case of AL amyloidosis complicating MM revealed by
bilateral peripheral polyarthritis associated with macroglossia.
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In chronic polyarthritis, the presence of macroglossia with absence of rheumatoid
factor and anti-CCP antibodies may be suggestive of amyloid arthopathy. Clinical

evaluation takes precedence over classification criteria.

AL amyloidosis, macroglossia, multiple myeloma, rheumatoid arthritis

2 | OBSERVATION

A 50-year-old man had come for consultation for hands
and wrists bilateral joint pain that had been evolving since
2 years, affecting the metacarpophalangeal (MCP) and proxi-
mal interphalangeal (PIP) joints, sometimes waking him up
at night, not calmed at rest, with gradual increase in intensity.
These symptoms occurred in a context of asthenia, anorexia,
and weight loss. In his history, he reported repeated episodes
of infectious lung disease.

The clinical examination at admission revealed a reduc-
ible deformation of the hands such as cubital gale of the fin-
gers and flexion of the MCP and PIP (Figure 1A). There was
no joint swelling or skin nodule in relation to the joints. The
examination also found a painless macroglossia with indenta-
tions of the lateral edges (Figure 1B). This macroglossia was
responsible for moderate dysphagia.
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FIGURE 1 Photographs of the patient
showing characteristic deformation of the
hand (A) and macroglossia (B)
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FIGURE 2 Serum protein electrophoresis showing absence of monoclonal peak with hypogammaglobulinemia (A). Presence of monoclonal
band on the kappa light chain track to the immunofixation of serum (B) and urinary (C) proteins on agarose gel

The biological balance showed an increase in the sedi- serum calcium was very high at 3.1 mmol/L with normal
mentation rate to 66 mm, a C-reactive protein at 59 mg/L, and  proteinemia (69 g/L) and serum creatinine was 82 pmol/L.
a normocytic anemia at 9 g/dL of hemoglobin. The corrected ~ With regard to immunological examinations, serum protein
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FIGURE 3 X-ray of the right (D)
and left (G) hand showing diffuse bone
demineralization

|

FIGURE 4 X-ray of the pelvis showing diffuse bone
demineralization

electrophoresis showed hypogammaglobulinemia at 6.35 g/L
with the presence of a kappa light chain monoclonal band on
the immunofixation of serum and urinary proteins (Figure 2).
Total proteinuria was 7 g/24 h with high Bence Jones protein-
uria. Furthermore, the tests for antinuclear, anti-dsDNA, anti-
ENA, antifillagrine, anticitrullin antibodies, and rheumatoid
factor were negative. Multiple myeloma has been suspected
due to anemia, hypercalcemia, and significant proteinuria.
These elements associated with the absence of monoclonal

peak led us to carry out a sternal puncture and cytological
examination highlighted dystrophic plasma cells infiltration
at 10%.

X-rays of the hands (Figure 3) and pelvis (Figure 4)
showed diffuse bone demineralization without erosion or in-
volvement of joint spaces.

The diagnosis of light chains MM was retained in front
of medullar plasmocytosis, hypercalcemia, anemia, bone de-
mineralization, absence of monoclonal peak, and presence of
kappa light chains at immunoelectrophoresis. Assuming an
associated amyloidosis, a biopsy of the minor salivary glands
was carried out and the histological examination found amor-
phous eosinophilic material, colored by red Congo (Figure 5)
and taking on a birefringent aspect to polarized light. It was,
therefore, an AL amyloidosis complicating a kappa light
chain MM presenting with rheumatoid arthritis-like and
macroglossia.

Multidisciplinary care was planned. Our patient had given
up the treatment, and 3 months later, he had deceased. The
cause of death has not been determined.

3 | DISCUSSION

The most common form of amyloidosis is AL form. The diag-
nosis is essentially anatomopathological by the identification
of extracellular depositions colored in red Congo with dichro-
ism and birefringence yellow-green characteristic in polarized
light. In our case, amyloidosis was confirmed by biopsy of the
minor salivary glands. MM was diagnosed by the presence
of medullar plasmocytosis associated with anemia, hypercal-
cemia, and bone involvement according to the criteria of the
International Myeloma Working Group revised in 2014.°
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AL amyloidosis may mimic several systemic pathologies.
Skin depositions may have a sclerosis-like appearance. The
damage to the salivary glands can manifest itself as a xerosto-
mia evoking Sjogren's syndrome. We may also encounter joint
deformations similar to rheumatoid arthritis (RA) as found in
our case, secondary to synovial and periarticular infiltration.*

Amyloid joint involvement during MM remains rare with
a prevalence of 3% in the Fautrel et al series and 2%-5% ac-
cording to Gertz and Kyle.>> Generally, AL amyloidosis ar-
thropathy appears during the evolution of a known myeloma
and exceptionally revealing, as in our case. The frequently
encountered picture is that of a symmetrical bilateral polyar-
thritis with progressive installation and rheumatoid appear-
ance. The flexor tendons damage of the fingers can cause a
disabling bending attitude. An aspect of swelling or nodule
secondary to amyloid infiltration of the soft tissues in regard
to the joints can be found.®’ Axial involvement is possible,
such as atlantoaxial luxation reported by Fautrel et al.? The
quasi-pathognomonic articular sign of amyloidosis is the ep-
aulet aspect of the scapular belt, called shoulder pad sign.®
Radiographic signs of amyloid arthropathies are often absent
or nonspecific. When they exist, they consist of either bone
erosions, or juxta-articular geodes, or bone demineralization,
or thickening of the soft tissues.

The articular forms of AL amyloidosis are very varied
and may suggest a possible RA. Some semiological elements
should not be overlooked, such as the presence of macro-
glossia and the absence of anticyclic citrullinated peptide
antibodies. The peculiarity of this observation is the clinical
predominance of chronic polyarthralgia. According to the lit-
erature, several cases of amyloid arthropathy have been mis-
takenly diagnosed with RA.? In a study by Prokaeva et al,'
the incidence of amyloid arthropathy mimicking seronegative
RA was 3.7% and the majority of patients were misdiagnosed
initially. Clinical assessment takes precedence over classifi-
cation criteria. The diagnosis of seronegative RA associated
with AL amyloidosis had not been discussed as this associa-
tion has only been described during AA amyloidosis.”

FIGURE 5 Histological section
(Congo red stain and zoom): positivity of
amyloid deposits to Congo red

Progressively, amyloid arthropathy is not associated with
decreased survival, with the exception of concomitant heart
or kidney damage. In the study by Prokaeva et al,'’ the me-
dian survival time in patients with isolated joint, bone, and
soft tissue injuries was 70 months. In our observation, the
progression of polyarthralgia was 2 years.

4 | CONCLUSION

Amyloid arthropathy associated with MM remains rare and
occasionally causes deforming peripheral polyarthritis simu-
lating RA. The clinical presentation of this patient is similar
to RA with the exception of the autoantibodies negativity
and shows the importance of AL amyloidosis in differential
diagnosis of chronic polyarthralgia. The search for mac-
roglossia is essential in the face of any suspicion of systemic
pathology, and biopsy plays an important role in supporting
the diagnosis. This observation illustrates the importance of
serum protein electrophoresis and calcemia in the face of any
chronic polyarthralgia.
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