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‘ ABSTRACT ’ Vein of Galen aneurysmal malformation (VGAM) is a rare congenital vascular —malformation caused by the
maldevelopment of its embryonic precursor,the median prosencephalic vein of Markowski.Vein of Galen aneurysmal
malformation (VGAM) is a rare cause of congestive heart failure in the neonatal period and carries a high mortality rate. It is a difficult diagnosis
because the clinical picture often presents with symptoms suggesting that the patient has a congenital cardiac malformation.1,2 Patients are
subjected to high-risk procedures such as cardiac catheterization to establish a diagnosis. These investigations often have negative findings and
can delay correct diagnosis. Here we report a case of Four days old neonate with c/o Increased respiratory activity since 2 days with
tachycardia,tachypnea and oliguria.Continuous murmur was noted with features suggestive of Congestive cardiac failure
i.e.Tachycardia,tachypnoea,hepatomegaly. Bruit + over Anterior Fontanelle.USG skull revealed the presence of Vein of Gallen Aneurysmal
Malformation. 2D ECHO was done which suggestive of Congenital Heart Disease;moderate OS ASD with left to right shunt Dilated cardiac
chambers;No PAH;Normal biventricular function .CECT Brain showed the presence of Aneurysmal deep venous structure measuring 20 x 25
mm noted in the supratentorial region of posterior fossa (in quadrigeminal cistern) which drained to vein of galen (VGAM) and the vessel feeding
the aneurysm was arising from basilar artery.Hence diagnosis was made.Child initially treated symptomatically for cardiac failure then
Endovascular treatment i.e. embolization was performed on 30th day of life. The VGAM was partially occluded.Then symptoms got relieved
after Embolization.
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INTRODUCTION

Vein of Galen aneurysmal malformation (VGAM) is a rare congenital
vascular malformation caused by the maldevelopment of its
embryonic precursor,the median prosencephalic vein of
Markowski.Vein of Galen arteriovenous malformation (VGAM) is a
severe and complex vascular malformation characterized by multiple
arteriovenous shunts between the vein of Galen and the choroidal
arteries. Because of these shunts, vascular steal occurs and this
determines the increase in blood returning to the heart at the level of the
cerebral cortex, resulting in overload of the right heart and progressive
heart failure [1].

The majority of VGAMs become symptomatic in the neonatal period
and ifleft untreated have an almost 100% morbidity and mortality [2].

CASE REPORT

Four days old Full term/Appropriate for gestational age/ male child,
IstBirth by order born out of consanginous marriage (3rd degree), with
c/o Increased respiratory activity since 2 days.soon Child developed
tachycardia,tachypnea and oliguria. On examination- Continuous
murmur was noted with features suggestive of Congestive cardiac
failure i.e.Tachycardia,tachypnoea,hepatomegaly. Bruit + over
Anterior Fontanelle (Pulsatile AF), Investigations were done as
follows ;Chest X ray —Increased CT ratio>0.5 suggestive of
cardiomegaly. USG skull revealed the presence of Vein of Gallen
Aneurysmal Malformation. 2D ECHO was done which suggestive of
Congenital Heart Disease;moderate OS ASD with left to right shunt
Dilated cardiac chambers;No PAH;Normal biventricular function

.CECT Brain showed the presence of Aneurysmal deep venous
structure measuring 20 x 25 mm noted in the supratentorial region of
posterior fossa (in quadrigeminal cistern) which drained to vein of
galen (VGAM) and the vessel feeding the aneurysm was arising from
basilar artery

TREATMENT

Endovascular treatment i.e. embolization was performed on 30th day
of life. The VGAM was partially occluded.After embolization there
was symptomatic reliefand the patient was discharged.

DISCUSSION

Itis a case that illustrates the dramatic outcome of a neonate presenting
with heart failure and being diagnosed with a vein of Galen aneurysmal
malformation 6 The size of the fistulas determine the amount of
arteriovenous shunting and consequently the time course to the
development of cardiac failure.l Heart failure develops because of
volume overload in the right side of the heart. Due to a low vascular
resistance in the head, the majority of left ventricular output is directed
toward the head. These 2 mechanisms lead to reduced systemic blood
flow, severe lactic acidosis, potentially ischemic multiple organ
failure, and persistent pulmonary hypertension of the newborn.7
During diastole, the systemic perfusion is furtherreduced by
circulatory “steal” to the vein of Galen aneurysmal malformation,
which produces the characteristic reversed diastolic flow in the
descending aorta.

Usually, signs of severe heart failure develop shortly after birth. The
clinical picture is dominated by findings suggestive of a congenital
cardiac disease such as cyanosis, compromised peripheral pulses, and
a cardiac murmur. Often cyanosis is present suggestive of persistent
pulmonary hypertension of the newborn with signs of right-to-left
arterial shunting at the ductal level.8 A continuous murmur can be
heard over the scalp, but this is not routinely checked as our case
illustrates.

Echocardiography often shows a structural normal heart and great
vessels but a dilated and noncompliant right ventricle with signs of
suprasystemic pulmonary arterial pressure and right-to-left ductal
shunting. Computer tomography imaging give a clear demonstration
of the intracranial arteriovenous malformation. The treatment of vein
of Galen aneurysmal malformation involves initial cardiovascular
stabilization directed toward improvement in the non cerebral
systemic cardiac output. In most situations, a vasodilator agent, either
alone or in combination with low to moderate dose inotropic agents, is
needed. Milrinone and inhaled nitric oxide have been found suitable
foruse in vein of Galen aneurysmal malformation.1,6.

In the modern treatment of vein of Galen aneurysmal malformation,
surgery has little role. Embolization by endovascular treatment is the
preferred treatment modality. A good outcome is to be expected when

I INDIAN JOURNAL OF APPLIED RESEARCH I 25




Volume - 13 | Issue - 05 | May - 2023 | PRINT ISSN No. 2249 - 555X | DOI : 10.36106/ijar

treatment is performed before significant brain injury has occurred in
patients who have been selected carefully.Vein of Galen aneurysmal
malformation presents with signs of congestive heart failure.

CONCLUSION

Vein of Galen aneurysmal malformation is a rare disorder and is often
diagnosed late. Considering vein of Galen aneurysmal malformation
in the differential diagnosis of neonatal congestive heart failure is
important in minimizing diagnostic delay Initial treatment is targeted
at improving noncerebral systemic circulation and reduction in
pulmonary vascular resistance. When circulatory stabilization can be
achieved, endovascular treatment of the arteriovenous malformation is
the preferred method of intervention. However, despite optimal
management, the disorder still carries a high mortality risk.
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