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Case Report

Introduction
Amelogenesis imperfecta (AI) encompasses a group 
of hereditary diseases that involve the defective 
formation and/or calcification of enamel.[1] Presence 
of enamel defects without any evidence of generalized 
or systemic defects is pathognomic feature of AI.[2] 
Generally, both the primary and permanent dentitions 
are involved.[3]

Nonenamel anomalies such as delayed eruption, 
crown resorption, pulpal calcifications, dental follicular 
hamartomas, and gingival hyperplasia were found to 
be associated with AI.[4,5] Only few cases reported in 
the literature have discussed about the association of 
AI and delayed eruption.[3,6] The aim of this report is 
to highlight the rare presentations of AI with multiple 
morphologic dental alterations and periodontal changes 
in siblings.

Case Reports

Case 1
A 20-year-old female patient reported to the department 
with the complaint of missing teeth. The patient gave 
a history of discolored primary teeth which exfoliated 
8–10 years before the date of reporting. Medical history 
was non-contributory. She did not report of any major 
illness or prolonged hospitalization and medication. She 
had earlier visited a dentist for the root canal treatment 
of the mandibular right first molar and restoration of 
the maxillary left first molar. A detailed family history 
revealed that the patient’s younger brother also had 
similar dental abnormalities. There is no history of 
consanguineous marriage between the parents.

Intraoral examination revealed erupted teeth with respect 
to 17 (partially erupted), 16, 12, 11, 21, 26, 27 (partially 
erupted), 36, 31, 41, and 46. Generalized gingival 
hyperplasia was observed. There was generalized 
attrition of the cusp tips and incisal edges leading to 
shortened cervico occlusal length and yellowish white 
smooth occlusal surface of the teeth [Figure 1a, b]. 
Intraoral periapical radiograph of the maxillary first 
molar region revealed the loss of enamel cap [Figure 1c]. 
Owing to multiple unerupted teeth, a panoramic 
radiograph was made and multiple impacted teeth with 
respect to 18, 15, 14, 13, 23, 24, 25, 28, 37, 35, 34, 33, 32, 
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42, 43, 44, 45 and 47 were noticed. Panoramic radiograph 
also showed other abnormalities such as generalized loss 
of enamel cap, multiple pulp calcifications, and multiple 
dilacerations in the apical third of impacted and erupted 
teeth [Figure 1d].

Clinical and radiological findings led to the diagnosis of 
hypoplastic type of AI. Treatment included thorough oral 
prophylaxis, rehabilitation with over denture prosthesis.

Case 2
Patient’s younger brother was a 17-year-old male, who 
reported to the department with the complaint of missing 
teeth. Patient’s medical history was unremarkable. He 
had visited dentist for restoration of the maxillary right 
first molar and extraction of retained deciduous tooth in 
the maxillary anterior region. Extraoral examination did 
not reveal any relevant findings.

Intraoral examination revealed erupted teeth with 
respect to 16, 12, 11, 21, 22, 24, 26, 36, 35, 34, 32, 31, 
41, 42, 44, 45, and 46. Retained deciduous teeth with 
respect to 54, 55, 63, 65 and 83 were noticed. There was 
generalized attrition of the crown with yellowish white 
smooth surface of the teeth [Figure 2a, b]. Panoramic 
radiograph revealed generalized loss of enamel cap, 
multiple unerupted teeth, and pulp calcification with 
17 and 26 [Figure 2c].

The above findings led to the diagnosis of hypoplastic 
type of AI. Interdisciplinary approach was suggested 
for the treatment of the patient. Unfortunately, due to 
certain logistical reasons patient could not keep up with 
appointments.

Discussion
AI is a developmental condition of the dental enamel that 
shows autosomal dominant, autosomal recessive, sex 
linked inheritance patterns and sporadic cases.[7] Based 
on enamel appearance and hypothesized developmental 
defects, AI is classified into four patterns: hypoplastic, 
hypomaturation, hypocalcified, and hypomaturation-
hypoplastic.[3]

Dental features associated with AI include qualitatively 
and quantitatively deficient enamel. It also associated 
as a spectrum of other features such as progressive root 
and crown resorption, pulpal calcification, taurodontism, 
malformation of root, impaction of permanent teeth, and 
congenitally missing teeth.[6] In our cases, features such 
as tooth impaction, delayed eruption, pulp stones, and 
dilacerations were noticed. Few authors have reported 
about the association of AI with gingival hyperplasia and 
follicular lesions.[1,5] Very sparse literature is available 
associating unerupted teeth with AI.[1,3,6] In our case, 
unerupted teeth also involved premolars, which have been 
not reported in the literature till date. Unerupted premolars 
were associated with enlarged follicular space in case 1.

Numerous etiologies have so far been suggested for the 
lack of eruption of teeth in AI patients. These include 
abnormal molecular control of the eruption process, lack 
of space, and concurrent follicular enlargement. [6] Both of 
our cases had multiple unerupted teeth in either arches. 
Sixteen unerupted permanent teeth were observed in 
case 1, and 13 unerupted permanent teeth were observed 
in case 2. AI patients have six times more tendency 

Figure 1: (Case 1) (a and b) Clinical image showing hypodontia in 
the maxillary and mandibular arch; also observe yellowish white 
smooth occlusal surface of the erupted teeth. (c) Intraoral periapical 
radiograph showing loss of enamel cap and lack of contrast between 
enamel and dentine. (d) Panoramic radiograph showing multiple 
impacted teeth, multiple pulp calcifications, and multiple acute 
dilacerations in the apical third of impacted and erupted teeth

Figure 2: (Case 2) (a and b) Clinical image showing erupted teeth 
in the maxillary and mandibular arch with smooth surface and 
yellowish color. Also note the presence of multiple retained deciduous 
teeth. (c) Panoramic radiograph showing multiple unerupted teeth, 
generalized loss of enamel cap, retained deciduous teeth, and pulpal 
calcifications
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than unaffected people to have impaction of permanent 
teeth. [3,6] In the literature, only 15 cases of delayed eruption, 
14 cases of pulp stones, and 9 cases of tooth agenesis have 
been reported.[3] It was reported that pulp stones are 
formed as a result of the external local irritation because 
of the thin enamel layer and attrition. In our report, five 
teeth with pulp stones were observed in Case 1, and two 
teeth with pulp stones were observed in Case 2. Dentinal 
hypersentisity, vertical dimension, and poor esthetics 
are frequently encountered clinical problems in AI.[8] 
Loss of vertical dimension and poor esthetics were also 
observed in our cases. Dental radiographs contribute 
significantly to the diagnosis of AI. Lack of contrast in the 
radiopacity between enamel and dentine is a characteristic 
radiographic observation in AI.[4] Presenting cases showed 
lack of radiographic contrast between enamel and dentine 
and generalized loss of enamel cap.

Since the treatment consideration for AI requires 
multidimensional outlook of patient’s socioeconomic status 
and severity of the disease, a combined multidisciplinary 
approach has been advised by many authors.[8] The 
management of esthetics and function is with prosthetic 
approach in a patient with AI and tooth impaction.[3]

The aim of our report is to highlight clinical and 
radiological features of an atypical presentation of AI in 
siblings. Rare features such as of unerupted premolars, 
hyperplastic follicular space, and gingival hyperplasia 
have been described in our report. We also describe a 
multidisciplinary approach of this rare condition.

References
1.	 Peters E, Cohen M, Altini M. Rough hypoplastic amelogenesis 

imperfect with follicular hyperplasia. Oral Surg Oral Med 
Oral Pathol 1992;74:87-92.

2.	 Kida M, Ariga T, Shirakawa T, Oguchi H, Sakiyama Y. 
Autosomal-dominant hypoplastic form of amelogenesis 
imperfecta caused by an enamelin gene mutation at the exon-
intron boundary. J Dent Res 2002;81:738-42.

3.	 Canger EM, Çelenk P, Yenísey M, Odyakmaz SZ. Amelogenesis 
Imperfecta, Hypoplastic Type Associated with Some Dental 
Abnormalities: A Case Report. Braz Dent J 2010;21:170-4.

4.	 Collins MA, Mauriello SM, Tyndall DA, Wright JT. Dental 
anomalies associated with amelogenesis imperfecta A 
radiographic assessment. Oral Surg Oral Med Oral Pathol 
Oral Radiol Endod 1999;88:358-64.

5.	 Roquebert D, Champsaur A, Gil del Real P, Prasad H, 
Rohrer  MD, Pintado M, et al. Amelogenesis imperfecta, 
rough hypoplastic type, dental follicular hamartomas and 
gingival hyperplasia: Report of a case from Central America 
and review of the literature. Oral Surg Oral Med Oral Pathol 
Oral Radiol Endod 2008;106;92-8.

6.	 Reddy SS, Aarthi Nisha V, Harish BN. Hypoplastic 
amelogenesis imperfecta with multiple impacted teeth–report 
of two cases. J Clin Exp Dent 2010;2:e207-11.

7.	 Crawford PJ, Aldred M, Bloch-Zupan A. Amelogenesis 
imperfecta. Orphanet J Rare Dis 2007;2:17.

8.	 Sekar B, Augustine D, Murali S. Amelogenesis imperfecta- 
A case report with genetic transmission. IJDA 2010;2:395-8.

How to cite this article: Hegde S. Multiple Unerupted Teeth with 
Amelogenesis Imperfecta in Siblings. North Am J Med Sci 2012;4:235-7.

Source of Support: Nil. Conflict of Interest: None declared.

Staying in touch with the journal

1)	 Table of Contents (TOC) email alert 
	 Receive an email alert containing the TOC when a new complete issue of the journal is made available online. To register for TOC alerts go to 

www.najms.org/signup.asp.

2)	 RSS feeds 
	 Really Simple Syndication (RSS) helps you to get alerts on new publication right on your desktop without going to the journal’s website. 

You need a software (e.g. RSSReader, Feed Demon, FeedReader, My Yahoo!, NewsGator and NewzCrawler) to get advantage of this tool. 
RSS feeds can also be read through FireFox or Microsoft Outlook 2007. Once any of these small (and mostly free) software is installed, add  
www.najms.org/rssfeed.asp as one of the feeds.


