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Sir,
The Loeys‑Dietz syndrome  (LDS) is an autosomal 
dominant genetic disease, characterized by the presence 
of cerebral, thoracic or abdominal arteries aneurysms or 
dissections, and skeletal manifestations. There are two 
different types: Type I with craniofacial manifestations 
and a triad of arterial tortuosity, hypertelorism, and 
bifid uvula or palate, and type  II with cutaneous 
manifestations that have no craniofacial abnormalities or 
cleft palate, but have bifid uvula.

The symptomatic patient was a 46‑year‑old woman 
with LDS, who presented with aneurysm rupture of 
the abdominal aorta, which was surgically resolved and 
genetic mutation was identified in the resected specimen 
and blood, confirming the clinically suspected diagnosis. 
During her stay in the institution, brain magnetic 
resonance imaging  (MRI) was performed, which 
revealed the presence of two intracranial aneurysms, 
one located in the carotid artery and one in the vertebral 
artery, the latter with a wide neck [Figures 1 and 2]. The 
management was decided by endovascular therapy, 
thus embolization of the aneurysms was performed. The 
patient evolved satisfactorily.

In 2005, this rare syndrome was described by Loeys 
et  al. The endovascular management of intracranial 
aneurysms associated with Loeys‑Dietz syndrome has 
been reported rarely in the literature.[1]

Vascular dilatation or dissection of the aorta and/or 
aneurysms and arterial tortuosity can be detected by 
angioresonance or an angio view in 95% of the cases. 
Patients may have mitral valve prolapse, ectasia of 
the pulmonary artery, patent ductus arteriosus, atrial 
septal defects or a bicuspid aortic valve. The skeletal 
manifestations include: Pectus excavatum or pectus 
carinatum, scoliosis, joint laxity, like: Positive thumb and 
wrist signs and/or equine varus feet; arachnodactyly, flat 
feet, osteoporosis, brachycephaly or trigonocephaly, and 
may have malar hypoplasia with retrognathia.[2]

Cutaneous findings include: Thin skin with very 
visible venous circulation, friable, and poor healing. 

Others: Disorders of refraction (myopia), dental enamel 
dysplasia, and atlantoaxial instability. Spontaneous 
rupture of the spleen, intestine or uterus during 
pregnancy, have also been reported. Complications 
include rupture of aneurysms, with a mean age of 
26 years, and a high rate of obstetric complications.[3]

The differential diagnosis includes Marfan syndrome, 
congenital contractural arachnodactyly, mitral valve 
prolapse, aortic enlargement, skin and skeletal findings, 
(MASS) syndrome, vascular Ehlers Danlos, and others 
pathologies. In the Loeys‑Dietz syndrome, abdominal 
aneurysms have been identified in 10% of patients; the 
aneurysms may involve the iliac arteries. Diagnosis of the 
Loeys‑Dietz syndrome is based primarily on the clinical 
features and is confirmed by molecular genetic testing of 
the TGFBR1 and TGFBR2 genes. The approach to patients 
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Figure 2: Vertebral angiogram with 3D rotational reconstruction image 
demonstrating a right vertebral artery aneurysm

Figure 1: Cerebral angiography, oblique view, with right internal carotid 
injection showing a cavernous aneurysm
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with intracranial aneurysms, in the context of Loeys‑Dietz 
syndrome, by the endovascular technique, is safe and 
effective and should be considered in the integrated 
management strategies for this rare disease.[4‑6]
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Unusual supratentorial 
complication following 
posterior fossa surgery
Sir,
Postoperative hematoma distant from the primary surgical 
site is a rare entity, with a reported incidence of 0.8-1.3%.[1,2] 

These have been reported to occur both ipsilaterally and 
contralaterally in the supratentorial compartments.[3,4] 
However, occurrence of hematoma across the tentorium 
has been sparingly reported, with just nine cases reported 
in the literature.[5‑7] However, we have not come across 
any case in the English language wherein there was 
development of extradural hematoma on one side and 
subdural hygroma on the contralateral side following 
primary decompression of the posterior fossa tumor. 
Development of EDH on an intact side as compared to the 
side where a burr hole was made for placement of reservoir 
stimulates us to ponder over the possible inciting factor.

A 13‑year‑female child was brought with complaints 
of visual disturbances for 10 months, gait swaying for 
3  months, and headache and vomiting for 2  months 
duration. Neurological examination revealed a 
conscious child with preserved higher mental functions. 
Vision acuity was perception of hand movements 
at 1  m. Fundus examination showed bilateral florid 
papilledema. Gait was ataxic. MRI brain showed a 
well‑defined lesion of size 6 × 6 × 5.5 cm in the midline 
fourth ventricle with solid‑cystic components extending 
into brainstem and middle cerebellar peduncle with 
hydrocephalus. The lesion was heterogeneously 
hyperintense on T1W, T2W, and FLAIR images. On 
gadolinium contrast T1W imaging, the lesion was 
enhancing heterogeneously. There was gross dilatation 
of the lateral and third ventricle with periventricular 
lucencies suggestive of raised ICP  [Figure  1]. Our 
provisional diagnosis was pilocytic astrocytoma. With 
the patient in the prone position, and head fixed in the 
Mayfield head clamp with pediatric pins, a suboccipital 
craniectomy was performed. Following craniectomy, the 
dura was very tense, and hence, a burr hole at Frazier’s 
point on the left side was made for placing an Ommaya 
reservoir. Guarded aspiration of CSF was done. 
Following drainage of approximately 30 cc of CSF, the 
posterior fossa dura was lax. The tumor was approached 
through the telo‑velar approach. A near total excision 
of the lesion was performed and the CSF pathway was 
restored by confirming free flow of CSF from aqueduct. 
Because of poor respiratory efforts, the patient could 
not be weaned off the ventilator. As a precautionary 
measure, we connected the reservoir to drain CSF at a 
pressure more than 12 cm of H2O. In approximately 3 h 
after surgery, 50 mL of CSF was drained. There was no 
improvement in the sensorium and hence a CT scan of 
brain was performed which showed a large extradural 
hematoma in the right parietal region measuring 
5 × 5 × 4 cm with compression of the ipsilateral lateral 
ventricles, midline shift of the brain parenchyma, and 
subdural hygroma in the contralateral side with catheter 
in the left ventricle [Figure 2]. Penetrations of the pin 
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