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1. INTRODUCTION

Juvenile hyaline fibromatosis (JHF) is a rare hereditary disease, with an autosomal recessive character and unknown
etiology. The onset of clinical manifestations of JHF is typically three to four months of age.(Al-Najjadah I, et al., 2003),
and mental development is normal (Al-Najjadah I, et al., 2003,Muniz ML, et al., 2006).

In juvenile hyaline fibromatosis, the lesions can be pearly papules on the face, neck and especially in the
retroauricular and perinasal regions, large tumors, mainly on the scalp, trunk, limbs, plaques or perianal
nodules, and gingival hypertrophy is common, impairing nutrition. (Al-Najjadah I, et al., 2003, Ramos AMCR,
1994). Gingival hypertrophy is a common finding and can be severe enough to interfere with correct eating and
eventually chewing, which in turn can lead to malnutrition, recurrent infections and even death (KESER et al.,
1999, LARRALDE et al., 2001).

Bone manifestations include osteolytic lesions, mainly in the phalanges and distal metaphyses, cortical thinning and
generalized osteopenia.(Al-Najjadah I, et al., 2003, Ramos AMCR, 1994). There are reports of scoliosis, macrocephaly and
reduced weight and height(Al-Najjadah I, et al., 2003,Muniz ML, et al., 2006). There are few cases reported in the literature,
until 2007 only 70 cases were reported (Usluet a/.,2007).

The gene that causes FH) was mapped to the 7-cM interval on chromosome 421, and it was recently identified that this
genetic error causes a deficit in hair morphogenesis protein 2 (CMG2) (RAHMAN et a/,2002; HAKKIet a/.,2005). The CMG2
protein is a regulator of endothelial cells during the period of capillary morphogenesis, with a strong connection with the
lamina and type IV collagen (DOWLINGet a/.,2003; AGHIGHIet a/.,2005).

The deposition of amorphous hyaline material of glycoprotein constitution in the skin, mucous membranes and internal
organs appears to be related to an alteration in collagen synthesis and metabolism, leading to an increase in the production
of collagen types IV and V by the endothelial cells of blood vessels, and increased synthesis of a glycoprotein substance by
fibroblasts (LIMAet a/.,2003; ISHIKAWAet a/.,1979; HANKSet a/.,2003). It is known, however, that the increase in collagen 1V is
mainly responsible for the joint stiffness present in this pathology, and the deposition of hyaline in the digestive tract,
caused by enteropathy. (Raeeskarami SR, et al., 2014). The prognosis in FHJ (juvenile hyaline fibromatosis) is very variable
and depends on the age of onset of symptoms and the degree of joint involvement (Yoo SY, et al., 2010) Average life
expectancy is 20-30 years (Lindvall LE, et al., 2008).

Treatment of these lesions consists of surgical excision. However, this practice can be disabling and recurrences are
frequent.(Al-Najjadah I, et al., 2003,Muniz ML, et al., 2006,Ramos AMCR, 1994). Regarding gingival hypertrophy,
injections with proteolytic enzymes are still being tested (Cam B, et al., 2015), but treatment involves partial
gingivectomy, although new growth occurs after some time. There is no specific treatment for hyalinosis, and the
main objective of the approach taken to these patients is to improve quality of life and treat pain. Other therapeutic
measures that probably have a greater impact on the quality of life of these patients include physiotherapy, adequate
nutritional support and analgesia with non-steroidal anti-inflammatory drugs.

and opioids (Jaouad IC, et al., 2014).
Therefore, the objective of this work will be to clinically describe a case of FH) and verify the quality of life
and functionalities of an affected patient, after dental treatment in a surgical center.

2 CLINICAL CASE

EFG, female, white, three years old, diagnosed with Hyaline Fibromatosis, and functional dependence to
carry out her daily activities. He attended the outpatient clinic of the specialized dentistry clinic at Hospital
da Crianca Santo Antonio (HCSA/Boa Vista/RR), presenting with extensive gingival hyperplasia,
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‘i compromising the alveolar region and upper lip (Figure 1 and 2), joint contractures of upper and lower
limbs, assuming a supine position and growth retardation. No apparent impairment of mental
development. Laboratory tests were within normal limits and the biopsy of two of the nodules showed
hyaline, amorphous and eosinophilic material.

After requesting pre-anesthetic evaluation, due to the patient's condition with limited mouth opening, it was not
possible to perform orotracheal intubation, it was necessary to use fibroscopy for her intubation. (Figure 3). Gingival
perplasia excision surgery was performed with electrocautery.
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Figure 1. Source: From the authors (2022).

Figure 2. Source: From the authors (2022).
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Figure 3. Source: From the authors (2022).

The dental treatment was carried out in the surgical center of the children's hospital, and after the procedure,
guidance on oral and dental hygiene was given to their caregivers. The patient is currently undergoing
multidisciplinary monitoring at the dental specialty center, with regular returns every three months for maintenance
and control.

78 Result after one week. (Figure 5). Source: From the authors (2022).
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Fabric sample. (Figure 6). Source: From the authors (2022).

3 DISCUSSION

Gingival hyperplasia is common in most cases of juvenile hyaline fibromatosis; in fact, it is rarely absent. Increased
gingival volume can lead to tooth displacement; retention of deciduous teeth; appearance of diastemas; phonetic
difficulties; when chewing; delay in tooth eruption; and greater propensity for caries lesions and periodontal disease,
due to the great difficulty of cleaning. Therefore, FGH treatment must be focused on aesthetic and functional
restoration, combined with good oral health conditions (Serra et al., 2007; Harris et al., 2012; Aghili & Moghadam,
2013).
According to Kharbanda et al., (1993) in radical treatment that consists of the total removal of teeth, relapse does not occur.
In conservative treatment, that is, gingivectomies and gingivoplasties, recurrence is common and occurs at different
periods.
According to Regezzi & Sciubba (1991), these lesions do not have the potential for malignant transformation, and
simple surgical excision is effective. Surgical treatment consists of gingivectomy, with or without apical flap
repositioning, together with a rigorous oral hygiene program. Association of selective tooth extraction in severe cases
may be necessary to obtain a normal tissue morphology of the gums and serve as a means of controlling gingival
growth, since, according to the authors, the gingival growth mechanism gives way in the absence of teeth, due to a
reason not yet identified (Carranza; Newman, 1987).
In the histopathology of this case, the appearance of surface epithelium was found, presenting an intense chronic
inflammatory infiltrate, myxoid and focal chondroid areas, characterized by a dermal deposit of amorphous, hyaline and
eosinophilic material. The microscopic findings of HSI and FH]J are similar. However, in SIH, there is a deposit of hyaline
material, also in other organs, such as: gastrointestinal tract, adrenal glands, bladder, skeletal muscles, thymus and
parathyroid. Although many theories have been proposed, there is no consensus on the origin and nature of hyaline
material. 1,3,5 The histological picture of gingival fibromatosis is fundamentally the same as that of fibrous hyperplasia. It is
characterized by keratinized, hyperplastic stratified squamous epithelial tissue, whose interpapillary ridges are arranged in
a digitiform manner with connective tissue (underlying the epithelial tissue) rich in fibroblasts and collagen fibers arranged
in various directions (Canavarros et al., in 2001).
The histological aspects of these skin tumors are characteristic and show an abundant, homogeneous and amorphous substance
yith a chondroid appearance with fibroblastic-type tumor cells immersed in this PAS+ eosinophilic substance. In

old lesions, this fundamental substance is abundant and presumably represents a precursor of collagen. Under

an electron microscope, spindle cells are fibroblasts with dilated rough endoplasmic reticulum and vacuoles in

their cytoplasm, filled with granular or filamentous material.

Treatment of the lesions consists of surgical removal. However, this practice can be mutilating and recurrences are

frequent. 1,3,5 Recurrences of gingival hypertrophy seem common every few years, therefore clinical monitoring is
necessary (Carranza; Newman, 1987; Genco et al., 1989).

CONCLUSION
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It can be concluded that there is no definitive treatment for hyaline fibromatosis, where palliative treatments were

observed in order to offer a better quality of life to the patient.
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