Chronic Mucocutaneous Candidiasis Associated with Osteogenesis
Imperfecta: A Case Report
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A male patient aged 6.5 years (patient No.1) is reported with chief complaint of
white lesions in his mouth from birth, which was finally diagnosed as chronic

mucocutaneous candidiasis (CMC). Clinicd, radiographical and histopathol ogica
examinations revealed dentinogenesis imperfecta associated with osteogenesis
imperfecta in both the patient and his sister (patient No.2). The importance of
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early diagnosis and treatment of both diseasesis discussed in this report.
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Introduction

Chronic mucocutaneous candidiasis (CMC) isaterm
used to describe a heterogeneous group of clinical
syndromes characterized by chronic, treatment
resistant, superficial candidiasis infection of the skin,
nails and oropharynx. The oral lesions appear,
followed by perleche, lip fissures, nail and cutaneous
involvement. When presenting in childhood, the
lesions are detected before the age of 3 years[1, 2].

There are many conditions associated with CMC,
which should be considered and referred for proper
treatment. The dentist’s early diagnosis of CMC is of
great importance as prompt treatment of CMC can
prevent the spread of candida and ora severe
lesions [3, 4].

We have studied a case who suffered from CMC
for several years and another untreated hereditary
disorder, osteogenesis imperfecta (Ol) type IV,
whose dental sign, dentinogeneis imprerfecta (DI),
was ignored whileit should have been considered.

According to Shields et al.'s classification, DI
that occurs with Ol istype Il, resulting from a variety
of mutations in collagen type | gene [4, 5]. Although
in comparison to normal teeth, the teeth of DI cases
deteriorate more easily and excessively, they do not
appear to be more susceptible to dentd caries than
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the normal teeth [6]. Patients with Ol and DI should
be examined as soon as their deciduous teeth erupt.
Immediate dental involvement and ora hygiene
instruction can reduce the necessity of extensive
dental treatment.

The purpaose of this report is to present a patient
who was referred to the Ord Medicine Department
for his white lesions in oral mucosa diagnosed as
CMC (patient Nol). Through clinica features and
histopathol ogic analysis, the associ ation of DI with his
osteogenesis imperfecta, diagnosed earlier in patient
Nol and his siger (patient No2), was detected.

Case Report

An Iranian 6.5-year-old boy (patient No.1) referred to
the Oral Medicine Department of Mashhad Dental
School with the chief complaint of diffused white
plaques on his orad mucosa for the past six years.
(Fig. 1-a, 1-b) He aso had a past history of recurrent
bone fracture. His sibling (patient No.2), who was
3.5 years old, aso presented with similar skeletal
recurrent fractures. Both of them have been under
professiona care for the past three years. Diagnosis
was osteogenesis imperfecta. Hand examination
showed nail dystrophy on amost dl the fingers of the
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patient No.1. (Fig 1-c). Family history revealed that
their parents were relaives, but neither of them had a
history of any denta and skeletal abnormality.
Intraoral examination revealed removable white
plaques diffused al over the oral mucosa of patient
No.1. The remova of the plaques by gentle rubbing

revealed an area of erythema In the clinica
examination, both patients' teeth showed grayish
discoloration without norma translucency, while
panoramic and periapical radiographs reveaed oblit-
eration canals and pul p chambers, short root, and pulp
stone in some of their teeth. (Figs. 1-d, 2-a,2-b, 3-8)

Figure 1 Patient’s signs, a& White plague like lesions on the tongue, b: White plague like lesions on the palate, c: Nail

dystrophy d: The patient ‘s dentition (note the color of the teeth)

Figure2 Panoramic radiography image, a: The patient’s,
b: His sibling’s

Our clinical and radiographical diagnosis led to
the suspicion of DI, which was confirmed by a
histopathological examination. With regard to the
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presence of recurrent removable white plaques in
patient No.1's oral cavity and nails dystrophy in the
form of thickened, brittle and discol ored nails with an
erythematous, swollen and tender paronychia area, he
was diagnosed with “chronic mucocutaneus candidi-
asis’ (CMC). The direct smear from the nail and
mouth, in which spore and hyphae were seen,
confirmed our diagnosis of CMC. Then, with the
exception of CMC involvement, both patients (No.1
and 2) were in a similar conditionof Ol and DI. Once
in approximately the past 3 years, patient No. 1's nail
lesions were diagnosed as a funga infection;
however, he did not receive any suitable antifungal
treatment. The results of a full blood count as well as
liver and kidney function tests were norma. The
endocrinologist did not find endocrinopathy or any
associated conditions with CMC in these patients. A
systemic antifungal drug (Fluconazol) was used to
treat the ora lesions, using the primary dosage of
50mg/day. After aweek, complete remission of the
oral lesions was clearly observed (Figs 4-a, 4-b).
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Figure3 Hissbling’s sign and tretment a Dentition (note the color of the teeth), b: X-ray of the sibling’d legs (note the
fracture in her leg), c: SS Crown on his sibling’ s posterior upper teeth, d: SSC on his sibling’ s posterior lower teeth

We aso observed healing of nail dystrophy in
our weekly visit, and after dermatologist's consultati-
on, to achieve complete remission of nail lesions, it
was decided to use pulse therapy (100mg/week of
fluconazole) as maintenance therapy for up to 9
months (Fig 4-c). In addition, both siblings were
referred to the Pedodontic Department for profess-
iona prophylactic care (Figs 4-d, 4-e, 3-c, 3-d). Their
six month follow up showed no recurrence of ora

and nail lesionsin patient No.1; however, the patients
were requested to have monthly check up.

Discussion
An interesting feature in this case was the
appearance of CMC with dentino and osteogenesis

imperfecta in the two siblings, which has never been
reported together so far.

Fig4 The patient’s treatment a Tongue a week after taking Fluconazol, b: Palate a week after taking Fluconazol, c: Nails
healing one week later, d: Upper fixed space maintainer inthe patient’s mouth, e: SS Crown on posterior the patient’s teeth
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The main purpose was to report a case in whom both
CMC and Ol occurred together (patient No.l);
however, these two rare diseases are of different
distinct etiopathogenesis that has not been reported in
a single syndrome till now. The emphasis of the
present report is on ealy diagnosis of ora
manifestations in the mentioned diseases. Dentists
should recognize CMC asa T |ymphocyte disorder of
childhood, in which oral mucosais the most frequent
site of mucosal dteration [2]. Many patients have
candidiasis endocrinopathy syndrome (CES) or
severe conditions such as active hepatitis, diabetes,
vitiligo, iron deficiency, and pernicious anemia,
requiring immediate evaluation. Moreover, dentists
may be the first health care professiona that are
referred to for treatment.

Although candidiasis could appear in the form of
white plague, erythema and pseudomembrane, al of
which may be very similar to symptoms of other
diagnosis of common white lesions in children, as
listed in Table 1, chronic behavior, distribution, and
association with nail abnormalities as well as its
onset in early childhood in our patient led us to the
diagnosis of CMC.

Tablel Common oral whitelesionsin children!”
Frictional keratosis

L eukoedema

Contact stomatitis

Lineaaba

Genodermatosis (especially White Sponge Nevus)
CMC

Burn

Coated tongue

. Scar formation

10. Fordycegranule

11. Epsein pearl
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Systemic antifungal therapy is needed to treat
oral thrush and nail dystrophy, to control the spread
of candida, and to prevent nail deformity as wdl as
oral severe lesions. But dentists should prescribe the
antifungd drugs with caution, taking their side
effects into consideration [2, 6].

In both of the patients, athough conservative
treatment began years ago to control osteogensis
imperfecta, DI had been left untreated and ther
parents were unaware of dental abnormalities. Early
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diagnosis and treatment of DI is also essentid as it
leads to the rehabilitation of the stomatognathic
imperfect, DI had been left untreated and their
parents were unaware of dental abnormalities.

Early diagnosis and treatment of DI is aso
essential as it leads to the rehabilitation of the
stomatognathic system and helps children regain their
lost confidence. Therefore, dentists should be capable
of correct diagnosis and knowledgeable enough to
treat DI [8].

Conclusion

This report emphasizes the importance of dentists'
early diagnosis of mucosd lesions and dental
abnormalities especially in children to achieve the
best treatment plan and prognosis.
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