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Abstract

Binder syndrome or Maxillonasal dysplasia is a congenital malformation. Presenting a case report of 15 year old patient with his-

tory of flat nose, who was unhappy with his appearance. He underwent augmentation rhinoplasty and conchal and rib cartilage was

used for reconstruction. The surgery was aimed at correction of nasal deformity focusing the patients main complain, to increase the

dorsum and tip.
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Introduction

Binder syndrome or Maxillonasal dysplasia is a congenital
malformation. It was first described by Von Binder in 1962 as a
syndrome of flat bridge, absent frontonasal angle, absent anterior
nasal spine, short columella, acute naso labial angle, convex upper

lip and grade 3 malocclusion.

He postulated these defects were caused by rhinocephalic dys-

plasia which he called Maxillonasal. Dysostosis [1].
Inheritance: It is sporadic in majority of the cases [1,2,4].

Familial recurrence has been noted by number of authors. Hor-
swell,, et al. found dominant inheritance with reduced penetrance
in some pedigrees. Olon-Nordenram took a formal genetic analysis
and suggested that recurrence could be explained by autosomal

recessive inheritance with reduced penetrance [3,5].

Etiology: Though different theories have been suggested, the most
accepted one is the disturbance of prosencephalic induction centre

during embryonic growth [1-3].

Birth trauma has been cited as a possible causative factor but

has not been substantiated in literature [1,3].

Teratogenic exposure to agents causing vitamin K deficiency
like lithium, ethanol and or therapeutic use of warfarin and phe-

nytoin has been seen in some studies [3,4].

The most striking features are arhinoid face with mid face hypo-
plasia, unusually flat vertical nose due to abnormal position of na-
sal bones, broad philtrum, perpendicular alar cheek junction, lack

of tip projection, and crescent shaped alae.

The perialar flatness in cephalometric studies have showed is
due to a small maxilla positioned posteriorly on a short anterior

cranial base [4].

In binders syndrome there is acute nasolabial angle which is 76
- 88 degree (Holmstoem., et al.) instead of normal 103 - 110 degree
due to convexity of upper lip. Other features seen are anterior nasal

spine agenesis [1].
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These patients also have relative prognathism and type 3 mal-
occlusion. But however most of the patients have acceptable occlu-
sion with no or very little need for orthodontic treatment. Besides
these some may show hypoplastic or absent frontal sinuses (40 -
50%) and about 44.2% present with irregularities in cervical spine
as there is a common concurrent induction process for both the

prosencephalic area and vertebrae [1,3].

Case History

A 15 year male patient reported to OPD with chief complain of
facial deformity. He has been visiting many times since 2 - 3 years
for his growing concern about his appearance. No family history of

similar complaint, and medical history was non-contributory.

External examination of nose- He had a broad, flat nose and dor-

sum with no tip support, b/l flat alae, broad philtrum and convex
upper lip.

Intra oral examination - normal dentition. The functional status

of nose and paranasal sinus was normal.

Investigations: Routine investigations, preoperative photo-

graphs, X ray nasal bone lateral view.

Figure 1: Lateral x ray of nose-showing the absent anterior nasal

spine and maldeveloped nasal bone (yellow arrows).

Figure 2: Preoperative picture. Frontal view.

Figure 3: Post-operative picture. Frontal view.

Figure 4: Basal view (Pre-operative).
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Figure 5: Lateral view (Pre-operative).

Figure 6: Lateral view (Post-operative 4 weeks).

Although normally rhinoplasty is considered in adult patients
but in our case as the patient insisted, the surgery was done early.
The patient was also explained about the procedure, and consent
for cartilage harvesting was taken and informed that he might need

a second surgery also.

Procedure: Under GA, augmentation rhinoplasty with external
approach was done. Both rib and conchal cartilage was harvested
for the reconstruction A midcolumellar incision was given. The na-
sal dorsum and tip was reconstructed with 6 rib cartilage (right)

harvested.

The dorsal augmentation was done with dorsal onlay graft and

columellar cartilage strut was used for tip support.

27
A Spreader graft with costal cartilage for widening the nasal

valve was used.

As Alae was found to be thin and mal developed intraoperative-
ly, bilateral alar reconstruction was done with autologous conchal
cartilage (right). Small piece of cartilage was placed in subcutane-
ous pocket between upper lip for correction of acute naso-labial

angle and to narrow the philtrum.

Discussion

Patients with midface hypoplasia due to their clinical appear-
ance need surgical and orthodontic treatment. Management de-
pends on level of complexity because of variation in midface dis-
crepancy and occlusal relationship. Usually, they can require more
than one surgical procedure due to graft resorption and an unsat-

isfactory appearance.

Hence factors like age, patients psychology and understand-
ing, probable need for further procedures in such patients must be

taken into consideration.

In this case, the surgery was done early due to repeated request
from patient and his parents as he was constantly being ridiculed

for his flat nose.

The surgery was aimed at correction of nasal deformity focus-
ing the patients main complain, to increase the dorsum, allowing

tip projection and support, and increase the nasal length.

Generally mild cases without severe malocclusion can be man-
aged by rhinoplasty like using cartilage graft around dorsum and
tip, correcting the paranasal and infraorbital deformity without

osteotomy as like this case [4,5].

Both bone and cartilage use has been mentioned in literature
according to surgeons need. Among the grafts - bone subject to re-
modeling but risk of resorption is there. Cartilage have a low rate
of infection, easy to shape and has natural feel in-situ (Gewalli, Ber-
langa., et al. 2008). However, rib cartilage have a tendency to warp
which alters configuration of cartilage graft over time and graft ir-

regularities may be visible through skin as well [5].

First attempt may not be successful and may require revision

rhinoplasty to get an acceptable nose and appearance.
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Conclusion

Though binder syndrome is a not a disease per se, but a facial
deformity is considered difficult and challenging case by any rhino-

plasty surgeon.

As the surgery was done before completion of complete growth
of nasal structures, he might need revision rhinoplasty if need aris-
es. Mostly correction of the facial deformity and reconstruction in
these patients is considered to relieve them of the psychological

stress they face.
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