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Clinical case
Call at 4 : 30 AM  

Cesarean for acute fetal distress

Induction 38 weeks of GA for gestational diabetes on Insuline

G1P0

Antenatal US : left pyelocalic dilatation

Group B Streptococcal Smear : negative





How to characterize this rash?
Difference between :

Vesicles Pustules Bubbles





Others antenatal informations 
Medically assisted reproduction

Non-consanguineous parents

Gestational diabetes on insulin - Macrosomia

Flue in the last weeks of pregnancy

No history of maternal herpes

Serologies : Immune to Rubella and CMV, non Immune to Toxoplasmosis, HIV, HCV, HBV, Syphilis

No medications or drugs taken

No per-partal antibiotic therapy – breakage of the water bag per-operatively



Informations about the baby and the 
adaptation 
Apgar score 9/10/10

Transient tachypnea : CPAP for 10 min 

Birth weight : 3370g - Percentile 50-75

T° 36,8°C





What’s your hypotheses ?
What’s the emergency ?

1/ Infectious diseases ! 

Empirical treatment



Differential diagnosis
1/ Herpes infection 2/ Congenital cutaneous candidiasis 3/ Neonatal chickenpox

Koch 2009



Differential diagnosis
4/ Bullous pemphigoid 5/ Incontinentia pigmenti 6/ Transient melanin pustulosis 

Pozimczoyk, 2014

Mebazaa, 2011



What would you do ?
Biological analysis :

◦ Blood test : thrombocytopenia (80 000/mm3), leukopenia (5800/mm3), no anemia, 
cholestasis, no CRP

◦ Blood cultures : sterile

◦ Smear of the lesions : bacterial and mycotic culture, HSV et VZV PCR => Negative

◦ Urine test : CMV PCR => Negative

◦ Nasopharyngeal suction : COVID PCR => Negative

◦ Stool : culture, Rotavirus and Adenovirus => Negative

◦ Control of maternal serologies : Toxoplasmosis IgG-/IgM-, CMV IgG+/IgM-, Syphilis negative, 
Varicella IgG +/IgM-



Results of the biopsies

CD1a PS100 Langerine = CD207

Histology images – Pr Marot - UCL

Absence of codon 600 mutation of the BRAF gene.



Langerhans’ cell Histyocytosis

Longo, 2018



Langerhans’ cell Histyocytosis

Longo, 2018



Langerhans’ cell Histyocytosis (LCH)

Epidemiology : 

◦ Incidence : 4.6/1 million in children aged <15 years

◦ B:G 1.2:1

◦ USA : incidence in Hispanic children > black-skinned children

Different names depending on the clinic :
◦ Eosinophilic granuloma (60-80%) = localized

◦ Hand-Schuller-Christian disease (15-40%) = multisystem involvement without organ at risk

◦ Letterer Siwe disease (10%) = disseminated and organ at risk

◦ Hashimoto Prizker's disease = auto-involving and cutaneous

Radioclinical diagnosis and biopsy (histology and immunostaining)

Prognosis 50% survival when disseminated vs 100% when localized



Extension work-up according to clinical findings but 
we realize automatically :

◦ Biology - cofo, ionogram, CRP, liver and kidney 
function, albumin (as we discussed)

◦ Bone and chest X-ray : no lesions

For our patient, we did 

◦ Abdominal ultrasound : PC dilatation on the left 
side, no intraparenchymal lesions in the liver or 
spleen

◦ Marrow puncture/biopsy : negative

◦ Transfontanellar US : normal

No need to biopsy all lesions in the different systems

Disseminated LCH



Treatment
Diagnosis : 

Disseminated LCH 

◦ Cutaneous : vesiculo-pustular rash

◦ Hematological damage with alteration
of the hemogram (multiple 
transfusions)

◦ Ganglionnar involvment

◦ Suspected digestive damage (weight
gain difficulties)

Héritier and Donadieu, 2021



DAS





Risk of after-effects in 30% of cases

◦ Neurodegenerative syndrome (even long after being in remission) 5%

◦ Pulmonary fibrosis, chronic respiratory insufficiency

◦ Hepato-cellular insufficiency, sclerosing cholangitis

◦ Pituitary disease (diabetes insipidus, hormonal deficiencies, etc.)

◦ Deafness





Take home messages

With vesiculo-pustular eruption, help you with : 
◦ the timing of appearance

◦ the localization

◦ the evolution

◦ See if associations of other systems or if BEG and isolated

Always exclude infectious cause because treatment must be initiated rapidly

Differences between auto-involutive and disseminated LCH

Assessment of extension according to clinical involvement

Multidisciplinary teamwork (pediatricians in the delivery room, dermatologists, radiologists and 
pediatric oncologists)

Hope for targeted therapies in the future



Thanks for your attention !
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