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A 23-year-old tall female reported with a chief complaint of inter-
mittent vague pain in the left lower posterior teeth region for the
past two years. Her past medical history revealed that the patient
has cardiac problem and visual impairment since birth and had
not undergone any treatment for the same. Family history revealed
that her parents and siblings are apparently healthy with no similar
complaints.

General examination revealed height measurement of 174.5 cms
(upper segment-72.5 cms and lower segment -102 cm, long and
slender extremities [Table/Fig-1] with spider- like fingers and toes
(arachnodactyly) [Table/Fig-2], positive Walker’s sign [Table/Fig-3],
Steinberg’s sign [Table/Fig-4] and pectus carinatum [Table/Fig-5].
Facial profile examination revealed dolicocephalic face, sunken
eyes, incompetent lips, malar hypoplasia [Table/Fig-6]. Review of
systems revealed impaired vision (myopia)

On intraoral examination patient had narrow upper and lower arch
with crowding of teeth, high arched palate and multiple dental
caries and root stumps [Table/Fig-7]. Correlating the history such
as congenital cardiac anomaly, visual impairment and characteristic
features such as dolicocephalic face, high arched palate, positive

[Table/Fig-3]: Walker’s sign (the distal phalange of the first and fifth fingers of the
hand overlap when wrapped around the opposite wrist) [Table/Fig-4]: Steinberg’s
sign (the thumb projects beyond the ulnar border while completely opposed within
the clenched hand)
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Walker’s and Steinberg’s sign the case was provisionally diagnosed
as Marfan syndrome with a differential diagnosis of Ectopia Lentis
syndrome, Ehlers-Danlos syndrome, Loeys-Dietz syndrome, Beals
syndrome.

Orthopantomogram (OPG) revealed root stumps 16,37,46 and
coronal radiolucency in 36 involving pulp associated with diffuse
periapical radiolucency suggestive of periapical abscess, coronal
radiolucency in 26,27,47 involving pulp suggestive of dental caries,
impacted 48, prominent antegonial notch bilaterally, malformed
right condyle and flattening of left condyle [Table/Fig-8].

On referral to cardiologist patient was subjected to Echocardiogram
which revealed mild mitral valve prolapse with mitral regurgitation
and mild tricuspid valve prolapse with tricuspid regurgitation, aortic
dilatation with Z score=2. Ophthalmologist report revealed bilateral
ectopia lentis and myopia (dioptre -4).

[Table/Fig-5]: Pectus carinatum [Table/Fig-6]: Facial profile showing dolicocephalic
face, incompetent lips, malar hypoplasia

[Table/Fig-7]: Showing crowding of teeth in upper arch and high arched palate
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[Table/Fig-8]: OPG reveals alteration of condylar morphology in right and left TMJ,
impaction, root stumps, dental caries

Based on the revised Ghent criteria [1]in the absence of family
history with aortic dilatation (Z=2), ectopia lentis and systemic score
of 9 (wrist and thumb sign-3, pectus carinatum-2, scoliosis-1, facial
features-1, myopia>3 diopter-1, mitral valve prolapse-1) the case
was confirmed as Marfan syndrome. Patient was adviced extraction
of root stumps 16,37 and 46 under antibiotic prophylaxis (Amoxicillin
2g one hour prior to extraction) and endodontic management of
26,27,36,47. On regular review visits for endodontic treatment,
apprehensive and less sociable nature of the patient was evident.
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Many case reports of Marfan syndrome reported in the literature
though was diagnosed based on Ghent criteria, the systemic
score, aortic Z score, dioptre value has not been reported for all
the cases [2-4]. In the present case the diagnosis of the common
and other hidden systemic manifestations was arrived based on
revised Ghent criteria and the aortic Z score of 2, dioptre value of -4
and systemic score of 9 were calculated. Unique features such as
bilateral condylar malformation, prominent antegonial notch which
were not reported in the other cases was observed in the present
case.
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