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RNT PAEG. SIN ANTECEDENTS DE IMPORTANCIA

Pustulas y constras en cara y cuero cabelludo

- 17.300/mm3 GB,
- Eosinofilia severa (36%
VN [-5 abs. 6228),

- Anemia (Hb 10.7VN 12)

- IgE de 3400 Ul/ml Dx
molecular

de Hiper

36 ddv 2 anos IGE por

10 ddv 4 meses mutacion
del STAT3

-I(Garrahan)

Vesico pustulas en mejilla HP: folliculitis eosinofilica Onicomicosis, muguet, abscesos frios por SAMs y
continua folliculitis. IgE 13.950 Ul/ml



FOLICULITIS EOSINOFILICA

Definicion:

Formas clinicas:

Ofuji et al . Eosinophilic folliculitis. 1970. Acta Derm Venearol (Stockh).

Larralde M. Eosinophilic pustular folliculitis in infancy, report of two new cases. 1999. Pediatr Dermatol



FOLICULITIS EOSINOFILICA

eLucky et al.:
—5 pacientes con pustulas estériles y costras recurrentes
principalmente (o exclusivamente) en cuero cabelludo y cara,
ademas de lesiones en region superior de tronco y algunas en
miembros.
—Edades: desde nacimiento hasta |3 meses de edad
—Presentaban prurito y buen estado general.
—3 pacientes asociaban eosinofilia periférica.




FOLICULITIS EOSINOFILICA

*Vicente et al.:

Vicente, et al. Are eosinophilic pustular folliculitis of infancy and infantile acropustulosis the same entity?. 1996 Br | Dermatol




FOLICULITIS EOSINOFILICA

*Etiologia:

Exposicion de factores quimiotacticos a eosinofilos

Nervi et al. Eosinophilic pustular folliculiculitis a 40 year retrospective. JAAD 2006




FOLICULITIS EOSINOFILICA

Diagosticos Diferenciales

Infecciosas

Foliculitis bacteriana o micoética

Infeccion herpética

Escabiosis
Eritema toxico

Acropustulosis

No infecciosas
Acné neonatal
Pustulosis cefalica neonatal
MPT
HCL

DMT en Down

Nervi et al. Eosinophilic pustular folliculiculitis a 40 year retrospective. JAAD 2006




FOLICULITIS EOSINOFILICA

*Tratamiento

Nervi et al. Eosinophilic pustular folliculiculitis a 40 year retrospective. JAAD 2006




FOLICULITIS EOSINOFILICA

*Materiales & Metodos:

*Revisaron las historias clinicas de pacientes con diagnostico clinico/HP
de foliculitis eosinofilica del Hospital Ramos Mejia.




FOLICULITIS EOSINOFILICA

*Reultados:

*Diagnosticaron 7 pacientes con correlacion

clinico-patologica

*|00% sexo masculino

*Ninguno tenia antecedentes familiars de

relevancia




FOLICULITIS EOSINOFILICA

*Reultados:

*Edad promedio: 4 meses

*Edad minima al dx;: |0 dias |

*Edad maxima al dx: | ano 0
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FOLICULITIS EOSINOFILICA

*Reultados:

*|00% comprimiso cuero cabelludo




FOLICULITIS EOSINOFILICA

*Reultados:

*|00% comprimiso Cara




FOLICULITIS EOSINOFILICA

*Reultados:

*/ 1% comprimiso tronco/extremidades




FOLICULITIS EOSINOFILICA

*Reultados:

Sme Hiper
IGE

Continuan en
seguimiento




FOLICULITIS EOSINOFILICA

*Reultados:
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LETTER TO THE EDITOR

A proposal of warning signs for primary
immunodeficiencies in the first year of life

DOI:10.11114.1398-2028.2010.01084.x

Table 1 The 12 warnming signs of prmary mmunodeficiency (P10
in the first year of life

1. Sevare andfor persistant fungal, wiral, or bactenal infectons
2. Adverse reaction to Live vaccine specially BCG
3. Persistant diabatas meallitus or other autoimmune andfor
inflammatory manitastation

epsis-ike-chnealpicture withowt microbial 1solation

. =11 = ]

6. Persistant diarrhaa

7. Congenital heart defects imainly conotruncal anomalias)

8. Delayed umbilical cord detachment (=30 days)

8. Famibal history of PID or early deaths caused by infacton

10. Parsistent lymphocytopenia 2,500 cells/mm® or other cytopenia,
or leukocytosis without infection

11. Hypocalcemia with or without seizures

12. Ab=emca of thymic shadow at X-Hay




SME HIPER IGE

Hyper IgE in the Allergy Clinic- when is it
Primary Immunodeficiency?
Allergy. 2018 Nov;73(11):2122-2136.
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e Rationale and search strategy

e Scenario I: Neonatal Erythroderma

e Scenario ll: Infantile Eczema and Recurrent Infections

e Scenario lll: Syndromic Appearance or Connective Tissue Abnormalities
e Scenario IV: Autoimmunity

e Scenario V: Allergic Manifestations of PID



HIPER IGE

eDescripto inicialmente por JOB 1966

—Abscesos recurrentes
—Rash eccematoso
—Enfermedad Pulmorar

AD-HIES AR-HIES

Nervi et al. Eosinophilic pustular folliculiculitis a 40 year retrospective. JAAD 2006




Erythroderma

Onset < 1 month

Clinical Examination

Initial Investigations:

Full Blood Count

Calcium & Parathyroid Hormone
Albumin, Glucose.

Serum electrophoresis

Serum IgG, IgA, IgM, IgE.

Chest Radiograph

Comel Netherton Syndrome
SAM Syndrome

General Care
Nutrition, thermal, and
electrolyte support
Skin care

Skin biopsy: absence of dys-
keratosis with prominent
dermal blood vessels.

Molecular Genetics:
Exome panel

<xtreme elevation IgE

Normal IgE Consider other causes

Congenital infection
Drug reaction
Metabolic disorders
Mastocytosis
Psoriasis

D>

-y

\

<Conﬁrmatory Testing

7

Omenn Syndrome
Graft vs Host Disease
Atypical 22q11ds

o

Urgent assessment for bone marrow transplantation

General care

Pathogen avoidance
Immunoglobulin replacement
Prompt or prophylactic antibiotics

Skin biopsy:

Predominant lymphocyte infiltrate in Omenn
Syndrome with eosinophilia, dyskeratosis and basal
vacuolation. May be non-specific before 6 weeks.

Molecular Genetics:

TREC enumeration

VP distribution or spectratyping
Exome panel




Figure 3: Approach to child with severe eczema and possible PID-related diagnosis

Detailed history including family history
and possible consanguity.

Clinical Examination

Initial Investigations:

Full blood count

Serum electrophoresis

Serum IgE, 1gG, IgA, IgM

Chest radiograph

Microbial culture

Direct-test PCR for detection of pathogens

[ Distinctive Facies,

Pneumatocele
Scoliosis
Fragility fractures

Neurological
impairment
Anaphylaxis/allergy
Autoimmunity

Neutropenia

Bacterial + fungal Infections

|

Assessment for bone marrow
transplantation

Prompt or prophylactic
antibiotics/antifungals

Lymphocyte subsets

Vaccination responses

Confirmatory testing and
initial treatment

<

Molecular Genetics

Severe
Eczema -
Nutritional Deficiencies;
Mycosis Fungoides,
Filaggrin deficiency
PMH or FH of No systemic infecti
recurrent systemic +/- skin superinfections
infections .

PID associated with elevated IgE

Neurological involvement
Anaphylaxis/allergy

Micro-thrombocytopenia
Bleeding

Autoimmunity
Lymphoprolipheration
+I- Allergy

Bacterial + viral Infections

Assessment for bone marrow
transplantation

Prompt or prophylactic
antibiotics/antifungals

Lymphocyte subsets

Vaccination responses

Molecular Genetics

Bacterial Infections

Atopic Dermatitis ]

Watery diarrhoea
PEX Dermatitis
Autoimmune
endocrinopathies
Urgent assessment for bone
marrow transplantation
Prompt or prophylactic
antibiotics

Immunosuppressive treatment

Nutritional support and hormone
replacement

Molecular Genetics
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MUCHAS GRACIAS

dermatopaulaluna@gmail.com




