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ABSTRACT

Drug reactions with eosinophilia and systemic symptoms (DRESS) are rare and potentially fatal adverse hypersen-
sitivity reaction to some drugs, especially anticonvulsants. The syndrome affects not only the skin but also other
organs, especially the liver. The incidence can vary from 1 to 5 cases per 10.000 patients exposed to anticonvul-
sants. The recognition of the syndrome is of fundamental importance since the mortality rate is between 10 and
40%. Once the diagnosis is established, the triggering drug must be identified and discontinued. Corticosteroids are
usually associated with therapy. Autoimmune sequelae have been reported, including vitiligo and rarely alopecia.
Alopecia universalis is a variant of alopecia areata, characterized by hair loss throughout the body. We report a case
of DRESS, associated with two autoimmune dermatological diseases: alopecia universalis and vitiligo.
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RESUMO

A reacdo a drogas com eosinofilia e sintomas sistémicos (DRESS) é uma rara e potencialmente fatal reagdo adversa
de hipersensibilidade, decorrente de alguns medicamentos, principalmente os anticonvulsivantes. A sindrome néao
afeta apenas a pele, mas também outros érgdos, principalmente o figado. A incidéncia pode variar de 1 a 5 casos
por 10.000 pacientes expostos aos anticonvulsivantes. O reconhecimento da sindrome é de fundamental importan-
cia devido a taxa de mortalidade entre 10-40%. Uma vez estabelecido o diagndstico, deve-se identificar o medica-
mento desencadeante e suspendé-lo. O corticosterdide geralmente € associado na terapia. Sequelas autoimunes
foram relatadas, incluindo vitiligo e raramente alopecia. A alopecia universal é uma variante da alopecia areata,
caracterizada pela perda de pelos em todo o corpo. Relatamos um caso de DRESS, associado a duas doengas au-
toimunes dermatoldgicas: alopecia universal e vitiligo.

PALAVRAS-CHAVE: Hipersensibilidade a drogas, Eosinofilia, anticonvulsivantes, Erupgdo por drogas.

CLINICAL CASE

Male patient, 22 years old, smoker and user
of illicit drugs, had started with generalized clonic
tonic seizures. The patient started phenobarbital
and, after two months without seizure control,
phenytoin was associated. Fourteen days later, he
developed an exanthema in the face with generali-
zed cranio-caudal progression, alopecia universa-
lis, and fever. He progressed with generalized ex-
foliative dermatitis, pruritus, and trachyonychia.
Laboratory tests showed changes in liver enzy-
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mes, leukocytosis with eosinophilia and atypical
lymphocytes. He was transferred to a secondary
hospital, where he was diagnosed with Stevens-
-Johnson syndrome (SJS) and discharged after 2
months with sodium valproate. After 5 days, the
lesions and fever became worse. He sought assis-
tance and was referred to our hospital. He pre-
sented with diffuse lymphadenomegaly, feverish,
disseminated erythematous-scaly lesions, achro-
mic and hypochromic spots on the face and limbs,
alopecia universalis and trachyonychia. There was
no mucosal involvement or epidermal detach-
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Dress with alopecia universalis and vitiligo

ment. The exams showed leukocytosis (33,160)
without right or left shift, eosinophilia (20%),
normal kidney and liver function. The hypothesis
of DRESS was raised and systemic corticosteroid
therapy was started. Serology for HTLV, HIV, HB-
sAg, HCV, CMV and Epstein-Barr were negative.

The anatomopathological examination showed

mild perianexial mononuclear inflammatory lym-
phocytic infiltrate and absence of atypias. The pa-
tient had resolution of exfoliative dermatitis and
alopecia and progressive improvement of vitiligo
(figure 01).

Figure 01 — Erythroderma and alopecia universalis in activity (A, B) and, 12 days later, in remission (C, D) associated with vitiligo.

DISCUSSION

The syndrome can cause the reactivation
of several viruses of the herpes group, and the
human herpes virus type 6 is the most frequent
(70% of cases).! Unfortunately, it was not possib-
le to perform this examination in the case presen-
ted due to the hospital limitations.

The DRESS is much more common than
Stevens-Johnson syndrome (SJS) or toxic epider-
mal necrolysis (TEN).2 The clinical picture usually
begins 2 to 8 weeks after exposure to the drug.?
The latency period between exposure and the on-
set of symptoms is longer in cases of DRESS than
in most other drug reactions, usually occurring
between 4 to 28 days in cases of SIS/TEN.! Cros-
s-sensitivity among risk with anticonvulsant me-
dications may occur.t

The disease begins with a symmetrical mor-
billiform eruption and it cannot be differentiated
clinically from an exanthematic drug eruption.?
Generalized exfoliative dermatitis or erythroder-
ma occurs in 30% of cases and diffuse lympha-
denopathy in 30-60% of cases.* DRESS is related
to the involvement of at least one organ in 90%
of cases with the liver being the most common
site.* Fever was documented in 90% of cases. The

presence of eosinophilia (more than 700/microlL)
increases suspicion.* The presence of lymphocy-
tosis and atypical lymphocytes can occur (67%
of cases).* Histological findings are nonspecific.*
Due to the presence of exfoliative dermatitis and
lymphadenomegaly upon the patient’s arrival at
our service, a biopsy was important to exclude
other diagnoses such as Mycosis Fungoides.

The first step in the treatment is the iden-
tification and withdrawal of the triggering drug,
associated with supportive therapy. Systemic
steroids are mainly indicated in cases with signs
of severity.'* Among autoimmune diseases, the
following are described: Graves’ disease, Hashi-
moto’s thyroiditis, type I diabetes mellitus, sys-
temic lupus erythematosus, hemolytic anemia,
vitiligo and rarely alopecia.®
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