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Sclerosing cholangitis is a chronic inflamma-
tory fibrosing process involving the septal and 
larger intrahepatic ducts. It has been described 
as occurring separately or in association with in-
flammatory bowel disease, retroperitoneal fibrosis, 
or Riedel's thyroiditis. Clinically, the patient may 
be asymptomatic or jaundiced. Microscopically, 
sclerosing cholangitis is identified by a nonspecific 
inflammatory infiltrate surrounding the ductal 
system with evidence of ductal fibrosis. The ab-
sence of ductal proliferation is a key feature in 
distinguishing it from primary biliary cirrhosis. 
The natural course of the disease is variable, and 
many patients eventually die of hepatic failure or 
portal hypertension. However, a number of re-
ports indicate that the condition of patients with 
primary sclerosing cholangitis may stabilize for 
several years. 

There is presently no definitive means of moni-
toring patients with sclerosing cholangitis. Al-
though liver biopsy is the most accurate means of 
assessing the intrahepatic inflammatory process, 
biopsy supplies only indirect evidence of the 
status of extrahepatic sclerosis. In past reports1- 2 

investigators have indicated a need for a second 
laparotomy in these patients, but others have sug-
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gested the use of percutaneous trans-
heptic cholangiography3 in assessing 
the status of the extrahepatic ductal 
system prior to surgery. A less invasive 
technique would obviously be benefi-
cial in following patients with primary 
sclerosing cholangitis. 

This report outlines the progress of 
a patient with sclerosing cholangitis. 
T h e status of the extrahepatic ducts 
was reevaluated by endoscopic retro-
grade cholangiography. The value of 
this technique in assessing patients 
with primary sclerosing cholangitis is 
discussed. 

Case report 

A 37-year-old white man was referred to 
the Cleveland Clinic on May 3, 1973, for 
evaluation of persistently abnormal liver 
function studies. H e had been well until 
March 1970, when he attempted to donate 
blood and was found to have an elevated 
serum bilirubin level. Liver function 
studies disclosed the following values: 
total serum bilirubin 1.2 m g / 1 0 0 ml with 
0.4 m g / 1 0 0 ml direct reaction; alkaline 
phosphatase, 230 International units ( IU) 
(normal 30 to 85); serum glutamic oxalo-

Fig. I. Operative cholangiogram, June 1970, 
showing severe narrowing of the common bile 
duct, hepatic and intrahepatic ducts. Con-
trast material in the duodenum indicates 
patency of the narrowed common duct. 

acetic transaminase (SGOT), 95 Karman 
units (normal 10 to 40). Other blood 
chemistry values were normal. T h e initial 
impression was viral hepatitis. Serum bili-
rubin levels during the next 3 months re-
mained elevated. In J u n e 1970 icterus be-
came apparent and to evaluate the 
persistent hyperbilirubinemia, a laparot-
omy was performed on J u n e 23, 1970. 
Operative findings included a large, di-
lated, thin-walled gallbladder which could 
not be made to empty through the cystic 
duct, marked dilatation of the distal cystic 
duct, and proximal fibrosis and narrowing 
of the common bile duct. With some dif-
ficulty, a small T-tube was inserted into 
the common duct and a T- tube chol-
angiogram was obtained (Fig. 1). This was 
interpreted as showing hypoplasia of the 
intrahepatic and extrahepatic duct system. 
Cholecystectomy was performed and an 
open wedge biopsy of the liver was ob-
tained. 

Microscopically, the liver tissue showed 
sinusoidal congestion, with an inflamma-
tory infiltrate surrounding the bile ducts. 
T h e segment of extrahepatic bile duct 
showed severe inflammation involving the 
submucosal connective tissue and glands. 
T h e r e was a predominance of lymphocytes 
with scattered areas of polymorphonuclear 
leukocytes. T h e gallbladder showed mod-
erately severe, chronic inflammation in-
volving the mucosa and making a villous 
pattern. Numerous plasma cells and 
lymphoid follicles were identified in the 
gallbladder. T h e r e was no evidence of 
carcinoma or infectious agents in the 
pathology specimens. 

Postoperatively, the total serum bili-
rubin fell from 3 m g / 1 0 0 ml to 0.8 mg/ 
100 ml. T h e T- tube was removed 3 weeks 
after surgery and the patient remained 
anicteric. During the next 2 years, the 
bilirubin fluctuated between 1 m g / 1 0 0 ml 
and 3 m g / 1 0 0 ml. Florantyrone (Zanchol), 
one tablet four times a day, was prescribed 
by the physician 6 months after surgery 
when the patient complained of malaise. 
This medication could not be discon-
tinued without recurrence of malaise. One 

require permission.
 on July 24, 2025. For personal use only. All other useswww.ccjm.orgDownloaded from 

http://www.ccjm.org/


Fall 1974 

year before he was seen at the Clinic, per-
sistent vesicles developed on the dorsum of 
his hands after exposure to sunlight. A 
skin biopsy was obtained and a diagnosis 
of porphyria cutanea tarda was made. In 
April 1973 the total serum bilirubin level 
was 2.1 m g / 1 0 0 ml, bromosulphalein 
(BSP) retention was 26 m g / 1 0 0 ml at 45 
minutes, alkaline phosphatase was 270 I U 
and the S G O T was 115 Karman units. 

When seen at the Cleveland Clinic on 
May 3, 1973, the patient complained of 
occasional malaise occurring at the end of 
the day. He stated that he had no history 
of jaundice, pleuritis, or recent change in 
the color of urine or stool. On physical 
examination he was a well-developed, well-
nourished man in no acute distress. Scleras 
were normal. Abdominal examination re-
vealed a liver span of 12 cm. There was no 
splenomegaly nor abdominal masses. Areas 
of scarring and small ulcerations were 
present on the dorsum of the hands. T h e 
remainder of the physical examination 
was normal. 

T h e patient was admitted to the Cleve-
land Clinic Hospital on May 7, 1973. An 
intravenous cholangiogram gave inade-
quate visualization of the bile ductal sys-
tem. On May 11, 1973, the patient under-
went retrograde cannulation of the 
ampulla of Vater (Figs. 2 and 3). These 
films showed severe hypoplasia and bead-
ing of the biliary ducts and narrowing of 
the common bile duct; changes compatible 
with sclerosing cholangitis. T h e postcan-
nulation course was complicated by gram-
negative sepsis with Enterobacter cloacae 
which responded to treatment with ceph-
aloridine and gentamicin. Before the pa-
tient's discharge from the hospital, a liver 
biopsy specimen showed minimal bile 
stasis with no evidence of acute inflamma-
tion. Biopsy specimens of the lesions on 
the dorsum of the hands showed dermal 
fibrosis and solar elastosis compatible with 
porphyria cutanea tarda. T h e r e was no 
evidence of gamma-A globulin (IgA), 
gamma-M globulin (IgM), or gamma-G 
globulin ( I g G ) on immunofluorescence 
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Fig. 2. Retrograde cholangiogram showing 
severe narrowing of the intrahepatic and com-
mon bile ducts. T h e duodenoscope is in the 
descending duodenum and the catheter is in 
the ampulla of Vater. 

Fig. 3. Later film of narrowed biliary system. 
Contrast material is seen in the duodenum. 

studies of the skin and liver biopsies. T h e 
patient was referred to his family physician 
for follow-up. In March 1974, without 
treatment, total serum bilirubin level was 
2 m g / 1 0 0 ml with a direct bilirubin of 
0.3 m g / 1 0 0 ml, and except for occasional 
malaise at the end of the day, he had no 
symptoms. 
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Discussion 

Endoscopic retrograde cannulation 
is a useful technique in diagnosing 
disorders of the biliary and pancreatic 
ducts. Safrany et al4 emphasized the 
success of this procedure in diagnosing 
biliary disorders, i.e., gallstones ob-
structing the common duct, pan-
creatic tumors, pseudocysts and stric-
tures of the bile ducts, and carcinoma 
of the bile ducts. Patients with obstruc-
tive lesions of the bile ducts often 
are unable to concentrate intravenous 
cholangiographic media, and views of 
the biliary system are unobtainable, 
whereas retrograde cholangiography 
can provide the clinician with ade-
quate visualization of the biliary sys-
tem. In addition, it is now also possible 
to view and biopsy lesions in the 
region of the papilla of Vater. 

Until now the diagnosis of extra-
hepatic obstruction due to sclerosis of 
the biliary system was limited to in-
travenous or operative cholangiog-
raphy. Roentgenograms show beading 
of the intrahepatic radicles, mainly 
those in the large ductal biliary system.5 

This finding is not in itself diagnostic. 
Generalized narrowing of the biliary 
system described as a "pruned tree 
silhouette" is also seen in primary 
biliary cirrhosis. Endoscopic retrograde 
cholangiography provided adequate 
evalution of the biliary ductal system 
in this patient. By comparing this 
cholangiogram with the cholangio-
gram done during his surgery in 1970, 
an estimate of the present status of the 
biliary system was obtained. 

The major problem in sclerosing 
cholangitis is differentiation from car-
cinoma of the bile ducts, which can 
only be adequately done by long-term 
follow-up of the patient. Unfortu-

nately, even direct biopsy of the biliary 
system is not completely reliable in 
diagnosing bile duct carcinoma. At 
present we are unable to obtain ade-
quate biopsy specimens of the biliary 
system without surgery, but with im-
proved techniques endoscopic biopsies 
may also be possible. 

It should be emphasized that when 
obstructive lesions of the biliary ducts 
are suspected, antibiotics should be 
given to the patients before retrograde 
cholangiography. If an unexpected ob-
struction is found during the proce-
dure, the antibiotic should be given 
immediately. Ampicillin or the ceph-
alosporins deliver a high concentra-
tion in the bile and seem well-suited 
for treating biliary infections in pa-
tients with obstruction. Bacteremia 
and cholangitis developed in this pa-
tient after the procedure. This might 
have been avoided if antibiotics had 
been started as a prophylactic measure 
prior to endoscopy. 

A liver biopsy performed after re-
covery from the cholangitis allowed 
adequate evaluation of the current 
status of the intrahepatic process and 
suggested a degree of resolution of the 
hepatic inflammation. Hepatic inflam-
mation had subsided leaving extrahe-
patic biliary fibrosis. By evaluating the 
results of liver biopsy and cholangio-
gram, surgery was avoided. 

Retrograde endoscopic cholangiog-
raphy appears to be an effective means 
of evaluating the biliary ductal system, 
and in this instance provides an in-
sight into the status of a patient with 
a diagnosis of sclerosing cholangitis. 
Although it is not necessarily helpful 
in distinguishing between carcinoma 
and inflammatory lesions of the biliary 
ductal system, it is a safe means of 
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evaluating the ductal system in pa-
tients with an established diagnosis. 
Combined with liver biopsy and liver 
function tests, endoscopic cholangiog-
raphy offers a meaningful picture of 
the activity of the patient's illness. 
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