UVALI for Hypereosinophilic Syndrome

Sir,

Hypereosinophilic syndrome (HES) is a multiple system
disease, in which persistent eosinophilia of unknown origin
is associated with organ involvement (1,2). Polymorphous
skin manifestations are frequently seen and may be the only
clinical manifestation of HES in an otherwise asymptomatic
patient (3, 4). Tissue damage in the affected organs results
from eosinophil products released such as eosinophilic
cationic protein (ECP). Lowering the number of eosinophils
is the mainstay of therapeutic interventions using cortico-
steroids or immunomodulating agents (2—-4). High doses of
long-wave ultraviolet A radiation (high-dose UVAI therapy
(340—-400 nm)) were used successfully as monotherapy in
cases of severe atopic eczema whereby both serum ECP levels
and blood eosinophilia were dramatically reduced (5).
Therefore the possibility that high dose UVAL therapy
might have a beneficial effect in patients suffering from
HES was considered.

CASE REPORTS

Three patients (2 men and 1 woman, average age 57.6 years) suffering
from HES and severe skin involvement resistant to other therapy except
systemic steroids (>40 mg prednisolon per day) were offered UVAL
phototherapy, after informed consent was obtained. Skin lesions,
manifested as eczematous and erythematous, partly centrally ulcerated
nodules, were disseminated over the whole body. Additionally, in 2 cases
oedematous swelling of the extremities and relapsing angioedema were
seen. Pruritus was severe in all patients. Other manifestations of HES
were eosinophilic neuropathy of the right peroneal nerve in one case and
gastric involvement in another. All 3 patients had eosinophilic bone
marrow infiltration without signs of malignancy.

Each patient was exposed to 15 irradiations with 50 J/cm?® UVA1
(340-400 nm) over 3 weeks, resulting in a cumulative dose of 750 J/
cm? UVALI (Photomed, Hannover, Germany). Before and after UVAL1
therapy, eosinophils in peripheral blood were counted and ECP serum
levels were measured by radioimmunoassay. Skin biopsies were taken
before and after treatment and the infiltration of eosinophils was
studied with HE staining. The number of activated eosinophils and
ECP was analysed using the APAAP technique and mAb EG2
(Pharmacia, Uppsala) in frozen tissue sections.

UVALI therapy resulted in a marked relief from itching and clinical
improvement of skin lesions. The non-dermatological symptoms such
as the neuropathy and gastrointestinal complaints also improved. No
side effects were observed. Parallel to clinical improvement, the
eosinophil counts in peripheral blood dropped from mean 35% to
mean 16% and the elevated serum ECP levels decreased from mean
142 pg/l to mean 29 pg/l (normal <12 pg/l). Histologically and
immunohistochemically the number of eosinophils and the EG2-
positive cells in skin tissue sections decreased after therapy. Main
clinical and laboratory findings are summarized in Table I.

DISCUSSION

High-dose UVA1l monotherapy for treatment of skin
manifestations of HES proved to be highly effective leading
to prolonged disease stabilization not only of skin, but also of
associated internal symptoms. Disease improvement corre-
lated with a decrease of eosinophil numbers and released ECP
in blood and tissue, suggesting an effect of UVAl upon
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Table 1. UVAI-phototherapy in patients with HES and skin
involvement results in clinical improvement and decrease of
eosinophils and ECP in blood and skin

Agelsex 57IF 60/M 56/M
Type of skin lesions Eczema Eczema Pruriginous
Angioedema Swelling of papules

Swelling of  extremities Itching
extremities  Itching
Itching
Blood eosinophils (%)
before UVAL therapy 58 28 22
after UVALI therapy 18 16 15
Serum ECP (pg/l)
before UVAL therapy 184 198 45
after UVALI therapy 37 31 20
Decrease (%) of skin 74 82 76
eosinophils after UVAL
therapy
Decrease (%) of skin-EG2 88 76 32
+-cells after UVALI
therapy
Remission after cessation 5 18 2
of UVAL therapy
(months)

eosinophil-dependent inflammation. Further studies including
higher number of patients are warranted for final assessment
of UVAI1 phototherapy in hypereosinophilic syndrome.
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