[=/\ CONGRESS
DV

BERLIN 11-14 OCTOBER 2023

Abstract N°: 192

Cutaneous bronchogenic cyst presenting as a keloid on the back.
Julia Nowowiejska®, Camilo Arias Rodriguez?, Giuseppe Argenzianc?, Vincenzo Piccolo®

IMedical University of Bialystok, Dermatology and Venereology, Bialystok, Poland,2Universidad Pontificia

Bolivariana, Department of Dermatology, Medellin, Colombia, 2University of Campania, Dermatology Unit, Naples,
Italy

Introduction & Objectives:
Materials & Methods:
Results:

Bronchogenic cyst is a rare congenital condition that occurs due to an impaired process of lung development. The
pathogenesis involves a set of cells that separate from the rest, which differentiate by themselves and develop a
small lung bud. Such a cyst is usually diagnosed in early childhood and manifests clinically as a tumor or an orifice
draining fluid, symptomatic in about half of the cases. The treatment of choice is surgical removal.

The patient first presented to dermatology ambulatory care at the age of 9. She had already undergone previously
two surgeries due to a small tumefaction, draining seropurulent exudation, located in the scapular region. The
excised tissue was examined by the pathologist and revealed a sebaceous cyst. The patient’s parents decided to
visit a doctor for another appointment because, despite those two previous procedures, they were concerned
about the persistent drainage from a small orifice on the surface of a lesion that resembled a keloid scar, which
was additionally constantly growing. Upon dermoscopy, the lesion displayed linear vessels arranged peripherally
over a pink to white structureless background, resembling a keloid. On the latest evaluation, dermoscopy of the
grown lesion additionally showed pigmented tan lines, and circles arranged in a linear fashion, located also on the
periphery, which could have corresponded to pigmentation of the lesion due to melanocyte activation. The
patient’s parents did not agree to another excision or biopsy of the lesion at that time. Later, the patient presented
for the second time one year later due to further enlargement of the lesion, but this time a deep shaving biopsy
was taken in order to exclude dermatofibrosarcoma protuberans. Unexpectedly, the result of the histopathological
examination was a cutaneous bronchogenic cyst.

It is mostly believed that extracutaneous bronchogenic cysts located on the periscapular area develop due to an
abnormal budding of the tracheobronchial primitive foregut during early embryogenesis, with migration to the
thorax. The most common extrapulmonary localization of bronchogenic cysts is mediastinum however, in our case,
it was the scapular region. To the best of our knowledge, there have been only 15 other reported cases of scapular
bronchogenic cysts, of which most were male children, unlike our case. As far as we are concerned, there are no
reports on dermoscopy of this disorder. In the described patient, the clinical picture involved a slowly growing
tumor with pus leakage indeed, which is the usual presentation of bronchogenic cyst. However, later it resembled
a keloid, which was symptomatic and had grown over time. Possible complications include rupturing of the cyst or
its compression, infection and, noteworthy, bronchogenic cysts may be the origin of malignant transformation.
Considering this possibility, dermatologists should be aware of such entity to early diagnose and remove the cyst.

Conclusion:
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Abstract N°: 343

Systemic lupus erythematosus and MECP2 gene mutation

Manel Martinez-Molina*L, Juan José Lluch-Galcerd!, Agustin Rodriguez-PaImeroz, Andrea Ros Pefia3, Adria Plana-
Plal Isabel Bielsal

IHospital Germans Trias i Pujol, Dermatology, Badalona, Spain, 2Hospital Germans Trias i Pujol, Badalona, Spain,

3Hospital Germans Trias i Pujol, Genetics, Badalona, Spain

Introduction: Systemic lupus erythematosus (SLE) is an autoimmune disease in which the genetic component
plays a key role in its pathogenesis. There are more than 30 genes that cause monogenic lupus, and numerous
polymorphisms have been described that increase the risk of developing SLE, including those of the MECP2 gene.
We present the case of a boy with SLE and a pathogenic mutation in MECP2

Case Report: A 12-year-old boy presented with a 1-month history of lesions on the hands, feet and pinnae that
had been present for 1 month. He had a history of autism spectrum disorder and rolandic epilepsy. Physical
examination revealed erythematous-violaceous maculopapules symmetrically affecting the palmar aspect of the
fingers, soles and lobes of both pinnae. He also presented with neuropsychiatric symptoms consisting of motor
slowing and a tendency to somnolence. A skin biopsy was performed and was compatible with lupus
erythematosus. Laboratory tests showed leukopenia, ANA 1/1280, positive anti-DNA and hypocomplementemia.
With a diagnosis of SLE, the patient was treated with bolus methylprednisolone and cyclophosphamide, with
clinical and laboratory improvement. A genetic exome study identified the pathogenic variant for
MECP2:NM_004992.3:c.1415_1416del:p.E472Gfs*14. Six months later, the patient presented a new episode of
psychotic symptoms, with no other signs of SLE activity.

Discussion: There are polymorphisms in the MECP2 gene that increase the risk of SLE. In addition, mutations in
this gene are responsible for Rett syndrome and disorders related to the MECP2 gene, ranging from intellectual
disability to neonatal encephalopathy. In our case, a mutation in the MECP2 gene was found, which would explain,
on the one hand, the psychiatric picture and, on the other hand, the development of SLE. However, in this case, it
is a mutation and not a polymorphism, which is not described in the literature in the context of SLE. The
mechanism by which this gene may induce the development of SLE is based on epigenetic changes that would
lead to an overexpression of genes that would induce the exaggerated synthesis of interferon. In any case, the
existence of neuropsychiatric symptoms that do not respond to SLE treatment should lead to the suspicion of
mutations in the MECP2 gene.
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Abstract N°: 376

The Novel Treatment of Children with Recalcitrant Viral Warts using Microwave Technology
Katie Solomon*l, Sophie Dolmanl, Tanya Cardwelll, Vincent Yip1

IAlder Hey Children’s Hospital Liverpool, Department of Dermatology, Liverpool, United Kingdom
Introduction & Objectives:

Cutaneous infection by the human papillomavirus (HPV) can lead to the formation of small, firm, keratinised
lesions of the skin. Depending on their location, these are called ‘common warts’ (on the body in general), or
verrucae/plantar warts (on the soles of the feet). Although benign, if left untreated these warts can grow into large
mosaics which can be painful and unsightly. They also carry a risk of autoinoculation as well as potential to spread
to other people. While some lesions can resolve within a few months, the majority can be present for many
months to years due to the virus’ innate ability to hide from the host immune system. Here, we carried out a
retrospective service evaluation to assess the feasibility of microwave energy as a treatment for warts and verrucae
in paediatric patients.

Materials & Methods:

Using a microwave device designed and CE marked for use in Dermatology, a total of 35 children aged 6 to 19
years old were treated at a paediatric dermatology clinic in the UK with a non-ablative dose of microwave energy
(up to 10 watts for 2 seconds; 8GHz) applied to each lesion area. Each lesion received 3 to 10 successive dose
repeats of microwave energy before moving on to the next lesion. Patients returned to the clinic after 3 to 4
weeks, at which point a further treatment with microwaves was administered as before. If required a new
appointment was scheduled another 3 to 4 weeks later.

Results:

Using this treatment regime, 24 patients (68.6%) had full resolution within 8 (mean=3, median=2.5) treatment
visits. Microwave treatments can be associated with a degree of short-lived, acute pain, and in these cases a total
of 8 patients (22.9%) elected to discontinue the treatment and were subsequently classed as ‘non-resolved’. 27
patients (77.1%) tolerated the treatment well and both patients and parents reported satisfaction with the
microwave therapy outcome. Almost all patients (94%) had a history of failed alternative treatments for their
warts, including topical salicylic acid preparations, Cantharidin and cryotherapy.

Conclusion:

This small case series with excellent outcomes suggests that microwave therapy could become a new efficacious
tool for the treatment of viral warts in children. Cryotherapy or topical imiquimod creams are currently the main
choices of treatment across many practices, however, microwave therapy offers a less destructive and less painful
modality and may only require treatment on a subset of lesions. This would not only shorten clinic visit durations,
saving both patient and clinician time, but also make the procedure less traumatic to young children undergoing
the treatment. Further research into the safety and efficacy of microwave therapy and its effect on the underlying
biomolecular and immune responses are required.
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Abstract N°: 423

Generalized Cutis Marmorata Telangiectatica Congenita - case report

Ana Clara Maia Palhanol, Daniel Simao de Andradel, Thais Kohatsu Yanasel, Thaisa Bosquiroli Brandalizel, Kaique

Arriell, Dimitri Luz Felipe Da Silva*!, Flavia Naranjo Ravelli Da Fonsecat, Artur Duarte!

1UNISA - Campus II, Dermatology, Brazil
Introduction & Objectives:

Cutis marmorata telangiectatica congenita (CMTC) is a capillary malformation characterized by reticulated
marbled erythema which disappears with pressure and does not resolve with heating. It is often reported
as benign, however can be associated with limb asymmetry, congenital glaucoma, and central nervous
system dysfunction.

Materials & Methods:

We present a case of an 11-year-old boy, presenting generalized and symmetric marbled spots and
angiokeratomas in the genital region since birth. On dermatological exam, the lesions disappear with
pressure, but not with heat. He presented an important asymmetry in length and size between the lower
limbs and there were no alterations on skin biopsy. The patient also presented a slight delay in
neuropsychomotor development and was admitted to our outpatient clinic for diagnostic investigation by
pediatrics due to tonic-clonic seizures. He had never followed up with Dermatologist nor Pediatrician and
had no family history. We referred to an ophthalmological exam, in which there were no alterations, as
well as to and otorhinolaryngologist, in which evaluation presented telangiectasias on rinnoscopy and no
alterations on bronchoscopy or upper digestive endoscopy. Considering the clinic, the diagnosis of Cutis
Marmorata Telangiectatica Congenita generalized was made.

Results:

CMTC is a capillary malformation characterized by reticulated marbled erythema. It can be associated with
cutaneous atrophy, ulcerations, glaucoma, limb asymmetry, neurological, ophthalmological,
cardiovascular, genitourinary, abdominal and endocrinological defects as well as mongolian spots, port-
wine stains and dysmorphic features. Although in our case the lesions were exuberant, the patient had no
dermatological follow-up, initiating it only after the tonic-clonic seizure. The presence of marbled lesions
guided our diagnosis, nonetheless the lesions are generally unilateral, and the association with
angiokeratoma is poorly reported in literature. Our patient did not present ulceration or atrophy and had
involvement of the face and scalp. Also, despite the generalized lesions, he had an increase in the length of
one of his legs without associated hypertrophy, excluding other possible syndromes.

Conclusion:

The CMTC is a rare diagnosis, with about 40 generalized cases reported. Being aware of this diagnosis is
important for multidisciplinary referral as well as regular ophthalmologic and neurological follow-up.
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Abstract N°: 478

Hemangioma associated with an amniotic band of the forearm

Abderrachid Bouakkazl, Attika Chibanel, Yacine Inouril, Imad Rabial, Assya Djeridane1

Luniversity of algiers, department of medicine, Bouzareah, Algeria

Introduction & Objectives: Hemangioma is a benign tumor proliferation of cells endothelial cells expressing
GLUT1, affecting 7 to 10% of children by the age of 1 year and up to 30% of premature infants weighing less than
1,500 g. segmental forms are readily associated with malformations.

Materials & Methods: A special case is reported of the association of a non-segmental hemangioma and an
amniotic band of the forearm.

Results (Observation) : A girl was 2-year-old, from an out-of-consanguineous marriage with a pregnancy of 32
weeks with amenorrhea. The 2 nd of a family of two sisters. She was presented in consultation with two
hemangiomas; one of the forearm, the other of the abdomen, associated with agenesis of the ipsilateral left hand.
Clinical examination found stable tuberous hemangiomas after a growth phase with agenesis of the left hand
following amniotic clamping. A check up in search of other malformations; Abdominopelvic ultrasound,
echodoppler of the limbs, were without abnormalities. The girl is a candidate for the prosthesis.

Conclusion (and discussion): The hemangioma is often isolated, except, segmental hemangiomas are readily
associated with extracutaneous abnormalities. The “PHACE syndrome”, defined by the association of a facial
segmental hemangioma with cerebral, ocular and cardio-aortic anomalies, the “PELVIS” / “SACRAL" syndrome
describes the association of a segmental hemangioma of the region of the swaddling (lumbosacral, gluteal or
perineal region = napkin hemangioma) with dysraphia affecting in varying proportions the lumbosacral spine, the
terminal medullary cone, the genitourinary organs and the anal region. In the literature, two cases of segmental
hemangioma associated with an amniotic band (Bourrat, and Salhi). Our observation is particular by the site of the
amniotic band in the forearm which was responsible for agenesis of the hand. and non-segmental hemangioma.

In Conclusion: when faced with a hemangioma, think about possible malformations such as the amniotic bands
which are responsible for agenesis.
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Abstract N°: 589

not to ignore Pityriasis Versicolor in children aged 7 years (2015 - 2022)
Omar Boudghene Stambouli*!

1Cabinet Medical Dermatology, Tlemcen, Algeria
Introduction & Objectives:

Pityriasis versicolor is a superficial mycosis uncommonly reported in children. It occurs frequently in warm humid
climates. Clinical diagnosis can be confirmed by mycology examination of a biopsy sample or a patch - test. The
aim of our work was to assess the frequency of pityriasis versicolor in children in our department (one department
for a population of 1 million inhabitants).

Materials & Methods:

a retrospective analysis was conducted in patients meeting the following inclusion criteria over a 7 years period :
age < 14 years, clinical presentation compatible with pityriasis versicolor, a positive patch - test. Age, sex, clinical
features and favoring factors were recorded for all patients. Patch tests were performed in a control group of age -
matched children with eczema or vitiligo.

Results:

Pityriasis versicolor was diagnosed in 1450 cases during the study period including 279 cases children 20%. Age
varied from 1 year to 14 years (mean 12 years), with a slight female predominance. Facial lesions were the most
frequent (n=147 ; 53%), preferentially on the forehead (n=131; 47%). The adhesive tape tests were negative in all
controls

Conclusion:

Pityriasis versicolor is not rare in children in our department. The adhesive tape tests provides a specific diagnostic
tool. Preferential facial localization and predominant a chromic and hypochromic aspect are characteristic of
childhood pityriasis versicolor in our region. These 2features are also reported in the literature. Childhood cases
suggests the pathogenic factors involved in pityriasis versicolor should be reconsidered. Pityriasis Versicolor
should be included in the differential diagnosis of childhood hypopigmentation.
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Abstract N°: 699

Incontinentia pigmenti Stage 1 is not simply vesiculo-bullous but vesiculo-pustular
Tubanur Cetinarslanl, Regina Félster-HoIstz, Dirk Van Gysel3, Matthias Buchnerz, Rudolf Happle4

IManisa Celal Bayar University, Dermatology, 2Universitatsklinikum Schleswig-Holstein, Dermatology, 30.LV.
Hospital Aalst, *University Medical Center Freiburg, Dermatology

Incontinentia pigmenti Stage 1 is not simply vesiculo-bullous but vesiculo-pustular
Introduction & Objectives:

Incontinentia pigmenti (IP) is a rare X-linked dominant, male-lethal disorder characterized by pathognomic skin
lesions. Other defects involve the teeth, the eyes and the brain. As described in the literature the typical cutaneous
changes follow the pattern of Blaschko’s lines and develop in 4 stages that usually start at birth: I) erythema and
bullous lesions, II) verrucous lesions, IlI) hyperpigmentation, and IV) hypopigmented atrophy. Stage 1 is called
vesicular or bullous or inflammatory. The vesicles are rapidly filled with eosinophils and thus turn into pustules.

Materials & Methods:

We performed a literature search between 1947-2022 using Incontinentia pigmenti” resulting in 1267 hits,
“incontinentia pigmenti newborn” in 321 hits, “incontinentia pigmenti vesicular” in 52 hits, “incontinentia
pigmenti stage 1” in 29 hits and “incontinentia pigmenti pustular” in 7 hits. 108 publications showed a total of
153 clinical pictures from stage 1.

Results:

” u

We found 13 publications that used the term of “pustul”, “pustular” or “vesiculopustular” to describe the lesions
of stage 1 of IP. Stage 1 is histopathologically characterized by eosinophilic spongiosis and intraepidermal vesicles
containing eosinophils. Acanthosis, many dyskeratotic (apoptotic) keratinocytes in the epidermis, numerous
eosinophils and some lymphocytes in the dermis are seen. Moreover, a pronounced increase of eosinophils is
found in the blood of newborns with stage 1 of IP.Diagnosis can be difficult in the early stages of IP. If the
Blaschko-linear arrangement of lesions is overlooked in newborns, the skin disorder may be confused with other
pustular diseases such as neonatal herpes, neonatal or congenital candidiasis, scabies, staphylococcal infections
like impetigo, and erythema toxicum neonatorum or transient neonatal pustular melanosis.

Conclusion:

Cutaneous findings of IP present in the early neonatal period and, stages can sometimes overlap each other. There
are many dermatological diseases in the differential diagnosis of cutaneous manifestations and patients may
remain undiagnosed since these cutaneous lesions have a self-healing course. Although dermatological
manifestations are innocent, extracutaneous involvement may lead to serious complications such as blindness and
neurological developmental anomalies. Dermatologists and pediatricians have an important role in early diagnosis
of IP.We recommend to add the word ‘pustular’ to the first phase of IP. The renaming of stage 1 as
‘vesiculopustular” would be far more specific than ‘vesicular’ or ‘bullous’ or ‘inflammatory’.
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Abstract N°: 743

Hematohidrosis versus Munchausen’s syndrome: diagnostic challenges in pediatric dermatology
Egle Januéonytél, Jori Puncheral, David Alvarez Martinezt, Emmanuel Laffittel, Yassaman Alipour TehranyJL

IH6pitaux Universitaires de Genéve (HUG), Genéve, Switzerland
Introduction & Objectives:

Materials & Methods:

Results:

A 9-year-old girl was referred to our clinic due to episodic localized pain and recurrent bleeding with no apparent
injury from her right index finger for 1 week. She had approximately three episodes of these symptoms per day
lasting for about 10 minutes with spontaneous resolution. The nonsteroidal anti-inflammatory drugs had no effect
on the pain. According to her parents, she was generally anxious and experiencing a conflicting and stressful
situation with her sibling at home. Therefore, paediatric psychiatric care follow-up was recently initiated. There was
no systemic symptom associated and the patient was otherwise in excellent health.

The clinical examination revealed no particular finding, notably no erythema, no hematoma, no petechiae and
overall, no skin barrier injury. The laboratory tests revealed no abnormalities, in particular the complete blood
count, partial thromboplastin time, fibrinogen and INR were within the normal range. Local treatment by
antiperspirant was proposed. Two weeks following the initial consultation, the patient returned to the emergency
department twice due to the condition extending to the face and extremities, as well as an increased duration of
the episodes. Treatment with propranolol 0.5 mg/kg twice per day was prescribed. Paediatric psychiatric follow-up
was reinforced, and risperidone 0.25 mg per day was also introduced. Adult witnesses of the family were never
present during the onset of the episodes, but video and photographic documentation was provided, and the
sample swab taken by the patient’s mother confirmed the presence of occult blood following microscopic
examination.

The concluded diagnosis was suspected hematohidrosis. A skin biopsy was not performed due to limited added
value for the diagnosis, as there were no apparent skin lesions present. At the three-month follow-up, the parents
reported the complete resolution of symptoms. We proposed a gradual reduction of propranolol.

Conclusion:

Hematohidrosis is an extremely rare condition that mainly affects young women. In reported cases, anxiety or
emotional stress were common precipitating events. The pathophysiology is poorly understood, but the main
hypothesis proposes possible constriction of blood vessels around the affected sweat glands during intense stress.
To our knowledge, this is the first reported case in Switzerland.

Despite the video evidence provided by the mother and the patient denying self-inducement of the symptoms,
the episodes were never observed by a healthcare provider, and we could not rule out the factitious origin of the
iliness with a presentation of Munchausen’s syndrome. Hence, a definitive diagnosis has not been established
despite close collaboration between the dermatologists, pediatrician, and pediatric psychiatrist.

**
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Abstract N°: 769

Ulcerated hemangioma: pulsed dye laser and oral propranolol.
Israel Pérez Lopez!, Naranjo Diaz Maria Jose?, Angela Ayen-RodriguezZ, Ricardo Ruiz-Villaverde?

IHopital Universitario San Cecilio., Dermatology, Granada, Spain, 2Hopital Universitario San Cecilio., Dermatology,
Granada

Introduction:

Hemangioma is the most frequent benign tumor of childhood. Part of these tumors can present complications.
Ulceration is one of the most frequent. Present in 5-10% of infantile hemangiomas, especially in the proliferative
phase.

Case report:

5 month old patient. She had no family or personal history of interest. She consulted for a lesion on the left
scapula that appeared 2 weeks after her birth and that grew rapidly until it ulcerated. On examination, she
presented a 5.5*4 cm, voluminous, vinous-red tumor with a 1cm ulcer. The diagnosis was ulcerated focal
hemangioma. We decided to start treatment with oral propranolol in increasing doses until reaching doses of
3mg/kg/day together with pulsed dye laser (Cynosure Cynergy 7mm, 0.5ms and 7.5jl). Sessions initially monthly.
With the first laser sessions, the ulcer had disappeared. When she had 3 laser sessions, the volume loss was
considerable. We achieved complete remission after 7 months of treatment and after 5 sessions. At present, only
fibrofatty tissue remains.

Discussion:

Ulceration of hemangiomas is associated with pain, bleeding, risk of superinfection, and unsightly scars or scars
that can cause functional loss. For all of this, it requires an agile and effective therapeutic attitude that manages to
reverse the explosive growth of the lesion . The use of propranolol is widely described in both ulcerated and non-
ulcerated hemangiomas. However, since 2008, combined treatments of pulsed dye laser and oral propranolol have
been increasingly used in ulcerated hemangiomas. This combination shows a much faster and more effective
response in relation to the control of pain, bleeding and ulcer re-epithelialization.

Conclusion:

The synergistic action of propranolol and laser in the healing of ulcerated hemangioma makes it the ideal
therapeutic option in the treatment of these patients.
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Abstract N°: 770

Ichthyosis prematurity syndrome
Israel Pérez Lépezl, Jose David Herrera Garciaz, Juan Pablo VeIasco—Amadorl, Ricardo Ruizt

IHopital Universitario San Cecilio., Dermatology, Granada, Spain, 2Hospital Universitario Virgen de las Nieves.,
Neurology department, Granada, Spain

Introduction:

Ichthyosis, prematurity, respiratory complications, and persistent eosinophilia are the guiding symptoms of
ichthyosis prematurity syndrome. It is an autosomal recessive congenital ichthyosis. It is associated with
complications in the mid-trimester of a pregnancy leading to premature births.

Case report:

Premature 34+3 weeks/2,360 g, with no gynecologic and obstetric history. It presented skin similar to vermix, very
thickened with very marked and deep folds. He did not present any other associated clinic. In the analytical
controls, only eosinophilia stood out that persisted throughout the admission. He began treatment with liquid
vaseline and magistral formula with 5% urea in the most hyperkeratotic regions. We confirm the suspicion,
ichthyosis prematurity syndrome. The genetic study revealed compound heterozygosity for the SLC27A4 gene:
€.1322dup (p.g442Rfs*2) and c.1387T>C (p.Y463H).

Discussion: ** Ichthyosis prematurity syndrome is a very rare form of congenital ichthyosis whose prevalence is
estimated at 1/200,000 births worldwide, being more frequent in regions between Sweden and Norway. It is due
to recessive mutations of the SLC27A4 gene. The mutation in the case that we present, classified as pathogenic,
has only been described in two other Spanish patients. During the prenatal period, amniotic fluid may have a
snowball ultrasound appearance and there may be polyhydramnios, which usually leads to preterm labor.
Epidermal debris is responsible for polyhydramnios, as well as respiratory distress at birth. These accumulate in the
digestive tract and respiratory tract. Ichthyosis usually evolves favorably and persists in a mild form in adulthood,
frequently associated with atopic dermatitis.

Conclusion:

Knowing these clinical signs makes it possible to guide the diagnosis and provide families with adequate genetic
counselling.
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Abstract N°: 846

Self-Resolving Papules and Nodules in a Pediatric Patient
Daniel Barquero?, Benjamin Hidalgo!, Lisa Miranda-Solis?

1Children National’s Hospital, Dermatology, San José, Costa Rica, 2Children National’s Hospital, Pathology, San
José, Costa Rica

Introduction & Objectives:

Rosai-Dorfman disease (RDD) is a rare non-Langerhans cell histiocytosis. It's etiology is still unknown and is
usually a self-limited condition. They usually present with bilateral cervical lymphadenopathy but 40-43% present
with extra nodal disease. Common extra nodal sites of involvement include the skin (10%), nasal cavity (11%),
bone (5%-10%), orbital tissue (11%) and central nervous system (5%).

It is more frequently seen in children and young adults, with the cutaneous form being more common in older
Asians and Caucasian females. Patients with cutaneous involvement usually lack an association with systemic or
extracutaneous disease and tends to remain localized.

Morphology includes painless, nonpruritic nodules, plaques, or papulesl varying from yellow to red to brown.
Others described acneiform lesions and eruptive xanthoma-like lesions. Differential diagnosis includes acne
vulgaris, varicella-zoster virus, sarcoidosis, cutaneous lymphoma, verruga peruana and other malignancy
metastasis.

Observation can be considered for patients with uncomplicated lymphadenopathy or asymptomatic disease as
20%-50% of patients with nodal/cutaneous disease will have spontaneous remissions. Surgical excision can be
considered for unifocal extra nodal disease or symptomatic airway, cranial, spinal or sinus compromise.
Radiotherapy can be beneficial in refractory soft tissue and orbital bone disease, resistant airway obstruction or for
palliative care.Different combinations of chemotherapeutics have been used including low-dose MTX, 6-MP,
vinblastine, vinorelbine and 6-thioguanine. Other treatments such as steroids (with variable responses), sirolimus
and immunomodulatory therapy TNF-a inhibitors thalidomide and lenalidomide have been reported.

Materials & Methods:
This is a case report. Prior informed consent was obtained from the patient.
Results:

An 8-year-old female with no known medical conditions, with a history of one month when she presented multiple
asymptomatic lesions around the abdomen area. Physical examination revealed erythematous papules and
nodules, some of them umbilicated and excoriated and some hypopigmented macules located around the
abdominal, lumbar, and gluteal regions, with no hepatomegaly, splenomegaly, or adenopathy.

Metabolic panel, complete blood count, coagulation and immunoglobulin levels were under normal limits, a test
for HIV was non-reactive. Cranial, thoraco-lumbar spine, pelvis, and long bone x-rays revealed no abnormalities.

Histopathologic examination showed a lesion formed by large multinucleated histiocytes with presence of intact
lymphocytes inside (emperipolesis) associated with a mixed inflammatory infiltrate with predominance of
lymphocytes and plasma cells forming a nodular lesion at the papillary and reticular dermis.
Immunohistochemistry profile revealed S100+, CD68+, lysozyme+, CD45+, CD1a-, langerin-, CD34- and actin-.



Molecular biology for Bartonella spp was negative. Based on the findings, the diagnosis was cutaneous Rosai-
Dorfman disease.

A wait and see approach were followed and one month later the patient came for the biopsy result, at the physical
exam most of the lesions had cleared up with multiple hypopigmented macules and atrophic scars.

Conclusion:

We present here a clinical case of an Rosay dorfman disease presenting in a pediatric patient which is considered
a rare entity that should be remember by physicians.
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Abstract N°: 959

H Syndrome: three new cases from Morocco
Fikri Chaimaal, Maryem Aboudouribl, Said Amall, Ouafa Hocart

LCENTRE HOSPITALO-UNIVERSITAIRE MOHAMMED VI MARRAKECH, dermatology, Marrakech, Morocco
Introduction & Objectives:

H syndrome is an autosomal recessive disorder with systemic manifestations. It is named after the alliteration of its
most common clinical features. We report the clinical, biological, and histological findings of 3 new cases of H
syndrome that were diagnosed in Moroccan children.

Case reports:
Patient 1:
19-year-old girl from a first-degree consanguineous marriage, no similar case in the family.

Hyperpigmented lesions, indurated, appeared at the age of 14 years, on the folds and inner side of the thigh. No
hypertrichosis. Associated with a statural delay (-3th percentile), right hypoacusis, halus valgus and recurrent
fever.

The biological and radiological work-up were without abnormalities.

Histology showed an acanthosic epidermis with keratinocytic hyperpigmentation and a moderate inflammatory
infiltrate of lymphocytes, hystiocytes and some plasma cells.

Genetic study for the mutation of the SLC29A3 gene not done due to lack of means.
Patient 2 :
6-year-old boy from a first-degree consanguineous marriage, no similar cases in the family.

Hyperpigmented and indurated patches, which appeared at the age of 3 years, on the inner thighs, pelvic and
lumbar region, without hypertrichosis. Associated with polyadenopathies, and recurrent fever.

The biological workup showed a significant inflammatory syndrome.

Abdominal ultrasound revealed splenomegaly. Histologically, the epidermis showed acanthosis with basal
hyperpigmentation, the dermis was fibrous with a polymorphic mononuclear, lymphoplasmacytic and mast cell
infiltrate.

The genetic study for the SLC29A3 gene mutation was not done due to lack of resources.
Patient 3:

An 11-year-old boy from a first-degree consanguineous marriage, operated on for subaortic membrane at the age
of 7, who presented with bilateral and symmetrical hyperpigmented macules on the lower limbs, trunk and face,
which appeared at the age of 3 years, associated with hypertrichosis, delayed stature and right hypoacusis.

The biology shows an inflammatory syndrome, the abdominal ultrasound showed a homogeneous hepatomegaly



and polyadenopathies.
Histology showed a similar appearance to case 1 and 2.
Discussion:

Syndrome H is a rare autosomal recessive disease due to a mutation in the SLC29A3 gene . The majority of
published cases are of Arab origin, with a few new cases from Japan, India and USA. The disease appears in early
childhood, with progressive evolution, causing a delay in diagnosis in patients.

It should be considered in patients with hyperpigmented, indurated lesions with hypertrichosis, associated with
short stature, halus valgus, hypoacusis and recurrent fever. The biological workup finds an inflammatory
syndrome, hyperglycemia, hypertriglyceridemia, azoospermia. Radiology may find hepatosplenomegaly,
cardiopathy or polyadenopathy. Histology shows an acanthosic epidermis, with keratinocytic hyperpigmentation
and deep dermal inflammation, with infiltrates rich in plasma cells, histiocytes and lymphocytes.

Genetic study by identifying the SLC29A3 gene mutation is the key test to confirm the diagnosis.
Several therapeutic strategies being explored, corticosteroids are the most used
Conclusion:

H syndrome is suspected in patients with typical skin manifestations, systemic abnormalities, and endocrine
pathology. Molecular genetic analysis is the key to its diagnosis. Here, we report 3 challenging cases in which
dominant skin involvement made the diagnosis possible
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Abstract N°: 971

Acral blisters in neonates
Emna Mnif*l, Kouki Chaimal, Khadija SeIIamil, Fatma Hammemil, Hamida Turkil

LCHU hedi chaker, dermatology, sfax
Introduction & Objectives:

Neonatal pemphigus (NP) and neonatal bullous pemphigoid (NBP) are rare and transient resulting from the
passive transplacental transfer of maternal autoantibodies to fetus. We report 2 cases of NP and a case of NBP
with particular clinical presentations.

Materials & Methods:
Case reports.
Results:

Two newborn boys presented in the first hour of life flaccid fluid-filled blisters and erosions on the hands and feet.
Both mothers were followed-up for pemphigus. Based on the mother’s medical history and the patient’s lesions,
the diagnosis of NP was retained. They did not present new lesions after a 3-month follow up.

A newborn boy presented at birth with diffuse urticarial plaques on the trunk, face and limbs associated with post
blistering erosions of the hands and feet. His mother was followed-up for gestational pemphigoid. Lesions
resolved after few weeks under topical corticosteroids without recurrence while the diagnosis was a NBP.

Conclusion:

NP often affects the trunk and the cephalic region. Exclusive involvement of palms and feet is unusual. Unlike NP
vulgaris, which is relatively frequent, NP foliaceus is a very rare entity. It may be a result of desmoglein 3 over
expression in neonatal epidermis. Blisters in NBP, affecting 2 to 3% of newborns of mothers with gestational
pemphigoid, can be located in the trunk, limbs and acral areas. The clinical aspect could wrongly point to an
infectious disease hence, the importance of the mother examination and medical history screening. Biopsy and
DIF are not recommended if the mother has typical lesions. NP and NBP have a good prognosis and usually
resolve within the first 3 to 5 weeks of life. There is no correlation between the severity of the disease in the baby
and the mother. However, stabilization of the disease before conception remains essential.
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Abstract N°: 981

The association between Transforming growth factor-f1 (TGF-B1) gene polymorphism with papular
urticaria and epilepsy

Hristina Kocicl, Hristina Stamenkovicz, Uwe WoIIina3, Dragan Jovanovic®, Tatjana Jevtovic-Stoimenov®, Tatjana

Tosic®, Danijela Djeric/, Vesna Karanikolic**

IMedical Faculty University Clinical Center Nis, Clinic for skin and Venereal diseases, Nis,ZMedicaI Faculty
University Clinical Center Nis, Clinic for Pediatrics, Nis, 3Stadtisches Klinikum Dresden, Klinik fur Dermatologie und
Allergologie, Dresden, Germany, *Medical Faculty University Clinical Center Nis, Clinic for skin and Venereal
diseases, Nis, >Medical Faculty University Nis, Biochemistry, Nis,°Medical Faculty University Clinical Center Nis,

Clinic for Pediatrics, Nis, ’Medical Faculty University Clinical Center Nis, Clinic for pediatric surgery, orthopeedics
and traumatology, Nis

Introduction & Objectives: The immune and the nervous systems are highly sensitive systems that may cross talk
via cytokine network, among them with the Transforming growth factor-B1 (TGF-f1). As the immune regulator,
TGF-B1 it is critical cytokine for immune homeostasis, but also may have a crucial regulatory role in neurogenesis.
Its altered secretion and signaling may lead to inappropriate regulation of immune response and/or adverse
neuroimmune interactions during brain development. TGF-B1 is an important regulator in the brain responses to
injury and inflammation, implicated in the pathophysiology of febrile seizure, epilepsy, neurologic abnormalities
and autism. Papular urticaria represents a specific hypersensitivity reaction characterized by chronic and recurrent
papules and papulovesicles, subepidermal edema, pyoderma, extravasation of erythrocytes, interstitial eosinophils,
and exocytosis of lymphocytes, where the scratching may cause erosions and ulcerations. It is caused by a
hypersensitivity reaction to the bites of mosquitoes, fleas, and other insects. The children with papular urticaria can
suffer very often from atopic dermatitis.The aim of our study as to evaluate a possible association between TGF-
B1 SNP gene polymorphism with papular urticaria and epilepsy in a 4-year-old male children.

Materials & Methods: Clinical examination revealed numerous erythematous papules excoriated partially.
Diagnosis of papular urticaria has been confirmed by histopathological examination, with present epidermal bulla
infiltrated by inflammatory cells and degeneration of epidermal cells. Fibrosis of the superficial dermis has been
present. PCR genomic analysis has been performed after DNA isolation from whole blood sample, according to
the manufacturer’s instructions.

Results: Genotype polymorphism of the TGF-B1 gene has been confirmed as heterozygous for CT-509C>T
(120bp, 74bp and 46bp), compared to homozygous for CC (74bpand 20bp) wild type or TT type (120bp). No any
allergic reaction has been documented in allergen testing. HSV IgM (21NTU/mL) and Cytomegalovirus IgM
(12NTU/mL) have been documented. A mild increase of CRP (13.5mg/L) has been documented, while IgE, IgA,
IgG and C3 were in normal value. Among the HLA class, the HLA-DR-15 has been detected.

Conclusion: About one-third of all pediatric clinical examination belong to the cutaneous manifestations,
represent a common problem for pediatric population, while papular urticaria may contribute to about 5% of
pediatric patients. Some previous studies suggested the association of different autoimmune, allergic and chronic
inflammatory skin diseases with SNP polymorphism for TGF-B1 -509C>T and it was documented in a variety of
immune, inflammatory and different forms of brain injury diseases. Altered serum levels and TGF-B1 action may
be dependent on several genetic and environmental factors. Given the key role of TGF-B1 in brain development,
allergy and inflammation, further analyses of gene-environment interaction based on larger sample sizes will
contribute to better understanding of their common appearance in order to establish some specific relationships



and prevent their appearance.
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Abstract N°: 1177

Recurrent palmoplantar desquamative erythema : Which diagnosis?
Ihssane Biygjoinel, Maryem Aboudouribl, Said Amall, Ouafa Hocar*

IMohammed VI University Hospital of Marrakech , Department of Dermatology and Venereology, Marrakech,
Morocco

Introduction & Objectives:

Palmoplantar desquamative erythema is a frequent reason for consultation in dermatology. Several diagnoses are
to be discussed.

Materials & Methods:
We report a case of an infant with recurrent desquamative acral erythema in relation to Fereol-Besnier disease.
Results:

This is an 18 month old baby girl from a first-degree consanguineous marriage, who presented since the age of 1
year recurrent episodes of flaky desquamative erythema at palmoplantar surface, aggravated by the exposition to
water, spaced 4 to 8 weeks apart and regressing in 3 days. There were no concomitant infections, medication,
digestive disorders or similar cases in the family. The clinical examination showed a healthy infant in good general
condition with a palmo-plantar desquamative erythema; a positive bucket sign, without associated adenopathies
or hyperhidrosis.

In front of this picture, several diagnoses were discussed in particular the disease of Fereol-Besnier in its localized
form, the palmo-plantar aquagenic keratosis, Lane disease, acral peeling syndrome and others.

The absence of similar cases in the family and the occurrence of desquamative erythema even outside of water
exposure led to the diagnosis of Fereol-Besnier disease or erythema scarlatiniforme desquamativum recidivans
(ESDR). An emollient and an antibiotic therapy containing amoxicillin were prescribed with a good evolution.

Conclusion:

Fereol-Besnier disease is an underdiagnosed and poorly understood entity, particularly in the localized form.
Recognition of this condition is important to prevent diagnostic and therapeutic escalation.
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Abstract N°: 1208

Revealing the influence of methotrexate and biologics on itch, pain, fatigue, and disease severity in
pediatric patients with psoriasis: subjective and objective assessments

Sarah Thomas*l, Juul Van den Reekl, Finola Bruinsl, Hans Groenewoudl, Elke De Jongl, Marieke Seyger1

1Radboud University Medical Center
Introduction & Objectives:

Many pediatric patients with psoriasis suffer from itch, fatigue, pain and their severity of disease. The extent of this
burden, and the effect of long-term treatment on these complaints has hardly been studied, especially when it
comes to pain and fatigue. The Visual Analogue Scale (VAS; score 0-100) is a simple and non-invasive tool to
provide insight in the individual perception of these subjective symptoms in children.

The objective was to investigate the influence of one year treatment with methotrexate (MTX) or biologics on the
perceived amount of itch, fatigue, pain, and disease severity in pediatric psoriasis patients, and relatedness to the
Psoriasis Area and Severity Index (PASI) and drug survival.

Materials & Methods:

Data were extracted from the ChildCAPTURE registry, a prospective daily practice cohort of patients with
pediatric-onset psoriasis followed into young adulthood. The first treatment episodes of all patients <18 year on
MTX or any biologic were used. The ‘as treated’ quarterly VAS scores during the first year of treatment were
displayed as medians [interquartile ranges] and analysed using linear mixed models. Kaplan-Meier analyses were
performed, split for overall, ineffectiveness related, and adverse event related first-year drug survival. First-year
PASI scores were displayed using medians [interquartile ranges]. Additionally, the influence of previous
methotrexate treatment (in biologic group) was investigated.

Results:

We included 166 patients with 142 methotrexate and 76 biologic treatment episodes. Median [IQR] VAS itch, pain,
fatigue and severity were 64.0 [34], 16.0 [53], 22.0 [60], and 69.0 [23], respectively at start of MTX and 54.5 [52],
23.0 [64], 36.0 [62], and 73.0 [39] at start of biologic treatment. After 3 months, VAS severity (decline 35.4 in MTX,
p-value <0.0001 and 42.6 in biologics, p-value <0.0001) and VAS itch (decline 39.9 in MTX, p-value <0.0001 and
35.4 in biologics, p-value <0.0001) showed the greatest significant declines. VAS pain and fatigue also improved
significantly, except for fatigue in the MTX group. After three months, disease severity and fatigue continued to
decrease in methotrexate treated patients, whereas fatigue significantly re-increased in biologic-treated patients.
Previous treatment with methotrexate had no significant effect on the VAS courses in the biologic cohort, except
for lower VAS fatigue in the no prior methotrexate group. First-year overall, ineffectiveness related, and adverse
event related drug survival for methotrexate-treated patients was 72.0%, 90.0% and 85.8%, respectively, and
84.9%, 88.5% and 100% in biologic-treated patients. Median [IQR] PASI scores at month 12 were 2.4 [3.0] and 1.5
[2.4] for MTX and biologic treatments, respectively.

Conclusion:

Pediatric patients with psoriasis especially suffer from itch and the severity of their skin disease, and to a lesser
extent from pain and fatigue. After 3 months, perceived itch, pain and disease severity were decreased
significantly in both methotrexate and biologic treated patients. Our results demonstrated a similar subjective



experience of methotrexate and biologic treatment of pediatric psoriasis. However, objectively measured disease
severity and drug survival were favourable in biologic treated patients.
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Subcutaneous ecchymotic nodules as an initial clinical manifestation of hemophilia
Maria Trinidad Hasbunl, Macarena Stevenson*z, Gabriela Coulon?

IClinica Alemana, Vitacura, Chile, 2Universidad del Desarrollo - UDD, Las Condes, Chile
Keywords:

Doppler ultrasound, ecchymotic nodules, hemophilia, hematoma, violaceous nodules
Case presentation:

A 5-month-old male presented with a 3-day history of asymptomatic violaceous nodules on the anterior chest and
back.

No previous trauma history or past medical history of remark was reported, including a normal pregnancy, labor,
and delivery. However, mom recalls ecchymosis after immunizations on the site of the puncture.

On examination, a 3-cm violaceous nodule with associated ecchymosis was present on the anterior chest, and a
similar 1- cm lesion was noted on the back. No other hematic or subcutaneous nodules were present.

The following were considered differential diagnoses: myofibromatosis, vascular malformations, neuroblastoma,
and trauma, including child abuse.

A Doppler ultrasound was consistent with a blood-containing cyst on the anterior chest and an organized
hematoma on the lesion of the back. No evidence of vascular malformation or tumors was present.

Laboratory exams revealed a normal complete blood cell count, including normal platelets and hematocrit values.
However, prolonged activated partial thromboplastin time of 104 seconds and factor VIII <1% was noted on
coagulation tests, confirming the diagnosis of hemophilia A.

On a 3-month follow, a new Doppler ultrasound was obtained, confirming post-hematic changes on residual
lesions.

Discussion:

Hemophilia is a rare X-linked congenital bleeding disorder characterized by a deficiency of coagulation factor VIII
-hemophilia A- or factor IX -hemophilia B- and manifestations are almost exclusively in males, while females are
often asymptomatic carriers.

Patients with severe and moderate hemophilia often develop excessive bruising and various bleedings,
spontaneously or after minimal trauma. Muscle bleeding and hemarthrosis are the most characteristic features of
the disorder, although in patients with severe hemophilia, common types of bleeding include soft tissue and
intramuscular bleeding.

Our patient presented with subcutaneous hemorrhagic nodules, an infrequent form of presentation of hemophilia.

Ljung et al. conducted a study to determine the most common presenting symptoms in patients with severe and
moderate hemophilia. They found them to be subcutaneous bleedings in 48% of those severely affected. However,
the specific form of presentation is not detailed.



The presentation of this clinical case aims to emphasize awareness of hemorrhagic subcutaneous nodules as a
clinical manifestation of hemophilia and, in some instances, the only initial clinical sign.

Prompt identification of this disease will allow early initiation of treatment to prevent both immediate and future
complications.
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Linear Morphea with Cutaneous Calcinosis
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Introduction & Objectives:

Morphea or localized scleroderma is an inflammatory, sclerosing disease of the skin and occasionally underlying
tissue. Although common in systemic sclerosis, calcinosis cutis has been rarely reported in patients with morphea.
Herein, we describe a child with calcinosis cutis arising within linear morphea.

Materials & Methods:

A 5-year-old girl was referred for a three-year history of pigmented, indurated linear plaques over her right lower
limb, as well as painful, hard nodules along the plaques that appeared a year ago.

Examination revealed red-brown, slightly depressed, linear bands following the Blaschko lines, from the thigh fold
along the inner side of the lower limb to the internal malleolus. Along within the linear bands, we noticed multiple
brown, hard, 1-3 ¢cm, painful nodules.

X-ray and ultrasound showed discontinuous subcutaneous calcifications along the lower limb within the morphea
plagques. A biopsy showed dermal horizontal broad collagen bundles and perivascular lymphocytic infiltrate with
calcium deposits, consistent with morphea and calcinosis. Laboratory testing revealed no abnormalities in calcium
metabolism and antinuclear antibody was negative.

She was treated with intravenous boluses of methylprednisolone (30 mg/kg/d) for 3 consecutive days each month
for 3 months and 12,5 mg of methotrexate weekly. After three months, the nodules remained stable and she was
referred for surgical removal while methotrexate was continued. She also was referred for physiotherapy sessions.

Results:

Morphea is an inflammatory, sclerosing skin disorder that can involve the underlying soft tissues. Calcinosis cutis
refers to insoluble calcium salt deposition in the skin and subcutaneous tissue. It is frequently associated with
various autoimmune connective tissue disorders, including systemic sclerosis.

Reports of calcinosis in the setting of morphea are rare. According to a review of the literature, 14 patients have
been reported. The calcinosis cutis seemed to arise within morphea lesions of plaques, generalized and linear
subtypes. The age at presentation with calcinosis ranged from 6 to 83. Diagnosis of calcinosis was made by biopsy,
often supplemented by imaging with X-ray, ultrasound, and/or CT. Laboratory testing for calcium metabolism was
normal. Over the 14 cases reported, five cases of calcinosis arose within the linear variant of morphea, the most
common subtype among children and adolescents.

Our patient might be the youngest patient ever reported with a calcinosis cutis associated with a morphea,
specifically the linear subtype of morphea.

Current management for coexistent morphea and calcinosis cutis are based on case reports and expert opinion. In
the majority of cases, no improvement of calcinosis was noted. We chose to use methotrexate and systemic
glucocorticoids according to the European guidelines. Surgical removal of nodules was scheduled after medical



treatment showed no improvement of calcinosis or related pain. Indeed, surgical excision has been the most
successful treatment modality of calcinosis in the cases documented.

Conclusion:

Calcinosis cutis may occur in the setting of morphea and is believed to develop secondary to tissue damage.
Various treatments have been attempted without success. Treatment should be individualized and to focus on
stabilizing active morphea, with consideration to resultant calcinosis cutis whose surgical excision seems to be the
most definitive treatment.
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Abstract N°: 1440

A capricious hamartoma: Round And Velvety Epidermal Nevus (RAVEN)
Lula Maria Nieto Benitol, Ana Mateos Mayo1
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Introduction & Objectives:

RAVEN, also, and most commonly, named nevoid acanthosis nigricans, was first described in 19711. The authors
referred to this novel entity as an acquired epidermal abnormality that should not be confused with acanthosis
nigricans. In this case, two lesions were present and located in the axillary and inguinal area.

Materials & Methods:

A healthy 13-year-old girl presented with a 1-year history of a pigmented lesion on her back. On physical
examination, a large pigmented lesion in the midline lumbar area was observed. It was composed of two
hyperkeratotic plaques, in which, polycyclic rounded structures with a heavily pigmented border were present
(Fig. 1A). An “acanthosis nigricans-like” appearance was observed due to exaggerated liquenification Fig. 1B).
Skin biopsy showed epidermal hyperplasia with hyperkeratosis, papillomatosis, acanthosis and patched
pigmentation of the basal layer, all compatible features with epidermal nevi (Fig.2). A diagnosis of Round and
Velvety Epidermal Nevus (RAVEN) was made.

Discussion:

Due to its clinical and histopathological resemblance to acanthosis nigricans, in order not to confuse both entities,
the descriptive term of RAVEN is preferred rather than nevoid acanthosis nigricans 3.

RAVEN is a very rare subtype of epidermal nevi. Its late age of onset is characteristic, in contrast with other
epidermal hamartomas. Adolescence and the second decade are typical. Shape and texture are also differential
features; rounded and/or polycyclic, well-defined structures are present, with a tendency towards peripheral
hyperpigmented demarcation. The surface is velvety and papillomatous3,4.

Histopathological features are the characteristic from any kind of epidermal nevus5,6; differential diagnosis must
be made with, properly, acanthosis nigricans, seborrheic keratosis, verruca vulgaris and confluent and reticulated
papillomatosis of Gougerot and Carteaud5.

RAVEN is usually asymptomatic but can be responsible for aesthetic discomfort due to its considerable size, shape
and pigmentation3. Various topical treatments have been tried with variable results: emollients, keratolytic
principles, topical corticosteroids... Physical treatments based on tissue destruction such as cryotherapy, surgery
or CO2 laser might be more effective2,3.

Conclusion:

RAVEN is a very rare subtype of epidermal nevi. Although being part of the group of hamartomas, it is not a
congenital entity. Due to the clinical and histopathological resemblance, differential diagnosis must be made with,
specially, acanthosis nigricans and seborrheic keratosis.
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Pediatric Rosacea-Skin and ocular involvement
Fikri Chaimaal, Bochra Bennourl, Maryem Aboudouribl, Said Amall, Ouafa Hocar!
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Introduction & Objectives:

Rosacea is classically a dermatosis of middle-aged adults with a clear phototype; it is considered rare in children.
we report a serie of 8 pediatric rosacea.

Case report:

We retrospectively reviewed the medical records of 8 consecutive patients with pediatric rosacea younger than 15
years of age at the time of the diagnosis at Mohamed VI Hospital between December 2019 and mai 2023.

The mean age of diagnosis was 7.25 years. A female predominance ( 75 %) was noted. No patient had a family
history of rosacea. The clinical examination showed skin involvement with papulo-pustules associated with
telangiectasias in 7 patients (87.5%), ocular involvement with multiple chalazions or blepharitis in 4 patients
(50%). three patients (37.5 %) had concomitant skin and eye involvement. one patient (12.5%) had an isolated
ocular form.

All patients received local treatment regardless of the severity of the disease. Seven patients (87.5%) were treated
with macrolides and only one patient (12.5%) with cyclins. The choice of treatment was mainly based on the age
criteria, with cyclins in children over 8 years of age. For younger children, erythromycin or metronidazole was
propose. However, some patients were treated with macrolide in front of an incomplete state of dentition, or if the
treatment was initiated by ophthalmologists.

Discussion:

Rosacea is a chronic inflammatory condition that affects the skin and the eyes. The pathogenesis of rosacea is
complex and includes the interaction between genetic and environmental factors, dysregulation of the innate
immune system, neurovascular modifications and the interaction with skin commensals.

In paediatric rosacea, ocular symptoms are often predominant, and may precede skin symptoms in up to 50% of
children, making it more difficult to diagnose. Patients may report ocular discomfort, photophobia and chronic red
eye, while signs include meibomian gland dysfunction, meibomitis, blepharoconjunctivitis, episcleritis, recurrent
chalazia, iritis, corneal vascularization, keratitis, corneal ulcer and scarring, lid margin telangiectasia, and
conjunctival hyperaemia with or without inferior corneal vascularization.

There are no specific guidelines to manage rosacea in children, Topical therapy includ Metronidazole 0.75% in gel
or cream applied twice daily for 1 month, then once daily until the eruption completely clears. Azelaic acid 15%
gel, Permethrin 5% cream, Topical ivermectin 1% cream, and tacrolimus 0.03% or 0.1% ointment, or pimecrolimus
1% cream.

Oral agents are indicated in moderate to severe cases, in combination with topical therapy, include cyclins in
children over 8 years of age. For younger children, erythromycin or metronidazole are suggested.



Conclusion:

Rosacea in children is a rare pathology. Ocular involvement should lead to suspicion of the disease. The different
therapeutic protocols give excellent results in the short and long term, even better if diagnosed early.
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Multiple ossified pilomatrixomas in a nine year old girl without systemic impair
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University Hospital Emergencies, Dermatopathology, ALCALA DE HENARES

Introduction & Objectives:

The pilomatrixomas are the second most frequent benign tumour in children; multiple and ossified variants are
very uncommon.

We present the case of a nine-year-old girl, with an unremarkable clinical history, who consulted for asymptomatic
subcutaneous lesions with a progressive growth over a period of between 2 years and 6 months. We observed
four well-defined subcutaneous nodules adhered to deep planes in left posterior shoulder (2.5 x 1.5 cm), temple
(0.8 cm) and mandibular branch (1.2 ¢cm), and in right mandibular angle (2.5 cm). The histopathological study
showed a well-defined tumour with foci of calcification and ossification immersed in a fibrous stroma.

Discussion:

The pilomatrixoma is a benign tumour derived from the matrix cells of hair follicle of which its exact
pathophysiogeny is unknown. It appears in children under 20 years as an asymptomatic small single subcutaneous
firm nodule located in the head and neck, with a progressive growth.

Histologically it is usually composed of central nests of eosinophilic shadow cells surrounded by nests of matrix
basaloid cells, all immersed in a fibrillar stroma. In late regression stages of pilomatrixoma, foci of bone metaplasia
can be seen as a reaction to foreign body after its rupture. However, we show one of the ten cases of extensive
ossification described in the literature, comparing their similarities and differences.

Multiple pilomatrixomas have a low incidence. They may be sporadic, familiar or associated with syndromes
(Steinert myotonic dystrophy, familial adenomatous polyposis, Turner syndrome, Rubinstein-Taybi syndrome).
Based on current evidence, we explain the role of multiple pilomatrixomas as an early marker of these syndromes,
taking into account the family history of pilomatrixomas, and the personal and family history of these syndromes.

Conclusion:

We present a rare variant of pilomatrixoma (multiple, extensive ossification, large size) in a child with
unremarkable personal or familial history and we describe a diagnostic algorithm for multiple pilomatrixomas,
emphasising their role as an early syndromic marker.
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Abstract N°: 1674

Juvenile keratosis lichenoides chronica with hyper IGE: A case report.
Yazan Arar*l, Samia Djoudil, Issam Tablitl, Samira Zobirit

1CHU Mustapha, Dermatology, Alger, Algeria
Introduction:

Keratosis lichenoides chronica (KLC) is a rare lichenoid dermatosis of adulthood, characterized by keratotic
parallel linear papules, retiform plaques. Has a chronic and usually progressive course. Pediatric onset KLC is rarely
reported in the literature.

Case report:

A 5 years old boy presented with eruption over face and limbs since age of 1 month. Physical examination showed
facial erythematous and hyperpigmented macules. Scaly hyperpigmented ears and lips. Keratotic papules in
parallel linear and reticular arrangement, follicular papules with keratotic plug over limbs and retiform plaques
over joints. Perifollicular Scales entangling hair shafts in a tubular manner and Hair casts. Hyperkeratotic lesions on
palms and soles. Hoarseness voice. The remainder of the physical examination is normal. Laboratory test (WBC:
12290, PPEP: inflammatory syndrome, vit A: 196 mg/|, Flow cytometry: mild elevation of T CD3 and inversion of
CD4/CD8, mild elevation of IgG, hyper-IgE. Histopathological analysis revealed hyperkeratosis, hyper granulosis,
pigmentary incontinence and band-like lymphocytic infiltrate. laryngoscopy found rough vocal cords covered by
keratotic nodules. His 3 years old sister has identical clinical and biological findings. The patients were treated by
acitretin with moderate improvement after two months of follow up.

Discussion:

The pediatric cases are rarely reported, four of the reported cases were congenital and 10 cases had a family
history suggesting an autosomal recessive mode of inheritance. In pediatric patients, facial lesions are the first to
appear, presenting as erythematous purpuric macules. Clinical examination usually reveals lesions at different
progression stages, ranging from isolated keratotic, often follicular papules with a keratotic plug to classic dark
erythematous, keratotic papules in parallel linear arrangement, simulating Koebner phenomenon and retiform
plaques. In 1938, Nekam described hyperkeratotic palmar papules. In 1965, Margolis et al described a patient with
a retiform pattern of lichenoid papules and a hoarse voice. In 1980, Nabai & Mehregan reported one patient with
Laboratory evidence of immunodeficiency. Hair involvement is present in 22% of pediatric cases. Oral involvement
was noted in 23% of cases. Histopathologic features of 87% of cutaneous biopsies show a lichenoid tissue
reaction pattern with hyperkeratosis and predominant acanthosis. Additionally, there is a bandlike dense
mononuclear-cell infiltrate in the upper dermis, pigmentary incontinence. Treatment has been disappointing in
most cases; however, in the majority of reports, UVA and UVB light phototherapies and oral retinoids have been
reported as the most effective treatment modalities.

Conclusion:

Pediatric KLC is a rare disorder, it tends to have an autosomal recessive inheritance. Clinical recognition is often
difficult, since the early skin manifestations unspecific. It has a chronic course and resistant to therapy.
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Abstract N°: 1928

Nodular lesions on giant congenital melanocytic nevus: the role of molecular analysis with SNP-array.
Chiara Bordin*l, Martina Tolonez, Andrea Diociaiutig, Mario Zama®, Sabrina Ross?, May El Hachem?

LUniversity of Verona, Section of Dermatology and Venereology, Verona, Italy,2Magna grecia University,
Department of Health Science, Catanzaro, Italy, 3Bambino Gesu Children’s Hospital , Dermatology Unit and
Genodermatoses Research Unit, Roma, Italy, “Bambino Gesu Children’s Hospital, Craniofacial Centre-Plastic and
Maxillofacial Surgery Unit, Roma, Italy, °Bambino Gesu Children’s Hospital, Pathology Unit, Roma, Italy

Introduction & Objectives:

We present the case of a 4-year-old patient affected by giant congenital melanocytic nevus (GCMN) of the back,
extending to the head and left mandibular region with numerous satellite lesions of various sizes on the limbs,
abdomen and face. MRI of the brain and spinal cord performed at one month of age was negative for
neuromelanosis and the ophthalmological examination was normal.

During her first years of life, she developed two nodular lesions arising from the GCMN: at the age of two months,
a polypoid ulcerated nodule appeared in the nuchal region and at the age of 3 years the patient developed a new
greyish nodular lesion on the dorsal interscapular region.

Materials & Methods:

The patient underwent regular clinical and dermoscopic examination and every nodular lesion was biopsied. Both
nodules were analysed through histopathological, histochemical and molecular examination (SNP-array).

Results:

For the differential diagnosis between proliferative nodule and malignant lesion, histological examination and
immunohistochemistry were performed. In both cases they were suggestive, but not decisive for melanoma.
Therefore, molecular diagnosis with SNP-array was performed.

In the first lesion monosomies of various chromosomes and trisomy of chromosome 22 were highlighted, while
no segmental chromosomal alterations were detected. The diagnosis was a proliferative nodule. Although the
lesion was classified as benign, in consideration of the morphological aspects, a strict clinical and ultrasound
follow-up was planned.

Regarding the second lesion, SNP-array showed multiple chromosomal imbalances, both aneuploidies and
segmental alterations, in particular in the loci 8g.24 (MYC gain) and 1q (gain), which are relevant loci for the
assessment of the risk of biological aggressiveness of melanocytic lesions. The result supported the diagnosis of
melanoma arising in GCMN.

Staging with PET-CT was performed, showing multiple lymphadenopathies at laterocervical site bilaterally, axillae
with right prevalence, root of the mesentery, left sacral wing and left ischiopubic ramus. The girl was then started
on systemic therapy, in particular with Nivolumab 3 mg/kg.

Conclusion:

Melanoma a very rare in childhood, however, GCMN should undergo straight follow-up. Nodules should always
be biopsied and in case histopathology and immunohistochemistry are not decisive, molecular analysis should be



performed.
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Abstract N°: 1947

False alarm: A case of Hansen’s disease misdiagnosed as multiorgan metastases in a 10-year-old boy with
T-cell lymphoblastic lymphoma

Roy Luister Acosl, Marie Len Camaclang—BaImoresl, Ana Patricia AIcasabasZ, Eileen Liesl| Cubillanl, Belen Dofitast

Iphilippine General Hospital, Dermatology, Manila, Philippines, 2Philippine General Hospital, Pediatrics, Manila,
Philippines

Background: Hansen’s disease is a chronic granulomatous disease caused by Mycobacterium leprae and
Mycobacterium lepromatosis that primarily involves the skin and nerves. We report a case of Hansen’s disease
misdiagnosed as multiorgan metastases in a pediatric patient with T-cell lymphoblastic lymphoma.

Observations: A 10-year-old boy gradually developed multiple erythematous to dusky red papules and plaques
on the upper back, buttocks and right dorsal wrist while undergoing chemotherapy. Lesion on the latter is
hypoesthetic, occasionally painful and tender. While on remission from his T-cell lymphoblastic lymphoma, he was
brought to the emergency room due to acute onset of focal seizures, severe pain on the back, right shoulder, and
right wrist with associated papal hand deformity. Brain, bone, and cutaneous metastases were highly considered.
Further investigations revealed nodular granulomatous dermatitis on skin biopsy and numerous acid-fast bacilli on
slit-skin smear consistent with leprosy. To rule out relapse and metastasis of lymphoma, PET scan and CSF
cytology were done which showed unremarkable results. Hence, the case was diagnosed with Hansen’s disease,
multibacillary, lepromatous (MB-LL) with type 1 lepra reaction. Patient was started on a multidrug therapy for one
year composed of rifampicin 450mg once monthly, clarithromycin 7.5mg/kg once monthly, clofazimine 150mg
once monthly and 50mg every other day, and prednisone 0.75mg/kg/day until complete suspension of the lepra
reaction. After 12 months of treatment, there was complete resolution of the lesions with no recurrence of neuritis
and seiz