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Proboscis Lateralis with Rhinosinusitis

ABSTRACT
Objective: This reportaims to describe unique manifestations of proboscis lateralis and highlight
the importance of a multidisciplinary approach to address the problems that arise from this rare
congenital anomaly.

Methods:
Design: Case Report
Setting: Tertiary Government Hospital
Patient: One

Results: A 13-year-old girl diagnosed with proboscis lateralis presented with a trunk-like
appendage projecting from the surface of the right supramedial canthal area. She also had
clear nasal discharge, nasal congestion, mouth-breathing and snoring since birth. Paranasal
Sinus (PNS) CT scan with 3D reconstruction showed agenesis of the right paranasal sinuses and
expansile aeration of the left paranasal sinuses. Due to her condition, the drainage system of the
paranasal sinuses was obstructed causing chronic rhinosinusitis (CRS). This hindered plans for
reconstructive surgery despite medical management, hence, the patient underwent Endoscopic
Sinus Surgery (ESS).

Conclusions: Proboscis lateralis is a rare congenital anomaly that results in aesthetic problems
as well as airway concerns such as rhinosinusitis and obstructive sleep apnea syndrome (OSAS).
Management entails a multidisciplinary approach to address functional and aesthetic problems
of the patient.

Keywords: proboscis lateralis, chronic rhinosinusitis, obstructive sleep apnea, endoscopic sinus
surgery, multidisciplinary approach, plastic surgery, reconstructive surgery

Proboscis lateralis is a rare congenital anomaly of the craniofacial anatomy with an incidence
of 1:1,000,000 to 1:100,000 caused by abnormal embryonic nasal development that results in a
trunk-like appendage from the facial surface projecting frequently from the region of the medial
canthus.’

This report aims to describe the unique manifestations of proboscis lateralis associated with
chronic rhinosinusitis (CRS) and obstructive sleep apnea syndrome (OSAS), which, to the best
of our knowledge, have not been previously described in the English literature. It also aims to
highlight the importance of a multidisciplinary approach to address functional and aesthetic
problems that arise from this rare condition.
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This is the case of a 13-year-old girl who presented with a trunk-
like appendage projecting from the surface of the right supramedial
canthal area and was born preterm at 32 weeks age of gestation via
normal spontaneous delivery to a 30 year-old primigravid. Her mother
had fever followed by threatened abortion at the sixth week age of
gestation and was managed successfully with Isoxsuprine. Her mother
denied exposure to teratogens.

Since birth, the patient had also been manifesting with clear nasal
discharge, nasal congestion, mouth-breathing and snoring. She was
referred to a tertiary hospital for reconstructive surgery of the aesthetic
anomaly. However, repeated attempts at reconstructive surgery were
deferred due to persistent nasal discharge despite aggressive medical
management. This caused her to be quiet and socially withdrawn with
low self-esteem.

Three years prior to admission, the patient was seen at our institution
by the plastic surgery service but surgery was deferred again due to
persistent nasal discharge and sinus infection which could result in
failure of the reconstructive surgery.

A few months prior to admission, she was referred to our
otorhinolaryngology service for management of chronic nasal
discharge and congestion. She had severe manifestations with a Visual
Analog Score (VAS) of 9 for CRS. On physical examination, she had
hypertelorism and a nasal appendage located at the right supramedial
canthal area. (Figure 1)

Figure 1. Preoperative photographs of the patient (published in full with permission)

Paranasal Sinus (PNS) CT scan with 3D reconstruction revealed a
rudimentary right nasal structure attached at the right supramedial
canthal area with agenesis of frontal, maxillary, ethmoid and sphenoid
sinuses on the right. The left sphenoid and maxillary sinuses had
expansile aeration with deviation towards the contralateral side. The
left anterior ethmoid cells were aerated. (Figure 2)

Because of the combination of CRS, OSAS, hypertelorism and possible
depression arising from the aesthetic problem, a multidisciplinary team
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B. Three-dimensional CT scan

Figure 2. A. Coronal view using 16-slice helical CT scan
reconstruction

approach was necessary. The patient was referred to the snoring clinicto
explore treatment of the OSAS and to the ophthalmology department
to assess what can be done for the hypertelorism. The ophthalmology
service also evaluated the patient’s hypertelorism, weighed risks and
benefits and leaned towards conservative management since the
condition was not visually disturbing. The patient was likewise referred
to the psychiatry department to ensure that the dynamics of a normal
growing child in the adolescent stage were evaluated and addressed
properly. The pediatrics service addressed the patient’s general health,
and developmental pediatrics also played a role in counselling. The
otorhinolaryngology, plastic surgery, and anesthesia teams collaborated
to plan surgical interventions. The teams on board carefully weighed
risks of possible complications of surgery against possible outcomes on
the future of a growing child if surgery was delayed or not done.

Shefirstunderwentendoscopicsinus surgery.Nasal videoendoscopy
showed the clear nasal discharge from the left nasal cavity and from
the rudimentary nasal appendage. The endoscope could not be
inserted further into the nasopharynx through the left nasal cavity due
to the distorted nasal anatomy. (Figure 3) Intraoperatively, the nasal
turbinates, uncinate process, and ethmoid air cells were identifiable
but were noted to have abnormal structures. Uncinectomy, antrostomy,
anterior ethmoidectomy and frontal sinusotomy were performed
endoscopically.

Significant clinical improvement was noted on follow-up 9 weeks
after the procedure. The patient reported improved nasal airflow,
resolution of snoring and decrease in amount and frequency of
rhinorrhea. Visual Analog Score (VAS) for CRS decreased from the
preoperative score of 9 (severe) to 2 (mild). No complications were
noted. In addition to functional improvement, there was also an
improvement in self-esteem. With otorhinolaryngology, pediatrics,
and anesthesia on board, she successfully underwent initial
reconstruction by the plastic surgery service. (Figure 4) Future plans
are directed towards a second stage reconstructive surgery after the
pubertal growth spurt which occurs at around 16-18 years of age.?
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Figure 3. Preoperative Nasal Videoendoscopy showing obstruction of the nasal cavity. A. Nasal
Septum. B. Lateral nasal wall. C. Inferior turbinate. D. Nasal septum. E. Uncinate process. F. Middle
turbinate.

Figure 4. Before and after photographs (published in full with permission)

DISCUSSION

Under the Revised Sakomoto Grouping System,} this case of
proboscis lateralis with hypertelorism, nasal defect but no cleft lip
or palate is classified under group lll. Proboscis lateralis is commonly
associated with median facial clefts which cause hypoplasia or agenesis
of one side of the nose.** This was consistent with the findings in this
patient with agenesis of the right side of the nose and nasal sinuses.

However, to the best of our knowledge, there are no published
reports in the English literature of proboscis lateralis complicated by
the presence of CRS and OSAS. This case showed that proboscis lateralis
may be associated with anatomical defects that obstruct drainage of
the developed contralateral paranasal sinuses, leading to chronic
rhinosinusitis. The patient’s chronic and non-resolving sinusitis was due
to obstruction of the ostiomeatal unit. The abnormal nasal anatomy
caused an obstruction of the left ostiomeatal unit which then resulted
in obstruction of drainage of the left paranasal sinuses.

Computed tomography and magnetic resonance imaging have
been used as the imaging modalities for preoperative evaluation of
patients with this anomaly.*>”-%In this case, PNS CT scan was crucial for
planning the surgical management of the functional airway problem.
Previous reports largely focused on the successful outcomes of
reconstructive surgery*”#'"12 but for this case, CRS had to be addressed
first. Endoscopic sinus surgery addressed this functional problem by
removing the ostiomeatal unit obstruction.
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Significant clinicalimprovement was noted on follow-up. A literature
review of eleven studies on the outcomes of ESS in children with CRS
showed that success rate ranged from 82 to 100%. Safety profile was
excellent with rate of complications as low as 1.4%." However, none of
the subjects had congenital anomalies of the nasal cavity. To the best of
our knowledge, this is the first report of the successful treatment with
ESS of CRS related to proboscis lateralis.

Proboscis lateralis presents with aesthetic and functional
problems. ESS played a pivotal role in addressing the functional
problems and in paving the way towards definitive reconstruction.
The first stage of reconstruction aimed to restore the external
anatomy and promote normal development and growth of the
nose. Future management includes secondary surgical repair after
complete facial growth. However, due to the complex nature of this
malformation, achieving a favorable result is often a challenge.”
Because of this, it is important to have different services working
together for holistic and optimal management.

In summary, this paper described the unique manifestations of
proboscis lateralis that resulted in chronic rhinosinusitis and OSAS. A
multidisciplinary approach involving the otorhinolaryngology, plastic
surgery, anesthesiology, pediatrics, psychiatry, and ophthalmology
services was essential for the successful management of functional
and aesthetic problems arising from proboscis lateralis. The patient is a
living testimony to this successful cooperation.
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