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Periorbital ecchymoses
and breathlessness

Discoloration resembling “raccoon eyes,” paired with
cardiac symptoms, led to the diagnosis.

A 54-YEAR-OLD MAN presented at our facility with
a 3-month history of exertional breathlessness
and purple blotches around his eyes. Examina-
tion revealed bilateral periorbital and perioral
ecchymosis, purpuric spots along his waist, and
waxy papules on his eyelids (FIGURE 1). In addi-
tion, the patient had macroglossia with nodular
infiltration and irregular indentations at the lat-
eral margin of his tongue (FIGURE 2).

The patient also had a raised jugular ve-
nous pressure and prominent atrial and ven-
tricular waves. Further examination revealed a
fourth heart sound over the left ventricular apex,
as well as bilateral basal rales. All other systems
were normal except for mild hepatomegaly.

Routine hematologic and biochemical
lab work was unremarkable. X-rays of the spine
and skullwerenormal, buta chestx-ray showed
mild cardiomegaly. An electrocardiogram

FIGURE 1
Ecchymoses and waxy
papules around the eyes
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(EKG) showed a QS complex from leads V1 to
V4 (a pseudo-infarction pattern; FIGURE 3A).
An echocardiogram showed biatrial enlarge-
ment, left ventricular hypertrophy with a left
ventricular ejection fraction of 48%, a speckled
pattern on the myocardium, a thickened inter-
atrial septum, and mild pericardial effusion
(FIGURE 3B).

A color Doppler revealed mild mitral and
tricuspid regurgitation with a restrictive pat-
tern of mitral valve flow. Serum protein elec-
trophoresis was normal.

O WHAT IS YOUR DIAGNOSIS?

O HOW WOULD YOU TREAT THIS
PATIENT?

FIGURE 2

Macroglossia with nodular
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FIGURE 3

Diagnosis:

Primary systemic amyloidosis

A diagnosis of primary systemic amyloidosis
was confirmed with histopathologic examina-
tion of the abdominal fat pad using Congo red
stain. Clinical, imaging, and laboratory fea-
tures supported this diagnosis.

Primary systemic amyloidosis (also
known as light-chain amyloidosis) is the most
common type of systemic amyloidosis, affect-
ing an estimated 5 to 12 million people per
year."? It occurs when there is a buildup of the
abnormal protein amyloid. Organs that may
be affected include the heart, kidneys, skin,
nerves, and liver. There are no clear environ-
mental, racial, or genetic risk factors for this
condition.

With primary systemic amyloidosis, the
ecchymosis present around the eyes may also

EKG and echocardiogram findings
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The patient'’s electrocardiogram (A) revealed a QS complex from
leads V1 to V4 (pseudo-infarction pattern). His echocardiogram
(B) showed biatrial enlargement, left ventricular hypertrophy,

a speckled pattern on the myocardium, a thickened interatrial
septum, and mild pericardial effusion.

appear elsewhere on the body (pinch pur-
pura). Other symptoms may include macro-
glossia; sensory and autonomic neuropathy;
and concomitant renal, cardiac, and hepatic
involvement. In elderly patients with these
symptoms, myeloma-associated systemic
amyloidosis should be ruled out.? Histopatho-
logic examination of the abdominal fat pad or
rectum is usually diagnostic.

Systemic amyloidosis and the heart

In patients with symptoms of congestive heart
failure, a finding of thick heart walls on echo-
cardiogram may indicate cardiac amyloido-
sis, particularly if there is no other underlying
heart disease that could explain such findings.
An even stronger indicator is the additional
finding of low-voltage complexes on EKG.?

Periorbital ecchymosis can

be a sign of many conditions
Bilateral periorbital ecchymosis, also known
as “raccoon eyes,” was an important clinical
clue to the diagnosis in our patient, but mul-
tiple conditions should be considered when
raccoon eyes are present.

1 Basal skull fracture occurs with a his-
tory of trauma. Clinical and radiologic signs of
injuries can usually be found in other areas of
the body.®

1 Periorbital cellulitis presents with uni-
lateral erythematous periorbital swelling. A
rapid increase in the patient’s temperature
and swelling of tissue may occur. Movement of
the extraocular muscles and visual acuity are
usually normal.”

1 Blood dyscrasias usually involve a his-
tory of external bleeding.” A thorough labora-
tory evaluation, including a complete blood
count, platelet function tests, and a blood
coagulation profile, is usually sufficient to ex-
clude these cases.

A variety of treatment options

Clinicians have used angiotensin-converting
enzyme inhibitors, long-acting nitrates, va-
sodilators, and diuretics to treat cardiac amy-
loidosis with varying results. For patients with
atrial fibrillation (AF), ibutilide and amioda-
rone are useful antiarrhythmic drugs.*® In ad-
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dition, experts recommend anticoagulation
therapy with warfarin, dabigatran, or rivaroxa-
ban for patients with AF because of the high
risk of stroke.*® Symptomatic bradycardia and
high-grade conduction-system disease usually
require pacemaker implantation.

1A guarded prognosis. The prognosis
for patients with primary systemic amyloidosis
is usually poor. Cardiac failure and renal fail-
ure are the major causes of death. The median
survival time is 13 months, and only 5% of pa-
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