Check for

updates
Case Report Korean J Otorhinolaryngol-Head Neck Surg 2024;67(7):406-11 / elSSN 2092-6529
https://doi.org/10.3342/kjorl-hns.2023.00934

A Case of Auricle Deformity With 2nd Branchial Cleft
Anomaly in Patient With Branchio-Otic Syndrome

Junghun Kwon'(, Jin Lee'®), Juyoung Chung1 , and Young Ju Jin®
'Department of Otorhinolaryngology-Head and Neck Surgery, Wonkwang University Hospital, Wonkwang University School of Medicine,
Tksan; and

’Department of Otorhinolaryngology-Head and Neck Surgery, Kangwon Natonal University Hospital, Kangwon National University
School of Medicine, Chuncheon, Korea

o7l 71F A2 ML 718 T MEo] I 19

Received ~ September 8, 2023

Revised  October 10, 2023 Branchio-oto-renal (BOR) Syndrome is a rare autosomal dominant genetic disorder character-

Accepted  October 11,2023 ized by features such as branchial arch anomalies, hearing loss, preauricular fistula, auricular
Address for correspondence malformations, and renal abnormalities. Also, BOR syndrome without renal anomalies is re-
Young Ju Jin, MD, PhD ferred to as branchio-otic syndrome. In this report, we present a case of a 50-year-old female
Department of Otorhinolaryngology- ~ patient with bilateral type 2 branchial arch anomalies, both preauricular fistula, bilateral inner
Head and Neck Surgery, ear malformations, bilateral sensorineural hearing loss, and right auricular malformation. The
Kangwon National University patient underwent surgical treatment. This report is the first documentation in Korea of auric-

Hospital, Kangwon National
University School of Medicine,
156 Baengnyeong-ro,
Chuncheon 24287, Korea

Tel +82-33-258-9149 Keywords Branchial cleft anomalies; Branchiootic syndrome; Congenital abnormality;

Fax +82-33-258-9392 Otologic surgical procedure.
E-mail chindol@hanmail.net

ular malformation in BOR syndrome, where the patient’s family exhibited a typical autosomal
dominant inheritance pattern.
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Fig. 1. Pure-tone audiometry. The right air conduction hearing level was 93 dB and the air-bone gap was 36 dB. The left air conduction
hearing level was 82 dB, and the air-bone gap was 25 dB. Both ear show a mixed hearing loss.
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Fig. 2. Clinical photo. A: Branchial cleft fistulas were observed bilaterally at level 2 of the neck (white arrows). B and C: Bilateral preau-
ricular fistulas were observed in the patient (black arrowheads). D and E: Constricted ear, which is helical cartilage deformity confined to
the upper third of auricle (black asterisks).
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Fig. 3. This family tree shows the patient’s family. The first daugh-
ter had no hearing impairment but had undergone surgery for bi-
lateral type Il branchial cleft fistulas and right preauricular fistula.
The son had bilateral otitis media treated in the past and a con-
genital left stapes fixation, for which undergone stapedectomy.
*the patient of this case report.
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Fig. 4. Temporal bone and abdominal CT findings. A: Abdominal CT scan revealed normal findings in both kidneys. B: Left vestibular

deformity seen on temporal bone CT (red arrow). C and D: Incomplete rotation of both cochlear seen on temporal bone CT (black ar-
rowhead).
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Fig. 5. Surgical photographs. A: Left second branchial cleft fistula. B: Right second branchial cleft fistula. C: Post-surgery photo for surgi-
cal record.
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Fig. 6. Surgical photographs. A: Incision along the elliptical posterior extension line from the buried helix of the right upper ear. B: Com-
pleted preauricular fistulectomy state (arrowheads) and V-Y swing flap site for rotating the flap forward (asterisk). C: After aligning the
boundary with suturing the flap at lateral view. D: Completed V-Y swing flap at posterior view.

Table 1. List of case reports of branchio-otic syndrome reported in Korea

Published year Symptom Family history Otologic problems Reference
2000 Right kidney hypoplasia, left kidney X Right auricular deformity, right EAC 10)
obstructive nephropathy obstruction, right ossicular adhesion
2011 Branchial cleft fistula, hydronephrosis, O Both PAF, both conductive hearing loss, 1)
ureteropelvic junction stenosis hypoplasia of mastoid air cells, both
cochlear hypoplasia, IAC dilatation
2011 Both branchial cleft fistulas O Both PAF, right sensorineural hearing loss, 12)
left mixed hearing loss, both ossicular
malformation, both cochlear malformation,
both IAC dilatation
2011 Both branchial cleft fistulas, normal O Both PAF, normal hearing function 13)
kidney
2018 Short cleft palate, refrognathia, O Right lop ear, right PAF, left conductive 14)
kidney atrophy, end stage renal hearing loss, right EAC obstruction,
disease right middle ear hypoplasia
2022 3rd branchial cleft fistula X Both PAF, both mixed hearing loss, 15)

both cochlear hypoplasia

EAC, external auditory canal; PAF, preauricular fistula; IAC, internal auditory canal
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