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Abstract

Steven Johnson syndrome is a severe cutaneous adverse reaction that develops especially against drugs and has an increasing incidence. The mortality
rate in the elderly population is quite high compared to other age groups. Rapid diagnosis, early recognition, and discontinuation of the responsible drug
reduce the mortality rate in patients admitted to the emergency department. The most important step in treatment is supportive treatment.

We present a 70-year-old woman with a history of hypertension, coronary artery disease, known renal failure, and adrenal insufficiency. Steven Johnson syn-
drome developed. We emphasized that the use of allopurinol due to known renal failure and hyperuricemia increased the mortality rate by causing acute
kidney damage, and after its rapid diagnosis and treatment, it positively affected mortality. The patient was admitted to the internal medicine service with
a pre-diagnosis of Steven Johnson syndrome in the emergency department and was discharged with recommendations after 26 days of hospitalization.

Because of the rapid spread and rapid deterioration of the general condition in severe cutaneous reactions such as Steven Johnson, mortality is important
to make a rapid diagnosis, to determine the etiology, and to start treatment early.
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Introduction

Stevens-Johnson syndrome (SJS) and toxic epidermal
necrolysis (TEN) are diseases mentioned together in the
literature and are severe cutancous adverse reactions char-
acterized by extensive separation of the epidermis and mu-
cous membrane erosions'. The most basic feature that dis-
tinguishes SJS from TEN is that it goes with less than 10%
body surface area involvement, with an annual incidence of
1.5-1.8 / 1.000.000%; It is considered a small form of tox-
ic epidermal necrolysis with an average mortality rate of
1-5%3. At least 50% of the cases occur due to drugs'. Vari-
ous antiepileptic drugs, sulfonamide antibiotics, allopurinol,
antiretroviral drugs and oxicam analgesics have been identi-
fied as triggers of SJS*.

The clinic begins with fever, sore throat, runny nose,
and myalgia. Subsequently, painful rash lesions that spread
rapidly occur. The prognosis depends on the degree of skin
peeling and the development of secondary bacterial infec-
tions. In uncomplicated cases, lesions heal within 1-2 weeks
without any sequelae’. The first- and third-day measure-
ments named “scorten”, which consists of age, malignan-
cy, blood urea nitrogen, glucose, pulse, serum bicarbonate
level, and body level, developed by Bastuji-Garin et al. used
as>¢ Identifying the causative drug and discontinuing it early

is very important for the survival of patients with SJS”. This
situation shows the importance of rapid clinical diagnosis in
patients admitted to the emergency department.

In this case report, it is aimed to present a patient with
SJScaused by allopurinol and discuss it in the light of cur-
rent literature.

Case Report

A 74-year-old female patient was admitted to the emergen-
cy department with the complaint of diffuse maculopapular
erythematous, itchy rashes that started from the trunk, back
and progressed to the palmar faces of the hands and feet,
and swallowing difficulties, keeping less than 10% of the
total body surface area. It was learned that the patient, who
did not have a history of allergy, used allopurinol, which
was initiated 14 days ago due to hyperuricemia, amlodipine
10 mg for hypertension, atorvastatin 40 mg for coronary ar-
tery disease and hyperlipidemia, and warfarin 5 mg due to
a history of arrhythmia. On physical examination, his gen-
eral condition was moderate, and his GlasgowComa Scale
was 14. In vital parameter analysis; blood pressure: 100/50
mmHg, Sa0,: 97%, heart rate: 95 /minute, fever: 37.8°C.
In the tachypneic patient, bilateral respiratory sounds were
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Table 1. Initial Laboratory Findings of Patient

Albumin: 23 g/dL

Leukocyte: 3.59 u/L
Neutrophil: 2.15 U/L
Eosinophil: 0 U/L

Hemoglobin: 10.5 g/dL
Hematocrit: 31.2%

Platelet: 116 U/L

Creatinine: 1.89 mg/dL

Blood urea nitrogen: 143 mg/dL
Uric acid: 10.5 mg/dL

Lipase: 42 U/L

Amylase: 88 U/L

Gamma glutamyl transferase: 203 U/L
Sodium: 132 mEq/L

Potassium: 4.3 mEq/L

Chlorine: 114 mEq/L

Calcium: 6.7 mg/dL

Corrected Calcium: 8

C-Reactive Protein: 3.9 mg/dL

pH: 7.27

INR: 1.32

Prothrombin time: 17.4 seconds
Lactate dehydrogenase: 462 U/L,
Alanine transaminase: 38 U/L

Aspartate transaminase: 52 U/L

pCO,: 29.8 mmHg
HCO,: 13.5 mmol/L
Lactate: 1.9 mmol/L

Base minus: -11.9 mmol/L

decreased, and basal rales were present. There was minimal
tenderness in the abdomen. There were dry oropharynx,
hemorrhagic ulcerated crusts on the oral mucosa and wide-
spread erythematous squamous rashes on the body. The Ni-
kolsky sign was positive.

There was no abnormality other than atrial fibrillation on
electrocardiography. Initial laboratory findings are shown in
table 1.

Patient was hospitalized with diagnosis of SIS secondary
to allopurinol.In medical treatment allopurinol was stopped,
fluid replacement planned, and broad-spectrum antibiotics
as ciprofloxacin 400 mg twice a dayfor 5 days and deltacor-
tril5 mg once a day for 5 days was started. During follow-up,
growth of methicillin-resistant Staphylococcus aureus in
blood culture and growth of Pseudomonas and Enterobacter
in urine culture were observed. Daptomycin 1 x 10 mg/kg/
day and teicoplanin 400 mg twice a dayas loading dose and
400 mg once a day as maintenance dose were started orally.
The patient’s initial SCORTEN scale value was 3, and the
probable mortality rate was 35.3. Although no examination
regarding the histopathology results of the skin biopsy for
the definitive diagnosis of the disease was obtained, the clin-
ical diagnosis was a priority disease and the patient received
a response to the treatment, even the SCORTEN scale value
was 2on the 3% day and the possible mortality rate decreased
to 12.1. The patient was discharged on the 26" day without
any complication.

Discussion

SJS is a rare severe epidermolysis adverse cutaneous re-
action associated with drug use’. Its frequency is higher in
women than men, and it occurs at all ages, but its frequency
increases with age®. In our study, we aimed to present a case
in which squamous erythematous rashes on the skin of an
elderly female patient, thought to be secondary to drug reac-
tion, regressed with allopurinol discontinuation.

Allopurinol is used to reduce serum uric acid levels in
patients with gout and hyperuricemia’. Although the clin-
ical process is usually within 1-3 weeks after drug intake,
the disease usually occurs within the first 2 months'®. In our
case, there was a clinical course with painful lesions with
rash after fever and myalgia, which occurred after the use
of allopurinol 14 days ago. In a retrospective cohort study
by Kim et al. in which 65,625 patients using allopurinol, 45
of whom were hospitalized for severe, cutaneous adverse
reactions, using the drug data analysis system, the risk of de-
veloping SJS in allopurinol users was 10 times higher than
in those who did not use allopurinol. found that"'. Frey et al.
found that the risk of SJS increased in allopurinol users in
a case-control study created by matching SJS patients with
and without allopurinol in a 1: 4 manner, which was previ-
ously validated by SJS'2.

Although adverse reactions seen with allopurinol are
rare, the mortality rate of SJS cases caused by allopurinol
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is 25%."3 Various scoring systems are used to predict mor-
tality in patients diagnosed with SJS. SCORTEN, ALDEN,
ICNARC, APACHE are some of the scales used in predict-
ing mortality. In a study by Lerch et al. Dated 2018, they
concluded that the “SCORTEN” mortality severity scale in
SJS is superior to other scoring systems such as ALDEN,
APACHE II and ICNARC® In our patient, the SCORTEN
scale was used to predict mortality, and the initial mortal-
ity While the rate was 35.3%, the 3-day mortality rate was
12.1%.

Sepsis and multiple organ failure are the most import-
ant causes of death!*. The aim of treatment is to prevent
the development of these complications. The most import-
ant step is early diagnosis and discontinuation of suspected
drug or drugs. Providing fluid and electrolyte balance and
nutritional support, protection from infection, respiratory
support, adjustment of external temperature, pain and anxi-
ety management, skin and wound care are the other steps of
treatment's. Our patient was discharged after 26 days with
drug discontinuation and fluid, antibiotics, and supportive
therapy.

As a result; although we do not deal with the diseases
with skin reaction in the emergency service as seriously as
the care of other patients with hemodynamic instability, we
think that this case report will create an important awareness
in the literature on behalf of the emergency department man-
agement perspective in order to recognize patients with such
drug reactions and with high mortality.
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