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Mucinous Cystadenocarcinoma of the Appendix
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acute gppendicitis is presented. An interesting
Introduciion feature of this patient is that her preoperative

plasma carcinoembryonic antigen (CEA) level

mary adenccarcinoma of the appendix is was 1,400 ug with normal range from o to

PO
wi often suspecred  vreeperatively and very 2.5ug/ml and nostoperatively this level grodu-
am, If ever, has been diagnosed pricr to ally came doaw:n to o normal level of 1.7 ug/ml
surzical exploration.  The first case of adeno- in 7 moenths and staved within normal range

carcinoma of the appendix wes reported by since.

Berger  in This  tumor  apoarently

presented as o fungating mass in the right Report of a Case

lower quadrant of the abdomen and exact site

of origin as to the appendix or the cecnl uren A 72 year old Caucasian female was admitted

is not clear.® Review of the literature suggests to the hospital because of a large abdominal

that less than 200 czses of non-carcinoid ma- mass. Exact duration was unknown but gradual

lignant epithelinl neoplasms of the appendix protuberance of her abdomen was noticed by

have heen reported until 1982, her family at Jeast for about a year. The
One patient with mucineus cystic adenocar- patient complained of urgency and frequency

cinoma who presented with a large abdominal of urination, voiding small amount each time

mass without usual symptoms and signs of and nocturia, getting up approximately six
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times a night. Patient denied nausea, vomiting,
abdominal pain, or bowel irregularities. She
has suffered from forgetfulness and mental
confusion and pertinent history was obtained
from her family. Past history was essentially
Father died at

the age of 80 in a mental institution and mother

negative for serious illnesses.

died at the age of 50 from carcinoma of the
stomach. One sister was suffering from diabetes
mellitus and hypertension but seven remaining
siblings were reportedly healthy. The patient
was on no medIcation at the time of admission
and she did not drink alcohol mnor smoke.
Physical examination revealed confused and for-
getful elderly lady, physically healthy looking
without any distress. She was cooperative and
followed instructions reasonably well. Temper-
ature was 98.5° F, pulse 108, respiraticn 20,
blood pressure 150/78. A large basket ball size
mass was visible and palpable in the lower
abdomen reaching just ahkove the umbilicus.
Pelvic examination was not conclusive due to
large abdominal mass which prevented accurate
palpation of the uterus. No hepatosplenomegaly
was present and rectal examination was
negative and occcult blood for steol was also
negative.

Hemoglobin was 13.7, hematocrit 43%;, WBC
count 7,200 with normal differential count.
Chemical profile was entirely within normal
limit. Plasma assay of carcinoembryonic antigen
(CEA) was markedly elevated to 1,400 ug/ml
with normal range from v o 2.5 ug/ml. Chest
X-ray showed elevated right hemidiaphragm
but otherwise normal and flat plate of abdomen
revealed a large soft tissue density over the
lower abdomen but the margin was not well
defined. Several calcifications were seen in the
pelvis above the urinary bladder. Intravenous
pyclogram identified mild dilatation of the right
collecting system and right proximal ureter
probably due to compression on the right ureter
by the mass. Flexible fiberoptic sigmoidoscopic
examination was normal up to 35 cm from the
anal verge and Pap smear was class I showing

no tumor cells.

At operation on September 17, 1980, a large
cystic mass was found occupying entire lower
abdominal and pelvic cavity and the upper end
of the cystic mass reached above the umbilical
level. Marked adhesions were present hetween
mucinous
When

the entire cystic mass was finally mobilized and

peritoneum and the mass. Some

material was lost during manipulation.

freed from all adhesions, it was found to be
originating from the appendix. The base of
the appendix, about 2 cm in length, was grossly
normal. The cystic mass with normal base of
the appendix vas removed and the peritoneal
cavity was thoroughly irrigated removing all
mucoid spillage. Exploration of the abdominal
cavity showed atrephic ovaries and uterus with
numerous fibroids but no evidence of metastasis
was found. Postoperative course was uneventful.

The gross specimen was a 2212 7cm, oval,
pale tan, smcoth, glistening mass arising from
appendix which kad a weight of 800 gm. The
actual size was bigger than this duc to some
spillage and suctioning through a tear in the
cyst during surgery. A mucoid irregular shaped
excrescence Y43, 5em was protruding  from
one portion of the mass. The cyset wall was
ranging up to (.3 c¢m in thickness and lined
by mucoid material and friable, amorphous,
pale vellow moterizl. In one section of the wall

there was a poorly circumscrited, frinble,

granulur,  coleified mess 2.5cem in greatest
dimensicn. The huse of the appendix connected
to the mass mezsured L.5em in diameter and
2.0cm in dength and the lumen appeared
distended by mucus and mucoid material.
Microseopiec  examination showed primerily
mucinous materict with cceasionzl islands of
epithelial cells which are mucin preducing and
showed significant cytologic atypia and invasion.
Secticns of the base of the appendix showed a
marked proliferaticn ¢f the mucesa and long
papillary  fronds lined by  akundant mucin
producing ceils showing various degrees of
cytologic atypia. There was only very focal
invasion of the wall by the neoplasm in these

sections.



Bk R

24 1S 1983

Fuarther operation for right hemicolectomy
was recommended but patient’s family refused.
Plasma CEA levels postoperatively were:350ng/
ml on September 23, 1980, 2.5 on December
27, 1980, and 1.7 on April 6, 1981, CEA levels
afterwards remained within normal limit.

At the time of this report this patient showed
no sign of any tumor recurrence or metastatic

dicease and other than her mental status and

obesity which she has acquired since the oper-

arion, her physical condition was satisfactory.

Discussion

Tumors of the appendix arc uncommon and
primary adenocarcinoma of the appendix occu-
or

pies only 695 of all neoplasms of the zppendix. @

The incidence of primary adenocarci a of the

appendix has been estimated as 0.08% of all

appendices removed surgically® and it comprises
0.2 to (,5% of all gastrointestinal neoplasms, ©
There has heen considerable confusion regarding
the classification of these tumors. Usually these

tumors are classified into three types:™ car-

2B

type (9070, cvstic type '&56%.], and

cinoid

colonic type [1.5%). The carcinomas of the

cvstic type has been known as malignant

mucoceles. The term mucocele refers to a lesion
of the appendix with a dilated lumen filled with
mucus. In 1973, Higa and his associates recom-

"

mended elimination of the ferm “mucocele
<ince it referred only to the presence and effets
of 2ccumulation of mucus in the lumen of the

Tw

appendix and they reclessified “mucoceles” into

fa, mucinous

focal or diffuse mucosal hyvperpla

cvstadenema, and ucinous cystadenocurcino

nu 0T Arahne and Reyes presented & new

assification of primary epithelial tumors of the
appendix after reviewing 19 primary neoplasms
of the appendix seen between the years 1950
and 1978 ot the Hines V. A,

which was more or less similar to the classifi-

Medical Center

cation of Uihlein and McDonald mentioned

ashove. Arahna and Reyes also recommended

that the term mucocele should he discarded.®

Onlv one out of 19 patients  with primary

neoplasms of the appendix had mucinous cysta-
denocarinoma in their series. ™

The majority of patients with adenocarcinoma
of the appendix zppear to have symptoms and
signs of acute appendicitis and the carcinoma
was found only incidentally after appendectomy.
Very rarely patient may show signs of right
colonic obstruction or palpable mass. For treat-
ment, appendectomy alone is  sufficient for
carcinoid of the appendix where there is no
grose evidence of local metastasis and when
the tumor does not involve the ceccal wall
«nd is less than 2 cm in size. > ™ For mucinous
cvsadenocarcinema of the appendix which is
confined to the mucosa of the tin of the
appendix, simple appendectomy  alone  may
he sufficient but many feel that this is not an
adequate operation. Arahna and Reyes recom-
mend appendectomy  and right hemicolectomy
{or all adenccarcinomas of the appenpiix, whe-
ther they are of the mucinous or colonic type;
all adenvacanthomas: and for all carcineids of

the appendix that arc Zem or gres

in size,
or have evidence of gross local melastasis, ®
The patient reported here was ireated with
appendectomy alone. Right hemicolectomy was

recommended  after the tissus

1ENosls  was

chtained but the patients family refused. So

far the appendectomy alone scems to have
served to cure the patient although longer

follow up will be needed for definite answer.

The relationship between thiz patient’s muci-
nous cystadencecarcinoma and markedly elevated
CEA lJevels pre and postoperatively wnd finally

coming down to the normal level 7

after the r

months

ctien is not clear. It is generally
known that CEA is not usclul as a screening
test for cancer and of limited clinical value
when obtained preoperatively in patients who
have carcinoma of the large howel. but the
CEA is of some help for postoperative follow
up of patients and the prognesis is usually poor
if an elevated preoperative level does not fall
to normal within three weeks. ' Review of the
literature regarding the mucinous cvsoadenocar-

cinoma of the appendix dees not mention any
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relationship with CEA levels. CEA is an acid
glycoprotein present in the glycocalyx of the
fetal digestive system that is rapidly metabol-
ized, probably by the liver. Serum concentr-
ations usually fall to undetectable levels 2 to
14 days following removal of a tumor that is
producing the antigen.!® Clinical evaluation of
serum CEA assays indicates that the antigen
has broad distribution in neoplastic discase and
also occurs in significant levels in some non-
neoplastic disorders, "’

The significance of very high level of CEA
in this patient and very slow disappearance
from the serum awaits further cxperience with

same tyvpe of patients.

Summary

A very rare case of mucincus cystadenocar-
72 vear old

The patient

cinoma of the appendix in a
Caucasian female is presented.
presented with a large abdominal mass and the
diagnosis was made after exploratory laparo-
tomv. Appendectomy was the only treatment
well

recurrence  or

but the patient is alive and without any

evidence of tumor metastasis

almost three vears after the cperation.
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