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Abstract

Enamel Hypoplasia or Amelogenesis Imperfecta (Al) can be considered as the incomplete or defective formation
of the organic enamel matrix of teeth. It is also considered as a complicated group of developmental disturbances
that demonstrates structural defects and also affects the clinical appearance of enamel of the teeth. It is an exclusive
ectodermic disturbance which is characterized by narrow horizontal bands, white flecks, lines of pits and grooves,
showing yellow to dark brown discoloration of teeth. Al reduces oral health-related quality of life and causes some
physiological problems and also affects the aesthetics of the individual. The present case shows one of the type of
Al which was diagnosed on the basis of typical clinical and radiological features.
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Introduction

Enamel Hypoplasia may be defined as an incomplete or defective
formation of the organic enamel matrix of the teeth. When Hypoplasia
is related to a hereditary cause it is called as Amelogenesis Imperfecta
(AD) [1].

Al is a disorder of tooth characterized by developmental alterations
in the structure of the enamel and affects all the teeth on both
dentitions or acquired ones, involving one or more teeth. It is a
complex inheritance pattern of dental enamel which causes teeth to be
unusually small, discoloured, pitted and grooved [2-4].

It is an inherited disorder related to the alteration of the gene
involved in the formation & maturation of the enamel [5]. The dentin
and root of affected teeth are usually normal and these teeth are more
resistant to decay [6].

The exact incidence of Al is uncertain but estimates in the
population vary widely between 1:718 and 1:14,000 in western
population [7].

Case Report

A 23 year old male patient presented with a chief complaint of
yellowish brown discoloration of all the teeth since childhood. Past
dental history revealed the same discolouration of his primary
dentition. Familial history of his younger sister having the same
problem was also noted. History did not reveal any eruption
disturbances. From functional point he was unable to chew hard food.
No systemic abnormalities were found. On an intraoral examination
retained deciduous teeth, reduced enamel thickness and yellowish
discoloration of permanent teeth was also appreciated. Enamel was
chipped off i.e 22, 23, and 24 (Figure 1).

Figure 1: Showing yellowish brown discoloration with reduced
thickness of enamel and smooth glossy surface.

The vertical height of the face seems to be reduced due to several
losses of mandibular teeth. The enamel was found to be diffuse, thin,
smooth, and glossy with anterior open bite and numerous open
contact points. The colour of enamel varies from brown to yellow
brown. Carious exposure was also appreciated i.e. 16 and 46 (Figure 2).

Radiographic analysis (IOPA) revealed thin radiopaque layer of
enamel with normal pulp chamber, loss of cuspal height in all anterior
and posterior teeth and open contact (Figure 3).
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Figure 2: Showing tooth discoloration and missing teeth.

Presence of a thin layer of enamel, multiple impacted permanent
teeth and few retained deciduous teeth were also noted on analysing
panoramic radiograph.

Figure 3: IOPA revealed that all the teeth had thin radiopaque layer
of enamel with normal pulp chamber

The tooth specimen was sent for histopathological examination
which showed enamel deficiency but normal complement of dentin
and cementum was present. On correlating the history, typical clinical
and radiographic features the diagnosis of Hypoplastic Smooth
Autosomal Dominant Amelogenesis Imperfecta was given (Figure 4).

Figure 4: OPG revealed multiple impacted teeth present without enamel capping.

Discussion

Amelogenesis imperfecta is a hereditary disorder that interferes
with normal enamel formation and related to the alteration of the gene
involved in the formation and maturation of enamel. It has been found
that Al is familial condition and can be inherited as an autosomal

dominant, autosomal recessive, or x-linked dominant and x-linked
recessive type [8,5].

Al can be classified into four patterns as hypoplastic,
hypomaturation, hypocalcified, and hypomaturation-hypoplastic type
[3]. This classification was based on enamel appearance and
hypothesized developmental defects which was proposed in 1988 by
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Witkop, and revised by Nusier in 2004 [8,3]. Clinical picture of Al is
varied and also depends on the type of Al involved [3,8]. Al can be
ruled out on the basis of clinical, radiographic, and histological
appearance of the enamel [8,9]. Hypoplastic AI represents 60 to 73% of
all cases, hypomaturation type represents 20 to 40%, and
hypocalcification type represents 7% only [3,10].

In Hypoplastic type enamel is well mineralized but its amount is
reduced. It can be further subdivided in rough and smooth types.
Generally in hypoplastic variety enamel becomes thin and gives
yellowish-brown discoloration of tooth. Texture of tooth becomes
rough or smooth and surface appears glossy [3]. The shape of the
crown becomes squarish with loss of contacts between adjacent teeth.
The rough pattern of hypoplastic type exhibits thin, hard and rough
surface of enamel. On radiographic analysis, presence of thin
radiopaque layer of enamel with normal radiodensity was appreciated
[9,11,12]. The clinical and radiographical appearance of the present
case was consistent with the smooth pattern.

The Hypomaturation type of Al exhibits normal thickness of enamel
and the enamel is comparably softer so it can be pierced by an explorer
and can be lost by chipping away from the underlying dentin.
Radiodensity of enamel is analogous to that of dentin which can be
analysed radiographically. Histologically alterations in enamel rod and
rod sheath structures can be appreciated [1,11,12].

The least common type of AI is Hypocalcified form which is
characterized by pigmentation, enamel is so soft that it can be lost soon
after eruption and leaves a crown composed of only dentin. On
radiographic examination normal thickness of enamel is seen but
radiodensity is reduced somehow to that dentin. Defects of matrix
structure and mineralization is seen histologically [9,11,12].

According to Witkop classification there are mainly four types of AL
The fourth variety of Al is associated with syndrome like taurodontism
and called as “hypoplastic-hypomaturation with taurodontism”. This is
seen in Tricho-Dento-Osseous Syndrome In this form the enamel is
thin, mottled yellow to brown, and pitted. Molar teeth reveal
taurodontism and other teeth have enlarged pulp chambers [1,8].

Molecular studies have shown that the aetiology of Al is related to
mutation and alteration in genes like Enamelin (ENAM), Amelogenin
(AMELX), Kallikrein 4 (KLK4), Matrix Metalloproteinase 20
(MMP-20), and Distal-less homeobox 3 genes (DLX3) which are
involved in the process of formation and maturation of the enamel.
The different pattern of inheritance corresponds with different
genomic sites [13,14].

The success of AI cases depends on many multidisciplinary
approaches. As the aesthetic appearance is the prime consideration of
Al patient, the treatment planning depends on several factors like age,
socioeconomic status, type and severity of the disorder etc. After
analysing the benefits and limitations of each technique the successful
treatment can be planned for Al patient [14,15]. Advance techniques
and increase in availability of various dental material like glass
ionomer cements, porcelain veneers, stainless steel crowns, composite
resin veneers, lab-fabricated crowns, over dentures can be used to
restore the affected teeth [16,17]. The treatment approach should
consider the specific Al type and underlying defect. In the patients

with hypoplastic AI, enamel is usually sufficient for bonding so
composite resin restoration may be the treatment of choice as it masks
discoloration and improves crown morphology [17].

In clinical practice it is difficult to differentiate between
Amelogenesis Imperfecta and Enamel Hypoplasia. During diagnosing
such cases clinician always keep in mind the differential diagnosis of
Dental Fluorosis also. Apart from clinical picture the careful
questioning and history of patient act as an important parameter to
distinguish between these two conditions.

References

1. Neville BW, Douglass DD, Allen CM, Bouquot JE (2004) Abnormalities of
teeth. In: Oral and Maxillofacial Pathology. 2nd Edn. Pennsylvania:
Elsevier. pp: 89-94.

2. Ayers KM, Drummond BK, Harding WJ, Salis SG, Liston PN (2004)
Amelogenesis imperfecta--multidisciplinary management from eruption
to adulthood. Review and case report. N Z Dent J N 100: 101-104.

3.  Canger EM, Celenk P, Yenisey M, Odyakmaz SZ (2010) Amelogenesis
imperfecta, hypoplastic type associated with some dental abnormalities: a
case report. Braz Dent ] 21: 170-174.

4, Rodrigo BE, Lourenco CS, Alfredo Julio FN, Adérito SM, Carlos JS (2006)
Enamel hypoplasia or amelogenesis imperfecta - a restorative approach.
Braz J Oral Sci 16: 941-943.

5. Soames JV, Southam JC (2005) Amelogenesis Imperfecta. In: Oral
Pathology. 4th Edn. Oxford Medical Publication. pp: 7-9.

6. Bailleul-Forestier I, Molla M, Verloes A, Berdal A (2008) The genetic
basis of inherited anomalies of the teeth. Part 1: clinical and molecular
aspects of non-syndromic dental disorders. Eur ] Med Genet 51: 273-291.

7. Santos MC, Line SR (2005) The genetics of amelogenesis imperfecta: a
review of the literature. ] Appl Oral Sci 13: 212-217.

8.  Chamarthi V, Varma BR, Jayanthi M (2012) Amelogenesis imperfecta: A
clinician's challenge. J Indian Soc Pedod Prev Dent 30: 70-73.

9.  Crawford PJ, Aldred M, Bloch-Zupan A (2007) Amelogenesis imperfecta.
Orphanet ] Rare Dis 4: 7.

10. Chaudhary M, Dixit S, Singh A, Kunte S (2009) Amelogenesis imperfecta:
Report of a case and review of literature. ] Oral Maxillofac Pathol 13:
70-77.

11. Lam E (2009) Dental Anomalies. In: White SC, Pharooh MJ (Eds). Oral
Radiology: Principles and Interpretation. Elsevier: India. pp: 303-337.

12. Rajendran R (2009) Developmental disturbances of oral and paraoral
structures. In: Rajendran R, Shivapathsundharam B (Eds). Shafer's
textbook of oral pathology. New Delhi, India: Elsevier. pp: 3-80.

13. Chanmougnanda SC, Ashokan KA, Ashokan SC, Bojan AB, anesh RM
(2012) Literature review of amelogenesis imperfecta with case report. J
Indian Acad Oral Med Radiol 24: 83-87.

14. Mehta DN, Shah J, Thakkar B (2013) Amelogenesis imperfecta: Four case
reports. ] Nat Sci Biol Med 4: 462-465.

15. Chaudhary M, Dixit S, Singh A, Kunte S (2009) Amelogenesis imperfecta:
Report of a case and review of literature. ] Oral Maxillofac Pathol 13:
70-77.

16. Akin H, Tasveren S, Yeler DY (2007) Interdisplinary approach to treating
a patient with Amelogensis imperfecta: a clinical report. J Esthet Restor
Dent 19: 131-136.

17. Chen CE Hu JC, Bresciani E, Peters MC, Estrella MR (2013) Treatment
considerations for patient with Amelogenesis Imperfecta: a review. Braz
Dent Sci 16: 7-18.

J Clin Diagn Res, an open access journal
ISSN:2376-0311

Volume 6 « Issue 1 « 1000142


https://www.semanticscholar.org/paper/Amelogenesis-imperfecta--multidisciplinary-managem-Ayers-Drummond/7772cadd4aa61a4aba6b14981982a262a98cf6f7
https://www.semanticscholar.org/paper/Amelogenesis-imperfecta--multidisciplinary-managem-Ayers-Drummond/7772cadd4aa61a4aba6b14981982a262a98cf6f7
https://www.semanticscholar.org/paper/Amelogenesis-imperfecta--multidisciplinary-managem-Ayers-Drummond/7772cadd4aa61a4aba6b14981982a262a98cf6f7
http://www.scielo.br/scielo.php?script=sci_arttext&pid=S0103-64402010000200014&lng=en&nrm=iso&tlng=en
http://www.scielo.br/scielo.php?script=sci_arttext&pid=S0103-64402010000200014&lng=en&nrm=iso&tlng=en
http://www.scielo.br/scielo.php?script=sci_arttext&pid=S0103-64402010000200014&lng=en&nrm=iso&tlng=en
https://doi.org/10.1016/j.ejmg.2008.02.009
https://doi.org/10.1016/j.ejmg.2008.02.009
https://doi.org/10.1016/j.ejmg.2008.02.009
http://dx.doi.org/10.1590/S1678-77572005000300002
http://dx.doi.org/10.1590/S1678-77572005000300002
https://doi.org/10.4103/0970-4388.95587
https://doi.org/10.4103/0970-4388.95587
https://doi.org/10.1186/1750-1172-2-17
https://doi.org/10.1186/1750-1172-2-17
https://dx.doi.org/10.4103%2F0973-029X.57673
https://dx.doi.org/10.4103%2F0973-029X.57673
https://dx.doi.org/10.4103%2F0973-029X.57673
https://pdfs.semanticscholar.org/f622/ab6e180f474116d6b3553124032efd494912.pdf
https://pdfs.semanticscholar.org/f622/ab6e180f474116d6b3553124032efd494912.pdf
https://pdfs.semanticscholar.org/f622/ab6e180f474116d6b3553124032efd494912.pdf
https://dx.doi.org/10.4103%2F0976-9668.116967
https://dx.doi.org/10.4103%2F0976-9668.116967
https://dx.doi.org/10.4103%2F0973-029X.57673
https://dx.doi.org/10.4103%2F0973-029X.57673
https://dx.doi.org/10.4103%2F0973-029X.57673
https://doi.org/10.1111/j.1708-8240.2007.00083.x
https://doi.org/10.1111/j.1708-8240.2007.00083.x
https://doi.org/10.1111/j.1708-8240.2007.00083.x
https://dx.doi.org/10.14295%2Fbds.2013.v16i4.904
https://dx.doi.org/10.14295%2Fbds.2013.v16i4.904
https://dx.doi.org/10.14295%2Fbds.2013.v16i4.904

	Contents
	Hypoplastic Smooth Autosomal Dominant Amelogenesis Imperfecta: A Case Report
	Abstract
	Keywords:
	Introduction
	Case Report
	Discussion
	References


