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What Is Your Diagnosis?

Tanınız Nedır?
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A 29-year old multiparous pregnant woman was referred to our prenatal me-

dicine outpatient clinic due to polyhydramnios. Ultrasonographic imageof fetal 

thorax is seen in Figure-1, 2 and 3. What is your diagnosis?

Figure-1: A solid mass (white arrow) is seen in fetal thorax next to the heart 

(red arrow).

Figure-2: (a) the stomach; (b) the left mediastinal shift: the extremely left si-

ded heart is seen just above the stomach. Next to the fetal heart, a right-sided 

solid mass is viewed.

Figure-3: Intrahepatic vasculature is discovered with color mapping.

 Answer
Figure-1 demonstrates the position of the liver inside the fetal thorax next to 

the fetal heart. As a consequence, there is left mediastinal shift and a displa-

cement of the heart. Although Figure-1 focuses on the position of the liver 

and not on the structure of the heart, a large  ventricular septum defect can 

be suspected.

In the right parasagittal view of Figure 2, the remaining part of the right diaph-
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ragm hernia can be seen. Due to the large hernia, the liver is placed inside the 

thorax.

Color Doppler mapping in Figure-3 demonstrates the intrahepatic vessels that 

are placed above the level of the diaphragm.

A right-sided diaphragmatic hernia was diagnosed.

The prevalence of congenital diaphragmatic hernia (CDH) is approximately 

2-3 per 10.000 births (1). Right-sided herniation is very rare and covers about 

10% to 15% of these cases. Prenatal diagnosis of right sided CDH is challen-

ging, due to the echogenity of the liver that is similar to that of the lungs. The 

detection rate depends on gestational age (<50% detected before 24 weeks), 

associated anomalies and especially on the experience of the clinician (2).

A right-sided CDH should be suspected if there is left mediastinal shift with the 

gallbladder being inside the fetal thorax and the stomach inside the abdomen, 

respectively. Color Doppler flow may help to map the hepatic vasculature (4).

CDH is an isolated finding in about half of the cases. However, it can also be 

associated with other structural defects, such as cardiac defects, numerical 

and structural chromosomal abnormalities, such as trisomy 18 and mosa-

ic tetrasomy 12p (Pallister-Killian syndrome) and some genetic syndromes, 

such as Fryns or Cornelia De Lange syndrome, respectively (2).

Postnatal mortality and morbidity depends on the associated anomalies, on 

the position of the liver and on theremaining size of the lungs. With decre-

asing volume of the lungs, the number of vessels and bronchioli decreases 

resulting in a hampered oxygenation and pulmonary hypertension.The chance 

of survival can be estimated by the lung to head ratio (LHR) and the respe-

ctive observed to expected LHR (o/e LHR). To compute the LHR, the area of 

the contralateral lung is divided by head circumference. In general, the ratio 

between the observed and expected LHR is used for counseling as this marker 

is independent from gestational age.In a series of 161 fetuses with isolated left 

sided CDH and intrathoratic liver herniation, about half of the neonates were 

discharged from hospital alive. The chance of postnatal survival was (258 × 

(o/e LHR (%))−28,68)/100. In this registry there were also eight cases with 

isolated right sided CDH and none of the cases survived after birth. In cases 

with severe CDH (o/e LHR < 25%), fetal endoscopic tracheal occlusion can 

be offered which may increase the survival rate (5).

 References
1- 	 McGivern MR, Best KE, RankinJ, Wellesley D, Greenlees R, Addor MC, et 

al. Epidemiology of congenital diaphragmatic hernia in Europe: a regis-

ter-based study. Arch Dis Child Fetal Neonatal Ed. 2015; 100:137-44.

2- 	 Grisaru-Granovsky S, Rabinowitz R, Ioscovich A, Elstein D, Schimmel 

MS. Congenital diaphragmatic hernia: review of the literature in reflection 

of unresolved dilemmas. Acta Pediatrica. 2009; 98: 1874-81.

3- 	 Fisher JC, Jefferson RA, Arkovitz MS, Stolar CJ. Redefining outcomes 

in right congenital diaphragmatic hernia. J Pediatr Surg. 2008; 43: 373-

379.

4- 	 Hedrick HL, Adzick NS. Congenital diaphragmatic hernia: Prenatal di-

agnosis and management. www.uptodate.com, last updated on Feb 

19,2015.

5- 	 Jani JC, Nicolaides KH, Gratacós E, Valencia CM, Doné E, Martinez 

JM, Gucciardo L, Cruz R, Deprest JA.Severe diaphragmatic hernia tre-

ated by fetal endoscopic tracheal occlusion.Ultrasound Obstet Gynecol. 

2009;34:304-10.


