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A B S T R A C T   

Cronkhite -Canada Syndrome (CCS) is a rare non-hereditary disease characterized by multiple polyps in the 
alimentary tract and ectoderm changes, and there is no clearly diagnostic criteria and treatment methods. A 55- 
year-old Chinese woman was admitted to our hospital with diarrhea. She was diagnosed with Cronkhite-Canada 
Syndrome (CCS). The clinical symptoms of the patient included diarrhea, nausea, retching, anorexia, weight loss, 
and we found that she had alopecia, onychatrophy, rampant caries and skin pigmentation from the physical 
examination. Gastrointestinal endoscopy revealed multiple polyps in the gastric antrum, stomach body, ileocecal 
part and colon, and from the microscopically the polype hyperplsique was observed. The patient was treated by 
eradicating Helicobacter pylori and regulating the intestinal flora disbalance and his diarrhea improved within a 
short period of time. We suggested that she should take glucocorticoids orally, but the patient refused. Follow-up 
at 1 year showed that the symptoms of the patient had recurred sometimes, and she had taken Chinese herbal 
medicine orally a few times. At present, the symptoms of diarrhea are relieved, the weight of the patient has 
increased, and the hair and nails of the patient have grown again. From this case, we learned CCS can be likely 
ignored and not be diagnosed promptly because the low morbidity of CCS.   

1. Introduction 

Cronkhite-Canada syndrome (CCS) is a rare, non-hereditary disease 
characterized by multiple polyps and ectodermal changes in the 
gastrointestinal tract, also known as polyp-pigmentation-alopecia- 
onychatrophy syndrome [1]. It was first reported by Cronkhite and 
Canada in 1955 [2]. There are more than 500 cases worldwide, 75% of 
which occurred in Japan [3]. According to the different initial symp
toms, Japanese scholars divided CCS into 5 types [4]: type I (diarrhea 
type), type II (taste loss type), type III (oral dryness type), type Ⅳ 
(abdominal discomfort type) and type Ⅴ (hair loss type). 

CCS may be significantly underestimated in many Gastrointestinal 
wards. However, in recent years, there is an increasing number of cases 
reported due to the prompt recognition and accumulated experience of 
clinicians, as well as the development of lab examinations. Here we 
report a case of CCS and follow up 1 year the patient has a relief. Since 
no guideline or expert consensus has ever been achieved in CCS, it is 
meaningful to summarise all the related studies in order to provide more 
critical insight of the diagnosis, monitoring and management of this rare 
disorder to clinicians. This case report has been reported in line with the 
SCARE Criteria [5]. 

2. Case presentation 

A 55-year-old Chinese traditional housewife was admitted to our 
hospital with diarrhea. This patient had no past surgical history, drug 
history and allergies history, and her family history was not- 
contributory, and she did not have bad habits, such as smoking, 
alcohol, and recreational drug use. About 2 months earlier, she had 
undergone clysis for constipation at a local hospital. After that, she 
suffered from severe diarrhea that the defecating frequency was greater 
than 10 times a day, so she had to take antidiarrheal drugs every day, but 
her diarrhea was not alleviated. She observed the routine stool test in the 
outpatient service of our hospital and the leukocytosis and fecal occult 
blood was in the examination. 

Because of the severe diarrhea and abnormal results of the routine 
stool test, the patient had to be hospitalized in our hospital. After 
admission, the laboratory examination showed that the deficiency of 
serum zinc and the abnormality of Complement 3, while the infection of 
Helicobacter pylori and the positive fecal occult blood test and other tests 
were normal. And the abnormality were not observed in the computer 
tomography (CT) of the abdomen. While the results of gastroscopy by 
endoscopist with lots of years of training in our hospital showed that the 
mucosa edema of the cardia, gastric fundus, gastric body, gastric angle 
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and gastric antrum was observed and the mucosa was filled with 
apophysis lesion with the appearance of polypuses, and the descending 
part of the duodenum was full of it with the appearance of polype hy
perplasia. The results of colonoscopy showed that mucosa edema, 
scattered hemorrhage and multiple apophyses with the appearance of 
polypuses were observed from the ileocecal valve to 20 cm from the anus 
and numerous polyps were found in the ileocecal, ascending, transverse 
colon and other abnormality were not observed. 

Fig. 1Awas a photograph of the tissue involving the gastric antrum 
and gastric body. Histopathological examination of the resected 

specimen showed a macroscopic appearance of grayish white tissue 
involving the gastric antrum and gastric body. Microscopically, polype 
hyperplsique was observed. Fig. 2A was a photograph of the tissue 
involving the ileocecal junction. Histopathological examination of the 
specimen showed a macroscopic appearance of grayish white tissue 
involving the ileocecal junction. Microscopically, acute and chronic 
mucosal inflammation and the expansion of the glands and crypt abscess 
were found. It is rare for the multiple polyps we considered the patient 
maybe have an immune system disease, so the patient had a tests of 
autoimmunity, and the index of the immunity system was normal and 

Fig. 1. A The mucosa of the cardia, gastric fundus, gastric body and antrum was extensively edematous with polypoid eminence. B Follow-up at 1 year, polyps in 
stomach decreased significantly. 

Fig. 2. A Extensive polyps were widely distributed in the ileocecal, ascending and transverse colon. B Follow-up at 1 year, polyps in intestinal tract decreased 
significantly. 

Fig. 3. Form the physical examination we found that the patient had alopecia, onychatrophy, rampant caries and skin pigmentation.  
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the serum protein electrophoresis was mildly changed. From the phys
ical examination, we found that the patient had alopecia, onychatrophy, 
rampant caries, weight loss and skin pigmentation. The diagnosis of 
Cronkhite Canada syndrome (CCS) was established because of these 
physical characteristics and a related inspection. Because there is no 
uniform standard for the diagnosis of CCS the patient was treated with 
protecting the mucosal barrier and regulating the intestinal flora of 
disbalance, and his diarrhea improved within a short period of time. The 
patient accepted the treatment of supplementing trace elements because 
of deficiency and the patient also accepted the treatment of eradicating 
Helicobacter pylori because of infection. We suggested that the patient 
take glucocorticoids to have a relief, but she refused considering the side 
effects of glucocorticoids. The patient was followed up irregularly 
within 1 year and had not totally adhered to the advice provided by chief 
physician, but after 1 year she still had a hospitalization, we found the 
symptoms of the diarrhea are relieved, the weight of the patient is 
increased, and the hair and nails of the patient have grown again (see 
Figs. 3 and 4). 

3. Discussions 

The pathogen of CCS is still not clear at present. Some scholars think 
that the occurrence of CCS may be associated with the immune system, 
and a report discovered that symptoms are relived after taking cortico
steroids [6]. The polyps in some CCS patients with pathological exam
ination were found to have IgG4 plasma cells infiltrating [7]. We 
suggested that the patient take glucocorticoids to have a relief, but she 
refused considering the side effects of glucocorticoids. Some studies 
show that CCS is associated with genetic factors and there might be some 
familial aggregation [8]. Some studies have found that the occurrence of 
CCS may be related to infection, among which Helicobacter pylori 
infection is the most common, and the symptoms are improved after 
eradication of Helicobacter pylori treatment [9]. Some research found 
that the deficiency of trace elements, such as zinc and copper, may lead 
to the occurrence of CCS [10]. 

There is no uniform standard for the diagnosis of CCS, which is 
usually diagnosed by medical history, physical examination, endoscopic 
examination and pathological results. Patients are characterized by 
multiple polyps in the gastrointestinal tract, skin pigmentation, sparse 
hair, onychatrophy, diarrhea, emaciation, etc, and from this we need to 
consider CCS. CCS usually needs to be differentiated from familial 
adenomatous polyposis (FAP), Peutz-Jeghers syndrome, Turcot syn
drome and other diseases. FAP is characterized by large and small ad
enomas in the colorectal region, and it is an autosomal inherited 
hereditary disease, showing multiple adenomas in the large intestine, 
and the incidence is more common among young people. Most polyps 
are adenomatous with high malignancy [11–13]. Peutz-Jeghers syn
drome is an autosomal dominant hereditary disease characterized by 
dark spots on the lips and extremities, multiple hamartomatous polyps 
in the gastrointestinal tract, and susceptibility to highly malignant 

tumors and the polyp is mainly located in the small intestine and ileum 
and the polyp pathology is hamartomatous polyps [14–16]. Turcot 
syndrome, also known as brain-tumor-polyposis-syndrome, is a rare 
hereditary disease first reported by Turcot in 1959, and its clinical fea
tures are familial multiple colonic adenomas, colorectal cancer and 
malignant tumors of the central nervous system [17]. 

Chinese studies have pointed out that the typical endoscopic feature 
of CCS is multiple polyps or nodular eminence with the pathology of 
diffuse hyperemia and edema in the gastric, duodenal and colonic mu
cosa, which merge with lymphatic dilatation-like changes in the duo
denum or terminal ileum [18]. Gastrointestinal polyps of the CCS are 
widely distributed with different diameters and local clusters, while 
some patients showed atypical endoscopic manifestations, and because 
the disease is rare, it is high for the misdiagnosis rate and missed diag
nosis rate of diseases [6]. Proliferative polyps and hamartomatoid 
polyps were common histopathology in CCS and 31%–71% of patients 
were complicated with adenoma or adenomatoid changes in the diges
tive tract [19]. 

There is no agreed standard for the treatment of CCS in the world, 
and it is still in the exploratory stage. Some research has shown that oral 
corticosteroids have a certain efficacy in the treatment of CCS [20]. 
However, there is no recognized standard for the treatment of CCS in the 
world, and it is still in the exploratory stage. Studies have shown that 
oral corticosteroids have a certain efficacy in the treatment of CCS. The 
side effects of oral glucocorticoids, such as peptic ulcer, osteoporosis and 
electrolyte disorders, should not be underestimated. The use of immu
nosuppressants is helpful for the treatment of CCS. Some studies have 
pointed out that gastrointestinal polyps can disappear after the use of 
mesalazine [21]. Parenteral nutrition could effectively improve intesti
nal function and play a certain role in the recovery of diseases. Some 
scholars have also pointed out that the use of antibiotics is also helpful to 
the recovery of diseases [8]. 

Prognosis of CCS is related to complications. Complications of CCS 
include gastrointestinal bleeding with anemia, intussusception, hypo
proteinemia, rectal prolapse, malabsorption, electrolyte disorder, in
flammatory bowel disease and vitamin deficiency [22]. There are 383 
CCS patients in Japan, of which 40 were diagnosed with gastric cancer 
and 51 with colon cancer [23], so endoscopic examination and patho
logical biopsy of CCS are particularly important. The prognosis of CCS is 
poor, because CCS is a rare disease and clinicians may have some 
misdiagnosis, what is more importantly, CCS is often associated with 
cancer. 

We believe that there will be a great breakthrough in the treatment of 
CCS with the development of endoscopic technology and improvement 
of science and technology. 
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Fig. 4. Follow-up at 1 year, the hair and nails have grown again and skin pigmentation has been relieved.  
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