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An Ankylosing Spondylitis Case Which  
Accompanies Portal Hypertension and Lichen Amyloidosis 
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ABS TRACT In this paper, we present a case that has been followed with Ankylosing Spondylitis (AS) for forty years and developed diabetes, 
iridocyclitis, lichen amyloidosis and hypertension over time. A 73-year-old male patient presented to our hospital with dyspnea and massive 
ascites with portal hypertension in the last one year. Cardiac and hepatic venous pressure measurements revealed mild pericardial thickening 
and intrahepatic sinusoidal portal hypertension in the liver. An infiltrative reason as metabolic, viral, autoimmune to develop portal hypertension 
was not found and systemic inflammation and vascular involvement due to AS was thought. TIPS was applied to the patient due to resistant 
ascites. After this operation, albumin was not needed, acid regressed and general condition improved. We aimed to present a very rarely seen 
association of AS, lichen amyloidosis and portal hypertension, and the curative result of TIPS operation in this case. 
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Ankylosing spondylitis (AS) is an inflammatory 
disease that predominantly results in the loss of 
movement, which leads to vertebral eruption begin-
ning before the age of 45 years. There are often 
(HLA) - B27 gene carriers. It usually begins with 
chronic back pain and holds one or more hinges or 
hinges around the vertebra. Different diseases such 
as uveitis (25-30%), psoriasis (10%), inflammatory 
bowel disease (IBD) (5-6%) can be added to this 
manifestations.1 

In AS, which is a systemic inflammatory disease, 
cardiovascular complications (acute coronary syn-
drome, stroke, venous thromboembolism, pulmonary 
embolism, pericarditis, conduction disorder, aortic 
root and valve occlusion) can be seen besides verte-
bral and articular involvement. In addition, restrictive 
changes in the lung and renal amyloidosis in the kid-

neys, IgA nephropathy, non-specific glomeru-
lonephritis may develop.2 

Portal hypertension (PH) is a condition that de-
velops with high pressure in the portal vein (normal 
pressure: 7 mmHg) and develops ascites, 
splenomegaly, porto-caval anastomosis and 
esophageal varices over time. There may be prehep-
atic causes leading to obstruction or narrowing in the 
vein port. The most important of the intrahepatic 
causes (>90%) is liver cirrhosis. In addition, idio-
pathic portal hypertension (IPD) should be consid-
ered in the differential diagnosis of intrahepatic 
presinusoidal PH. Posthepatic causes should be dif-
ferentiated between vena cava inferior, right heart and 
pericardial pathologies.3 

Lichen amyloidosis (LA) is the primary local-
ized type of amyloidosis involving the skin. This type 
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of fibrillary amyloid material only holds the skin 
without systemic arrest. The anterior aspect of the 
arms and legs is characterized by itchy hyperkeratotic 
papules on the back and hips. Although the cause of 
LA is unknown, degenerated keratin caused by 
chronic irritation of the skin is the return to amyloid 
material.4 

 CASE REPORT 

A 73-year-old male patient complained of abdominal 
distension, back and low back pain, itching, and dys-
pnea in March 2017. 

The patient’s anamnesis included history of 25 
years of hypertension, 20 years of diabetes mellitus, 
10 years of lichen amyloidosis, 5 years of iridocycli-
tis and hyperuricemia. He has been admitted due to 
increased abdominal distention (ascites) for one year. 
It was learned that he had undergone cholecystec-
tomy ten years ago and he has no family history. On 
physical examination, paleness, vertebrae and chest 
motion limitation, marked kyphosis, in the leg, arm 
and back, widespread and marked lichen and itching 
marks, tethered free ascites in the abdomen, 
splenomegaly were seen.  

The patient was further investigated for differ-
ential diagnosis of portal hypertension due to excess 
ascites and dyspnea as well as AS and LA. In labora-
tory tests; haemoglobin (g/dL) 8.9, platelets 
(x103/µL) 285, serum albumin (g/dL) 2.1, C-reactive 
protein (mg/dL) 24, serum amyloid A protein (SAA): 
8.50 mg/L (N: 0-7) and liver function tests were 
within normal limits. 

Hepatic and portal vein color doppler: Liver 
parenchyma echogeneity increased heterogeneously. 
The diameter of the portal vein increased. The current 
is hepatopedal. Hepatic vein and intrahepatic branches 
were open. Normal hepatic vein findings. 

Computed tomography of the abdomen: Liver 
contours show microlobulation. The portal vein was 
wide, and venous collaterals were observed around 
the splenic vein and around the stomach cardia. Com-
mon acid in the west. 

Upper esophago-gastro-duodenoscopy: First de-
gree of esophageal varicose veins. 

Heart and hepatic vein catheterization was per-
formed for the differential diagnosis of constrictive 
pericarditis and portal hypertension: Supererated hep-
atic vein wedge pressure: 24 mmHg, inferior hepatic 
vein wedge pressure: 21 mmHg, right atrium pres-
sure: 8 mmHg, pulmonary artery mean pressure: 26 
mmHg. Conclusion: Intrahepatic sinusoidal portal 
hypertension + mildly constrictive pericarditis. 

The patient who did not respond to diuretic treat-
ment and high volume paracentesis and required con-
tinuous albumin replacement was administered TIPS. 
The first 24-48 hour follow-up of the patient was per-
formed in the hospital. ”Speed 100 / sec, Stent Po-
tent“ was reported in the control. 

In this period, the patient had a temporary in-
crease in serum ammonia level and mild coma symp-
toms (grade 1). With the necessary medical follow-up 
and albumin support. The patient’s general condition 
improved after 48 hours. During the first month of 
follow-up, he needed paracentesis once a week. Suf-
ficient diuresis was provided with diuretic treatment. 
The serum albumin level gradually increased and al-
bumin replacement was not needed after the first 
month.  

The patient is still followed up with aldactazide 
50 mg daily and furosemide 20 mg twice a week. 

An informed written consent was obtained from 
the patient for reporting this case. 

 DISCuSSION 

The case, who had been treated with AS for 40 years 
and had been suffering from LA, iridocyclitis, hy-
pertension and diabetes for 10 years, was hospital-
ized due to portal hypertension and resistant acid 
which became prominent especially in the last year. 

The patient was primarily investigated for the 
etiology (prehepatic, hepatic and posthepatic) of por-
tal hypertension. No prehepatic cause was found. The 
etiology of viral (HBV, HCV), metabolic (hemochro-
matosis, Wilson), autoimmune, steatohepatitis and in-
filtrative disease (amyloidosis) which could lead to 
chronic liver disease were investigated. Viral and au-
toimmune signs were negative. Hemochromatosis 
and Wilson disease were excluded. Liver biopsy 
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could not be performed due to excessive ascites and 
risk of bleeding. 

It was thought that AS is a systemic inflam-
matory disease and especially venous vessels and 
venous thromboembolism can cause venous throm-
boembolism. This is confirmed by the fact that long-
term liver tests, especially ALT and AST, and the 
number of PLTs are normal and that no coma symp-
toms and high ammonia levels are seen despite ex-
cessive portal pressure elevation. Increased 
inflammatory and subsequent fibrotic progression 
was thought to lead to coarse liver.5,6 

As a result, LA and portal hypertension are a rare 
association in AS, which is a systemic inflammatory 
disease. In this case, in addition to the actual disease, 
TIPS application for the treatment-resistant acid was 
successful and there was no need for albumin and 
paracentesis. It was found appropriate to report the 
case. 
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