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ABSTRACT

hypotension.

biopsy.

This case report describes a patient presenting with facial puffiness, bilateral pitting edema, dizziness, Refractory
hypotension and postural hypotension. Initial evaluation revealed dyslipidemia, hypothyroidism, and nephrotic
range proteinuria. Further investigations, including fat biopsy and renal biopsy, confirmed the diagnosis of
amyloidosis. Treatment with midodrine was initiated for postural hypotension. This case highlights the importance
of considering amyloidosis in patients with nephrotic range proteinuria, Refractory hypotension and postural
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INTRODUCTION

Amyloidosis is a rare but serious disorder characterized
by the extracellular deposition of insoluble amyloid
fibrils in various tissues and organs. This abnormal
protein accumulation can lead to significant dysfunction
in affected organs. Among the various types of
amyloidosis, the most common forms include AL
(primary) amyloidosis, associated with plasma cell
dyscrasias, and AA (Secondary) amyloidosis, often
related to chronic inflammatory conditions."!

Renal involvement is particularly common in
amyloidosis, frequently presenting as nephrotic
syndrome, which is characterized by proteinuria,
hypoalbuminemia, and edema.” The kidneys are often
affected due to their high blood flow and the unique
characteristics of the glomerular capillary wall, which
makes them a prime target for amyloid deposition.™ This
renal manifestation significantly impacts patient
morbidity and mortality, as progressive kidney damage
can lead to chronic kidney disease and end-stage renal
disease.”

While nephrotic syndrome is a well-recognized
complication ~ of  amyloidosis, less  common
manifestations such as postural hypotensionand
refractory hypotension can also occur. Postural
hypotension, or orthostatic hypotension, is defined as a

significant drop in blood pressure UPO” standing and can
lead to dizziness, fainting, and falls.!"

This symptom arises due to autonomic nervous system
involvement and is frequently under-recognized in the
context of amyloidosis.”) The deposition of amyloid in
the autonomic nerves leads to autonomic dysfunction,
which can manifest as gastrointestinal motility
disturbances, urinary retention, and Refractory
hypotension. ")

Early recognition of these diverse manifestations and
appropriate  management are crucial for improving
outcomes in patients with amyloidosis. Diagnostic delays
are common due to the protean nature of the disease and
the nonspecific symptoms that often accompany it.[
This case report highlights the occurrence of Refractory
hypotension alongside nephrotic syndrome in a patient
with amyloidosis, emphasizing the importance of
comprehensive clinical evaluation and a high index of
suspicion in these patients.

CASE PRESENTATION

A 35-year-old female presented to opd with complain of
facial puffiness, bilateral pitting edema, and dizziness,
She also denied of any history of smoking or
alcohol/drug abuse and was not on any medications. On
examination, She had a blood pressure of 80/60 mmHg

WWW.ejpmr.com | Vol 12, Issue 01, 2025.

ISO 9001:2015 Certified Journal | 458



http://www.ejpmr.com/

Prasad et al.

European Journal of Pharmaceutical and Medical Research

for which inotropoc support was started (noradrenaline
@5mcdrops/min). Laboratory investigations revealed
dyslipidemia, hypothyroidism on thyroxine
supplementation, urine albumin-to-creatinine ratio >2gm,
and 24-hour urinary protein excretion of 7.2gm. Patient
was having refractory hypotension as blood pressure is
not raised on inotrope support and nor there is an fall of
blood pressure on stopping inotropic support. So, patient
was suspected to be a case of adrenal insufficiency and
early morning serum cortisol was done which came out
to be normal. Serum ACTH was also done which was
unremarkable. Patient was started on steroids but even
after that blood pressure is on the lower side. So, further
research was done in search of cases including
hypotension with Nephrotic range protienuria and the
following differential diagnosis was suspected and
workup was done. Further workup for nephrotic range
proteinuria included differential diagnosis of focal
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segemental glomerulo nephritis, minimal change disease,
membranous nephropathy, HIV, hepatitis B and C, SLE,
collagen vascular disease DKD and amyloidosis. Then
patient was counselled for abdominal fat biopsy which
revealed the patient to be a case of amyloidosis.

Diagnostic assessment

Fat biopsy revealed Congo red stain positivity with apple
green birefringence on biopsy demonstrated amyloidosis
with negative kappa lambda and serum amyloid A
(SAA) but positive ATTR (transthyretin) (Figure 1).
Additionally, A 12-lead electrocardiogram (Figure 2)
revealed left ventricular hypertophy, A transthoracic
echocardiogram (Figure 3) revealed moderate concentric
left ventricular hypertrophy, Ejection fraction exhibited
significant beat-to-beat variation between 50% and 55%.
indicative of cardiac involvement in amyloidosis.

Figure 3
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Treatment and Outcome

The patient was managed with Inotropic support and
steroids and midodrine 10 mg twice daily, followed by
10 mg three times daily for postural hypotension and Tab
eltroxin 50 mcg once a day and Inj h albumin 20%2100nl
intravenous for 3 days.

Patient was discharged on steroid support and midodrine,
Eltroxin and adviced for high protien diet with Regular
follow-up visits were scheduled for monitoring of renal
and cardiac function.

DISCUSSION

This case underscores the diagnostic challenge and
clinical manifestations of amyloidosis, especially in
young patients presenting with nephrotic range
proteinuria and Refractory hypotension. Early diagnosis
and appropriate management are crucial for preventing
further organ damage and improving patient outcomes.

CONCLUSION

Amyloidosis should be considered in the differential
diagnosis of patients with nephrotic range proteinuria
and Refractory hypotension. Timely diagnosis and
management are essential for optimizing patient care and
outcomes. Atypical type of amyloidosis can present in
early part of life and to be diagnosed with panel of
investigations
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