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VERIFIABLE CPD PAPER

June 2000 she underwent a number of sur-
gical procedures including excision of the 
linear area of morphoea on the forehead 
followed by tissue expansion of the scalp 
together with advancement of a forehead 
fl ap. Following complete burn out of the 
condition, there was no further hair loss 
and so she underwent surgical revision 
of the scars together with autologous fat 
injections to the affected areas on the fore-
head. Ultimately the upper central incisor 
was extracted and a temporary partial den-
ture was used until a fi xed prosthesis was 
made using the 12 and 21 as abutments to 
replace the missing incisor (Fig. 1).

Initial examination revealed a hypo-
pigmented atrophic linear plaque approx-
imately 6 cm wide on the right side of 
the forehead extending to the frontal 
scalp which was associated with an area 
of alopecia (Fig. 2). The scarring extended 
to the upper eyelid, medial canthus of the 
right eye (Fig. 3) and upper lip (Fig. 4). 
Eye movements were normal as was her 
visual acuity. 

Intra-oral examination revealed scar 
tissue extending onto the attached gin-
givae associated with a mobile upper 
right central incisor together with marked 
gingival recession on the mesial aspect 
of 12 (Fig. 5).

Blood investigations including full 
blood count with differential, erythro-
cyte sedimentation rate, urinanalysis and 
biochemical fi ndings of the serum were 
essentially normal except for a raised 
eosonophil and rheumatoid factor level. 

CLINICAL SUMMARY

Case report 

A 36-year-old female presented with grad-
ual onset of alopecia on the scalp with 
subsequent painless scarring extending 
onto the face. This was associated with 
intermittent episodes of headaches which 
lasted for a few weeks. In July 1998, when 
under the care of the plastic and recon-
structive surgery department, she was 
started on penicillamine and subsequently 
treated with phototherapy using ultraviolet 
radiation (UV) in combination with psor-
alens (PUVA), methotrexate and glucocor-
ticoid injections. In December 1998, she 
was referred to the maxillofacial depart-
ment due to extension of the condition 
to her oral cavity affecting the gingivae, 
teeth and surrounding bone. X-rays con-
fi rmed bone loss associated with the upper 
right central incisor in the absence of any 
obvious irritant cause. She was reviewed 
on a regular basis under the joint care of 
the restorative and maxillofacial surgery 
department. Unfortunately the medical 
treatment was not successful and hence in 

En coup de sabre is a linear scleroderma that presents on the frontal or frontoparietal scalp. This case describes a 36-year-
old female who presented with a history of en coup de sabre with subsequent oral and dental involvement which to 
the authors’ knowledge has never been reported previously. The clinical presentation, pathology and laboratory fi ndings 
together with a brief discussion of the management of this case are discussed.
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• Recognise the association of some 
dermatological conditions with oral and/
or dental involvement.

• Emphasises the importance of 
distinguishing between systemic sclerosis 
and linear scleroderma.

• Stresses the importance of referring 
patients to the appropriate specialties 
when required.
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Fig. 1  A temporary partial denture was 
used until a fi xed prosthesis was made using 
the 12 and 21 as abutments to replace the 
missing incisor

Fig. 2  Hypo-pigmented atrophic linear 
plaque approximately 6 cm wide on the right 
side of the forehead extending to the frontal 
scalp, associated with an area of alopecia
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A computed tomogram (CT) of the head 
was taken which was reported as normal 
with no obvious underlying intra-cerebral 
lesions or bone loss in proximity to the 
skin lesion.

A biopsy from the labial gingivae in the 
region of the upper right central incisor 
was reported as showing para-keratini-
sation and atrophic stratifi ed squamous 
epithelium occupying the mucosal sur-
face of variably chronically inflamed 
collagenous connective tissue which 
presents with a rather hyaline appear-
ance in places and bears resemblance to 
scar tissue. These changes are in keeping 
with morphoea.

DISCUSSION
Localised scleroderma is the term used 
when the excessive deposition of collagen 
is localised to the skin, and possibly to the 
underlying muscle and tissues, as opposed 
to systemic sclerosis which also affects the 
internal organs. Onset is usually in the fi rst 
two decades of life. Some authors sug-
gest that linear scleroderma en coup de 
sabre occurs along Blaschko1 lines unlike 
this case.

Blaschko lines were believed to repre-
sent the pattern of embryonic migration of 
skin cells and determine the distribution of 
some skin diseases such as epidermal nae-
vus, sebaceous naevi, linear lichen scle-
rosis, and lichen striatus. The exact cause 
of localised scleroderma is unknown, but 
localised injury, tick bites (Borelia burgdof-
eri),2 measles, auto-immune disorders3 and 
hereditary factors have been implicated.4

Morphoea is the most common type of 
localised scleroderma which usually presents 
with one or more patches of skin thickening 
with various degrees of pigmentation.

Linear scleroderma on the other hand 
presents as a band or line of skin thicken-
ing which may extend deep into the skin 
involving underlying muscle. The exten-
sion into the deep tissue may prevent 
proper joint movement and even delay 
growth of the underlying bones in children 
who are still in an active growth phase.

En coup de sabre (‘cut from a sword’ 
in French) is a deep seated form of the 
linear scleroderma affecting the scalp and 
face like a sabre cut. The hair is lost per-
manently and the underlying skull bones 

may shrink. On the rare occasion reported 
in this case, the supporting structures of a 
central incisor were also affected with con-
sequent tooth loss. In some cases orbital 
involvement and hence ocular signs and 
symptoms may present prior to any skin 
lesions.5,6. Several reports of intracerebral 
lesions such as infl ammation, calcifi cation 
and demyelination were shown on MRI 
and CT in patients with localised sclero-
derma leading to epilepsy and functional 
motor impairments.7,8

Progressive hemifacial atrophy (Parry-
Romberg Syndrome) associated with 

localised scleroderma has also been 
reported,2,9,10 but the relationship to these two 
conditions remains controversial. In most 
cases the term Parry-Romberg Syndrome 
should be used for progressive hemifacial 
atrophy alone. In such cases localised scle-
roderma tends to be a preceding condition 
to progressive hemifacial atrophy which 
then develops several years later.2

There is no standard modality of treat-
ment for en coup de sabre lesions. Many 
drugs have been used, most with unsatis-
factory results. Steroids tend to decrease 
the amount of collagen produced whilst 
the rationale for methotrexate and peni-
cillamine is based on its potential immu-
nosuppressive effect.11 PUVA on the other 
hand has both an immunosuppressive 
and antifi brotic effect.12 For patients with 
facial involvement and disfigurement, 
reconstructive surgery is usually an option 
which may vary from excision of the area 
with direct repair after tissue expansion 
to dermal grafting, all of which have been 
described with satisfactory results. When 
en coup de sabre also affects the dentition 
to an extent that tooth loss takes place, as 
with this case, referral to the restorative 
specialist is also required.
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Figs 3-4  Scarring on the eye and upper lip

Fig. 5  Scar tissue extending onto the 
attached gingivae associated with a mobile 
upper right central incisor together with 
marked gingival recession on the mesial 
aspect of 12
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