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Fifty years ago, Kravath et al presented a girl with chronic hepatitis, portal hypertension, cyanosis, spider nevi, ex-
ertional dyspnea, and clubbing. From the onset of symptoms at the age of 10 years until she died 6 years later, she

had several hospital admissions. With advancing liver disease, she had lower oxygen saturation in blood, lower arterial
PaO2 in, and a low single-breath carbon monoxide diffusing capacity. Postmortem examination revealed pulmonary
arteriovenous anastomoses and dilated vascular channels.

Hepatopulmonary syndrome is characterized by impaired arterial oxygenation induced by intrapulmonary vascular
dilatation in the setting of liver disease, portal hypertension, or congenital portosystemic shunts. In 1884, a woman
with liver cirrhosis and cyanosis was described, and arteriovenous fistulas and dilatation of pulmonary vessels were
found in 1956 thus in 1977 the term hepatopulmonary syndrome was suggested.1-3

Hepatopulmonary syndrome evolves insidiously in some children with chronic liver disease and is accompanied by
complications and higher mortality. In severe cases, oxygen therapy may be required. Even though intrapulmonary
vascular dilation could be subclinical without hypoxemia, pulse oximetry may be useful for screening. The
mechanisms of hepatopulmonary syndrome are likely to involve endogenous vasodilators and pulmonary vascular
remodeling.4

Fifty years ago, the severe liver disease progressed slowly despite a thorough workup and this patient eventually
developed a coma and died. Hepatopulmonary syndrome often resolves after liver transplantation and the availability
of transplantation is the major difference from the situation 50 years ago.

Runar Almaas, MD, PhD
Department of Pediatric Research

Oslo University Hospital
Oslo, Norway

Ola Didrik Saugstad, MD, PhD
Department of Pediatric Research

University of Oslo
Oslo, Norway

Ann and Robert H. Lurie Children’s Hospital of Chicago
Northwestern University Feinberg School of Medicine

Chicago, Illinois
References

1. Fluckiger M. Vorkommen von trommelschagel formigen fingerendphalangen ohne chronische veranderungen an der lungen oder am herzen.

Wien Med Wochenschr 1884;34:1457.

2. Rydell R, Hoffbauer FW. Multiple pulmonary arteriovenous fistulas in juvenile cirrhosis. Am J Med 1956;21:450-60.

3. Kennedy TC, Knudson RJ. Exercise-aggravated hypoxemia and orthodeoxia in cirrhosis. Chest 1977;72:305-9.

4. Warner S, McKiernan PJ, Hartley J, Ong E, van Mourik ID, Gupte G, et al. Hepatopulmonary syndrome in children: a 20-year review of present-

ing symptoms, clinical progression, and transplant outcome. Liver Transpl 2018;24:1271-9.
sing Ramp Cycle Ergometry in Children and 69

http://refhub.elsevier.com/S0022-3476(20)31110-0/sref27
http://refhub.elsevier.com/S0022-3476(20)31110-0/sref27
http://refhub.elsevier.com/S0022-3476(20)31110-0/sref27
http://refhub.elsevier.com/S0022-3476(20)31110-0/sref27
http://refhub.elsevier.com/S0022-3476(20)31110-0/sref28
http://refhub.elsevier.com/S0022-3476(20)31110-0/sref28
http://refhub.elsevier.com/S0022-3476(20)31110-0/sref28
http://refhub.elsevier.com/S0022-3476(20)31110-0/sref1
http://refhub.elsevier.com/S0022-3476(20)31110-0/sref1
http://refhub.elsevier.com/S0022-3476(20)31110-0/sref2
http://refhub.elsevier.com/S0022-3476(20)31110-0/sref3
http://refhub.elsevier.com/S0022-3476(20)31110-0/sref4
http://refhub.elsevier.com/S0022-3476(20)31110-0/sref4

	Hepatopulmonary Syndrome: Transplantation Is the Big Difference
	References


