
absence of symptoms, based on abnormal liver laboratory tests. A
subset of patients with autoimmune hepatitis has distinct features.
Such patients are predominantly young to middle-aged women with
marked hyperglobulinemia and high titer circulating ANAs. This is the
group with positive lupus erythematosus (LE) preparations (initially
labeled lupoid hepatitis) in whom other autoimmune features are
common. Fatigue, malaise, anorexia, amenorrhea, acne, arthralgias,
and jaundice are common. Occasionally, arthritis, maculopapular
eruptions (including cutaneous vasculitis), erythema nodosum,
colitis, pleuritis, pericarditis, anemia, azotemia, and sicca syndrome
(keratoconjunctivitis, xerostomia) occur. In some patients,
complications of cirrhosis, such as ascites and edema (associated
with portal hypertension and hypoalbuminemia), encephalopathy,
hypersplenism, coagulopathy, or variceal bleeding may bring the
patient to initial medical attention.

The course of autoimmune hepatitis may be variable. In patients
with mild disease or limited histologic lesions (e.g., piecemeal
necrosis [inflammation and erosion of the limiting place of periportal
hepatocytes] without bridging), progression to cirrhosis is limited,
but, even in this subset, clinical monitoring is important to identify
progression; up to half left untreated can progress to cirrhosis over
the course of 15 years. In North America, cirrhosis at presentation is
more common in African Americans than in whites. In those with
severe symptomatic autoimmune hepatitis (aminotransferase levels
>10 times normal, marked hyperglobulinemia, “aggressive” histologic
lesions—bridging necrosis or multilobular collapse, cirrhosis), the 6-
month mortality without therapy may be as high as 40%. Such
severe disease accounts for only 20% of cases; the natural history of
milder disease is variable, often accentuated by spontaneous
remissions and exacerbations. In a 10-year (2006–2016) national
Dutch study, mortality in patients with autoimmune hepatitis was
higher than that of the general population only in patients with
cirrhosis; for patients without cirrhosis, survival was comparable to
that of the general population. Especially poor prognostic signs
include the presence histologically of multilobular collapse at the
time of initial presentation and failure of serum bilirubin to improve
after 2 weeks of therapy. Death may result from hepatic failure,


