LOW GRADE APPENDICEAL NEOPLASM: A CASE REPORT

ABSTRACT

Mucinous tumors of appendix are not frankly malignant, but if ruptured can result in
intraperitoneal spread and development of pseudomyxoma pertonei [PMP]. At the
lower end of spectrum are Low grade mutinous neoplasm [LAMN], which have been
historically called mucoceles of appendix and accounts for less than 0.3% of
appendectomy findings. We present the case of 33 years old male who had
complaints of sudden onset of pain abdomen for 5 days. Computer tomography
was done with evidence of dilatation of appendix with cystic lesion of 50*43mm.The
patient underwent laparotomy with right hemicolectomy. The histology report showed
a low grade appendiceal neoplasm. Therefore LAMN should be considered as one of
the differentials in patients presenting with acute abdomen and right iliac fossa mass.
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INTRODUCTION

Appendiceal mucinous neoplasms are rare [1-3]. These lesions are extraordinarily
variable and can range from non-neoplastic to neoplastic and tends to occur in the
5" to 6™ decade of life and are more common in females [4]. They arise from the
luminal mucosa of the appendix and produce thick, tenacious mucus. LAMNSs
always lack overt infiltrative epithelial invasion of the appendix. These lesions are
pathologically flat or villous with associated epithelial mucin. The serosal surface
may appear completely normal. Mucin continues to fill the lumen and eventually the
appendix may rupture [5]. This can lead to peritoneal seeding of mucin —producing
cells leading mucinous ascites,a condition known as pseudomyxoma peritonei
(PMP) [6,7]. Nodal and hematogenous metastases are uncommon. LAMNs are
usually discovered incidentally during radiologic or endoscopic evaluation for
unrelated complaints or in the pathologic specimen of an appendectomy.

Patients are often asymptomatic or have nonspecific symptoms [8]. The most

frequent symptom is right lower quadrant pain, which can mimic as acute



appendicitis. An abdominal mass is occasionally palpable. Patients can also present
with intermittent colicky pain and gastrointestinal bleeding associated with
instussuseption of mucocele, intestinal obstruction, genitourinary symptoms due to
right ureter obstruction; rarely, acute abdomen from mucocele rupture and sepsis[9].
If the tumor has ruptured, drop ovarian metastasis is common and patient may
present with large ovarian tumors, which are frequently confused for primary tumor.
LAMNs previously known as appendiceal mucinous cystadenomas, are rare
mucinous tumors of appendix showing low grade cytological atypia. We present the
case of 33 years old male and was found to have LAMN presenting as acute

appendicitis, treated by right hemicolectomy.

Presentation of case

A 33 years old male presented with complaint of pain abdomen since five days,
before which patient was apparently well. Initially pain was in the epigastric region
and then the pain get localized to right lower quadrant. It was associated with
nausea, vomiting and fever which was documented to be 101 F. There was no
history suggestive of altered bowel and bladder habbits. History of similar episode of
pain was present 2 years back but patient did not underwent any treatment and

relieved by itself.

On examination patient was conscious cooperative and oriented to time, place and
person. His vitals were blood pressure 122/80mmHg, pulse -112/min,oxygen
saturation:98%, temperature :38C. On examination of abdomen it was non
distended, guarding in right lower quadrant, positive McBurney sign, no lump
palpable and decreased bowel sounds. The blood tests had the presence of total
leucocyte counts 14.1* 1073/Ul,Neutrophilia [81.1%], Lymphocytes [15.6%],
Monocytes [3.3%], and CRP of 50mg/L. Abdominal ultrasonography was showing a
well defined heterogenusly hypoechoic collection of 5.4*4.4*5.5cm with internal
echogenic content in right iliac fossa and increased echogenicity of surrounding
peritoneal fat. Computer tomography was suggestive of dilated appendix with
hypodense cystic lesion of size 50*43mm with heterogenous contents and

calcification in the lumen wall. [Figure.1]



Figure.l Heterogenous contents and calcification in the lumen wall

Patient underwent exploratory laparotomy with right hemicolectomy. Grossly there
was a hard to cystic mass of 5*5 cm involving caecum, appendix and distal ileum.
Histology of tissue specimen [Figure.2] indicated LAMN with columnar epithelial cells

with foci of mucin and showing low grade dysplasia. There were five lymph nodes

having reactive lymphoid hyperplasia.




Figure.2 Histology of tissue specimen

The tumor markers [CEA, CA 19.9] of this patient were within normal limits. Patient
was discharged in satisfactory condition and seen in follow up for 2 years and doing

well.

Discussion

Appendiceal mucinous lesions are heterogenous group of non- neoplastic lesions
(mucocele) and neoplastic lesions (serrated polyps, hyperplastic polyps, LAMN,
HAMN, and mucinous adenocarcinomas) [10]. Presently LAMNs are staged
according to the 8th edition of the American Joint Committe on Cancer Staging
Manual. The staging depends on the depth of invasion through appendiceal wall.
Histologically, a villous or flat proliferation of mucinous epithelium with low- grade
atypia is hallmark of LAMNs[14]. Even though they don’t have any malignant
features but these are precursor lesions to pseudomyxoma peritonei. The prominent
mucin production increases intraluminal pressure, which may peneterate into or
through the appendix wall, subsequently disseminate to the peritoneal cavity, and
cause mucinous ascites ultimately. Bell et al. conclude that LAMNs are indolent
neoplasms when confined to the appendix, in this 117 case series only 1 case led to

pseudomyxoma[15].

Patients are often asymptomatic or have nonspecific symptoms and the diagnosis is

made incidentally in the course of another examination.

The gold standard preoperative diagnostic imaging test is computed tomography CT
scan. The finding of calcification in the wall is very much suggestive of mucinous
neoplasia but it is found in less than 50% of cases [11,12]. In addition CT scan also

allow us to evaluate the extent of disease and to diagnose complcations including



inflammation, invagination, torsion, compression of ureter and the presence of
peritoneal disesase. Kehagias et al documented on CT scans of a LAMN presented
as acute appendicitis a cystic mass with 83 mm diameter that contained a partly

curvilinear calcification similar to our case [11].

The measurement of tumor markers (CEA, CA19.9, CA125) may be useful.
Carmignani et al found that 67% of patients have elevated markers [13]. In our

patient tumors markers were normal.

The definitive management of LAMNSs is the surgical approach, but there are
discrepancies in the extent of surgical resection. We perform right hemicolectomy in
this case, as the ileocaecal valve was not patent. The patient is under close follow up
for 2 years and is asymptomatic to date. Appendicectomy alone is curative for
benign and grossly intact mucinous neoplasm. Right hemicolectomy is only
recommened when there is risk of ileocaecal valve injury due to traumatic

manipulation or protusion of tumor towards the caecal lumen [12].

Conclusion

Mucinous appendiceal neoplasms can present with a variety of clinical
manifestations .Extreme care is taken to prevent the rupture of appendix during
manipulation to avoid iatrogenic dissemination of mucin producing cells. Accurate
histopathological evaluation is essential to assess malignancy risk, metastasis and
outcome of patient presenting with acute appendicitis. Maintaining a high index of
suspicion for the possibility of appendiceal neoplasm is crucial in deciding
appropriate management modality. Further studies are needed to determine the

management and monitoring strategies for LAMNS.
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