THE HYPERPLASTIC CHOLECYSTOSES
The term hyperplastic cholecystoses is used to denote a group of disorders of the gallbladder characterized by excessive proliferation of
normal tissue components.
Adenomyomatosis is characterized by a benign proliferation of
gallbladder surface epithelium with glandlike formations, extramural
sinuses, transverse strictures, and/or fundal nodule (“adenoma” or
“adenomyoma”) formation.
Cholesterolosis is characterized by abnormal deposition of lipid,
especially cholesteryl esters, within macrophages in the lamina propria
of the gallbladder wall. In its diffuse form (“strawberry gallbladder”),
the gallbladder mucosa is brick red and speckled with bright yellow
flecks of lipid. The localized form shows solitary or multiple “cholesterol polyps” studding the gallbladder wall. Cholesterol stones of
the gallbladder are found in nearly half the cases. Cholecystectomy is
indicated in both adenomyomatosis and cholesterolosis when symptomatic or when cholelithiasis is present.
The prevalence of gallbladder polyps in the adult population is ∼5%,
with a marked male predominance. Few significant changes have been
found over a 5-year period in asymptomatic patients with gallbladder
polyps <10 mm in diameter. Cholecystectomy is recommended in
symptomatic patients, as well as in asymptomatic patients >50 years
of age, or in those whose polyps are >10 mm in diameter or associated
with gallstones or polyp growth on serial ultrasonography.

DISEASES OF THE BILE DUCTS
CONGENITAL ANOMALIES
Biliary Atresia and Hypoplasia Atretic and hypoplastic lesions of the
extrahepatic and large intrahepatic bile ducts are the most common
biliary anomalies of clinical relevance encountered in infancy. The
clinical picture is one of severe obstructive jaundice during the first
month of life, with pale stools. When biliary atresia is suspected on
the basis of clinical, laboratory, and imaging findings, the diagnosis
is confirmed by surgical exploration and operative cholangiography.
Approximately 10% of cases of biliary atresia are treatable with
Roux-en-Y choledochojejunostomy, with the Kasai procedure (hepatic
portoenterostomy) being attempted in the remainder in an effort to
restore some bile flow. Most patients, even those having successful
biliary-enteric anastomoses, eventually develop chronic cholangitis,
extensive hepatic fibrosis, and portal hypertension.
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Congenital Biliary Ectasia Dilatation of intrahepatic bile ducts may
involve either the major intrahepatic radicles (Caroli’s disease), the
inter- and intralobular ducts (congenital hepatic fibrosis), or both. In
Caroli’s disease, clinical manifestations include recurrent cholangitis,
abscess formation in and around the affected ducts, and, often, brown
pigment gallstone formation within portions of ectatic intrahepatic
biliary radicles. Ultrasound, MRC, and CT are of great diagnostic
value in demonstrating cystic dilatation of the intrahepatic bile ducts.
Treatment with ongoing antibiotic therapy is usually undertaken in an
effort to limit the frequency and severity of recurrent bouts of cholangitis. Progression to secondary biliary cirrhosis with portal hypertension,
extrahepatic biliary obstruction, cholangiocarcinoma, or recurrent
episodes of sepsis with hepatic abscess formation is common.
CHOLEDOCHOLITHIASIS
Pathophysiology and Clinical Manifestations Passage of gallstones into
the CBD occurs in ∼10–15% of patients with cholelithiasis. The incidence of common duct stones increases with increasing age of the
patient, so that up to 25% of elderly patients may have calculi in the
common duct at the time of cholecystectomy. Undetected duct stones
are left behind in ∼1–5% of cholecystectomy patients. The overwhelming majority of bile duct stones are cholesterol stones formed in the gallbladder, which then migrate into the extrahepatic biliary tree through
the cystic duct. Primary calculi arising de novo in the ducts are usually
brown pigment stones developing in patients with (1) hepatobiliary
parasitism or chronic, recurrent cholangitis; (2) congenital anomalies of
the bile ducts (especially Caroli’s disease); (3) dilated, sclerosed, or strictured ducts; or (4) an MDR3 (ABCB4) gene defect leading to impaired
biliary phospholipids secretion (low phospholipid–associated cholesterol cholelithiasis). Common duct stones may remain asymptomatic
for years, may pass spontaneously into the duodenum, or (most often)
may present with biliary colic or a complication.

Diseases of the Gallbladder and Bile Ducts

Bile salt–induced diarrhea and gastritis Postcholecystectomy patients
may develop symptoms of dyspepsia, which have been attributed
to duodenogastric reflux of bile. However, firm data linking these
symptoms to bile gastritis after surgical removal of the gallbladder are
lacking. Cholecystectomy induces persistent changes in gut transit,
and these changes effect a noticeable modification of bowel habits.
Cholecystectomy shortens gut transit time by accelerating passage of
the fecal bolus through the colon with marked acceleration in the right
colon, thus causing an increase in colonic bile acid output and a shift
in bile acid composition toward the more diarrheagenic secondary bile
acids, i.e. deoxycholic acid. Diarrhea that is severe enough, i.e., three or
more watery movements per day, can be classified as postcholecystectomy diarrhea, and this occurs in 5–10% of patients undergoing elective cholecystectomy. Treatment with bile acid–sequestering agents
such as cholestyramine or colestipol is often effective in ameliorating
troublesome diarrhea.

Choledochal Cysts Cystic dilatation may involve the free portion of the 2083
CBD, i.e., choledochal cyst, or may present as diverticulum formation
in the intraduodenal segment. In the latter situation, chronic reflux of
pancreatic juice into the biliary tree can produce inflammation and
stenosis of the extrahepatic bile ducts leading to cholangitis or biliary
obstruction. Because the process may be gradual, ∼50% of patients
present with onset of symptoms after age 10. The diagnosis may be
made by ultrasound, abdominal CT, MRC, or cholangiography. Only
one-third of patients show the classic triad of abdominal pain, jaundice, and an abdominal mass. Ultrasonographic detection of a cyst
separate from the gallbladder should suggest the diagnosis of choledochal cyst, which can be confirmed by demonstrating the entrance
of extrahepatic bile ducts into the cyst. Surgical treatment involves
excision of the “cyst” and biliary-enteric anastomosis. Patients with
choledochal cysts are at increased risk for the subsequent development
of cholangiocarcinoma.
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in hypertonicity, and abnormalities of the sequencing or frequency
rates of sphincteric-contraction waves. When thorough evaluation
has failed to demonstrate another cause for the pain, and when cholangiographic and manometric criteria suggest a diagnosis of biliary
dyskinesia, medical treatment with nitrites or anticholinergics to
attempt pharmacologic relaxation of the sphincter has been proposed.
Endoscopic biliary sphincterotomy (EBS) or surgical sphincteroplasty
may be indicated in patients who fail to respond to a 2- to 3-month
trial of medical therapy, especially if basal sphincter of Oddi pressures
are elevated. EBS has become the procedure of choice for removing
bile duct stones and for other biliary and pancreatic problems.

Complications • Cholangitis Cholangitis may be acute or chronic,
and symptoms result from inflammation, which usually is caused
by at least partial obstruction to the flow of bile. Bacteria are present on bile culture in ∼75% of patients with acute cholangitis early
in the symptomatic course. The characteristic presentation of acute
cholangitis involves biliary pain, jaundice, and spiking fevers with
chills (Charcot’s triad). Blood cultures are frequently positive, and
leukocytosis is typical. Nonsuppurative acute cholangitis is most common and may respond relatively rapidly to supportive measures and to
treatment with antibiotics. In suppurative acute cholangitis, however,
the presence of pus under pressure in a completely obstructed ductal
system leads to symptoms of severe toxicity—mental confusion, bacteremia, and septic shock. Response to antibiotics alone in this setting
is relatively poor, multiple hepatic abscesses are often present, and the
mortality rate approaches 100% unless prompt endoscopic or surgical relief of the obstruction and drainage of infected bile are carried
out. Endoscopic management of bacterial cholangitis is as effective as
surgical intervention. ERCP with endoscopic sphincterotomy is safe
and the preferred initial procedure for both establishing a definitive
diagnosis and providing effective therapy.
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