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Abstract

Amyloidosis is a heterogeneous disease that
results from the deposition of toxic insoluble
beta-sheet fibrils protein aggregates in different
tissues. It can either be acquired or inherited.
The estimated incidence stands at 1 case per
100,000 person-years in Western countries.
Other data indicates that it is rare, only affecting
5-12 million people globally per year. The mean
age of diagnosis is 63 years, though it's most
common in ages above 65 years. A diagnostic
and differentiating feature of amyloidosis is the
apple-green birefringence of amyloid on Congo
red staining. Cyclophosphamide, bortezomib,

Introduction

Amyloidosis represents a complex array of
disorders characterized by the aberrant deposition
ofinsoluble proteinfibrilsinvarious tissues, leading
to organ dysfunction and significant morbidity
and mortality’. The condition manifests in both
acquired and inherited forms, with a notable
incidence observed globally. While estimates
suggest a prevalence of 1 case per 100,000 person-
years in Western countries, the true burden of
the disease may be underestimated, with rare
occurrences affecting millions of individuals
worldwide each year*®. This heterogeneous
disease entity presents a diagnostic challenge due
toitsdiverse clinical manifestations and underlying
aetiologies. Clinicians encounter amyloidosis
across a spectrum of patient demographics,
with age of diagnosis typically skewed towards
older populations, notably those above 65
years'. Despite advancements in diagnostic
techniques, including the hallmark apple-green
birefringence of amyloid on Congo red staining,
timely identification remains critical for optimizing
patient outcomes. In this context, the case report
presented herein sheds light on a rare yet clinically
significant presentation of amyloidosisinan elderly
African female. Coexisting with multiple myeloma

dexamethasone, and melphalan combinations
have proved treatment choices for ALamyloidosis.
Mortality and morbidity depend on the organ
involved, with cardiovascular involvement having
high mortality and morbidity. This is a case report
of an elderly, African female diagnosed with
multiple myeloma and associated amyloidosis,
presenting with worsening nephrotic syndrome
and cardiac involvement in a private tertiary
Kenyan hospital.
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with cardiac and renal involvement, the patient’s
clinical course underscores the intricate interplay
between systemic amyloid deposition and plasma
cell dyscrasias, necessitating a multidisciplinary
approach to management. Through a detailed
examination of the patient’s clinical history,
diagnostic workup, and therapeutic interventions,
this report aims to elucidate the challenges and
complexitiesinherent in diagnosing and managing
amyloidosis coexisting with multiple myeloma.

Case report

The patient, a 63-year-old African female with
hypertension treated with ramipril, was diagnosed
with nephrotic syndrome six months ago,
complicated by pleural and pericardial effusion.
A renal biopsy three months earlier confirmed
amyloidosis. Presenting with anasarca, fatigue, and
dyspnea, symptoms worsened progressively over
a week. Examination revealed mild pallor, pitting
anasarca, and a distended abdomen with shifting
dullness. Diagnostic workup showed normocytic
normochromic anaemia (HB 10.6g/dl), severe
proteinuria, haematuria, hypoproteinemia (37g/l),
hypoalbuminemia (17.8d/l), and hypercalcemia
(2.8mmol/l). Bone marrow aspirate revealed
atypical plasma cells (25-30%) with a lambda/
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kappa ratio of 18.6. Renal biopsy confirmed AL
amyloidosis with positive Congo red staining.
Cardiac involvement was evident on 2D echo
and MRI, consistent with cardiac amyloidosis.
A working diagnosis of AL amyloidosis with
multiple myeloma stage two was made based
on CRAB criteria and plasma cells in BMA.
Treatment with cyclophosphamide, bortezomib,
and dexamethasone was initiated, with minimal
improvement in anasarca noted. Follow-up care is
ongoing.

Figure 1: MRI T2 weighted image of bilateral
pleural effusion with a pericardial effusion

Figure 2: MRI T1 weighted —showing wall
thickening

Discussion

Amyloidosis is a disorder characterized by
aberrant protein deposition in tissues, presenting
diagnostic and therapeutic challenges due to its
diverse clinical manifestations and underlying
aetiologies®. The coexistence of amyloidosis
with multiple myeloma further complicates

management, necessitating a multidisciplinary
approach®. Late diagnosis contributes to poor
outcomes, highlighting the importance of
early detection wusing accurate biomarkers
and specialized imaging techniques®. In this
case, the patient’s presentation with nephrotic
syndrome and cardiac involvement underscores
the systemic nature of amyloidosis and its
impact on various organs’. The rarity of this
presentation in an elderly African female
accentuates the need for heightened clinical
suspicion and comprehensive evaluation,
especially in populations with limited access to
healthcare resources®. Despite advancements
in diagnostic modalities and treatment options,
challenges persist in addressing advanced
disease presentations and managing comorbid
conditions®. Targeted therapies promise to
improve outcomes, but further research is needed
to optimize their efficacy and safety profiles. The
complexity of amyloidosis and multiple myeloma
underscores the importance of a collaborative
approach involving haematologists, oncologists,
cardiologists, nephrologists, and other specialists.
Ongoing efforts to enhance diagnostic accuracy
and develop novel therapeutic interventions offer
hope for better patient outcomes in the future.

Conclusions

The clinical case of AL amyloidosis with myeloma
features presenting with kidney and cardiac
involvement presented here is not as common and
this could be attributed to a low index of suspicion
on the part of the clinician or lack of necessary
diagnostic modalities. Prognosis remains worse,
especially with cardiac involvement. It calls for the
clinician to have a high index of suspicion especially
in patients with nephrotic syndrome not explained
by the common causes to think of AL amyloidosis
as a possible cause. In patients with multiple
myeloma, the clinician should have a high index
of suspicion and evaluating for AL amyloidosis as
both could coexist or one precedes the other. The
availability of the necessary diagnostic equipment
plays a big role in identifying a diagnosis and
prompt treatment with an overall improvement in
morbidity and mortality.

Declaration of patient consent. The patient has
given her consent for her images and other clinical
information to be reported in this case report. The
patient understands that her name and initials will
not be published and due efforts will be made to
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conceal her identity. The case report is written with
permission from the Director of Medical Services,
Ministry of Health, Kenya.
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