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Abstract

Kindler syndrome is a very rare bullous dermatosis of the childhood. It is classified as a subtype of epidermolyse bullosa and is characterized by the occurrence of
acral predisposing blisters, associated to poikyloderma, skin atrophy and photosensitivity. It may be sporadic or transmitted in an autosomic recessive model. The
treatment is preventive and symptomatic. The aim of this article is to describe this syndrome, and explain its pathogeny via a case presentation with a literature review.

Introduction

Kindler syndrome is a very rare bullous dermatosis of the childhood
characterized by the occurrence of acral predisposing blister, associated
to poikyloderma and varying degree of photosensitivity. It may be
sporadic, but it is often transmitted in an autosomic recessive model.
The treatment is preventive and symptomatic. We report the case of a
baby who presented this disease with a literature review.

Case presentation

We report the observation of a 9-month-old infant, born of a non-
consanguineous marriage, without similar cases in the family, having
presented since the age of 03 months a dyschromic aspect of the face
and the genital area. A few months later, he showed tense blisters with
clear contents on the acrales zones, evolving in a context of conservation
of the general state and a photophobia. On the dermatological
examination, we found tense blisters with clear content sitting on the
extremities, resting on a slightly atrophic skin (Figure 1), the face and
perineum were poikylodermic (Figure 2). It was noted also an eyebrow
depilation without abnormalities in the scalp including trichoscopy.
There were no abnormalities of dentition or gingival hypertrophy. The
patient has benefited from a skin biopsy that found an intraepidermal
bullous dermatosis. This clinical presentation being in favor of a
Kindler syndrome. The absence of skeletal abnormalities eliminated
the Rothmond Thomson syndrome and the presence of excessive
bubbles eliminated a Xeroderma Pigmentosum. The patient benefited
then from local care. The subsequent control has noted a spontaneous

Figure 1. Acral predisposingn blisters with localized skin atrophy (A and B)
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Figure 2. Perineal (A) and facial poikyloderma with eyebrow depilation (B)

regression of blisters with persistence of the poikylodermic aspect that
was in favour of our diagnosis. We did not find any other abnormalities
to the rest of the somatic examination.

Discussion

First described in 1954 by Theresa Kindler [1] Kindler syndrome
is an hereditary bullous photodermatosis that is characterized
by poikiloderma, skin atrophy, trauma-induced blisters and
photosentivity [2]. Its a a form of poikyloderma and a subtype of
Epidermolys bullosa [3]. The etiopathogeny of this disease is related to
an abnoramality in actin cytoskeletton with defficiency of its adherence
to the extracellular matrix. Mutation of the FMRT1 gene is behind
this disease, it’s responsible for the loss of function of a protein FFH2
[4], also known as protein Kindlin -1 which is a protein bound to the
cytoskeleton, which will cause a disruption of the keratinocyte adhesion
at the dermoepidermal junction [3,5]. The clinical presentation is
characterized by the combination of an acute bullous eruption [1],
which improves with age as well as was the evolution in our patient
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which differentiate this entity from the other forms of Epidermolyse
bullosa. In the other hand, we assist to a progressive poikyloderma.
Skin atrophy occurs early, especially on the back of the hands and feet.
The photosensitivity in this disease is variable. Other clinical signs
may mark this syndrome as abnormal oral desquamative gingivitis or
destructive periodontal disease [6,7]. Other mucous can be reached in
this syndrome, including the urogenital and anal mucosa, digestive
involvement as oesophageal stenosis has been described in several
patients. Histological features of this disease are not specifics, we found
epidermal atrophy, vacuolization of basal keratinocyte, pigmentar
inceontinentia and dermal inflammation [7-9]. There is currently
no cure for this disease [10], Symptomatic measures include: aseptic
rupture of the blisters, the application of emollients improves the
skin dryness, the photoprotection reduces the risk of occurrence of
cutaneous squamous cell carcinoma and the care of the oral mucosa
with a close monitoring will detect a squamous cell carcinoma of
the oral mucosa which is a possible complication in this syndrome
(3,11].

Conclusion

Kindler syndrome is a rare genodermatosis, must be evoked in
front of a progressive poikyloderma associated with improving acral
blisters and a photosensitivity. The oral examination is capital
declining a periodontal disease that has to be well treated to avoid
degeneration.
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