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ABSTRACT
BACKGROUND
Quincke's disease, or isolated uvular angioedema, is a rare clinical condition and reports on its etiology and
management remain limited. Most cases are linked to idiopathic conditions, food allergies, airborne allergens,
medications (ACE inhibitors, NSAIDs), hereditary angioneurotic edema, oropharyngeal trauma, and infections.
The disease may be encountered in any emergency setup and must be dealt with rapidly and with utmost
vigilance to prevent progression and complications.

CASE DESCRIPTION

A 24-year-old man visited the primary care clinic complaining of sudden throat discomfort upon waking. He
described it as the sensation of a round object touching “the sides of his throat”. The sensation persisted despite
swallowing. The patient denied having a sore throat, hoarseness, fever, or cough, and said that he had never
experienced similar symptoms. The patient did not consume anything before he went to sleep and woke up
with the sensation that something was 'stuck’ in the back of his throat. Examination revealed an edematous and
hyperemic uvula. Initial management ensured that there was no airway obstruction, with antihistamines and
corticosteroids administered to relieve the uvular edema and discomfort. The patient said that the symptoms
subsided within 72 hours and that there was no recurrence.

CONCLUSION

Awareness about this rare but acute condition, even in the background of unknown etiology, in all medical
personnel is essential. Early diagnosis with appropriate management can prevent life-threatening airway
obstruction and hypoxemia. Treatment depends on airway symptom severity. Thorough examination of each
case is crucial, focusing on etiology and definitive management.
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INTRODUCTION

Isolated uvular angioedema, also known as
Quincke's disease, is a rare form of upper airway
angioedema. Most cases arise from conditions
such as idiopathic disease, food allergies, airborne
allergens, medications (ACE inhibitors, NSAIDs),
hereditary angioneurotic edema, oropharyngeal
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trauma, and pharyngotonsillar infections. To
prevent airway obstruction and respiratory
disturbances, careful monitoring and management
are essential.!)

In 1882, Heinrich Irendus Quincke first
described acute edema, distinguishing it from
urticaria. The term "angioneurotic edema,"”
initially used by Quincke to describe edema
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without urticaria or pruritus, was later changed to
"Quincke's edema,"” a synonym for non-allergic
angioedema.®”? According to the 2014 Berlin
consensus paper by the International Working
Group on Hereditary Angioedema, non-allergic
angioedema includes hereditary angioedema and
acquired angioedema.®

The epidemiology of Quincke's disease
remains poorly documented. Over the past two
decades, several causes have been studied. Type |
hypersensitivity reactions, triggered by trauma,
thermal injury, infection, or drug use (e.g.,
marijuana, cocaine), are among the most reported
causes.®

Angioedema manifests as localized,
asymmetric swelling of skin or mucosa, typically
non-pruritic, mainly in areas with loose
connective tissue. Mast cell-mediated angioedema
often presents with other mast cell mediator
symptoms such as flushing, urticaria, pruritus,
rhinorrhea, nasal congestion, bronchospasm,
dysphagia, abdominal pain, and cardiovascular
symptoms.®>  Conversely, bradykinin-induced
angioedema lacks urticaria and other signs of a
hypersensitivity reaction.> While antihistamines
are effective for mast cell-mediated angioedema
(histaminergic), bradykinin-mediated angioedema
is refractory to antihistamine therapy.®

Quincke's disease is not related to
hypersensitivity reactions such as skin rashes,
hypotension, or tachycardia. It presents as rapid-
onset, localized, non-pruritic subcutaneous or
submucous swelling. Kinin and complement
pathways mediating type | hypersensitivity are
considered  possible  mechanisms,  though
idiopathic cases remain unexplained.®

Airway management is the primary strategy
for Quincke's edema. Treatment includes
monitoring, oxygen therapy, epinephrine when
indicated, H1 and H2 antagonists, and
dexamethasone.® Most cases described in the
literature are acute episodes managed in
emergency departments or outpatient settings with
minimal  follow-up.® Many cases were
successfully managed with medical therapy and
had no prior episodes.®

Although rare, Quincke’s disease can be life-
threatening if the airway is compromised by an
enlarged uvula.® Healthcare professionals must
remain vigilant and prepared for emergencies in
affected patients.(”

Quincke’s disease, a rare clinical disorder

The case is important because of the acute
and spontaneous nature of the symptoms and the
potential to cause life-threatening airway
compromises. ® This case report aims to enhance
knowledge about the diagnosis and proper
treatment of Quincke’s disease, particularly in
addressing its rare idiopathic background and life-
threatening implications.

CASE REPORT

Mr. S, a 24-year-old man, came to a primary
healthcare facility complaining of discomfort in
his throat upon waking up from sleep. The patient
also reported an unpleasant sensation in the throat
area when breathing, which caused him to wake
up from sleep. He described the sensation as if a
round object was creeping and touching the sides
of his throat. The patient attempted to swallow, but
the discomfort did not disappear.

The patient denied having a sore throat,
hoarseness, fever, or cough, and said that he had
never experienced similar symptoms. The patient
did not consume anything before he went to sleep
and woke up with the sensation that something
was 'stuck’ in the back of his throat The patient
mentioned a history of allergy to cold
temperatures. The patient has a history of
smoking.

On physical examination: Glasgow Coma
Scale E4AM6V5 compos mentis, blood pressure
118/78 mmHg, pulse rate 80 beats per minute,
respiratory rate 20 breaths per minute, and
temperature 36.7°C. Examination of the oral
cavity revealed hyperemia of the uvula and soft
palate of the oropharynx (Figure 1), with edema of
the uvula, the uvula appearing elongated, differing
from its standard size (Figure 2). There were no
complaints of stridor, hoarseness (dysphonia), or
swallowing difficulties.

No laboratory tests or radiological
examinations were performed. To address the
throat pain and uvular edema, the patient was
given initial treatment with the following oral
medications: paracetamol 3x500 mg,
dexamethasone 2x0.5 mg, and cetirizine 2x10 mg.
The patient was referred to an ENT specialist.
According to the patient, the symptoms subsided
within 72 hours and no recurrence occurred.
Consent was obtained from the patient for the
publication of this article and any accompanying
images.
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Figure 1. Hyperemia of the uvula and soft palate of

Figure 2. Edema of the uvula, and the uvula appears
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the oropharynx

elongated

DISCUSSION

The uniqueness of Quincke's disease in this
case was that it was not caused by medications,
trauma, or infection. This differs from most other
case reports where Quincke's disease is caused by
drug exposure or trauma during general
anesthesia. This case report will discuss the
management of each previously reported case as a
reference for management and treatment.

Type 1 hypersensitivity reactions typically
cause isolated angioedema, but this condition can
also be caused by trauma, thermal injury,
infections, medications (ACE inhibitors,®®
Alprazolam,® herbal substances (cannabis), and
idiopathic conditions.'% There are two reports on
the use of narcotic drugs such as cocaine being
associated with Quincke’s disease.*?®

A study conducted in Spain by Barbarroja et
al.®¥ revealed the characteristics of predisposing
factors and the etiology of patients diagnosed with
uvular edema at the University Hospital of Alcala
de Henares. A total of 66.1% or 113 out of 171
patients had isolated uvular edema without other
clinical manifestations, with most causative
factors being food allergies in 37 patients,
medications in 20 patients, certain medical
conditions (infection, cancer, gastroesophageal
reflux, tonsillectomy) in 28 patients, and
idiopathic causes in 28 patients.

Angioedema is divided into two main clinical
types: mast cell-mediated angioedema and
bradykinin-mediated angioedema. Mast cell-
mediated angioedema is usually accompanied by
symptoms of the release of mast cell mediators,
such as urticaria; the symptoms appear within
minutes to hours after exposure to an allergen,
then resolve within 24 to 48 hours, and typically
respond  satisfactorily  to  antihistamine
treatment.®

Bradykinin-mediated angioedema
encompasses a spectrum of rare disorders in which
the angioedema is isolated, not associated with
urticaria or other signs of allergic reactions.
Additionally, this type of angioedema does not
respond to antihistamine therapy, regardless of the
dosage. It also does not respond to corticosteroids,
while epinephrine provides mild and temporary
clinical benefit.®

Hereditary angioedema (HAE) or congenital
C1 inhibitor (C1INH) deficiency is a rare genetic
disorder caused by a deficiency (type 1) or
dysfunction (type Il) of CL1INH. Hereditary
angioedema caused by C1 deficiency is an



autosomal dominant disorder with nearly
complete penetrance in 50% of male and female
children of parents diagnosed with HAE.® In the
general population, the prevalence ranges from
1:30,000 to 1:80,000, making this condition quite
rare.9 The hereditary form of Quincke’s disease
probably follows this pathway due to deficient C1
esterase inhibitor which is the main regulator for
both kinin and complement pathways.®

In our reported case, no signs or symptoms of
throat infection, such as fever, exudate, cough, or
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lymphadenopathy (Centor score parameters),
were found. No cause pointing to trauma, thermal
injury, or medication use was identified in this
patient. The patient denied any history of food
allergies, but further examination regarding the
patient's allergic history is needed.

From the literature reports on Quincke's
disease published over the last decade, the author
presents the case report findings in Table 1 below.

Table 1. Comparison of case reports with the present case

Report by Age Sex Underlying Clinical Therapy
(years) etiologies Manifestation
Tripathy N, 35 Male Food allergens An object touching dexamethasone, and
Gupta N® the walls of his antihistamine
throat, difficulty
swallowing
Kamath R, Rai 3 Male idiopathic Something touching dexamethasone,
SJ® the back of the pheniramine hydrogen
tongue maleate
Sullivan GW, et 29 Male idiopathic (non- discomfort in the uvulectomy
al.® histaminergic) throat, episodic
symptoms.
Sanchez G, et 50 Male idiopathic difficulty speaking, corticosteroid, partial
al.™ pain, recurring uvulectomy
symptoms.
Elfessi Z, et al. 59 Male ACE-l, acquired painful swallowing, dexamethasone
® angioedema dry cough.
Gomes P, et al. 56 Male Alprazolam foreign body antihistamine,
(10) sensation in throat corticosteroid
Goncalves F, et 27 Male Cocaine foreign body antihistamine,
al.®® sensation in throat corticosteroid, adrenaline
Chandran A, et 32 Male Consumed ‘stuck’ dexamethasone.
al.4® seafood (prawns) in the back of his chlorpheniramine maleate

Belfeki, et al. @® 47 Male GERD, trauma

Gandhi R 19 32 Male trauma

Present report 24 Male Idiopathic

throat
difficulty breathing

discomfort in throat

discomfort in his
throat upon waking
up from sleep

and epinephrine
antihistamine

antihistamine,
corticosteroid, antibiotic,
NSAID.

antihistamine,
corticosteroid, NSAID.
Referred to ENT
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The symptoms vary in each case, but the most
commonly reported symptoms in case reports are
discomfort, a foreign body sensation in the throat,
difficulty swallowing, and throat pain. In some
literature reports the patient's symptoms include
hoarseness, choking, snoring, difficulty breathing,
and even obstructive sleep apnea.®319

Supplementary examinations should be
conducted on patients with clinical suspicion of
Quincke’s disease. Recommended examinations
to identify the cause include determination of C1
esterase and mast cell tryptase levels, skin prick
tests, complete blood count, erythrocyte
sedimentation rate, radioallergosorbent tests
(RAST), throat and uvula swab cultures, blood
cultures, and latex agglutination studies to identify
Haemophilus influenzae type B (HIB) and
Streptococcus pneumoniae antigens in blood and
urine.®

The primary focus in treating patients with
Quincke’s disease is the threat to the airway.
Initial therapy is centered on airway clearance if
the patient has airway problems. In some cases,
patients with Quincke’s disease complain of
difficulty swallowing and shortness of breath.1"
The physicians must consider intubation and
intravenous (parenteral) access. Medications such
as epinephrine, H1 and H2 receptor blockers (such
as diphenhydramine HCI and cimetidine) and
corticosteroids (such as methylprednisolone and
dexamethasone) are necessary in severe cases.
The plasminogen inhibitor g-aminocaproic acid
may be given to patients with possibly non-
infectious causes who do not respond to the above
treatments. In  additional cases, inhaled
corticosteroids or nebulized beta-2 agonists, such
as salbutamol or albuterol, may be administered.
Due to its potent anti-inflammatory properties and
long half-life, dexamethasone is one of the most
commonly used corticosteroids. ) Antibiotics are
required if the cause is an infection. ©® Surgical
treatment, due to its high morbidity, plays a
minimal to nonexistent role in the treatment
protocol for Quincke’s disease. ) In some cases
of recurrent episodic Quincke’s disease that fail to
respond to conservative treatment, uvulectomy
may be a safe and effective procedure.® In the
present case report, the most probable etiology is
an allergy that causes a type 1 hypersensitivity
reaction; however, this has not been confirmed,
and further supplementary examinations are
needed.
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CONCLUSION

Isolated angioedema of the uvula is a sign of
Quincke’s disease, which is considered a rare case.
The etiology of this disease remains unknown;
however, several reports on this condition have
included food allergies such as to peanut or
shrimp, infections, mechanical pressure or trauma
from regional or general anesthesia, herbal
medications, drugs such as ACE inhibitors or
angiotensin receptor blockers (ARBs), and
idiopathic causes. It is recommended to conduct
more in-depth supplementary examinations to
determine the definitive cause, such as skin prick
tests, complete blood counts, erythrocyte
sedimentation rates, radioallergosorbent tests
(RAST), throat and uvula swab cultures, blood
cultures, and latex agglutination tests to identify
Haemophilus influenzae type B (HIB) and
Streptococcus pneumoniae antigens in blood and
urine, as well as toxicological tests and cervical X-
rays. Management of Quincke’s disease depends
on the severity of airway symptoms. Intravenous
H1 and H2 blockers, corticosteroids, and even
epinephrine may be required in emergency
situations. If there is refractory C1 esterase
deficiency, fresh frozen plasma (FFP) or epsilon-
aminocaproic acid can be used. Due to its high
morbidity, surgical procedures play a minimal role
in the management protocol of Quincke's disease
but may be considered in recurrent and difficult
cases. It is crucial to conduct a thorough
examination in each case as knowledge about this
rare disease is still evolving, especially regarding
its etiology.
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