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Ascher syndrome: diagnosis and surgical
approach

Sindrome de Ascher, diagndstico e abordagem cirurgica

DOT: http://dx.doi.org/10.5935/5cd1984-8773.201573433

ABSTRACT

Ascher syndrome (AS) 1s a rare disorder of unknown etiology characterized by the pre-
sence of double upper lip, blepharochalasis and nontoxic goiter (complete AS).The non-
toxic goiter is present in 10-50% of cases (incomplete AS). Trauma, hormonal dysfunction,
autosomal dominant inheritance, defects in elastic fibers and allergy are possible causes.
Surgery 1s indicated due to the compromise of facial aesthetics, trauma, or visual difficulty,
and to restore the patient’s quality of life. The present article reports the case of a patient
with a double and blepharochalasis lip, diagnosed as a bearer of the incomplete Ascher
syndrome, and describes the adopted conduct.
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RESUMO

Sindrome de Ascher (SA) é entidade rara, de etiologia desconhecida, caracterizada por labio duplo
superiot, blefarocaldsio e bocio atéxico (forma completa). O bécio atoxico esta presente em 10 a 50%
dos casos (SA incompleta). Trauma, disfungdo hormonal, heranga autossémica dominante, defeitos em
fibras elasticas e alergia sdao possiveis etiologias. Por comprometimento da estética facial, traumatismos
ou dificuldade visual, a cirurgia estd indicada, devolvendo qualidade de vida ao paciente. O artigo
relata o caso de paciente com labio duplo e blefarocalasio, diagnosticado como portador da sindrome de
Ascher incompleta, e descreve a conduta adotada.
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INTRODUCTION

The Ascher’s syndrome is a rare, benign entity of unknown
etiology. Since it was described up until the present time, just over
50 cases were described in the literature. ' It is clinically character-
ized by the triad double upper lip, blepharochalasis and nontoxic goiter,
which compose the complete form of the syndrome. 2 However,
the nontoxic goiter is present in only 10% to 50% of cases, and its
presence is not essential for diagnosis (incomplete Ascher’s syn-
drome). 2 In this article, the authors report the case of a patient
bearing double lip with blepharochalasis, diagnosed with incom-
plete Ascher’s syndrome, describing the adopted approach.

CASE REPORT

A 15 year-old male patient sought care at the Dermatol-
ogy Department of the Hospital Universitirio Pedro Ernesto da
Universidade do Estado do Rio de Janeiro (R]J), Brazil, with a
history of fixed edema in the upper lip for about five years, and
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recurrent edema in the upper eyelids for one year, with wors-
ening after exposure to the sun.The patient did not report his-
tory of previous trauma, surgery or illnesses. There is no similar
family history.

The dermatological examination evidenced the pres-
ence of blepharochalasis in the upper eyelid bilaterally,
which was pseudoptotic, with loose skin and a local crease reach-
ing the eyelashes level, making difficult the complete opening
of the eyes (Figure 1). The presence of double upper lip was
also observed with increased volume and a transversal groove
(Figure 2). Laboratory tests (blood count, blood glucose, liver
and kidney function, thyroid stimulating hormones, free T4, an-
tithyroid antibodies), as well as the ultrasound examination of
the thyroid came out normal. Also, a labial lesion biopsy was
carried out yielding no relevant findings. The patient was then
clinically diagnosed with the Ascher’s syndrome.

Surgical technique

The patient used 2g of antibiotic prophylaxis one
hour before (Amoxil®, GlaxoSmithKline, London, UK) and
was underwent the surgical procedure after asepsis and anti-
sepsis (Marcodine®, Cristalia, Itapira, SP, Brazil). Infraorbicular
and Intraoral mentonian anesthetic block and palpebral infiltra-
tive anesthesia with 2% lidocaine hydrochloride (Hypofarma,
Ribeirio das Neves, MG, Brazil), were carried out. A fusiform
resection of the excess skin was performed on the upper eye-
lid (Figure 3), followed by hemostasis and primary closure with
interrupted stitches (Prolene® 6-0, Ethicon, Somerville, NJ,
USA).The excess skin in the upper lip was treated with a wedge
excision, extending from one labial commissure to the other,
followed by local hemostasis and subsequent primary closure

FIGURE 1: Presence of bilateral blepharochalasis in the upper eyelid
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with simple stitches (Chromic Catgut® 4-0, Ethicon, Somer-
ville, NJ, USA) (Figure 4). The removal of the stitches was per-
formed seven days after the surgery. The patient progressed with
good local healing (Figures 5 and 6).
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FIGURE 3 A E B: A and B: Fusiform resection of excess skin on the upper
eyelid
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FIGURE 4 : A. Wedge excision in the upper lip extending from one labial
commissure to the other; B. Primary closure through raffia with simple
stitches

FIGURE 5 : Two-month blepharoplasty postoperative
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FIGURE 6 : Two months after the procedure

DIScUSSION

The Aschers syndrome is classified as an anetoder-
ma subtype. ! It was initially described in its complete form
by the Austrian ophthalmologist K.W. Ascher in 1920. One
year later, Weve described the syndrome with the inconstant
presence of goiter, characterizing the complete form. >?

Studies show that only 10% of blepharochalasis cases
in young patients are associated with double lip. > The labial and
palpebral involvement usually occurs concomitantly, and in over
80% of cases the condition emerges before 20 years of age. 2

The cause of the syndrome is still unknown, though fac-
tors such as trauma and hormonal dysfunction have been im-
plicated as possible etiologies. '** Some authors cite dominant
autosomal heritage, allergy, defects in elastic fibers, which seem
to be fragmented or reduced in size. ' Double lip or macrocheilia
can be congenital or acquired, ? and the simultaneous involve-
ment of the upper and lower lips is a common finding. However
it can occur isolatedly, with an incidence of 10:1 of involvement
of the upper lip. It is characterized by an alteration of the labial
mucosa, without involvement of the muscles. >¢

The acquired type generally results from local trauma,
whereas the congenital type results from a development anoma-
ly, and may be associated with bifid uvula, palatine fissure, glan-
dular cheilitis and hemangioma. * 7

During the embryonic period, the upper lip consists
of two transversal zones: an external cutaneous zone (pars gla-
bra) and an internal mucosa zone (pars villosa). > The glandular
hypertrophy of the pars villosa forms a line along the bound-
ary between these two structures, delimiting the transversal
groove from the labial duplicity. #* The internal portion of
the lip (pars villosa) usually remains beneath the external por-
tion (pars glabra), and when the patient smiles, there is compres-
sion of the lip against the teeth, giving the impression of pres-
ence of double lip, with two borders in the vermilion. * Thus,
although the deformity may already be present at birth, it only
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becomes apparent after the final eruption of teeth. "% In the case
of interference in the speaking or chewing functions, or due to
patients’ esthetical desire, surgical treatment is indicated, so as to
resect the transversal groove. >*¢

Blepharochalasis is characterized by progressive atrophy
and relaxation of the skin, with prolapsed orbital fat and fall of
the affected eyelid. ' Visual alterations may occur due to the
narrowing of the palpebral fissure. ' Recurrent edema can be
present and worsen the picture. > A certain degree of blepha-
rochalasis linked to the atrophic skin and the relaxation of the
eyebrows is common in aging, but uncommon in young peo-
ple, characterizing a disorder in the elastic tissue, such as the
lax skin, or have idiopathic origin "® The crucial differentiation
between the Ascher’s syndrome and the blepharochalasis is car-
ried out through histology, when the absence or small amount
of elastic fibers is evidenced in the affected tissue, associated with
atrophic skin in the second condition. ' On the other hand, the
nontoxic goiter is inconstant, present in about 10% to 50% of
cases, and can emerge several years after the labial and palpebral
involvement. *>
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In the present case, there was no evidence of involvement
of the thyroid gland at diagnosis, characterizing the incomplete
form of the syndrome.

As mentioned, the appropriate therapeutic approach in-
stituted for this patient was surgery, through resection of the
skin, along the lines of conventional blepharoplasty and a trans-
versal elliptical labial incision, thus correcting the macrocheilia.

In this way, when the clinical findings and the patient’s
history lead to the initial diagnosis of double lip, it must be con-
sidered both in isolation or as part of the Ascher’s syndrome,
aiming at performing a diagnostic investigation and instituting
the proper treatment.

Therefore, due to the compromise of the patient’s facial
aesthetics, frequent traumas, increased volume of the lips, and vi-
sual impairment, the surgical intervention is indicated in both
cases. The surgery should be performed in face of clinical com-
plaint, usually showing good development, with relevant im-
provement in aesthetics and function, in this way returning qual-
ity of life to the patient. e
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