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INTRODUCTION
Pulmonary sequestration is dened as the presence of a mass of 
abnormal lung tissue that does not communicate with the 
tracheobronchial tree through a normally located bronchus and is 
supplied by an anomalous systemic artery. An association of 
congenital diaphragmatic hernia with pulmonary sequestration is rare. 
Very few cases have been reported in literature. There are two types of 
pulmonary sequestration, intralobar and extralobar. Extralobar 
sequestration is more commonly associated with anomalies like CDH, 
congenital pulmonary airway malformations, pulmonary hypoplasia, 
congenital lobar emphysema, bronchogenic cyst, congenital heart 
disease, vertebral anomalies, and intestinal duplications.[6] We report 
a case of congenital diaphragmatic hernia which was associated with 
intralobar sequestration.

CASE REPORT
One month old male child presented to our institute with upper 
respiratory tract infection and respiratory distress of 15 days duration. 
There was history of refusal to feeding. Antenatal history was 
insignicant, ultrasound scans being normal. After optimum 
stabilization baby was evaluated. Chest radiograph revealed elevated 
left hemidiaphragm, suggestive of eventration or diaphragmatic 
hernia. Ultrasonography of chest and abdomen conrmed left sided 
congenital diaphragmatic hernia with suspected pulmonary 
sequestration with an anomalous transdiaphragmatic vessel supplying 
the sequestration. 

Figure 1 – Chest x-ray of the patient

Further evaluation with CT Angiogram conrmed presence of 
congenital diaphragmatic hernia with intralobar pulmonary 
sequestration which was supplied by anomalous vessel arising from 

descending aorta, and drained by pulmonary vein. 

Figure 2 – CT angiogram showing the lung sequestration

Patient was taken up for surgery after evaluation. Intraoperatively 
hernial sac was found to be absent with small bowel and part of large 
bowel as content. Lower lobe sequestration was excised carefully and 
diaphragmatic defect was closed with nonabsorbable suture. 

Figure 3 – Intraoperative photograph

Postoperative recovery was uneventful and patient discharged on 
postoperative day 10. Patient is on regular follow-up and doing well 
with adequate weight gain.

Figure 4 – Post operative radiograph of the patient 

A Congenital Diaphragmatic Hernia (CDH) is a congenital malformation of the diaphragm in which abdominal content 
herniate in thoracic cavity, resulting in respiratory distress and feeding difculties in the newborn. Pulmonary 

sequestration is a rare association and found in only 15%-30% of patients with congenital diaphragmatic hernia.  Extralobar sequestration are 
commonly associated with diaphragmatic hernia. We present diagnosis and management of one month old male child with left diaphragmatic 
hernia with intralobar pulmonary sequestration. 
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DISCUSSION 
Pulmonary sequestration is a rare congenital lesion consisting of non-
functioning lung tissue that is not connected to the normal 
tracheobronchial tree and is supplied directly from the systemic 

[5]circulation . Extralobar sequestration receive arterial supply from an 
aberrent vessel from aorta and venous drainage into systemic veins to 
the right atrium, vena cava, azygous vein; whereas intralobar gets 
arterial supply from lower thoracic, upper abdominal aorta and venous 
drainage into left atrium via Pulmonary veins. The relationship 
between pulmonary sequestration and congenital diaphragmatic 
hernia may be explained by the hypothesis that pulmonary 
sequestration, which develops at 4–5 weeks of gestation, can disturb 
the fusion of the diaphragm and closure of the pleuro-peritoneal canal 

[8]occurring at 10 weeks of gestation . Congenital diaphragmatic hernia 
[9](CDH) is accompanied by other malformations in about 25% cases.  

Antenatally, bronchopulmonary sequestration can be complicated by 
[11,12]nonimmune fetal hydrops, or hydrothorax.  Postnatally, it may be 

[10]complicated by infection and rarely infarction or hemothorax.  The 
prognosis of intralobar sequestration in the absence of severe 
anomalies is good. But the associated pulmonary hypoplasia can be 

[14]fatal if severe.  When associated with CDH, the prognosis depends on 
[13]the severity of pulmonary hypoplasia.

         
To conclude, congenital diaphragmatic hernia and the associated fetal 
lung lesions are interrelated. The possibility of lung lesions should be 
considered in the patients of congenital diaphragmatic hernia. 
Antenatal or early postnatal diagnosis and management are essential to 
reduce morbidity and mortality.

References:
1.  Pediatr Surg Int. 2014 Sep;30(9):961-3. doi: 10.1007/s00383-014-3572-0. Epub 2014 

Jul 22. A case of congenital diaphragmatic hernia with intradiaphragmatic pulmonary 
sequestration: case report and literature review. Shibuya S, Ogasawara Y, Izumi H, 
Kantake M, Obinata K, Yoshida K, Lane GJ, Yamataka A, Okazaki T.

2.  J Pediatr. 2014 Dec;165(6):1268-1268.e1. doi: 10.1016/j.jpeds.2014.08.032. Epub 
2014 Sep 23. Congenital diaphragmatic hernia with associated pulmonary 
sequestration. Diesen DL, Megison S.

3.  J Pediatr Surg. 1997 Jan;32(1):101-2. Congenital right diaphragmatic hernias through 
posterolateral and anterolateral defects associated with extralobar pulmonary 
sequestration: a case report. Urushihara N, Nakagawa Y, Kawashima K, Fukazawa T, 
Watanabe Y, Todani T.

4.  Neonatal Netw. 2004 Nov-Dec;23(6):7-24. Extralobar sequestration with congenital 
diaphragmatic hernia: a complicated case study. Harris K.

5.  Ultrasound Obstet Gynecol. 2012 Jun;39(6):719-22. doi: 10.1002/uog.10099. 
Protective effect of fetal pulmonary sequestration in two cases of postnatal 
manifestation of congenital diaphragmatic hernia. Lee MY, Won HS, Shim JY, Lee PR, 
Lee BS, Kim EA, Kim KS, Kim A.

6. J Pediatr Surg. 1995 Jun;30(6):883-5. Congenital diaphragmatic hernia: associated 
malformations--cystic adenomatoid malformation, extralobular sequestration, and 
laryngotracheoesophageal cleft: two case reports. Ryan CA1, Finer NN, Etches PC, 
Tierney AJ, Peliowski A.

7.  Grethel EJ, Farrell J, Ball RH, Keller RL, Goldstein RB, Lee H, et al. Does congenital 
diaphragmatic hernia associated with bronchopulmonary sequestration portend a better 
prognosis? Fetal Diagn Ther 2008;23: 250-3.

8.  Congenital Diaphragmatic Hernia with Associated Pulmonary Sequestration Diana L. 
Diesen, MD Steve Megison, MD Division of Pediatric Surgery Department of Surgery 
University of Texas Southwestern Medical Center Dallas Children’s Medical Center 
Dallas, Texas J Pediatr 2014;165:1268. 0022-3476/$ - see front matter. Copyright ª 2014 
Elsevier Inc

9.  Askin FB, Gilbert-Barness E. Respiratory system. In: Gilbert-Barness E, Kapur RP, 
OlignyLL, Siebert JR, editors. Potter’s Pathology of the Fetus, Infant and Child. 2nd ed. 
Philadelphia: Mosby; 2007. p. 1108-32.

10.  Pinto Filho DR, Avino AJ, Brandão SL. Extralobar pulmonary sequestration with 
hemothorax secondary to pulmonary infarction. J Bras Pneumol 2009;35:99-102.

11.  Adzick NS, Kitano Y. Fetal surgery for lung lesions, congenital diaphragmatic hernia, 
and sacrococcygeal teratoma. Semin Pediatr Surg 2003;12:154-67.

12.  Kays DW. Congenital diaphragmatic hernia and neonatal lung lesions. Surg Clin North 
Am 2006;86:329-52.

13.  Labbé A, Coste K, Déchelotte PJ. Congenital diaphragmatic hernia- mechanisms of 
pulmonary hypoplasia. Rev Mal Respir 2011;28:463-74.

14.  Stocker JT. Respiratory tract. In: Stocker JT, Dehner LP, editors. Pediatric Pathology. 
2nd ed. Philadelphia: Lippincott Williams and Wlikins; 2002. p. 458-9.

Volume - 7 | Issue - 8 | August - 2017 | 4.894ISSN - 2249-555X | IF :  | IC Value : 79.96

12  INDIAN JOURNAL OF APPLIED RESEARCH


	Page 1
	Page 2

