Case Report

Universi’ry J Dent Scie 2023; Vol. 9, Issue 3

Intraoral Nevus of Ota: A Case Report and Review

Abstract:

The Nevus of Ota is a melanocyte disorder that primarily affects skin and eye regions innervated by the first two caricatures of the trigeminal nerve, the
ophthalmic and maxillary divisions. In most instances, pigmentation involves the skin, eyes, and rarely the intraoral mucosa. The oral cavity is not
always involved in cases of opthalmic or dermal melanosis. To the best of our knowledge, fifty five cases of Ota nevus involving the oral cavity have
been documented. We have summarized all the cases of nevus of Ota involving the oral cavity until today. We are presenting a case of palatal nevus of

Otaina50-year-old female patient.
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Introduction:

"Nevus of Ota," first reported by Ota and Tanino in 1939,
includes the skin near the classification of the first and second
estrangements of the trigeminal nerve.[l1] The condition
happens on account of the failure of melanocytes' migration
from the neural crest to the derma-epidermal junction. An
entrapped mass of melanocytes imparts it a characteristic
gray-blue pigment. The condition is most common in Asian
and Indian Subcontinent populations, with an estimated
prevalence 0f 0.014% to 0.034%. In a 5:1 ratio, females are far
more affected than males.[2] Presentation on one side of the
face is more frequent than on both sides of the facial skin.
Apart from dermal and opthalmic involvement, oral mucosal
engrossment is rarely visualized.[3,4] Even though intraoral
pigmentation of nevus of ota is exceptionally rare, only fifty
five cases, including the author of this article, have been
described in the English literature (Table 1), and the palate
appears to be the most commonly affected intraoral site.’ Apart
from the palate other intraoral nevi of Ota where cases have
been documented include the tongue, buccal mucosa, and
gingiva, but the palate is the most common presentation,
possibly because the origin of the greater and lesser palatine
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nerves from the maxillary nerve is more proximal than the
superior, middle, and anterior alveolar nerves, and
involvement of the mandibular division is extremely rare.

Case Report:

A 50-year-old female patient reported to the department of
oral medicine and radiology at the Government College of
Dentistry, Indore, with the chief complaint of pain and
decayed teeth in the upper right posterior tooth region of her
jaw for the last ten days. During the course of her current
illness, she reported constant, dull aching discomfort in her
right upper first molar for the previous two months. This
patient's extraoral examination revealed a bluish-gray
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hyperpigmentation present on the right side of the face
involving the innervations of divisions one and two of the
trigeminal cranial nerve, along with a pigmented area around
the right eye, pigmentation of the right eye sclera, the right
temporal region, and the right half of the forehead skin since
childhood (Figures la, 1b,and I¢).

Figure la: Extraoral photograph reveals blue-grey skin
pigmentation over right side of face involving forehead,
periorbital area and cheek region. Figure 1b:
Hyperpigmentation involving right temporal and zygomatic
region upto angle of mouth. Not involving mandibular region.
Figure 1c: Episcleral involvement in right eye

Even though there was no itchiness or irritation in the
pigmented area of the face, the patient stated that the
pigmentation had grown in size since childhood. Her prior
medical history was non-contributory. An intraoral
examination revealed a bluish pigmentation the size of about
0.5x0.5 cm on the right side of the hard palate. (Figure 2)

-
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Figure 2: Approximately 0.5x0.5 cm melanotic macule right
side of the hard palate just lateral to mid palatine raphae
(White arrow)

Our patient was advised to have a biopsy but did not consent
to one because she was completely asymptomatic. The
presence of characteristic associated pigmentation over the
facial skin, eyes, and palate confirms the clinical diagnosis of
nevus of Ota. Sturge-Weber syndrome, blue nevus, melasma,
Mongolian spot, nevus flammeus, blue nevus, and acquired

bilateral nevus of ota like macule (ABNOM) are all possible
differentials for nevus of ota (Table 1).

Table (1) Possible differential diagnosis of nevus of Ota
[2,10,11]

Differential Diagnosis Clinical Manifestations

ABNOM Late onset bilateral symmetrical pigmentation with rare involvement of
eye/oral mucosa.
Melasma Bilateral brownish dark to brown black pigmentation in middle age women

without involvement of mucosa.

Mongolian spot Pigmentation limited to lumbseacral area vanished by 36 years of age.

Nevus of Ito Pigmentation limited to shoulder area

Nevus flammeus Affected skin and mucosa more reddish

Blue nevus Well defined ,elevated lesion, diameter less than 1 cm.

Sturgeweber syndrome Characteristic port-wine stain one side with disorder of nervous system i.e.

seizures.

* ABNOM, acquired bilateral nevus of Ota-like macules

Discussion

Melanocytic nevi in the oral cavity are extremely uncommon
in comparison to those in the skin and eyes. Recently, a palate
nevus of OTA in association with H. pylori gastritis has also
been documented in the literature.[6] On the basis of
pigmentation, intensity, and area of involvement, Tanino
classified it into four subtypes. Itis also interesting to note that
in all subtypes of nevus of Ota, there is no involvement of the
mandibular region. [7] According to classification, our case
will match the characteristics of subset type I11.

There aren't many cases of ota nevus developing into
malignant melanoma involving the dermis and the ocular
aspect. Similar to incidence in females, nevus of ota
conversion to malignant melanoma is also common in this
gender as compared to males. Dermal nevus of ota into
malignant melanoma has been reported in twelve cases, while
in the case of ocular aspect it is sixteen with female
predominance. The MAP kinase pathway has been nevied to
eight genes, including BRAF and NRAS.A G-coupled protein
mutation causes continuous activity of these receptors.[9]
Females had higher levels of G-protein-coupled kinases,
which may be the cause of female dominance compared to
males.[10] Studies on whole-exome sequencing in dermal
benign nevi of the ota have suggested mutations in the GNAQ,
MMP10,BAP1,COL4A4,FN3K, and PDL3 genes. [11]

This being a deep dermal pigmentation, various treatment
modalities like cryotherapy, surgical excision, chemical
peeling, dermabrasion, and lasers are being used to cure this
disfigurement. In the current treatment scenario, Q-switched
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11 Talwar S, Jha PK, Suresh MS, Panvelkar VVN. Bilateral nevus of Ota with Klippel -Trenaunay-Weber
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No. (yrs) 13. Kannan SK. Oculodermal melanocytosis--Nevus of Ota with palatal pigmentation. Indian J Dent Res
1. Male 16 Buccal mucosa right side UK White 2003; 14:230-233.
2. | Female 35 Along palate midline and USA Negro 14 Turnbull JR, Assaf C, Zouboulis C, Tebbe B. Bilateral naevus of Ota: a rare manifestation in a Caucasian. J
left borde.r 9" tongue Eur Acad Dermatol Venereol. 2004; 18(3):353-5.
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10 | Female 59 Palate bilaterally more on USA White 22 Chandak R, Degwekar S, Chandak M, Bhowte R, Rawlani S. Rare case report on nevus of Ota. J Kor Dent
left side Sci 2010; 3:43-47.
11 | Female 30 Palate India 23 Cronemberger S, Calixto N, Freitas HL. Nevus of Ota: clinical-ophthalmological findings. Revista
12 | Female 30 Palate bilaterally India Brasileira de Oftalmologia. 2011; 70(5):278-83.
13 | Female 32 Palate India 24 Sharma G, Nagpal A. Nevus of Ota with rare palatal involvement: a case report with emphasis on
14 | Female 26 Left buccal mucosa and Germany White differential di is. Case Rep Dent 2011; 2011:670679.
palate 25 Azar M, Kazemi F, Bahrami E, Hejazian E, Fereshtehnejad S -M, Ahmadi A, et al. Meningeal melanomas
15 | Female 32 Hard palate India associated with transforming Ota nevus to malignant melanoma: a case report. Med Islam Repub Iran
(Karnataka) (MJIRI). 2010; 24(3):163-8.
16 | Male 33 Bilaterally (more right side) India 26 Shetty SR, Subhas BG, Rao KA, Castellino R. Nevus of Ota with buccal mucosal pigmentation: a rare
(Karnataka) case. Dent Res J (Isfahan). 2011; 8(1):52-5
17. | Nd Between Palate India 27 Guledgud MV, Patil K, Srivathsa SH, Malleshi SN. Report of rare palatal expression of Nevus of Ota with
18 8t037 (Karnataka) d of Tanino’s classification/ Indian J Dent Res/ 2011- 22(6).850-2.
19 28 Guledgud MV, Patil K, Srivathsa SH, Malleshi SN. Report of rare palatal expression of Nevus of Ota with
20 | Female 3 Palate China | of Tanino’s classification/ Indian J Dent Res/ 2011- 22(6).850-2.
(Daughter) - 29 Hassan ML, Zambrano R, Vera ME, Schroh RG, Binda M, Rebadan A. Nevo de Ota y melanoma
2 (F:AV;;L:' 46 Palate China Comunicacién de un caso y consideraciones. Argent Dermatol 2012; 62:49 -55.
- - 30 Garg A, Gupta LK, Khare AK, Kuldeep CM, Mittal A, Mehta S. Phacomatosis cesioflammea with Klippel
2 | Male 2 ﬁ]lzrlni:ard palate palate Brazil White Trenaunay syndrome: A rare association. Indian Dermatol Online J. 2013; 4(3):216 -8.
o 31 Mohan RP, Verma S, Singh 'K, Singh U/ ‘Nevi of Ota. the unusual birthmarks'. a case revie w. BMJ Case
Rep 2013.
32 Prashanth P, Srikanth D, Venkatesh E, Kumar M. The case of a rare nevus with palatal, facial, and scleral
23 | Female 18 Hard palate,right labial Indian i Univ Res J Dent. 2013; 3:131.
mucosa,facial aspect of 33 Srivathsa SH. Nevus of Ota: presentation of a case with oral pigmentation and codicil to Tanino’s
maxillary gingiva classification. 2013; 31:24.
24 | Male 22 Left side of hard palate Indian 34 Mukhopadhyay AK. Unilateral nevus of Ota with bilateral nevus of Ito and palatal lesion: a case report
25 | Male 21 Hard palate Iran with proposed clinical modification of Tanino’s classification/ Indian J Dermatol . 2013; 58(4):286-9.
26 | Female 23 Left buccal mucosa India 35 Nitta K, Kashima T, Mayuzumi H, Akiyama H, Miyanaga T, Hirato J, Kishi S. Animal -ype malignant
(Manglore) melanoma associated with nevus of Ota in the orbit of a Japanese woman: a case report. Melanoma
27 Female 36 Hard palate right side India Res 2014; 24:286-289.
(Mysore) 36 Solanki J, Gupta S, Sharma N, Singh M, Bhateja S/ Nevus of Ota”- a rare pigmentation disorder with
28 | Female Not Hard palate Yemen intraoral findings. J Clin Diagn Res 2014; 8:49-50.
Documented - 37 Sehgal VN, Syed NH, Aggarwal A, SharmaS, Sehgal S. Nevus of Ota / oculodermal melancytosis: a
29 | Female 27 Palate and buc.cal mucosa Arg‘entma rare report of an oral mucosal lesion involving the hard palate. Cutis 2015; 96:10-12.
30 | Male 30 Hard palate bilaterally :rl‘J‘ijI:ipur Rajasthan) 38 Shivhare P, Lata S, Yadav M, Haidry N, Patil ST. A nevus of Ota with intraoral involvement: a rare case
31 Female 25 Left buccal mucosa India (Moradabad,UP) réport. Int ) Oral Health Med Res 2015;.2.:76-79.' " P
32 | Female 2% Midiine hard palate India(AP) 39 Lmd'seySF, Sanchez MI, Elgart GW, MI\IKOWSkI'C, ClvanvtostJ, Go.ldberg'l, Grichnik JM.
3 | Male ) Hard palate left side India(Kerela) Malignant melanoma from a nevus of Ota in a pediatric patient with fatal outcome.) Am Acad
34 | Male 24 Hard palate right side India (WB) Dermato|A2013; 69:195-197. - - - -
35 | Female 2 Hard palate Japan 40 Chen H, Liu W, Zhang S, Xu J, Hui X. Cerebellar meningeal melanocytoma associated with nevus of Ota:
36 | Male 56 Soft palate left side India (Jodhour, An extremely rare case. Neurology. 2015; 85(6):555 =6.
37 | Male 3 Hard palate india (New delhi) 41 Tomov GT, Mutafchieva MZ, Nikolov NV/ Oral Manifestation of Ota’s Nevus/ ! Case Report with
38 | Female 20 Hard palate right side, India (Gujrat) Emphasis on Differential Diagnosis. Oral Surg, Oral Med, Oral Pathol Oral Radiol. 2015; 119(3):e164.
Maxilarry marginal and 42,43 Preethika GB, Anuja J, Roopashri RK, Devika S. Oculodermal melanocytosis: a case series. Sch J Dent Sci
attached gingiva and right 2016; 5:9-10.
lateral border tongue 44 Yarramachu S, Bijina KD, Samayam A. Nevus of Ota with overlying v itiligo a case report. Indian J Med
39 | Male 12 Left buccal mucosa USA White Case Rep 2016; 5:9-10.
40 | Female 20 Left buccal mucosa China 45 Adil, Mohammad & Amin, SyedSuhail & Raj, Dinesh & Alam, Mahtab. (2017). Bilateral nevus of ota with
41 | Male 52 Posterior hard palate right Bulgaria White involvement of palate: A rare case report. Indian Journal of Paediatric Dermatology. 19.
side 10.4103/ijpd.lPD_97_17.
42 | Female 35 Hard palate right side India 46. Esquivel-Pedraza, Lilly & Fernandez-Cuevas, Laura & Cicero-Casarrubias, Alba & Cruz, Joan & Méndez-
43 | Male 28 Hard palate left side India Flores, Silvia. (2018). Nevus of Ota with Intraoral Involvement: Case Report and Review of the
44 | Female 6 Hard palate right side India (Banglore) Literature. Journal of Dental and Maxillofacial Surgery. 1. 26-32. 10.18314/jdms.v1i1.1192.
45 | Female 19 Hard palate right side India (UP) 47. Bilateral nevus of Ota: Syed M MA, Amatya B, Alam S. Bilateral nevus of Ota. Pigment Int 2018;5:120 -2.
46 | Male 40 :os‘tjeritirtglandular zoneof | Mexico 48. Maguire J, Holt D. Nevus of Ota- An intraoral presentation: A case report. ] Med Case Reports.
arc paate 2019;13:174. Doi: 10.1186/513256-019-2101-0.
47_| Female 22 Hard palate both.side India‘ (TN) - 49. Borra K. Nevus of Ota in a young female- A case report. Int J Sci Res.2020;9(1):1495-97.
48 | Female 48 Hard palate ‘ef,t side - UK(L‘VerDOOI' White 50. Nareddy, Prasanna & Divya, Ambati. (2020). Unilateral Nevus of Ota with Palatal and Optic Disc
49| Female 0 Har‘d palate mid palatine India (Maharashtra) Pigmentation with Coincidental Preauricular Tag- A Case Report. Journal Of Clinical And Diagnostic
50 | Male 12 Leagrlg:)alate left side India(AP) Research. 14. 10'7860./JCDR/2020/44.666'13951‘ " - -
51 | Female 36 Palate India(Assam) 51. Pas D,SarmaP, Chetan, Bhattachan‘ee H, l.).eshmukh S, Kumari N, Shlnde.K. Nevus of Ota with palatal
52 | Female 18 Hard palate right side India(New Delhi) involvement and Heliobactor pylori gastritis : A rare case report. Indian J Opthalmol Case Rep
53 Female 22 Hard palate midline India(New Delhi) 2021;1:83-4 - - - -
54 | Female 3 Hard palate , gingiva India(New Delhi) 52,53,54 Hegde P, Sarkar R. Bilateral nevus of Ota: unique presentation. Pigment Int 2021 ;8:173-5.
55 | Female 50 Hard palate right side India (Indore,MP) Present case 55 Present author
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Conclusion:

Lack of familiarity with the nevus of Ota is obvious as itis a
rare disorder. Dental or medical doctors might get confused
by such patches of the face or palate with hemangiomas or
other pigmented lesions and refer patients to undergo
unnecessary ultrasound or angiography. While, in certain
cases, unrecognition can also put patients at risk for
melanoma and Opthalmic consequences.
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