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Abstract

Yy

Hereditary angioedema (HA) is a rare disorder characterized by recurrent angioedema attacks and autosomal dominant transmission. Plasma C1 occurs
due to esterase inhibitor deficiency. Angioedema is most commonly seen in the extremities, oropharynx, and visceral organs. Intestinal mucosal edema can
cause temporary obstruction and severe abdominal pain that can interfere with acute abdomen. It should be kept in mind that antihistamines, stereoids,
androgens, FFP (Fresh frozen plasma) and C1 esterase inhibitors used in the treatment of these patients may also develop allergies and these drugs should
be used with caution. We aimed to present a 51 years old female patient (Figure-1) with a diagnosis of hereditary angioedema in our case which developed

FFP (Fresh frozen plasma) allergy.
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Introduction

Hereditary angioedema (HA) is a rare autosomal dominant
disorder characterized by recurrent angioedema attacks. It
is caused by the lack of plasma C1 esterase inhibitor. The
disease that may begin in puberty, sometimes in childhood,
is a condition characterized by subcutaneous and mucosal
edema!. In patients with HA attacks, the concentrations of
C4 and C2 decrease while the concentrations of C3 and Cl
remain normal. Thus, there are also those who recommend
C4 measurement as a screening test for hereditary angioede-
ma?. C1, C2, C4 decrease chronically in case of the absence
of this enzyme which functions in the complement system.
Complement deficits become more apparent during attacks.
We aimed to present a 51-year-old female patient who has
a diagnosis of hereditary angioedema and developed FFP
(fresh frozen plasma) allergy in our case.

Case report

A 51-year-old female patient with complaints of swelling
and erythema on the face and neck applied to the emergen-
cy department. The patient has a history of HA. There was
edema and erythema in the neck and face, no uvula edema.

The patient ‘s vital parameters including blood pressure,
pulse, respiratory rate and fever were respectively measured
as 130/90 mmHg, 74 /min, 16/min and 36° C. In the labo-
ratory tests of the patients, white blood cell (WBC), hemo-
globin (HB), hematocrit (HCT) and platelets (PLT) from he-
mogram parameters were respectively 11,4 103/ml, 16,6 g/dl,
50,5% and 280 10%ml, glucose and C-reactive protein
(CRP) from biochemical parameters were respectively 143
mg/dl and 0,48 mg/dl (normal range is 0 to 0,35) and the
other parameters were normal. She had developed allergies
to antihistamines and steroids during previous attacks. Pa-
tient with hereditary angioedema was consulted dermatol-
ogy department. Dermatology suggested giving 2 units of
FFP to the patient. We started giving FFP to the patient. The
patient who received FFP treatment stated that she experi-
enced a feeling like a lump in his throat, burning sensation
on her face and difficulty in swallowing. FFP treatment was
stopped immediately. It was seen that swelling and erythema
in the face increased and uvula edema developed during the
patient’s control examination (Figure 1). Then, 1000 IU (2
vials) of Cl1 esterase inhibitor was given to the patient. It
was seen that the patient’s complaints and swelling of the
uvula decreased. While FFP therapy is given to patient with
hereditary angioedema, it should be absolutely considered
that the patient may develop allergies to the FFP and the
patient should be closely monitored with attention.
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Figure 1. Increased redness and uvula edema after FFP treatment

Discussion

HA is a rare autosomal dominant disorder characterized
by recurrent angioedema attacks. It is caused by the lack
of plasma C1 esterase inhibitor. The disease that may begin
in puberty, sometimes in childhood, is a condition charac-
terized by subcutaneous and mucosal edema'. HA was first
described by William Osler in 1888°. C1 INH is a functional
or quantitative complement that regulates the initial proteins
of the classical complement system. It Is a rare autosomal
dominant (AD) disease characterized by the lack of the C1
complement inhibitor (C1 INH)*3. 75% of the cases have
family history and no gender difference similarly to the oth-
er AD diseases. HA is a discase characterized by attacks of
edema which is well-circumscribed and non-pitting in the
extremities, larynx, face and the body*®. It is possible to
confirm the diagnosis by detecting C1 INH levels. HA is
usually self-limited and localized edema is prevalent due to
the reversible increase in vascular permeability in its clin-
ic. Patients have complaints such as subcutaneous edema,
abdominal pain, nausea, vomiting, diarrhea, dysphagia and
dysphonia. The most feared complication of hereditary
angioedema is laryngeal edema. Laryngeal edema usual-
ly presents at older ages and occurs in less than 1% of at-
tacks. Serum C4 levels are low during attacks and non-at-
tack periods in nearly all cases with HA. C1 and C3 levels
are normal. FFP may be useful for preoperative short-term
prophylaxis and an acute attack. Researches on recombinant
C1 INH, recombinant kallikrein inhibitor and bradykinin re-

ceptor antagonists continue. After the C1 esterase inhibitor
administered to our patient, it was seen that the complaints
of the patient and edema of the uvula were regressed.

Conclusion

As a result, patients with HA may visit the emergency ser-
vices because of the complaints such as erythema, edema
and shortness of breath. It should be kept in mind that aller-
gies to antihistamines, steroids, androgens, FFP and C1 es-
terase inhibitors used in the treatment of these patients may
develop and these drugs should be used with caution.
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