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Abstract

Morphea is a cutaneous disorder character-
ized by an excessive collagen deposition.
While in almost all cases the sclerosing pro-
cess exclusively affects the skin, there are an-
ecdotal cases in which associated mucosal
involvement has been described. We here
report the case of a woman developing a
whitish indurated plaque over the left upper
vestibular mucosa and hard palate leading
to dental mobility and exposure of the roots
of several teeth. Cone beam computed to-
mography of the left maxilla showed bone
resorption involving the upper cuspid to the
second molar region with widened peri-
odontal ligament spaces, while light micros-
copy studies demonstrated epithelial atro-
phy and fibrosis of the dermis extending
into the submucosa with hyalinization of
subepithelial collagen. Our observation ex-
pands the spectrum of clinical presentations
of morphea and provides the first example
of isolated oral morphea. Its recognition is
important to avoid significant local compli-
cations. Copyright © 2012 S. Karger AG, Basel

Introduction

Morphea, also known as localized
scleroderma, is a clinically distinct in-
flammatory disease, primarily affecting
the dermis and subcutaneous fat. It is
characterized by excessive collagen depo-
sition leading to thickening of the dermis
and/or subcutaneous tissues, ultimately
leading to a scar-like sclerosis [1, 2]. The
etiology of morphea remains elusive. Mul-
tiple mechanisms have been implicated,
such as autoimmunity, infection, drugs,
radiation and microchimerism [3, 4]. Clin-
ically, various types of morphea are distin-
guished, such as plaque morphea, bullous
morphea, deep morphea and linear mor-
phea. The latter also encompasses mor-
phea en coup de sabre and Parry-Romberg
syndrome affecting the scalp and face with
potentially devastating complications [3,
5-11]. Whilst in almost all cases the scle-
rosing process exclusively affects the skin,
there are anecdotal cases in which associ-
ated mucosal involvement has been de-
scribed [12-19].

We here describe a unique variant of
morphea affecting only the oral mucosa
with significant local tissue damage and
no evidence of cutaneous sclerosis.

Case Report

A 20-year-old female presented with a
12-month history of progressive recession
of the gingiva around the premolars and
molars in the left maxilla. This was associ-
ated with a slowly enlarging painless whit-
ish plaque over the left upper vestibular
mucosa and hard palate. There was no his-
tory of preceding trauma or spontaneous
gum bleeding, and her affected teeth were
not mobile. Her personal and family his-
tory was otherwise unremarkable. She had
no history of photosensitivity, Raynaud’s
phenomenon, arthralgias, dry eyes, fever
or exposure to irradiation. Her only regu-
lar medication was an oral contraceptive
(drospirenone and ethinyl estradiol, Yas-
min®). She was a smoker (2 pack-years),
but had quit smoking prior to the lesions’
development.

Examination of the oral mucosa re-
vealed a pronounced recession of the gin-
giva involving the upper left premolars ex-
tending to the first molar with a white,
mildly indurated, nontender plaque locat-
ed on the keratinized mucosa of the gingi-
val region of the cuspid to the second mo-
lar, and further extending to the left max-
illary vestibular mucosa and left upper
buccal mucosa (fig. 1a-c). External resorp-
tion was prominent over the palatal root of
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Fig. 1. a—c Clinical feature of gingival recession affecting the upper left cuspid to the first
molar (black dashed arrows) with a well-demarcated white plaque at the maxillary ves-
tibule (black solid arrows). d Photo of the patient to demonstrate that there is no scle-
rotic skin lesion on the face apart from acne scars.

the left second molar. The oral hygiene was
good. There were no other lesions of the
rest of the oral mucosa. Examination of the
rest of the skin was otherwise unremark-
able (fig. 1d). The sagittal cut in the cone
beam computed tomography of the left
maxilla showed bone resorption involving
the upper cuspid to the second molar re-
gion with widened periodontal ligament
spaces (fig. 2). Light microscopy studies of
a biopsy specimen obtained from the left
oral vestibule demonstrated a mild hyper-
keratotic parakeratinized squamous epi-
thelium with epithelial atrophy, fibrosis of
the dermis that extended into the submu-
cosa and hyalinization of subepithelial
collagen (fig. 3a). There was a lymphocytic
inflammatory infiltrate around the vessels
(fig. 3b). Special staining showed the pres-
ence of elastic fibers in the dermis. Direct
immunofluorescence microscopy study of
a mucosal biopsy sample was negative.
The full blood count, thyroid func-
tion test, renal and liver tests were nor-
mal. Search for autoantibodies, such as
anti-dsDNA, antinuclear, anti-SS-A, an-
ti-SS-B, anti-RNP, anticentromere, anti-
Scl-70 (topoisomerase I) and anti-Jo-1

antibodies, was negative. Serologies for
syphilis, Borrelia burgdorferi infection,
hepatitis B and C viruses and HIV were
negative.

A course of doxycycline 100 mg daily
was initiated together with regular profes-
sional dental hygiene procedures for more
than 1 year with little effect. A regular fol-
low-up of the patient was difficult, making
management even more difficult. She de-
veloped significant mobility of the affect-
ed 4 teeth later, making their cleaning dif-
ficult. The white plaque extended further
involving the left soft palate and the poste-
rior aspect of the left hard palate (fig. 4).
The roots of teeth 23-26 were almost com-
pletely exposed. The patient is now being
given intralesional triamcinolone acetate
injections.

Discussion

We describe a unique case, the clinical,
histopathological and radiological fea-
tures of which were consistent with the di-
agnosis of isolated morphea of the oral
cavity. Morphea has a wide range of clini-
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Fig. 2. Sagittal view of the cone beam com-
puted tomography scan of the left maxilla
shows widened periodontal ligament spac-
es and bony resorption around the first
and second premolars and the first molar
(white dashed arrows).

cal presentations and courses [3]. Al-
though in the vast majority of cases there
is no internal organ involvement, the fi-
brotic process may extend into and affect
deep structures such as the hypodermis,
muscles, joints and bones, causing severe
disfigurement and morbidity [3]. Further-
more, morphea of the head and face (espe-
cially the linear variant) may also be asso-
ciated with ocular as well as central ner-
vous system anomalies [5-12].

Oral mucosa and dental involvement
have only been rarely described in mor-
phea. In virtually all previously described
cases, as summarized in table 1 [13-27],
oral involvement was secondary to alinear
form of morphea, either in the en coup de
sabre variant or in the Parry-Romberg
syndrome. Besides the typical cutaneous
features, the patients presented with scar-
like or white indurated oral plaques, un-
erupted teeth, root development defects,
root atrophy, localized gingival recession
and alveolar bone resorption. Barber [28]
described a middle-aged patient with a
white patch on the mucous membrane of
the left lower lip extending to the alveolar
sulcus which was diagnosed as circum-
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Fig. 3. a Light microscopy of a biopsy specimen from the left oral vestibule showing mild hyperkeratotic parakeratinized squamous
epithelium with epithelial atrophy, fibrosis of the dermis and hyalinization of subepithelial collagen. X40. b There was presence of peri-
vascular lymphocytic infiltrates. Hematoxylin-eosin stain. X100.

scribed scleroderma of the buccal mucous
membrane. However, the diagnosis was
not histologically confirmed.

Our patient is therefore peculiar and
striking for many reasons. First, the mor-
phea was limited to the buccal, vestibular,
palatal and gingival mucosa without any
evidence of sclerosis of the adjacent skin.
Light microscopy studies confirmed the
presence of subepithelial fibrosis that ex-
tended into the submucosa with hyaliniza-
tion of subepithelial collagen. Second, the
involvement was severe leading to signifi-
cant gingival recession, bone resorption
and external tooth resorption. Third, no
potential triggering factor, such as trauma,
radiation or B. burgdorferi infection [29]
was identified. Multiple drugs have been
implicated in the development of mor-
phea-like lesions [30]. Our patient took
only oral contraceptive pills on a regular
basis, which has not been previously linked
to morphea. In the differential diagnosis
we also considered lichen sclerosus et atro-
phicus (LSA) that may also lead to well-de-
marcated whitish plaques of the oral mu-
cosa with dental problems. Oral LSA is also
a very rare condition that may lead to gin-
gival recession, widening of the periodon-
tal space, loss of periodontal attachment
and subsequently tooth loss [31-33]. Al-
though in the oral mucosa it is clinically
difficult to differentiate LSA from mor-
phea, the histopathological findings in

Oral Mucosal Morphea

Fig. 4. Clinical features at the 2-year follow-up visit. There is almost complete root expo-
sure of teeth (black dashed arrows) and a progressively enlarging whitish plaque at the
mucosa of the soft and hard palate (black solid arrows).

LSA are distinctive enough to allow its dif-
ferentiation from morphea. There are epi-
thelial hyperplasia with hyperkeratosis, fo-
cal hydropic degeneration of basal cells,
subepithelial hyalinization and a band-like

lymphocytic infiltrate beneath the hyalin-
ized area [34]. The subepithelial elastic fi-
bers are decreased in LSA [34]. In our case,
there was no band-like infiltrate, while a
prominent perivascular lymphocytic infil-
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Table 1. Survey of the reported cases of morphea associated with oral and dental manifestations

Authors, Case Duration  Cutaneous lesions Oral or dental Biopsy of oral lesions Treatment
year of lesions manifestations
Loobyand  8-year-old 3 years Linear morphea, left Scar-like appearance of oral NA NA
Burket face mucosa of the maxillary left
[13], 1942 first incisor, depression in
the alveolar process,
unerupted maxillary left
first incisor
Fosterand  6-year-old NA Morphea of the face Short roots of mandibular NA NA
Fairburn male central and lateral incisors
[14], 1968 with short roots
Hoggins and 4-year-old  NA Localized morphea Lack of eruption of primary ~ NA NA
Hamilton female teeth
[15], 1969
Foster [16], 12-year-old 7 years Parry-Romberg Grooved right side of the NA NA
1979 male syndrome, right face tongue; shorter roots of the
right lower teeth
Billetetal.  11-year-old not Morphea en coup de Gingival retraction of 2 left Histological image of Excision of lesion
[17], 1983 mentioned sabre, left nasolabial upper incisors with ulcer at morphea with reconstruction;
region the affected gingiva extraction of 2
incisors, prosthesis
Bartonand  10-year-old 5 years Morphea en coup de Root development defects of ~ NA NA
Handerson  female sabre, left face the left maxillary central
[18],1993 and lateral incisors
Mazzeo etal. 10-year-old 9 years Parry-Romberg Roots of the left mandibular ~ NA NA
[19], 1995 female syndrome, left face first and second molars and
the maxillary left canine
were atrophic; involved
cuspid and second molar
unerupted
Baxter etal. 12-year-old 1 year Morphea en coup de Right upper labial gingival NA Extraction of affected
[20], 2001 female sabre, right face recession, mobility of right mobile teeth, replaced
maxillary incisors; X-ray: with upper removable
bone loss over the right prosthesis
maxillary incisors
Marzanoet 7 cases NA Morphea en coup de Dental abnormalities, NA NA
al. [21], 2003 sabre or Parry-Romberg  malocclusion and tongue
syndrome changes
Kurian etal. 15-year-old 2 years Parry-Romberg Atrophy of filiform papillae ~ NA NA
[22], 2003 male syndrome of left facein  of left side of the tongue,
14-year-old 8 years both cases palatal constriction,
female disturbed eruption of
second left bicuspid and
second molar
Pekiner et al. 4-year-old 2 years Morphea en coup de Deviation of maxillary NA NA
[23], 2006 female sabre, left face midline to the left side,
atrophy of the left side of
the tongue
Virdi and 39-year-old 5 years Generalized morphea Fibrosis of soft palate and Inflammatory infiltratein ~ Pulse dexamethasone
Kanwar male tongue the subepithelium with therapy
[24], 2009 submucosal fibrosis of
the tongue
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Table 1 (continued)

Duration
of lesions

Authors, Case

year

Cutaneous lesions

Oral or dental
manifestations

Biopsy of oral lesions Treatment

Pace et al.
[25],2010

36-year-old NA
female

Morphea en coup de
sabre, right face

Scar tissue extending to the
attached gingivae, mobile
upper right central incisor
and gingival recession on
the mesial aspect of 12

Atrophic stratified
squamous epithelium
with chronically inflamed
hyalinized collagen

Extraction of upper
central incisor and
prosthesis

Liu et al. 4 months

[26], 2010

59-year-old
female

12-year-old 12 months
female lip

Morphea, right chin

Morphea, right lower

White patch over the right
lower labial mucosa, gingiva
attached to the right
mandibular canine

and lateral incisor;
radiologically, alveolar bone
resorption

White patch over the right
lower labial mucosa

Traditional Chinese
medicines,

Mucosal biopsy
consistent with morphea

asiaticoside ointment

Herrick et al. 3 cases NA

[27], 2011

Linear morphea, Parry-
Romberg syndrome,

Involvement of mouth,
teeth and gums

mixed scleroderma

NA NA

NA = Not available or not specified.

trate was observed. In addition, there was
no decrease in dermal elastic fibers. Thus,
the diagnosis of morphea was retained.
Evidence-based therapy for morphea
is almost entirely lacking because of the
rarity of the disease and the lack of ac-
cepted validated outcome measures [35,
36]. Management of the mucosal lesion in
our patient was challenging, not only be-
cause of the patient’s poor compliance,
but also because of the location of the le-
sion, which is a limiting factor for all top-
ical treatments such as corticosteroids
and tacrolimus. Oral phototherapy, in-
cluding PUVA, narrow-band UVB and
excimer laser have all been tried with

References

»1 Peterson LS, Nelson AM, Su WPD: Classifi-
cation of morphea (localized scleroderma).
Mayo Clin Proc 1995;70:1068-1076.

»2 Mayes MD: Classification and epidemiology
of scleroderma. Sem Cut Med Surg 1998;17:
22-26.

»3 Fett N, Werth VP: Update on morphea. 1.
Epidemiology, clinical presentation and
pathogenesis. ] Am Acad Dermatol 2011;64:
217-228.

Oral Mucosal Morphea

variable success in oral lichen planus and
oral manifestations of chronic graft-ver-
sus-host disease [37-40]. Doxycycline
was given to this patient based on its anti-
inflammatory and immune-modulating
properties which were found useful in an-
ecdotal cases of scleroderma and bullous
dermatoses [41], as well as for its effective-
ness in chronic periodontitis [41, 42].
Since there was a lack of response to dox-
ycycline on top of the poor compliance,
the patient was started on intralesional
corticosteroids. In case of further pro-
gression of the disease, either oral metho-
trexate [35, 36,43, 44] or cyclosporine [45,
46] will be tried.

»4 Laetsch B, Hofer T, Lombriser N, Lauten-
schlager S: Irradiation-induced morphea: X-
rays as triggers of autoimmunity. Dermatol-
ogy 2011;223:9-12.

»5 Zannin ME, Martini G, Athreya BH, Russo
R, etal: Ocular involvement in children with
localized scleroderma: a multi-centre study.
Br ] Ophthalmol 2007;91:1311-1314.

»6 Zulian F, Vallongo C, Woo P, Russo R, et al:
Localized scleroderma in childhood is not
justaskin disease. Arthritis Rheum 2005;52:
2873-2881.

In conclusion, we present a unique case
of morphea limited to the oral mucosain a
young woman. Clinicians should be famil-
iar with the wide spectrum of presenta-
tions of morphea, and now further consid-
er this diagnosis in the presence of isolated
whitish sclerotic plaques of the oral mu-
cosa. Its prompt recognition and close fol-
low-up are important to avoid significant

local complications.

Disclosure Statement

No conflicts of interest.

»7 Stone J: Parry-Romberg syndrome: a global
survey of 205 patients using the Internet.

Neurology 2003;61:674-676.

»8 Blaszczyk M, Krolicki L, Krasu M, Glinska
O, Jablonska S: Progressive facial hemiatro-
phy: central nervous system involvement
and relationship with scleroderma en coup

de sabre. ] Rheumatol 2003;30:1997-2004.

Dermatology 2012;224:215-220

219

€20Z dunr L. Uo Jasn uiag Yauiolqiasiayiisionun Aq jpd 455/ €€000/2798592/G 1 2/€ /v ipd-ajoike/wip/wod 1ab1ey//:dpy woly papeojumoq



»9

»10

>11

>12

»13

»14

»15

» 16

»17

»18

»19

»20

Holland KE, Steffes B, Nocton JJ, Schwabe
M]J, Jacobson RD, Drolet BA: Linear sclero-
derma en coup de sabre with associated neu-
rologic abnormalities. Pediatrics 2006;117:
el32-136.

Menni S, Marzano AV, Passoni E: Neurolog-
ic abnormalities in two patients with facial
hemiatrophy and sclerosis coexisting with
morphea. Pediatr Dermatol 1997;14:113—
116.

Zulian F, Athreya BH, Laxer R, Nelson AM,
Feitosa de Olivera SK, Punaro MG, et al: Ju-
venile localized scleroderma: clinical and
epidemiological features in 750 children. An
international study. Rheumatology (Oxf)
2005;45:614-620.

Tollefson MM, Witman PM: En coup de sa-
bre morphea and Parry-Romberg syndrome:
a retrospective review of 54 patients. ] Am
Acad Dermatol 2007;56:257-263.

Looby JP, Burket LW: Scleroderma of the face
with involvement of the alveolar process.
Am] Orthod Oral Surg 1942;28:B493-B498.
Foster TD, Fairburn EA: Dental involvement
in scleroderma. Br Dent ] 1968;124:353-356.
Hoggins GS, Hamilton MC: Dentofacial de-
fects associated with scleroderma. Oral Surg
Oral Med Oral Pathol 1969;27:734-736.
Foster TD: The effects of hemifacial atrophy
on dental growth. Br Dent J 1979;146:148-
150.

Billet J, Piette E, Schmidt J, Lumineau JP, et
al: Sclérodermie circonscrite a localization
naso-labio-alvéolaire. A propos d’une obser-
vation. Rev Stomatol Chir Maxillofac 1983;
84:203-209.

Barton DH, Handerson HZ: Oral-facial
characteristics of circumscribed scleroder-
ma: case report. J Clin Pediatr Dent 1993;17:
239-242.

Mazzeo N, Fischer JG, Mayer MH, Mathieu
GP, et al: Progressive hemifacial atrophy
(Parry-Romberg syndrome). Oral Surg Oral
Med Oral Pathol Oral Radiol Endod 1995;79:
30-35.

Baxter AM, Roberts A, Shaw L, Chapple ILC:
Localized scleroderma in a 12-year-old girl
presenting as gingival recession. A case re-
port and literature review. Dent Update
2001;28:458-462.

»21

»22

23

»24

»25

»26

»27

28

»29

»30

»31

»32

»33

»34

»35

Marzano AV, Menni S, Parodi A, Borghi A,
et al: Localized scleroderma in adults and
children. Clinical and laboratory investiga-
tions on 239 cases. Eur ] Dermatol 2003;13:
171-176.

Kurian K, Shanmugam S, Mathew B, et al:
Facial hemiatrophy - a report of 5 cases. In-
dian J Dent Res 2003;14:238-245.

Pekiner FN, Yiicelten D, Gimri B, et al:
Frontal linear scleroderma (en coup de sa-
bre): a case report. ] Dent Child (Chic) 2006;
73:175-178.

Virdi SK, Kanwar AJ: Generalized morphea,
lichen sclerosus et atrophicus associated
with oral submucosal fibrosis in an adult
male. Indian ] Dermatol Venereol Leprol
2009;75:56-59.

Pace C, Ward SE, Pace A: A rare case of fron-
tal linear scleroderma (en coup de sabre)
with intra-oral and dental involvement. Br
Dent ] 2010;208:249-250.

Liu XS, Gao Y, Zheng LW, Hua H: New alter-
native therapy for orofacial localized sclero-
derma. Oral Surg Oral Med Oral Pathol Oral
Radiol Endod 2010;110:e15-€19.

Herrick AL, Ennis H, Bhushan M, et al: Clin-
ical features of childhood localized sclero-
derma in an incidence cohort. Rheumatolo-
gy (Oxf) 2011;50:1865-1868.

Barber HW: Circumscribed scleroderma of
the buccal mucous membrane. Proc R Soc
Med 1943;37:1.

Eisendle K, Grabner T, Zelger B: Morphoea:
a manifestation of infection with Borrelia
species? Br ] Dermatol 2007;157:1189-1198.
Peroni A, Zini A, Braga V, Colato C, Adami
S, Girolomoni G: Drug induced morphea: re-
portofa caseinduced by balicatib and review
of the literature. ] Am Acad Dermatol 2008;
59:125-129.

Jimenez Y, Bagan JV, Milian MA, Gavalda C,
Scully C: Lichen sclerosus et atrophicus
manifesting with localized loss of periodon-
tal attachment. Oral Dis 2000;8:310-313.
Kaur S, Thami GP, Kanwar AJ, Mohan H:
Linear oro-facial lichen sclerosus. Clin Exp
Dermatol 2002;27:467-470.

Jimenez Y, Gavalda C, Carbonell E, Margaix
M, Sarrion G: Lichen sclerosus of the oral
mucosa: a case report. Med Oral Patol Oral
Cir Bucal 2008;13:E403-406.

Azevedo RS, Romanach MJ, de Almeida OP,
Mosqueda-Taylor A, etal: Lichen sclerosus of
the oral mucosa: clinicopathological features
of six cases. Int ] Oral Maxillofac Surg 2009;
38:855-860.

Fett N, Werth VP: Update on morphea. II.
Outcome measures and treatment. ] Am
Acad Dermatol 2011;64:231-242.

220

Dermatology 2012;224:215-220

»36

37

»38

»39

» 40

»41

»42

»43

» 44

» 45

» 46

Zwischenberger BA, Jacobe HT: A systemic
review of morphea treatments and therapeu-
tic algorithm. ] Am Acad Dermatol 2011;65:
925-941.

Kassem R, Yarom N, Scope A, Babaev M,
et al: Treatment of erosive oral lichen pla-
nus with local ultraviolet B phototherapy. |
Am Acad Dermatol DOI: 10.1016/jjaad.
2011.04.017.

Trehan M, Taylor CR: Low-dose excimer
308-nm laser for the treatment of oral lichen
planus. Arch Dermatol 2004;140:415-420.
Wolff D, Anders V, Corio R, Horn T, et al:
Oral PUVA and topical steroids for treat-
ment of oral manifestations of chronic graft-
vs-host disease. Photodermatol Photoimmu-
nol Photomed 2004;20:184-190.

Kreuter A, Hyun J, Stucker M, Sommer A,
Altmeyer P, Gambichler T: A randomized
controlled study of low-dose UVA1, medi-
um-dose UVAL, and narrowband UVB pho-
totherapy in the treatment of localized
scleroderma. ] Am Acad Dermatol 2006;54:
440-447.

Sapadin AN, Fleischmajer R: Tetracyclines:
nonantibiotic properties and their clinical
implications. ] Am Acad Dermatol 2006;54:
258-265.

Sgolastra F, Petrucci A, Gatto R, et al: Long-
term efficacy of subantimicrobial-dose dox-
ycycline as an adjunctive treatment to scal-
ing and root planning: a systematic review
and meta-analysis. ] Periodontol 2011;82:
1570-1581.

Kroft EB, Creemers MC, van den Hoogen
FH, Boezeman JB, de Jong EM: Effective-
ness, side-effects and period of remission af-
ter treatment with methotrexate in localized
scleroderma and related sclerotic skin dis-
eases: an inception cohort study. Br ] Derma-
tol 2009;160:1075-1082.

Fitch PG, Rettig P, Burnham JM, Finkel TH,
Yan AC, Akin E, et al: Treatment of pediatric
localized scleroderma with methotrexate. |
Rheumatol 2006;33:609-614.

Strauss RM, Bhushan M, Goodfield M]J:
Good response of linear scleroderma in a
child to ciclosporin. Br ] Dermatol 2004;150:
790-792.

Crespo MP, Mas IB, Diaz JM, Costa AL,
Nortes IB: Rapid response to cyclosporine
and maintenance with methotrexate in lin-
ear scleroderma in a young girl. Pediatr Der-
matol 2009;26:118-120.

Tang/Bornstein/Irla/Beltraminelli/
Lombardi/Borradori

€20Z dunr L. Uo Jasn uiag Yauiolqiasiayiisionun Aq jpd 455/ €€000/2798592/G 1 2/€ /v ipd-ajoike/wip/wod 1ab1ey//:dpy woly papeojumoq


http://dx.doi.org/10.1016%2Fj.jaad.2011.04.017
http://dx.doi.org/10.1016%2Fj.jaad.2011.04.017

	1

