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lupus erythematosus.>~7 To the best of our knowledge, this would be
the first case of morphea relapsing due to any cancer immunother-
apy treatment.

In conclusion, attending to the nature of this kind of
immunotherapies, totally different from traditional chemotherapy,
dermatologists should be aware not only of their typical irAEs,
but also of the possibility of exacerbation or relapse of previously
controlled skin diseases, especially immune-related ones. This will
probably represent a new challenge for dermatologists in the future,
as these treatments are being used more and more often. More
experience is needed in order to conclude the exact relation of
cancer immunotherapy and the relapse of these diseases.
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Sweet’s syndrome-like eruption
in association with the
exacerbation of Behcet’s
disease after the Great East
Japan Earthquake

@ CrossMark

Erupcion tipo sindrome de Sweet asociada al
empeoramiento de la enfermdad de Behget
después del Gran terremoto de Japon oriental

Dear Editor:

We herein report a case of Behcet’s disease (BD), which was stable
until the Great East Japan Earthquake, but deteriorated thereafter
and presented with Sweet’s syndrome-like facial erythemas, along
with exacerbation of other mucocutaneous conditions.

A 36-year-old male visited our hospital, complaining of fever,
genital ulcer, folliculitis-like lesions, and erythema nodosum
(Fig. 1a), and had been diagnosed previously with incomplete
type BD six years ago. He received treatment with minocycline,
colchicine, and his symptoms were under control. However, his

symptoms recurred along with a fever of up to 39°C and throat
pain following the Great East Japan Earthquake in March 2011 when
he was evacuated from home and placed at a shelter. Physical
examination revealed multiple oral ulcers, folliculitis on the back,
tender subcutaneous erythematous nodules on the knee, and ten-
der infiltrative erythematous plaques with surface scales on the
cheek, forehead, and neck (Fig. 1b and c). A biopsy specimen taken
from his face showed dense neutrophil infiltration throughout the
dermis (Fig. 2). Laboratory examination showed elevated levels
of white blood cell counts (12,200/pl with 80% neutrophils), C-
reactive protein (11.44mg/dl), and erythrocyte sedimentation ratio
(41 mm/h). Antistreptolysin O (ASO) level was within normal ranges.
HLA typing was negative for HLA-B51, but positive for HLA-A2, A24,
B54, and B62. He was successfully treated with oral prednisolone
(20 mg/day).

The present case developed infiltrative erythemas on the face
mimicking Sweet’s syndrome, along with other cutaneous symp-
toms such as folliculitis and erythema nodosum. A biopsy specimen
from the face revealed dense neutrophil infiltration throughout the
dermis. Patients with BD rarely present with Sweet’s syndrome-
like infiltrative erythema.’ On the other hand, several cases have
been reported as a co-existence of BD and Sweet’ syndrome;
symptoms of Sweet’s syndrome appear representing a flare or in
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Figure 1

In 2006, the patient developed solitary scrotum ulcer (a), along with oral ulcers, folliculitis, and erythema nodosum-like

lesions. In 2011, the patient developed tender, infiltrative erythematous plaques on the forehead and cheeks (b), and erythema

nodosum-like lesion on the knee (c).

the acute phase of BD.? BD and Sweet’s syndrome share com-
mon pathogenesis such as neutrophil activation, and Th1 type
cytokines contribute to the pathogenesis of both disorders. We
prefer to interpret our case as Sweet’s syndrome-like eruptions
that developed along with other symptoms such as oral ulcers,
folliculitis, and erythema nodosum-like lesions in the exacerba-
tion of BD, rather than the co-existence of Sweet’s syndrome with
BD, although the criteria of Sweet’s syndrome are fulfilled. There
were no other apparent triggers such as upper airway or gastroin-
testinal infections and the use of new drugs for the induction of
Sweet’s syndrome-like eruptions. Although the frequency is low,
BD may be one of the underlying diseases susceptible for devel-
oping Sweet’s syndrome-like eruptions. We have followed-up the
patient for almost 10 years, and although he has had the occasional

Figure 2
infiltrates through the dermis, mainly composed of neutrophils
(hematoxylin and eosin stain, original magnification x40).

Histopathology showing dense inflammatory cell

worsening of BD, the Sweet’s syndrome-like eruption occurred
only once. Our patient has HLA-B54, which may be an important
genetic background in the development of Sweet’s syndrome-like
eruption.

Psychosocial stress has been reported to be a triggering and
worsening factor of BD, and patients frequently develop a neurobe-
havioural syndrome, defined as ‘neuro-psycho-BD’. Our patient’s
symptoms were possibly exacerbated by mental stress caused by the
Great East Japan Earthquake. Mental health problems have affected
many residents of evacuation zones in Fukushima,® although there
are no studies of the deterioration of BD examining a number of
patients. Anxiety and depression are common psychiatric disor-
ders in patients with BD and more numerous than in controls,* and
psychological stressors influence the onset and flare of BD and/or
recurrent aphthoid stomatitis. Approximately 70% of patients with
BD recognized a stress factor prior to the onset of the disease, and
80% of patients with BD declared stress in the relapse period.’The
hypothalamic-pituitary-adrenal axis affects the immune system,
and thus in the present case the stress-induced immune alterations
may have worsened the symptoms of BD.
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Congenital Plaque-type
Glomuvenous Malformation:

11 Years of Follow-up and
Response to Treatment With
the Combined Pulsed-Dye and
Neodymium:Yttrium-Aluminum-
Garnet

Laser™

@ CrossMark

Malformacion glomovenosa congénita en
placas: 11 afos de seguimiento y respuesta al
tratamiento con laser combinado PDL/Nd: YAG

To the Editor:

Glomuvenous malformations (GVM), previously known as glo-
mangiomas, show a familial tendency and are characterized
histologically by the presence of vascular channels surrounded by a
variable number of glomus cells. There is a rare form that presents
as plaques. The treatment of these lesions has still not been stan-
dardized.

Our patient was a newborn boy from a twin pregnancy, born
preterm at 34 weeks, with erythematous plaques present on his back
since birth. There was no family history of similar lesions. On physi-
cal examination, nonpulsatile, depressed erythematous-violaceous
plaques were observed on the boy’s back (Fig. 1A). We performed
skin biopsy to clarify our differential diagnosis of capillary mal-
formation, multiple myofibromas, or subcutaneous fat necrosis.
Histopathology showed an increased number of ectatic vessels in
the dermis and was interpreted as a capillary malformation.

At 6 months, the plaques had acquired an annular pattern, with
an erythematous halo, depressed blue-violaceous center, ectatic
vessels, and flaccid skin (Fig. 1B).

A further biopsy, performed because of the lack of clinical-
pathological correlation, revealed a dermis with vascular structures
surrounded by several layers of monomorphic round cells with
eosinophilic cytoplasm (Fig. 2A). Immunohistochemistry showed
the perivascular glomus cells to be positive for vimentin and
a-actin and negative for desmin and S100 (Fig. 2B). Based on
these findings, we made a diagnosis of congenital plaque-type
GVM.

* Please cite this article as: Vargas-Navia N, Baselga E, Mufoz-
Garza FZ, Puig L. Malformacion glomovenosa congénita en placas: 11
anos de seguimiento y respuesta al tratamiento con laser combinado
PDL/Nd: YAG. Actas Dermosifiliogr. 2017;108:72-74.

Initially we took a wait-and-see approach. Over the following
years, the plaques extended to the adjacent skin and took on a
more atrophic appearance, with very dilated vessels. No new lesions
appeared.

At 7 years of age, the lesions were still asymptomatic, but
their appearance (Fig. 1C) negatively affected the patient’s self-
esteem, leading us to evaluate the treatment options. The size of
the lesions limited a possible surgical intervention. It was decided
to start treatment with combined pulsed dye (PDL) (595nm) and
neodymium-doped yttrium aluminium garnet (Nd:YAG) (1064 nm)
lasers (Cynergy Multiplex™, Cynosure, Westford, Massachusetts,
United States), with a spot size of 10mm, a PDL pulse duration
of 0.5ms and fluence of 8.5-9 J/cm?, followed by a pulse of Nd:YAG
with a duration of 15ms and fluence of 50 J/cm?. A cooling system
was used simultaneously to prevent epidermal damage. The sessions
were performed under general anesthesia every 2 or 3 months. The
post-treatment recommendations included oral analgesia and pho-
toprotection. At the time of writing, the patient has received 10
sessions of laser therapy, with lightening of the color of the lesions
and a reduction in lesion volume and in the caliber of the vessels
(Fig. 1D). Treatment has been well tolerated and no complications
have been detected.

GVMs account for 5% of venous malformations (VM) and are dis-
tinct from sporadic VMs and from hereditary mucocutaneous VMs. A
familial tendency is detected in 88%, with an autosomal dominant
inheritance pattern and incomplete penetrance (90%). Their etiol-
ogy has been related to mutations in the glomulin gene (GLMN)."
GVMs are usually multiple and tend to appear at an early age. They
can present as papular-nodular lesions or as plaques, and may be
congenital? or acquired.?

Congenital plaque-type GVMs present clinically as bluish
plaques with a cobblestone surface,’ or as atrophic plaques with
telangiectasias,?“~° as in our patient. A segmental distribution is
often observed.’

Histology is characterized by a nonencapsulated proliferation of
ectatic vascular channels surrounded by 1 or several layers of polyg-
onal glomus cells. Immunohistochemistry is positive for a-smooth
muscle actin and vimentin and negative for desmin.'3

The clinical course of plaque-type GVMs varies. Progressive
thickening and darkening of the lesions has been reported, as well
as a tendency to spread into adjacent unaffected areas,? as was
seen in our patient.

The objectives of treatment of GVMs are to relieve pain and
improve function and cosmetic appearance.®’-? Surgery is an option
for small localized lesions. Treatments such as sclerotherapy and
ablative therapy have been used in multiple or extensive GVMs,
but results have not been consistent.'® There are also descrip-
tions of cases treated with Nd:YAG laser with good results,’ and
PDL lasers have been reported to be useful for the more superficial
component of the lesions.® The dual laser (PDL/Nd:YAG) allows us
to treat different depths of the skin using lower fluences and thus
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