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DRESS syndrome associated with sulfasalazine therapy.

ARM Misthaq', S Pirasath’, AGH Sugathapala’

!Colombo South Teaching Hospital, Kalubowila, Sri Lanka.

Abstract

The Drug Reaction with Eosinophilia and Systemic
Symptoms (DRESS) is a rare life threatening
drug hypersensitivity reaction which include a
skin rash, fever, lymphadenopathy, hematologic
abnormalities and internal organ involvement. Here,
we reported DRESS syndrome caseina 55 year old
female patient following intake of sulfasalazine for
her knee joint pain who was completely recovered
with appropriate management.
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Introduction

DRESS syndrome is a severe drug induced
reaction which is manifested as skin rash, fever,
hematological abnormalities and internal organ
involvement (1). Here, we reported a case of
DRESS syndrome in woman who fulfilled the
most of the diagnostic criteria of DRESS syndrome
established by a Japanese consensus group.

Case report

A 55 year old patient with ischaemic heart disease,
hypertension and dyslipidemia on regular clinic
follow up. She presented with two day history of
generalized itchy rash first appeared on the face
then spread to other part which was associated
with fever and facial swelling. She also complained
of difficulty in breathing. She has no history of
abdominal pain. On further inquiry, she gave a
history of intermittent right knee joint pain for 7
years suggestive of mechanical type. One month
back she met a GP with worsening of right knee
joint pain for last 2-3 months who has prescribed
sulfasalazine and some painkiller. She denied
history of allergic reaction to any drugs or food

in the past. On examination, she was febrile and
there was generalized maculopapular rash sparing
upper limbs and mucous membrane. There were
few posterior cervical lymph nodes palpated. Her
pulse rate was 92bpm and blood pressure was
140/90mmHg. Rest of systemic examinations
were unremarkable.Her full blood count showed
leukocytosis (19.81x103 ) (Normal range (4x103
- 11x103 ) without eosinophilia (14.4%) (Normal
range (0%-6%). Her inflammatory markers were
normal (ESR22 mm/1st hour, CRP-32 mg/L), liver
enzymes were elevated (AST 82 U/I, ALT 139
U/1) and renal function tests were normal. Septic
screening was negative. An ultra sound scan of
the abdomen was performed which revealed no
hepatosplenomegaly. According to diagnostic
criteria of DRESS syndrome established by a
Japanese consensus group, she was fulfilled six of
the criteria to diagnosis of DRESS including fever,
maculopapular skin eruption, lymphadenopathy,
eosinophilia, atypical lymphocytes and abnormal
liver function. sulfasalazine was identified as an
offending drug in our patient and was withdrawn
it and corticosteroid therapy was commenced .
The skin eruption was treated with topical steroid
and emollient with monitoring her electrolytes,
hydrated adequately. Her skin lesion was healed
and eosinophil count and liver enzyme level have
come to baseline. She was fully recovered from
DRESS syndrome and being followed up in the
clinic. Her oral prednisolone was tapered off over
4 weeks duration.

Discussion

DRESS syndrome is rare drug induced
hypersensitivity reaction and is manifested a skin
rash, fever, lymphadenopathy, hematological
abnormalities and systemic involvement (1).
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The term ‘drug rash with eosinophilia and
systemic symptoms’ was coined by Bocquet (2).
The common drugs causing DRESS syndrome
includes allopurinol, carbamazepine, lamotrigene,
phenytoin, sulfasalazine, minocycline, dapsone,
sulfamethoxazole (3, 4). The pathogenesis of
DRESS syndrome is not well understood. But a
genetic component that alters immune response,
a triggering factor such as a viral infection and a
defect drug metabolism result in failure to eliminate
drug intermediates are essential components (5).
HLA is well described with drug hypersensitivity
can be associated with DRESS syndrome. An
accumulation of toxic metabolites due to genetic
deficient in drug metabolism can cause cell
death or inducing secondary immunological
phenomena as result of eosinophilic activation
and potentiation of inflammatory cascade. It
usually appears 2 to 8 weeks after administration
of the causative drug and the symptoms may
persist or aggravate despite the discontinuation
of causative drug. Our patient developed DRESS
syndrome one month after the commencement
of sulfasalazine therapy. The skin manifestations
varies in form of an urticarial, maculopapular
rash and sometimes vesicles, bullae, pustules and
purpura. Mucocutaneous involvement is not seen
in DRESS syndrome making it distinguish from
other sever drug eruptions such as Steven-Johnson
syndrome (7). The visceral involvement include
hepatitis, pneumonitis, myocarditis, pericarditis,
nephritis, and colitis. The most commonly found
hematological abnormality is eosinophilia (6). The
onset of eosinophilia may get delayed up to 1-2
weeks and even up to the time where elevations
in liver enzyme levels return to baseline (7). The
eosinophilia or lymphocytosis (40%) are commonly
seen with DRESS syndrome (8). According to the
Diagnostic criteria for DRESS syndrome published
by a Japanese Consensus group, she has fulfilled the
diagnosis of DRESS syndrome. The main treatment
of DRESS syndrome is withdrawal of offending
drug, corticosteroids and supportive treatment
(7). The outcome is better if the corticosteroids
are started at the early stage (9). In our patient, we
identified possible offending drug and withdrawn
it and treated with both topical and systemic
corticosteroids and supportive care.

The clinicians should think about possibility of
DRESS syndrome in presence of diagnostic criteria
for drug-induced hypersensitivity syndrome in
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suspicious cases following drug therapy. It will
be helpful to discontinue the drug and to start
appropriate actions to prevent consequences of it.

Informed consent

The informed written consent was obtained from
patient for publication of case report.
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