
Macrocheilia - A Rare Clinical En�ty!!

ABSTRACT

Double lip or "macrocheilia," is a rare anomaly which consists of a fold of excess or redundant hypertrophic 
�ssue on the mucosal side of the lip. The upper lip is affected more commonly than the lower lip. The 
congenital double lip is believed to be present at birth and becomes more prominent a�er erup�on of teeth 
and results in compromised esthe�cs and interference with speech and mas�ca�on. Simple surgical excision 
produces good esthe�c and func�onal results. Here we report a case of non-syndromic congenital maxillary 
double lip.

Introduc�on:

A double lip is a rare anomaly characterized by a 
horizontal fold of redundant mucosal �ssue that is 
situated proximal to the vermilion border. It may 
be either congenital or acquired and has no 

1gender or race predilec�on.  It occurs most o�en 
in the upper lip, although both upper and lower 
lips are occasionally involved. The deformity may 
be present at birth and become more prominent 

1,2as the pa�ent grows.  Double lip may interfere 
3with speech, mas�ca�on and esthe�cs.  

Double lip is caused by excessive areolar �ssue 
and non-inflammatory labial mucosa gland 

4hyperplasia of the pars villosa.  During smiling, the 
lip is retracted and the mucosa is posi�oned over 
the maxillary teeth, resul�ng in a “Cupid's bow” 
appearance. Double lip may require surgical 

5correc�on for esthe�c reason. Here we present a 
case of maxillary double lip.
Case Report

A 44-year-old man presented to the department 
of oral medicine and radiology complaining of a 
lip defect. The lip defect, he stated, was present 
since childhood. He denied any complaints 
other than cosme�c ones. Oral examina�on 
revealed thickened folds of redundant mucosal 
�ssue on the inner surface of the upper lip with 
central constric�on giving a Cupid's bow 
appearance (Figure1). The mucosal �ssue was 
smooth, with no palpable masses or surface 
changes. The pa�ent denied any other 
significant medical history. A provisional 
diagnosis of double lip was given. 
Bilateral infraorbital blocks and local anesthesia 
were administered. Ellip�cal excisions were 
made over each side of redundant �ssue, 
combined with a central Z-plasty to release the 
constric�ng band and the defects were closed in 
layers (Figure2). No postopera�ve problems 

occurred, and the cosme�c result was 
good(Figure3).Histologic examina�on of the 
excised material revealed sec�ons of so� �ssue 
covered by stra�fied squamous epithelium with 
parakeratosis. Numerous minor salivary glands, 
with moderate lymphocy�c infiltra�on, were 
present in the underlying connec�ve �ssue. A few 
muscle fibers were also present in the specimen.

Discussion:

Double lip is an uncommon congenital or acquired 
anomaly that can have important consequences 

2for the pa�ent.  It consists of a fold of excess or 
redundant hypertrophic �ssue on the mucosal 
side of the lip. The double lip occurs most o�en 
bilaterally on the upper lip, but may be unilateral; 

6and can affect both the lips.  The condi�on, also 
referred to as macrocheili�s or hamartoma, has 

5,7no predilec�on in terms of race or sex.
The congenital form of double lip is thought to 
arise during the second or third month of 
gesta�on from a persistence of the sulcus 
between the Pars Glabrosa and the Pars Villosa of 
the lip. During fetal development, the upper lip 
mucosa consists of two transverse zones, an outer 
zone, which is smooth and similar to skin, the Pars 
Glabrosa and the inner zone, which is villous and 

8similar to the oral mucosa, the Pars Villosa.  The 
furrow dividing the double lip represents the 
exaggerated boundary line between the two 
zones. In the double lip the buccal villous part 
becomes hypertrophic. In some pa�ents, the 
central constric�on is apparently due to the 
a�achment of the upper frenulum. Although 
present at birth, the congenital condi�on may 
become apparent only a�er erup�on of the 

9teeth.

The acquired form of double lip may be 

secondary to trauma and oral habit, and may 
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The acquired form of double lip may be secondary 
to trauma and oral habit, and may develop in 
associa�on with Ascher's syndrome which 
consists of the triad of blepharochalasis, nontoxic 

6,10thyroid enlargement and double lip.  The first 
case of double lip and blepharochalasis was 
reported in 1909, and the associa�on of these 
findings with thyroid enlargement was noted by 

4 , 6Ascher.  It is not clear whether thyroid 
enlargement is a consistent or necessary feature 
of the syndrome. The lip becomes enlarged in a 
manner sugges�ve of angioneuro�c edema and, 
over �me, this swelling par�ally resolves. The 
associa�on of congenital double lip with other 
abnormali�es as bifid uvula and cle� palate has 

11been described.
Another uncommon acquired condi�on is Cheili�s 
Glandularis, an inflammatory hyperplasia with 
varying degrees of inflamma�on of the lower 

10labial salivary glands.  The e�ology of cheili�s 
glandularis is unknown, although familial 
inheritance and congenital predisposi�on, 
bacterial infec�on and irrita�on from sun, 
chemicals and tobacco have been observed as 
causes.
The differen�al diagnosis of cheili�s glandularis 
and congenital double lip is important, because 
cheili�s glandularis has been associated with an 
increased risk of the development of squamous 

10cell carcinoma.  The differen�al diagnosis should 
also include vascular tumors, lymphangioma, 
angioedema, cheili�s granulomatosis, Meischer 
syndrome, mucocele, salivary gland tumours, 
inflammatory fibrous hyperplasia, 
sarcoidosis, and plasma cell cheili�s. Such lesions 
are frequently associated with a  uniformly 
enlarged lip without a midline constric�on 

11dividing the lip.
This congenital  or acquired abnormality 
caninterfere with chewing, speaking and 
esthe�cs.  Recogni�on of the double lip and 
appropriate surgical treatment can reduce these 

3poten�al problems.  The surgery involves excision 
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Conclusion:
Double lip is of special interest in den�stry 
because the general prac��oner is o�en the first 
professional to detect and establish the diagnosis 
of this uncommon condi�on. The treatment of 
congenital double lip is indicated when the excess 
�ssue interferes with mas�ca�on or speech or 
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Figure 1: Frontal View Of Pa�ent With 
Maxillary Double Lip With 
Cupid's Bow Appearance

Figure 2: Photograph Showing Sutures
Placed On The Inner Surface Of The 
Upper Lip

Figure 3: Postopera�ve Photograph

A�er 3 Months 
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