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Case Report
Secondary intestinal amyloidosis presenting intractable 
hematochezia: a case report and literature review
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Abstract: Amyloidosis is characterized by an extracellular deposition of insoluble fibrils. Amyloid deposition caused 
various clinical symptoms associated with affected organs. Secondary amyloidosis without renal involvement and 
chronic inflammatory conditions is rarely reported. We experienced a case of secondary intestinal amyloidosis pre-
sented with recurrent hematochezia and abdominal pain in a 54-year-old male. Sigmoidoscopy and abdominal 
computed tomography (CT) presented ischemic colitis and necrosis of whole colon. On microscopically, pinkish 
amorphous materials were infiltrated in the lamina propria and the thickened submucosal vessel walls in colon. The 
apple-green birefringence with polarized light on Congo red stain was demonstrated in the lamina propria and sub-
mucosal vessel walls. The deposits were positive for amyloid A and κ and negative for λ. The echocardiography and 
cardiac MRI findings showed infiltratives cardiomyopathy involving amyloidosis. Despite of conservative treatment, 
ischemic colitis and hemorrhage were aggravated and the patient expired.
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Introduction

Amyloidosis is a disease characterized by extra-
celluar deposition of non-branching fibrils. 
Several forms of amyloidosis has been 
observed; primary or light chain (L)-associated 
AL amyloidosis, secondary amyloidosis with 
acute-phase reactant serum amyloid A protein 
(AA amyloidosis), familial amyloidosis (ATTR 
amyloid), hemodialysis-associated amyloidosis 
(Aβ2 amyloid), senile and localized amylodosis 
[1-5]. Secondary amyloidosis is associated with 
infectious, inflammatory, or less commonly, 
neoplastic disorders and renal dysfunction is 
the most common symptom of AA amyloidosis 
at diagnosis [2, 6-8]. The clinical manifestation 
of colonic amyloidosis may similar with other 
colonic diseases, such as inflammatory bowel 
disease, ischemic colitis, collagenous colitis, 
and malignancy [9, 10]. We present an unusual 
case of intestinal AA amyloidosis with intracta-
ble hematochezia, with no renal involvement.

Case report

A 54-year-old male was referred to our hospital 
with a 2 month history of recurrent hematoche-

zia and colicky lower abdominal pain. Two 
months ago, he visited the other hospital for 
bloody diarrhea and treated with infectious coli-
tis and symptom was recovered. However, 
bloody diarrhea was recurred after a month. He 
was transferred to our hospital for intractable 
bloody diarrhea and abnormal echocardiogra-
phy. On admission, he had an average 3 times 
stool frequency a day, with no abdominal pain, 
tenesmus, fever, nausea, or vomiting. Physical 
examination was unremarkable and laboratory 
findings revealed that red blood cell count 3.77 
M/uL (normal range 4.5-6.3); hemoglobin 11.6 
g/dL (normal range 14-18); hematocrit, 34.3% 
(normal range 38-52); white blood cell count 
8.87 K/uL (normal range 4-10) with an increas-
ing neutrophil count 66.9% (normal range 
55-65%); platelet 262 K/uL (normal range 140-
440). Serum IgG 272 mg/dL (normal range 
700-1600), IgA 15 mg/dL (normal range 
70-400) and IgM 20 mg/dL (normal range 
40-230) were all decreased. Other biochemical 
results were within normal range. Autoantibo- 
dies for rheumatic factor, anti-nuclear antibody, 
and anti-neutrophil cytoplasmic antibody were 
all negative. Toxin A for clostridium difficile was 
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negative in the stool. Stool cultures for 
Salmonella, Shigella, A. hydrophilia, V. entero-
colitica was negative. Simple Abdomen X-ray 
showed distended small and large bowel by gas 
with no evidence of obstruction. Colonoscopy 
showed coarse granular mucosa in whole 
colon. Especially, diffuse ulceration with necrot-
ic and hemorrhagic materials was observed in 
sigmoid to descending colon. Multiple biopsies 
were done through the whole colon. On micro-
scopically, pinkish amorphous materials were 
infiltrated in the lamina propria and the thick-
ened submucosal vessel walls in colon. The 
apple-green birefringence with polarized light 
on Congo red stain was demonstrated in the 
lamina propria and submucosal vessel walls. 
The deposits were positive for amyloid A and 
negative for κ and λ. Echocardiographic exami-
nation was performed to evaluate ischemic 
colitis. The echocardiography revealed asym-
metric thickness of septal wall and cardiac 
magnetic resonance imaging (MRI) showed dif-
fuse wall thickening of left ventricular, which 
suggested infiltrative cardiomyopathy involving 
amyloidosis. Protein electrophoresis and immu-
nofixation electrophoresis showed negative 
monoclonal light chains in serum and urine. In 
spite of conservative treatment, abdominal 
pain and recurrent hematochezia were continu-
ous and then an elective left hemicolectomy 
was performed. The several ulcerations with 
diffuse edematous change were observed in 
colon. Histologically, pinkish amorphous mate-
rials were infiltrated in the thickened submuco-

sal vessels wall in colon (Figure 1A). The apple-
green birefringence with polarized light on 
Congo red stain was demonstrated in the sub-
mucosal vessels wall. The deposits were posi-
tive for amyloid A (Figure 1B) and κ (Figure 1C) 
and negative for λ. And ischemic change of 
mucosa was observed. The patient expired 
from multiple organ failure on the fifth postop-
erative day.

Discussion

Amyloidosis is the extracellular deposition of 
non-branching fibrils in organs and tissues. 
Amyloidosis is caused by several different pro-
teins made up the amyloid fibrils [3]. Amyloido- 
sis is classified based on the protein that is 
present in the amyloid fibrils. Primary amyloido-
sis (AL Amyloidosis) presented immunoglobulin 
light chains. AL amyloidosis is the most com-
mon form [4]. It is associated with plasma cell 
dyscrasia related to multiple myeloma and 
clonal plasma cells in the bone marrow that 
produce amyloidogenic immunoglobulins [11, 
12]. Secondary (AA) amyloidosis presented 
serum amyloid A protein that is associated with 
infection, inflammatory, or neoplastic disease 
[1, 2]. AA amyloidosis has been reported in 
inflammatory disorder such as Crohn’s disease, 
ankylosing spondylitis, Reiter’s syndrome, 
rheumatoid arthritis and serum lupus erythe-
matosus; infectious processes such as tuber-
culosis, osteomyelitis and leprosy; and neo-
plastic disorder such as renal cell carcinoma, 

Figure 1. A: Pinkish amorphous materials were infiltrated in the thickened submucosal vessels wall in colon, HE, 
x200. B: The pinkish amorphous material stains for amyloid A, x200. C: The amyloid stains for κ, x200.
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and gastrointestinal (GI) stromal tumors [2, 
6-8].

The manifestations of amyloidosis were associ-
ated with affected organs. Secondary amyloi-
dosis could involve several organs such as kid-
ney, heart and adrenal gland [13]. Renal 
involvement was the predominant manifesta-
tion of secondary amyloidosis [2]. The clinical 
signs of renal AA amyloidosis presented pro-
teinuria or serum creatinine concentration or 
both [2]. The clinical sings of renal AA amyloido-
sis were often missed until the development of 
nephrotic syndrome [14]. The GI tract is a more 
common site of amyloid deposition in primary 
amyloidosis than secondary amyloidosis [15]. 
The common GI manifestations are non-specif-
ic and variable, including erosion, ulceration, 
bleeding, malabsorption, intractable diarrhea, 
obstruction, infarction or ischemia [16, 17]. 
Therefore, it is difficult to distinguish from other 
intestinal diseases, such as IBD, ischemic coli-
tis or malignancy [9, 10]. Endoscopic and radio-
logic features are also nonspecific included 
granular pattern and polypoid protrusions, ero-
sions, ulcerations and mucosal friability [18]. 
Cardiac involvement is rare in secondary amy-
loidosis, and even though it detected by echo-
cardiography [19, 20]. This patient presented 
intestinal symptoms at first and abnormality of 
echocardiography was found incidentally.

The type of amyloidosis must be determined 
after obtained positive biopsy results. The first 
step is to search for clonal plasma-cell dyscra-
sia [21]. Immunofixation electrophoresis of 
serum or urine used to detect monoclonal 
immunoglobulins or light chains [21]. Monocl- 
onal immunoglobulins or light chains are 
detected in most of patients with primary amy-
loidosis [21]. If there is no evidence of a plas-
ma-cell dyscrasia, another form of amyloidosis 
should be considered. A familial history of amy-
loidosis and unexpected progressive neuropa-
thy considered familial ATTR amyloidosis [21].

The aim of therapy for amyloidosis is to slow 
amyloid formation by reducing production of 
the amyloidogenic protein and to control of the 
clinical symptoms [22]. Surgical procedure 
should be contemplated only in an emergency 
setting or in localized disease because of the 
risk of decompensation of organs affected by 
amyloidosis [9, 23]. This patient underwent left 

hemicolectomy because conservative treat-
ment was not effective and symptoms were 
aggravated.

Herein, we report a case of secondary intesti-
nal amyloidosis presented with intractable 
hematochezia. Intestinal amyloidosis should be 
considered in patients with unresponsive to 
conventional treatment because its clinical 
manifestation was variable and non-specific.
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