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Editorial

Appendiceal Malignancy: Where Do We Stand?

Paul F. Mansfield, MD

The manuscript by Sugarbaker and Chag this A significant article on tumors of the appendix was
issue ofAnnals of Surgical Oncologg quite significant reported inCancerin 19942 This report by Carr et al.
in that it represents, by far, the single largest series of examined 184 patients with noncarcinoid tumors of the
patients with appendiceal tumors and peritoneal spreadappendix, reviewed at the Armed Forces Institute of
of disease. It represents the summation of the many yearsPathology (Rockville, MD). These authors attempted to
of experience for the surgeon most closely associatedclassify the lesions according to pathology as well as
with this disease. The incidence of this extremely rare specific clinical factors. The classifications included sim-
disease is not truly known. In some ways it represents aple mucocele, hyperplastic polyp, adenoma, mucinous
spectrum of diseases, thus presenting a greater challengéumor of UMP (uncertain malignant potential), and ad-
for surgeons, especially as most surgeons only rarely enocarcinoma. Within this cohort, 82 patients had com-
encounter it. In determining prognosis, Sugarbaker and plete follow-up. Of these, 15 had tumors of UMP and 64
Chang emphasize the influence of the extent of prior had carcinomas. The 5-year survival rate was 65%. The
surgery, degree of completeness of tumor debulking, and authors were able to identify two significant factors that
histology. Other important prognostic factors will be were prognostic in patients with mucinous tumor of
discussed below. During Dr. Sugarbaker’s long experi- ymp or adenocarcinoma. The first was the presence of
ence with this disease, his strategies for managing this mycin cellularity. The presence of cellular mucin depos-
disease have evolved over four distinct approaches andits |ocated outside the appendix conveyed a statistically
they are menti_on_ed in his report. It would be illuminating - significant decrease in survival, to 40% at 5 years vs.
to learn what insights led him to these changes. 80% without cellular mucin. Similarly, the presence of

Unlike most diseases of the gastrointestinal tract that ,,cin outside the right lower quadrant resulted in a
develop carcinomatosis or peritoneal spread, cancer °f5-year survival rate o< 40% compared with nearly
the appendix tends to present an ongoing problem for the gnos in the absence of this finding. The pronounced

surgeon. Patients with pancreatic or gastric Cancers itarences in survival underscores some of the difficul-
Whose_ tumors_have spread _to the peritoneal cavity hf_iveties in evaluating various treatment regimens.
a median survival of approximately 5 months. Most die A gecond important study of appendiceal cancer was
of pllsease within 1 year. The rapid dem|se_0f these ¢.0m the Mayo Clinic and reported iAnnals of Surgery
patients frequently takes them out of f[he surg|_ca| arena .y Nitecki et al? In this study, patients with advanced
z_an(_j demands approaches for systemic therapies or pal'disease had a median survival of about 24 months with a
liative and supportive measures. I_n contrast, carcinoma go, 5-year survival. Nodal resection achieved by right
of the append|x has a med'an survwa_tl measure(_:l n years’hemicolectomy significantly improved survival. Perhaps
and patlents_freque_ntly require muIUp_Ie operations. .AI' the most important finding was that in 38% of patients
though the disease is usually of low biologic aggressive- who had hemicolectomy as a secondary procedure, nodal
ness, a small subset of patients die of disease within adisease was found. This could change one’s de’cision
few months of first diagnosis. about peritoneal-based therapy.
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that tumor progressed in 76% of the patients, the 5- and number of patients seen recently. In slightly over 1 year
10-year survival rates were 53% and 32%, respectively. (December 1997 to January 1999), more than 200 pa-
In this study, preoperatively prognostic factors, including tients were managed by this group. This is most likely a
weight loss and abdominal distention as well as the use reflection of the extensive use of the Internet by patients
of systemic chemotherapy (patients with greater tumor and physicians to identify potential treatment options; we
burdens may have been selected for systemic chemotheralso have seen a rapid increase in referrals and inquiries
apy), were predictors of poor survival. Most important originating via the Internet. Although an aggressive ap-
was that the use of intraperitoneal chemotherapy and/orproach at the first or second operation may provide the
radiotherapy improved survival significantly, though the greatest likelihood for prolonged survival, because suf-
number of patients was quite small. ficient numbers of patients with this disease appear to
This brings us back to the remarkably large series exist, it behooves us to conduct the appropriate multi-
reported by Sugarbaker and Chamg this issue of the institutional randomized trials. The authors, with their
Annals of Surgical OncologyNo comparison is made preeminence in the study of this disease, are positioned
among the four different treatment regimens used; how- ideally to provide the leadership to conduct a complex
ever, because the most recent group of patients has hadational trial involving a limited number of centers,
only limited follow-up, such analysis may not yet be perhaps under the auspices of an organization such as the
possible. In a report 3 years ago by Sugarbaker €t al., American College of Surgeons Oncology Group.
many pathological and clinical factors were found to be
not significant. It would be interesting to see if this much
larger cohort of patients provides the statistical power
needed to demonstrate prognostic significance for some
of these factors, such as lymph node involvement. 1. Sugarbaker PH, Chang D. Results of treatment of 385 patients with
Dr. Sugarbaker's experience with intraperitoneal per- genfl':tginlegﬂgs;g:r%‘;e_ ;gfad of appendiceal malignasgn Surg
fusion mirrors our own experience at The University of 5 car N3, Path MRC, McCarthy WE, Sobin LH. Epithelial non-
Texas M.D. Anderson Cancer Center, where, since 1992,  carcinoid tumors, and tumor like lesions of the appendix: clinical
we have used intraperitoneal mitomycin C combined E?Qgﬂfﬁ?ﬁ f;‘é?g’rsocfalni‘érq%tg;’?%:";’g*;_asg_‘u'“ variate analysis of
with hyperthermia after extensive tumor debulking. We 3 jtecki S5, Wolff BG, Schiinkert R, Sarr MG. The natural history
have taken this approach in selected patients who have  of surgically treated primary adenocarcinoma of the apperdix.
either metaStatIC rucinous aQenocarcmoma or poor 4. ztgt?glr?gDég,ZID%r?cl)hZé JH, Schutt AJ, et al. Pseudomyxoma perito-
prognosis tumors of UMP as defined by Carr et the nei - long-term patient survival with an aggressive regional ap-

24 patients that we have treated, there has beer7a% proach.Ann Surg1994;219:112-9.
5-year actuarial survival rate. 5. Sugarbaker PH, Chang D, Koslowe P. Peritoneal carcinomatosis
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