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Abstract
Introduction: Tricuspid atresia (TA), a cyanotic form of congenital heart disease, is the absence of real or potential 
joining of the right atrium and right ventricle. This total absence of the right atrioventricular junction is typically 
caused by the regular position of the tricuspid valve, which forms a dimple close to the right atrium's floor exactly 
over the right ventricle. Case history: A 10-month-old male patient came to us with complaints of fever and 
respiratory distress. His oxygen saturation in room air was 76% with a heart rate of 130 and body temperature of 101 
F. At first, he was diagnosed with pneumonia by a pediatrician. Then he came to me after not receiving any response 
from treatment. On examination I founded rhonchi and systolic murmur. So, our initial assessment involved taking 
CBC, x-ray and echocardiography of the patient's chest. The data from his echocardiography reveals that he has a 
tricuspid valve atresia. Conclusion: We decided to continue the conservative treatment for TVA with pneumonia 
(Paracetamol sos, Agoxin, Vitamin B complex for 6 months,  and injectable antibiotic for 10 days) that started on him. 
After 11 months, the patient returned to us with RTI again.  We treated his RTI with antibiotics. At the follow-up of the 
12th month, his symptoms showed improvement.
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pulmonary stenosis and the relationship between the great arteries3. 
If paired with an unroofed coronary sinus, a persistent left superior 
vena cava (LSVC) may be linked to TA and result in persistent 
arterial desaturation even following curative surgery4.  Prenatal 
diagnostics suggest that these types of treatment are more 
appropriate for infants who need surgery. Although the prenatal 
diagnosis of tricuspid atresia has been recorded several times, the 
prenatal sonographic components of this condition have not 
received much attention in the literature5–10. In our case report, we 
are presenting the echocardiographic images of a cyanosed 
ten-month-old child who presented with failure to thrive and fatigue 
on feeding.
Case History:
A 10-month-old male patient came to us with complaints of fever 
and respiratory distress. His oxygen saturation in room air was 
76% with a heart rate of 130 and body temperature of 101 F. At 
first, he was diagnosed with pneumonia by a pediatrician. Then he 
came to me after not receiving any response from treatment. On 
examination I founded rhonchi and systolic murmur. Our initial 
assessment involved taking CBC, x-ray and echocardiography of 
the patient's chest [Fig.1&2]. The data from his echocardiography 
reveals that he has a tricuspid valve atresia. Echocardiography 
showed tricuspid valve atresia, large ASD (Like Single Atrium), 
rudimentary RV, small VSD, large LV, pulmonary stenosis, and 
narrow PA arising from rudimentary RV.
We recommended conservative treatment for the patient. He was 
treated with injectable antibiotics, Paracetamol, Agoxin, and 
Vitamin B complex. In the second week of his follow-up, he 
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improved. After treatment, his oxygen saturation in room 
air was 92% with a normal body temperature of 98 F. We 
continued the conservative treatment with Agoxin, 
Vitamin B, and Zinc on the patient. 
After that, the patient was taken to India for further 
treatment. They also suggested the same conservative 
treatment as we did. After receiving the treatment for 11 
months, the patient returned to us with RTI again.  We 
treated his RTI with antibiotics. At the follow-up of the 
12th month, his symptoms showed improvement. 

    

       Figure 1:  A) & B) Echocardiography of the patient

        Figure 2:  X-ray of the patient

Discussion:
Tricuspid atresia has been categorized using the modified 
Edwards-Burchells classification system3. Three varieties 
are known to exist: type I features big vessels that are 
ordinarily connected, type II features great vessels that are 
transposed, and type III has a persisting truncus 
arteriosus3. Three subtypes can be distinguished from each 
type: subtype A has pulmonary atresia, subtype B has 
pulmonary or sub-pulmonary stenosis, and subtype C is 
not associated with pulmonary or subpulmonary stenosis3.  
One of the rare congenital disorders identified during 
pregnancy is TA. Still, screening during standard obstetric 
sonographic scans may be able to recognize it, as it is 
typically linked to an aberrant 4-chamber image5. The 
present case is of a 10-month-old with tricuspid valve 
atresia associated with large ASD (Like Single Atrium), 
rudimentary RV, small VSD, large LV, pulmonary 
stenosis, and narrow PA arising from rudimentary RV. A 
persistent LSVC was present in 88 out of 2663 children 
(3.3%) in the biggest series on the presence of persistent 
LSVC with congenital cardiac disease11. 53 TA patients in 
the same series included three (5.6%) with an LSVC. A 
surgical repair may eventually need the identification of an 
LSVC. For those with TA, the Fontan's operation is the 
preferred course of care. It was necessary to carry out the 
Fontan operation in phases. The Glenn's shunt—a 
connection between the right pulmonary artery and the 
superior vena cava (SVC)—was made in the first step. 
After that, a four-step treatment was carried out in stages: 
the inferior vena cava (IVC) was connected to the PA 
through the right atrium (RA), a valve was inserted into 
the IVC, the ASD was closed, and the right ventricle (RV) 

to PA link was obliterated12. The current recommended 
method involves modifying this to include an extra-cardiac 
conduit connected to the RA through a fenestration. The 
drawback of RA dilation, as shown in the atrio-pulmonary 
Fontan operation, is eliminated by the extra-cardiac 
conduit12. The fundamental idea behind the Fontan 
technique is to avoid the hypoplastic right ventricle by 
rerouting the systemic venous drainage directly to the 
pulmonary arteries. In a classical series, 90% of TA 
patients with cyanosis who were not operated on had died 
within a year12 . However, survival rates were 90%, 81%, 
70%, and 60%, respectively, at one month, one year, ten 
years, and twenty years following a large series of 225 
patients who received the Fontan operation13. Most of the 
time, having an LSVC does not affect the treatment 
strategy or the likelihood of problems following surgery. 
Deoxygenated blood from the LSVC enters the left atrium 
through the unroofed coronary sinus and which can lead to 
prolonged arterial desaturation even after shunt surgery if 
the CS is unroofed and there is a persistent LSVC14. 
Contrast echocardiography makes it simple to diagnose 
CS unroofing. A cardiac computed tomography scan could 
support the same findings as well. Therefore, it is essential 
to determine whether a dilated CS and a persistent LSVC 
exist in children with TA or single ventricle physiology 
before surgery15.  The most prevalent variant is a missing 
right atrioventricular connection with concordant 
ventriculoarterial connections, as observed in postnatal 
life. In contrast, discordant connections (transposed great 
arteries) and other abnormalities of arterial connections 
occur in around 20% of instances, though they are less 
common16. The neonate's cyanosis will increase if the 
major arteries are joined normally. The systemic venous 
return crosses over to the left side of the heart at the atrial 
level, resulting in a right-to-left shunt. Palliation may not 
be necessary if the atrial septum is unrestrictive and the 
VSD is of a reasonable size. However, because the VSD 
tends to contract with growing, surgical shunt creation 
might be necessary. In case the major arteries are 
transposed, the newborn may show signs of unrestricted 
pulmonary blood flow or a coarctation lesion. If there is 
not enough VSD and the aorta comes out of the right 
ventricle, there is a failure to thrive17.  The presence of a 
tiny right ventricle and associated VSD, together with the 
lack of a patent tricuspid valve on the 4-chamber imaging 
and no flow across the valve on pulsed or color Doppler 
flow mapping, can be the primary findings for diagnosing 
various cases. 
Conclusion and recommendations:
In our case report, we decided to continue the 
conservative treatment for TVA with pneumonia 
(Paracetamol sos, Agoxin, Vitamin B complex for 6 
months, and injectable antibiotic for 10 days) that started 
on him. After 11 months, the patient returned to us with 
RTI again.  We treated his RTI with antibiotics. At the 
follow-up of the 12th month, his symptoms showed 

improvement. The patients who came to us with recurrent 
pneumonia or respiratory tract infection, careful 
auscultation and echocardiogram needs to be done on 
them. If systolic murmur is found in auscultation, we 
recommend to do an echocardiography. It is necessary to 
obtain additional data from case series and case-control 
studies to elucidate the late complications and 
re-intervention rate after a 5-year follow-up.
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Introduction:  
Tricuspid atresia (TA), a cyanotic form of 
congenital heart disease, is the absence of real or 
potential joining of the right atrium and right 
ventricle. This total absence of the right 
atrioventricular junction is typically caused by the 
regular position of the tricuspid valve, which forms 
a dimple close to the right atrium's floor exactly 
over the right ventricle1. Through the foramen 
ovale, every venous return from the systemic veins 
goes to the left side of the heart1. Atrial septal 
defect (ASD) of variable size is typically present1. 
According to the majority of reports, the prevalence 
of congenital cardiac anomalies, including tricuspid 
atresia, ranges from 1.5% to 2.5%1. The estimated 
incidence of this uncommon cyanotic congenital 
heart disease (CHD) is 79 per million live births2. 
According to the modified Edward-Burchells 
classification, tricuspid atresia can be divided into 
three categories depending on the degree of 
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improved. After treatment, his oxygen saturation in room 
air was 92% with a normal body temperature of 98 F. We 
continued the conservative treatment with Agoxin, 
Vitamin B, and Zinc on the patient. 
After that, the patient was taken to India for further 
treatment. They also suggested the same conservative 
treatment as we did. After receiving the treatment for 11 
months, the patient returned to us with RTI again.  We 
treated his RTI with antibiotics. At the follow-up of the 
12th month, his symptoms showed improvement. 

    

       Figure 1:  A) & B) Echocardiography of the patient

        Figure 2:  X-ray of the patient

Discussion:
Tricuspid atresia has been categorized using the modified 
Edwards-Burchells classification system3. Three varieties 
are known to exist: type I features big vessels that are 
ordinarily connected, type II features great vessels that are 
transposed, and type III has a persisting truncus 
arteriosus3. Three subtypes can be distinguished from each 
type: subtype A has pulmonary atresia, subtype B has 
pulmonary or sub-pulmonary stenosis, and subtype C is 
not associated with pulmonary or subpulmonary stenosis3.  
One of the rare congenital disorders identified during 
pregnancy is TA. Still, screening during standard obstetric 
sonographic scans may be able to recognize it, as it is 
typically linked to an aberrant 4-chamber image5. The 
present case is of a 10-month-old with tricuspid valve 
atresia associated with large ASD (Like Single Atrium), 
rudimentary RV, small VSD, large LV, pulmonary 
stenosis, and narrow PA arising from rudimentary RV. A 
persistent LSVC was present in 88 out of 2663 children 
(3.3%) in the biggest series on the presence of persistent 
LSVC with congenital cardiac disease11. 53 TA patients in 
the same series included three (5.6%) with an LSVC. A 
surgical repair may eventually need the identification of an 
LSVC. For those with TA, the Fontan's operation is the 
preferred course of care. It was necessary to carry out the 
Fontan operation in phases. The Glenn's shunt—a 
connection between the right pulmonary artery and the 
superior vena cava (SVC)—was made in the first step. 
After that, a four-step treatment was carried out in stages: 
the inferior vena cava (IVC) was connected to the PA 
through the right atrium (RA), a valve was inserted into 
the IVC, the ASD was closed, and the right ventricle (RV) 

to PA link was obliterated12. The current recommended 
method involves modifying this to include an extra-cardiac 
conduit connected to the RA through a fenestration. The 
drawback of RA dilation, as shown in the atrio-pulmonary 
Fontan operation, is eliminated by the extra-cardiac 
conduit12. The fundamental idea behind the Fontan 
technique is to avoid the hypoplastic right ventricle by 
rerouting the systemic venous drainage directly to the 
pulmonary arteries. In a classical series, 90% of TA 
patients with cyanosis who were not operated on had died 
within a year12 . However, survival rates were 90%, 81%, 
70%, and 60%, respectively, at one month, one year, ten 
years, and twenty years following a large series of 225 
patients who received the Fontan operation13. Most of the 
time, having an LSVC does not affect the treatment 
strategy or the likelihood of problems following surgery. 
Deoxygenated blood from the LSVC enters the left atrium 
through the unroofed coronary sinus and which can lead to 
prolonged arterial desaturation even after shunt surgery if 
the CS is unroofed and there is a persistent LSVC14. 
Contrast echocardiography makes it simple to diagnose 
CS unroofing. A cardiac computed tomography scan could 
support the same findings as well. Therefore, it is essential 
to determine whether a dilated CS and a persistent LSVC 
exist in children with TA or single ventricle physiology 
before surgery15.  The most prevalent variant is a missing 
right atrioventricular connection with concordant 
ventriculoarterial connections, as observed in postnatal 
life. In contrast, discordant connections (transposed great 
arteries) and other abnormalities of arterial connections 
occur in around 20% of instances, though they are less 
common16. The neonate's cyanosis will increase if the 
major arteries are joined normally. The systemic venous 
return crosses over to the left side of the heart at the atrial 
level, resulting in a right-to-left shunt. Palliation may not 
be necessary if the atrial septum is unrestrictive and the 
VSD is of a reasonable size. However, because the VSD 
tends to contract with growing, surgical shunt creation 
might be necessary. In case the major arteries are 
transposed, the newborn may show signs of unrestricted 
pulmonary blood flow or a coarctation lesion. If there is 
not enough VSD and the aorta comes out of the right 
ventricle, there is a failure to thrive17.  The presence of a 
tiny right ventricle and associated VSD, together with the 
lack of a patent tricuspid valve on the 4-chamber imaging 
and no flow across the valve on pulsed or color Doppler 
flow mapping, can be the primary findings for diagnosing 
various cases. 
Conclusion and recommendations:
In our case report, we decided to continue the 
conservative treatment for TVA with pneumonia 
(Paracetamol sos, Agoxin, Vitamin B complex for 6 
months, and injectable antibiotic for 10 days) that started 
on him. After 11 months, the patient returned to us with 
RTI again.  We treated his RTI with antibiotics. At the 
follow-up of the 12th month, his symptoms showed 

improvement. The patients who came to us with recurrent 
pneumonia or respiratory tract infection, careful 
auscultation and echocardiogram needs to be done on 
them. If systolic murmur is found in auscultation, we 
recommend to do an echocardiography. It is necessary to 
obtain additional data from case series and case-control 
studies to elucidate the late complications and 
re-intervention rate after a 5-year follow-up.
Conflict of Interest: None.
Ethical approval: The study was approved by the 
Institutional Ethics Committee.

References:
1. Sharland G. Tricuspid valve abnormalities. In: Allan L, 
Hornberger KL, Sharland G (eds). Textbook of Fetal 
Cardiology. London, England: Greenwich Medical Media; 
2000:133-138.
2. Hoffman JI, Kaplan S: The incidence of congenital heart 
disease . J Am Coll Cardiol. 2002; 39:1890-1900.
https://doi.org/10.1016/S0735-1097(02)01886-7
PMid:12084585  
3. Tandon R, Edwards JE: Tricuspid atresia. A 
re-evaluation and classification. J Thorac Cardiovasc Surg. 
1974; 67:530-542.
https://doi.org/10.1016/S0022-5223(19)40483-2
PMid:4818528  
4. Gupta MD, Girish MP, Ramakrishnan S: Persistent left 
superior vena cava draining into an unroofed coronary 
sinus in tricuspid atresia: an uncommon anomaly. Pediatr 
Cardiol. 2011; 32:530-531.
https://doi.org/10.1007/s00246-011-9922-y
PMid:21360004  
5. Sharland GK, Allan LD. Screening for congenital heart 
disease prenatally: results of a 21 / 2-year study in the 
South East Thames Region. Br J Obstet Gynaecol. 1992; 
99:220-225.
https://doi.org/10.1111/j.1471-0528.1992.tb14503.x
PMid:1606121  
6. Zielinsky P, Pilla CB. Ebstein's anomaly with 
imperforate tricuspid valve: prenatal diagnosis. Arq Bras 
Cardiol. 2000; 75:59-64.
https://doi.org/10.1590/S0066-782X2000000700006
PMid:10983020  
7. Wang JN, Wu MH, Wang JK, Lue HC. Tricuspid 
atresia with persistent truncus arteriosus. J Formos Med 
Assoc. 1999; 98:290-291. 
8. Hecher K, Sullivan ID, Nicolaides KH. Temporary 
iatrogenic fetal tricuspid valve atresia in a case of twin to 
twin transfusion syndrome. Br Heart J. 1994; 72:457-460.
https://doi.org/10.1136/hrt.72.5.457
PMid:7818963 PMCid:PMC1025614 

9. McGahan JP, Choy M, Parrish MD, Brant WE. 
Sonographic spectrum of fetal cardiac hypoplasia. J 
Ultrasound Med. 1991; 10:539-546.
https://doi.org/10.7863/jum.1991.10.10.539
PMid:1942219  
10. De Vore GR, Siassi B, Platt LD. Fetal 
echocardiography: the prenatal diagnosis of tricuspid 
atresia (type Ic) during the second trimester of pregnancy. 
J Clin Ultrasound. 1987; 15:317-324.
https://doi.org/10.1002/jcu.1870150505
PMid:3149959  
11. Ari ME, Doğan V, Özgür S, et al. Persistent left 
superior vena cava accompanying congenital heart disease 
in children: experience of a tertiary care center. 
Echocardiography. 2017; 34:436-440.
https://doi.org/10.1111/echo.13447
PMid:28052532  
12. Allen HD, Shaddy RE, Penny DJ, Feltes TF, Cetta F. 
Moss & Adams' Heart Disease in Infants, Children, and 
Adolescents, Including the Fetus and Young Adult, 9th ed. 
Lippincott Williams & Wilkins, Philadelphia; 2016. 
13. Sittiwangkul R, Azakie A, Van Arsdell GS, Williams 
WG, McCrindle BW: Outcomes of tricuspid atresia in the 
Fontan era. Ann Thorac Surg. 2004; 77:889-894.
https://doi.org/10.1016/j.athoracsur.2003.09.027
PMid:14992893  

14. Burch M, Stark J, Sullivan I. Unexpected oxygen 
desaturation after cardiopulmonary bypass: rapid 
confirmation of unroofing of the coronary sinus by 
intraoperative epicardial echocardiography. Pediatr 
Cardiol. 1995; 16:197-200.
https://doi.org/10.1007/BF00794195
PMid:7567668  
15. Velamakanni SM, Patel A, Khadkikar G, Shah SC, 
Patel T. Tricuspid Atresia Type 1B With Persistent Left 
Superior Vena Cava in a Four-Month-Old Child: An 
Unusual Combination. Cureus. 2021 Apr 
13;13(4):e14450.
https://doi.org/10.22541/au.161505562.25082017/v1
16. Allan LD, Sharland GK, Milburn A, et al. Prospective 
diagnosis of 1006 consecutive cases of congenital heart 
disease in the fetus. J Am Coll Cardiol. 1994; 
23:1452-1458.
https://doi.org/10.1016/0735-1097(94)90391-3
PMid:8176106  
17. Tongsong T, Sittiwangkul R, Wanapirak C, 
Chanprapaph P. Prenatal diagnosis of isolated tricuspid 
valve atresia: report of 4 cases and review of the literature. 
Journal of ultrasound in medicine. 2004 Jul;23(7):945-50.
https://doi.org/10.7863/jum.2004.23.7.945
PMid:15292563  

B

A



A Case Report of a 10-month-old Child Diagnosed with Tricuspid Valve Atresia              Golam Mahfuz Rabbani

improved. After treatment, his oxygen saturation in room 
air was 92% with a normal body temperature of 98 F. We 
continued the conservative treatment with Agoxin, 
Vitamin B, and Zinc on the patient. 
After that, the patient was taken to India for further 
treatment. They also suggested the same conservative 
treatment as we did. After receiving the treatment for 11 
months, the patient returned to us with RTI again.  We 
treated his RTI with antibiotics. At the follow-up of the 
12th month, his symptoms showed improvement. 

    

       Figure 1:  A) & B) Echocardiography of the patient

        Figure 2:  X-ray of the patient

Discussion:
Tricuspid atresia has been categorized using the modified 
Edwards-Burchells classification system3. Three varieties 
are known to exist: type I features big vessels that are 
ordinarily connected, type II features great vessels that are 
transposed, and type III has a persisting truncus 
arteriosus3. Three subtypes can be distinguished from each 
type: subtype A has pulmonary atresia, subtype B has 
pulmonary or sub-pulmonary stenosis, and subtype C is 
not associated with pulmonary or subpulmonary stenosis3.  
One of the rare congenital disorders identified during 
pregnancy is TA. Still, screening during standard obstetric 
sonographic scans may be able to recognize it, as it is 
typically linked to an aberrant 4-chamber image5. The 
present case is of a 10-month-old with tricuspid valve 
atresia associated with large ASD (Like Single Atrium), 
rudimentary RV, small VSD, large LV, pulmonary 
stenosis, and narrow PA arising from rudimentary RV. A 
persistent LSVC was present in 88 out of 2663 children 
(3.3%) in the biggest series on the presence of persistent 
LSVC with congenital cardiac disease11. 53 TA patients in 
the same series included three (5.6%) with an LSVC. A 
surgical repair may eventually need the identification of an 
LSVC. For those with TA, the Fontan's operation is the 
preferred course of care. It was necessary to carry out the 
Fontan operation in phases. The Glenn's shunt—a 
connection between the right pulmonary artery and the 
superior vena cava (SVC)—was made in the first step. 
After that, a four-step treatment was carried out in stages: 
the inferior vena cava (IVC) was connected to the PA 
through the right atrium (RA), a valve was inserted into 
the IVC, the ASD was closed, and the right ventricle (RV) 

to PA link was obliterated12. The current recommended 
method involves modifying this to include an extra-cardiac 
conduit connected to the RA through a fenestration. The 
drawback of RA dilation, as shown in the atrio-pulmonary 
Fontan operation, is eliminated by the extra-cardiac 
conduit12. The fundamental idea behind the Fontan 
technique is to avoid the hypoplastic right ventricle by 
rerouting the systemic venous drainage directly to the 
pulmonary arteries. In a classical series, 90% of TA 
patients with cyanosis who were not operated on had died 
within a year12 . However, survival rates were 90%, 81%, 
70%, and 60%, respectively, at one month, one year, ten 
years, and twenty years following a large series of 225 
patients who received the Fontan operation13. Most of the 
time, having an LSVC does not affect the treatment 
strategy or the likelihood of problems following surgery. 
Deoxygenated blood from the LSVC enters the left atrium 
through the unroofed coronary sinus and which can lead to 
prolonged arterial desaturation even after shunt surgery if 
the CS is unroofed and there is a persistent LSVC14. 
Contrast echocardiography makes it simple to diagnose 
CS unroofing. A cardiac computed tomography scan could 
support the same findings as well. Therefore, it is essential 
to determine whether a dilated CS and a persistent LSVC 
exist in children with TA or single ventricle physiology 
before surgery15.  The most prevalent variant is a missing 
right atrioventricular connection with concordant 
ventriculoarterial connections, as observed in postnatal 
life. In contrast, discordant connections (transposed great 
arteries) and other abnormalities of arterial connections 
occur in around 20% of instances, though they are less 
common16. The neonate's cyanosis will increase if the 
major arteries are joined normally. The systemic venous 
return crosses over to the left side of the heart at the atrial 
level, resulting in a right-to-left shunt. Palliation may not 
be necessary if the atrial septum is unrestrictive and the 
VSD is of a reasonable size. However, because the VSD 
tends to contract with growing, surgical shunt creation 
might be necessary. In case the major arteries are 
transposed, the newborn may show signs of unrestricted 
pulmonary blood flow or a coarctation lesion. If there is 
not enough VSD and the aorta comes out of the right 
ventricle, there is a failure to thrive17.  The presence of a 
tiny right ventricle and associated VSD, together with the 
lack of a patent tricuspid valve on the 4-chamber imaging 
and no flow across the valve on pulsed or color Doppler 
flow mapping, can be the primary findings for diagnosing 
various cases. 
Conclusion and recommendations:
In our case report, we decided to continue the 
conservative treatment for TVA with pneumonia 
(Paracetamol sos, Agoxin, Vitamin B complex for 6 
months, and injectable antibiotic for 10 days) that started 
on him. After 11 months, the patient returned to us with 
RTI again.  We treated his RTI with antibiotics. At the 
follow-up of the 12th month, his symptoms showed 

improvement. The patients who came to us with recurrent 
pneumonia or respiratory tract infection, careful 
auscultation and echocardiogram needs to be done on 
them. If systolic murmur is found in auscultation, we 
recommend to do an echocardiography. It is necessary to 
obtain additional data from case series and case-control 
studies to elucidate the late complications and 
re-intervention rate after a 5-year follow-up.
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improved. After treatment, his oxygen saturation in room 
air was 92% with a normal body temperature of 98 F. We 
continued the conservative treatment with Agoxin, 
Vitamin B, and Zinc on the patient. 
After that, the patient was taken to India for further 
treatment. They also suggested the same conservative 
treatment as we did. After receiving the treatment for 11 
months, the patient returned to us with RTI again.  We 
treated his RTI with antibiotics. At the follow-up of the 
12th month, his symptoms showed improvement. 

    

       Figure 1:  A) & B) Echocardiography of the patient

        Figure 2:  X-ray of the patient

Discussion:
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LSVC. For those with TA, the Fontan's operation is the 
preferred course of care. It was necessary to carry out the 
Fontan operation in phases. The Glenn's shunt—a 
connection between the right pulmonary artery and the 
superior vena cava (SVC)—was made in the first step. 
After that, a four-step treatment was carried out in stages: 
the inferior vena cava (IVC) was connected to the PA 
through the right atrium (RA), a valve was inserted into 
the IVC, the ASD was closed, and the right ventricle (RV) 
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method involves modifying this to include an extra-cardiac 
conduit connected to the RA through a fenestration. The 
drawback of RA dilation, as shown in the atrio-pulmonary 
Fontan operation, is eliminated by the extra-cardiac 
conduit12. The fundamental idea behind the Fontan 
technique is to avoid the hypoplastic right ventricle by 
rerouting the systemic venous drainage directly to the 
pulmonary arteries. In a classical series, 90% of TA 
patients with cyanosis who were not operated on had died 
within a year12 . However, survival rates were 90%, 81%, 
70%, and 60%, respectively, at one month, one year, ten 
years, and twenty years following a large series of 225 
patients who received the Fontan operation13. Most of the 
time, having an LSVC does not affect the treatment 
strategy or the likelihood of problems following surgery. 
Deoxygenated blood from the LSVC enters the left atrium 
through the unroofed coronary sinus and which can lead to 
prolonged arterial desaturation even after shunt surgery if 
the CS is unroofed and there is a persistent LSVC14. 
Contrast echocardiography makes it simple to diagnose 
CS unroofing. A cardiac computed tomography scan could 
support the same findings as well. Therefore, it is essential 
to determine whether a dilated CS and a persistent LSVC 
exist in children with TA or single ventricle physiology 
before surgery15.  The most prevalent variant is a missing 
right atrioventricular connection with concordant 
ventriculoarterial connections, as observed in postnatal 
life. In contrast, discordant connections (transposed great 
arteries) and other abnormalities of arterial connections 
occur in around 20% of instances, though they are less 
common16. The neonate's cyanosis will increase if the 
major arteries are joined normally. The systemic venous 
return crosses over to the left side of the heart at the atrial 
level, resulting in a right-to-left shunt. Palliation may not 
be necessary if the atrial septum is unrestrictive and the 
VSD is of a reasonable size. However, because the VSD 
tends to contract with growing, surgical shunt creation 
might be necessary. In case the major arteries are 
transposed, the newborn may show signs of unrestricted 
pulmonary blood flow or a coarctation lesion. If there is 
not enough VSD and the aorta comes out of the right 
ventricle, there is a failure to thrive17.  The presence of a 
tiny right ventricle and associated VSD, together with the 
lack of a patent tricuspid valve on the 4-chamber imaging 
and no flow across the valve on pulsed or color Doppler 
flow mapping, can be the primary findings for diagnosing 
various cases. 
Conclusion and recommendations:
In our case report, we decided to continue the 
conservative treatment for TVA with pneumonia 
(Paracetamol sos, Agoxin, Vitamin B complex for 6 
months, and injectable antibiotic for 10 days) that started 
on him. After 11 months, the patient returned to us with 
RTI again.  We treated his RTI with antibiotics. At the 
follow-up of the 12th month, his symptoms showed 

improvement. The patients who came to us with recurrent 
pneumonia or respiratory tract infection, careful 
auscultation and echocardiogram needs to be done on 
them. If systolic murmur is found in auscultation, we 
recommend to do an echocardiography. It is necessary to 
obtain additional data from case series and case-control 
studies to elucidate the late complications and 
re-intervention rate after a 5-year follow-up.
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