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An unusual cause of facial wound in a child: Hyper
IgE syndrome-associated Noma neonatorum

A 4-month-old failure to thrive (FTT) infant presented
with large ulcerative ecthyma-like lesions on the face.
Five days before the well-developed facial wound, a small
area of erythematous papule and plaque was appeared on
the right cheek and around the nose. She was febrile,
restless, and breastfeeding intolerant. Fever was started
2 days before cutaneous lesions showed up. Lesions
started at the cheek with facial oedema and progressed in
2 days to a large ulcerative area on the upper lip, right
cheek, and around the nose (Figure 1). The child had a
history of similar lesions when she was 2-month-old. She
also had cervical and posterior scalp lymphadenopathy.
Extensive eczematous lesions were seen on the trunk and
limbs. On clinical and laboratory evaluation high serum
levels of IgE and peripheral eosinophilia were detected.
The clinical diagnosis of hyper IgE syndrome (HIES)–
associated Noma neonatorum was made and she was
undergoing it. She was treated with parenteral antibiotics
for 2 weeks in combination with local wound care. The
necrotic crust was gradually removed and scar formation
remained at the site of infection. (Figure 2).

Noma neonatorum is a rare opportunistic, necrotising
ulcerative infection that mostly affects malnourished and
immunocompromised children.1

Necrotising stomatitis and gingivitis can extend rapidly
to the maxilla and mandible and other adjacent surfaces,
which appear as a well-demarcated black necrotic area.
Many children do not survive this stage due to sepsis forma-
tion. In children who passed from the critically acute phase,
the wound healing process will start with granulation tissue
and extensive fibrosis formation that is associated with
wound contracture with devastating facial deformities
which potentially can result in physical impairments
including limitation of mastication, oral incontinence,
speech problems, and aesthetic disfigurements.2,3

There are several risk factors for Noma. Most of these
risk factors can be related to poverty (especially in devel-
oping countries) including economic malnutrition, poor
oral hygiene, poor sanitation, low vaccination coverage, and
systemic infections (eg, malaria, measles). Another impor-
tant category as a risk factor of NOMA is related to all
conditions associated with reducing the host's immunity

FIGURE 1 Noma neonatorum.

Gangrenous ulcer involving

mucocutaneous junctions of oral, nasal,

and also cheek and eyelids in

association with facial oedema

Received: 9 April 2022 Accepted: 19 April 2022

DOI: 10.1111/iwj.13827

This is an open access article under the terms of the Creative Commons Attribution-NonCommercial License, which permits use, distribution and reproduction in any

medium, provided the original work is properly cited and is not used for commercial purposes.

© 2022 The Authors. International Wound Journal published by Medicalhelplines.com Inc (3M) and John Wiley & Sons Ltd.

2226 Int Wound J. 2022;19:2226–2228.wileyonlinelibrary.com/journal/iwj

http://creativecommons.org/licenses/by-nc/4.0/
http://wileyonlinelibrary.com/journal/iwj


including primary and secondary immunodeficiency
states.4,5

Over the past two decades, there has been an increase
in the incidence of Noma in association with immunosup-
pressive therapy and patients with immunosuppressed
conditions.6

NOMA has been reported in cases with human immu-
nodeficiency virus (HIV)7-9 and acquired immunodeficiency
syndrome (AIDS),10 severe combined immunodeficiency
(SCID),11 and chemotherapy-induced neutropenia.12

The current article is the first case of Noma in a
neglected child with a recent diagnosis of HIES. In HIES,
there is abnormal signalling in the pathway of Thelper-
17, that results in immunodeficiency and susceptibility to
mucocutaneous and sinopulmonary infections. Th17 has
an important role in the recruitment of neutrophils for
host defence.13

As Noma is fulminant in clinical course and within
days can evolve from small ulcer to large necrotising
wound if left untreated, clinical suspension and early
diagnosis especially in the setting of immunodeficiency
syndrome can prevent the major destructive and some-
times life-threatening sequels.

In addition to early identification and specific antimi-
crobial therapy, identifying risk factors and related condi-
tions with proper treatment of the underlying diseases is
important.5,14
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FIGURE 2 Noma neonatorum. Post-treatment scar formation
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