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Crouzon Syndrome with Acanthosis Nigricans

Wipapun Ritthagol* Chalermpong Chatdokmaiprai**
Abstract

Crouzon syndrome with acanthosis nigrican is a rare autosomal dominant disorder with the estimated
prevalence of 1:1,000,000. The characteristics of this syndrome were early closing of skull sutures which may

interfere with the growth of the brain, maxillary hypoplasia, wide-set eye, exophthalmos, and a specific skin
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disorder of hyperkeratosis and hyperpigmentation. In particular, management should address cranial suture

release, midfacial advancement and create normal facial skeletal relationship, evaluation for eye and hearing

deficits, obstructive sleep apnea and skin problem. The review articles and a case of adult with Crouzon

Syndrome with acanthosis nigrican are presented.

Keywords: Cruzon syndrome with acanthosis nigrican, Craniosynostosis, Maxillary hypoplasia
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Lateral cephalometry

Parameter Measurement Interpretation
Initial Progress 1 Progress 2
FH-SN (deg.) 6+3 11.5 12.6 12.6 12.6 Steep SN plane
SNA (deg.) 85+ 4 61.4 58.7 74 74 Retrognathic maxilla
SNB (deg.) 82+ 3 75.4 72.1 73.4 73.4 Retrognathic mandible
ANB (deg.) B -14 -13.5 0.6 0.6 Skeletal Class Il
AO-BO (mm) 3+2 -16.4 -21.5 -6.9 -1.3 Skeletal Class |
SNO (deg.) 65+ 5 54.9 49.3 49.3 49.3 Retruded midface
O-NA (mm) 9+2 3.4 5.3 13.4 13.4 Retruded midface
47’3 Co-Gn (mm) 119 + 4 79.6 87.5 83.9 83.9 Decreased mandibular length
% Co-A (mm) 90 + 4 43.2 48.1 56.1 56.1 Decreased maxillary length
~
| A-Nperp (mm) -2+3 -11.8 -15.5 -2.9 -2.9 Orthognathic maxilla
Pg-Nperp (mm) 4+5 -8.7 -14.9 -12.2 -12.2 Retrognathic mandible
SN-GoMe (deg.) 29+ 6 40.1 40.1 38.5 38.5 Hyperdivergent pattern
FMA (deg.) 23 +5 28.6 27.4 25.8 25.8 Normodivergent pattern
Occl-SN (deg.) 14 + 2 22.6 27.8 26.4 20.5 Hyperdivergent pattern
NS-Gn (deg.) 68 +3 81.8 83.9 82.4 82.4 Hyperdivergent pattern
Occl-FH (deg.) 8+5 111 15.2 13.8 7.9 Normodivergent pattern
Max depth 90 + 3 72.9 71.3 86.6 86.6 Retrognathic maxilla
UI-NA (deg.) 22+6 a7.2 438.3 27.3 29.3 Proclined upper incisors
UI-NA (mm) 5+2 18.3 19.3 12.5 12.2 Protruded upper incisors
LI-NB (deg.) 30 + 6 27.5 37.1 38.2 36 Normally inclined lower incisors
LI-NB (mm) 7T+2 6.8 10 11.3 11.6 Protruded lower incisors
= | UL (deg.) 125 + 8 119.3 108.1 113.9 114 Acute interincisal angle
it
qc.) UIPP (deg.) 119 +5 102.6 103.7 111.4 1135 Retroclined upper incisors
© |ump (deg.) 99 +5 92 104.9 106.3 104.2 Proclined lower incisors
ADH (mm) 29+3 36.4 37.1 35.4 34.6 Increased ADH
PDH (mm) 19+ 2 20.4 18.9 19.2 19.6 Normal PDH
Overbite (mm.) 2+1 -1.9 -4.7 1 2 Normal overbite
Overjet (mm.) 2+1 -4.4 -8 2 2 Normal overjet
U lip-E plane (mm) -1+2 0.1 -0.3 -0.2 -0.4 Normally positioned upper lip
L lip- E plane (mm) 2+2 5.3 6.6 4.3 5.4 Protruded lower lip
H-Angle (H line-N’ Pg’) 14 + 4 14.6 13 20.7 19.8 Protruded upper lip
L lip-H-line (mm) -1+2 5.3 6.7 4.4 5.6 Protruded lower lip
v NLA (Nasolabial angle) | 90 + 10 89.9 81.6 104.2 97.9 Normal nasolabial angle
A | FCA (deg.) 9+4 -6.8 -2.9 -22.8 -21.2 Class Il tissue profile
% UFH (mm) 48 + 3 29 29.9 -2.2 35.7 Decreased upper facial height
Y | LFH (mm) 69 + 3 61.7 65.9 60.2 61.8 Decreased lower facial height
ULL (mm) 23+ 2 19.3 16.6 18.6 18.3 Decreased upper lip length
LLL (mm) 46 + 3 44.3 37.3 ar.7 45.1 Normal lower lip length
TL (mm) 58 + 7 59.7 61.9 455 46.3 Decreased throat length
LCTA (deg.) 115+ 7 82.8 83.9 101.6 98.6 Decreased lip chin throat angle
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