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ABSTRACT

Several uncommon tumors occur in the anal canal such as gastrointestinal stromal
tumors, carcinoids, and lymphoma. Increased clinical experience and advancements in
molecular biology have improved the accuracy of pathologic diagnosis and guided treat-
ment recommendations, which the author addresses in this article.
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Objectives: On completion of this article the reader should be able to summarize the management of uncommon anorectal neoplasms.

The most recent data from the National Cancer
Institute’s Surveillance, Epidemiology, and End
Results Program (SEER) on incidence and survival
for anal cancer shows that nonepidermoid/nonmelanoma
cancers constitute 2.3% of all cases. Five-year overall
survival for this category was 37.3% compared with 64%
for all other types.1 The low numbers and historically
poor prognosis for these neoplasms has led in the past
to general recommendations for abdominoperineal re-
section as their definitive treatment. In recent years,
widespread endoscopic screening and earlier diagnosis
have allowed increased clinical experience with the
broader spectrum of these tumors, and these reports
are summarized in this review. Molecular biology has
enabled both precision in pathologic diagnosis and
highly effective adjuvant therapy. Lastly, treatment
recommendations and clinical trials for rare tumors
are available online to enable physicians encountering
a rare tumor to avail their patients of advances in
therapy.

GASTROINTESTINAL STROMAL TUMORS
Gastrointestinal stromal tumor (GIST) is a designation
for a category of spindle cell or mixed-epithelioid neo-
plasms of the gastrointestinal tract characterized by
immunohistochemical expression of the CD117 anti-
gen.2 The nomenclature has only recently become stand-
ardized, and case series prior to 2000 frequently used the
former diagnoses of leiomyoma and leiomyosarcoma.3

Rather than having a smooth muscle cell of origin, these
tumors are postulated to arise from the interstitial cells of
Cajal (ICC) or a common precursor cell and are char-
acterized by a gain of function mutation in c-KIT
(CD117) or PDGFa (platelet-derived growth factor
a).4 ICC also express CD117 and function as pacemaker
cells that regulate peristalsis. GIST tumors arise when
activating c-KIT mutations cause dysregulated ICC
proliferation.5,6

The incidence of all-site GIST in the United
States is estimated at 3300 to 4350 annually.7 The
majority of GIST occur in the stomach, but also occur
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in the small intestine, colon, rectum, and rarely, in the
anal canal. The anorectal location together accounts for
5 to 10% of all GIST.8,9 At �200 to 400 cases per year
compared with 4660 cases per year of anal carcinoma,
anorectal GIST is a rare tumor and few data exist upon
which to base surgical and adjuvant therapy. Never-
theless, the prognosis was historically poor and recent
developments in the targeted medical therapies for
GIST have greatly raised awareness of GIST in general,
as well as the prospects for cure.

CD117 is the immunohistochemical antigen cor-
responding to KIT, a tyrosine kinase receptor. Upon
binding its ligand, stem cell factor, KIT activates a
cascade of intracellular growth and differentiation sig-
nals that are necessary to maintain hematopoiesis, mast
cell development, gametogenesis, melanogenesis, and
development of the interstitial cells of Cajal.10 There is
high sequence homology between KIT, PDGFa, and
the so-called Philadelphia chromosome BCR-ABL mu-
tation of chronic myelogenous leukemia. The tyrosine
kinase inhibitor, imatinib mesylate (Novartis Pharma
AG, Basel, Switzerland) binds specifically to the kinase
domain of these receptors to cause frequently dramatic
regression in CD117-positive or PDGFa-positive
GIST or leukemic cell burden. CD117 is expressed on
several normal tissues as well as in other tumors, includ-
ing melanoma, Ewing’s sarcoma, angiosarcoma, masto-
cytoma, and seminoma. These tumors, however, have
not been shown to respond to imatinib treatment
because they are not driven by pathogenic KIT
mutations.11

Case reports and series published since the nomen-
clature became more uniform total just over 100 cases.
Using the search terms ‘‘leiomyoma (LM),’’ ‘‘leiomyosar-
coma (LMS),’’ ‘‘stromal,’’ ‘‘rectal,’’ and ‘‘anal,’’ but not
‘‘GIST,’’ Skandalakis et al have analyzed a collection of
published cases from 1881 to 1996 that totals 131 for LM
and 160 for LMS.3 It is now evident that the incidence of
GIST is 10-fold that of LMS, and that 90% of cases
previously ascribed to LMS represent GIST.11

One question therefore is whether a separate
entity of benign leiomyoma needs to be considered in
the differential diagnosis of spindle cell tumors of the
anorectum. Even when that term was applied to what
are now known to be GIST, it was noted that histo-
logically, tumor cells did not resemble well-differenti-
ated smooth muscle cells, but rather had characteristics
of both smooth muscle and cells of neural origin.11 In
contrast are the well-described, benignly behaving
submucosal tumors of the esophagus that are clearly
arising from smooth muscle. Of note, the colon is the
second most common site of origin of true intestinal
leiomyomas that, considered as a separate entity, out-
number the incidence of GIST in that site. Miettenen
et al reviewed 21 rectal LM in a series of 88 colorectal
LM.12 All 88 specimens, ranging in size from 0.1 to

2.2 cm, were completely resected by snare polypectomy.
Histologically, LM in this series were located in the
submucosa, immediately underlying the epithelium and
merging with the smooth muscle cells of the muscularis
mucosa. All the specimens were positive for smooth
muscle actin (SMA) and desmin. Twenty specimens
that were tested for CD117 and CD34 were all neg-
ative. They noted that CD117-positive ICC cells could
be seen in the myenteric plexus, deeper than the
muscularis mucosa. They noted no recurrences with a
median follow-up of 46 months. In the authors’ sepa-
rate series of 100 anorectal GISTs subjected to the same
immunohistochemical studies, 100% were CD117 pos-
itive, 94% were positive for CD34, 8% were positive for
SMA, and 7% coexpressed SMA and CD34, and 1%
expressed desmin9 (Table 1).12–14

Given the smaller size, cure by snare polypectomy,
and negative CD117 staining, it is more appropriate to
consider colorectal LM as a completely separate clinical
entity to be considered only for the purposes of differ-
ential diagnosis. The remainder of this review is appli-
cable to anorectal GIST, even when the literature cited
uses the LM or LMS nomenclature.

Anorectal GIST presents with nonspecific symp-
toms of bleeding, pain, mass sensation, constipation, and
anemia.9 The majority of rectal GIST is located within
10 cm of the anal verge.13,15 Some tumors are inciden-
tally noted during endoscopic examination for screening
or other purposes. Due to the submucosal location of
these tumors, pinch biopsies are usually nondiagnostic.

The peak incidence occurs in ages 50 to 59 years,
with a slight male predominance.3 There are no risk
factors associated with exposures, but there are genetic
predispositions, namely neurofibromatosis type 1,
Carney triad, and familial GIST that together account
for �5% of GIST.7 Very small GIST may be more
common than previously known, with multiple tumors
less than 5 mm seen in 25% in certain autopsy series.16

Historically, 20% of GIST patients present with
metastatic disease, with the most common sites being
liver, peritoneum, lung, and bone.

The diagnostic workup is premised on the recog-
nition of the potential for GIST when a solid, mural

Table 1 Anorectal Leiomyoma Compared with
Gastrointestinal Stromal Tumors

Feature LM12 GIST9

CD117 0 95%

CD34 0 70%

SMA 100% 25%

Desmin 100% 5%

Size (Mean cm) 0.1–2.2 (0.4) 1.0–>10 (6.0)13

Recurrence 0 40–80%14

LM, leiomyoma; GIST, gastrointestinal stromal tumor; SMA, smooth
muscle actin.
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mass is noted on digital rectal examination. In addition
to a history, physical examination, and endoscopy, pelvic
imaging such as endorectal ultrasound or magnetic
resonance imaging (MRI), and a staging computed
tomography (CT) scan of the chest, abdomen, and pelvis
should be performed. These studies provide information
on the size of the mass, invasiveness, and evidence of
metastatic disease. The radiologic appearance of ano-
rectal GIST is described as a well-circumscribed mass,
which may be large but without adenopathy. Evidence of
central hemorrhage is a distinguishing feature of GIST
compared with carcinoma, and appears as cystic or low-
attenuation areas by CT or central hyperintensity on
T2-weighted imaging by MRI.17

Although there is no specific staging system for
GIST, clinicopathologic studies of GIST from all sites
have identified several prognostic factors, the most im-
portant being size and number of mitoses.16,18 These
series contain only a small percentage of anorectal cases,
but have determined that site of origin of the GIST tumor
has prognostic impact as well: gastric having a better
outcome than small intestinal GIST of similar size and
mitotic activity.7 Only a few series of anorectal GIST
show outcomes stratified by these criteria9,14,19; these data
are summarized in Table 2. A local recurrence rate of 75%
in tumors over 5 cm in size regardless of mitotic rate, and
of 62% in tumors under 5 cm, but with five or more
mitoses per 50 high power fields supports the general view
that anorectal GIST is a site with a poor prognosis.

Surgical Treatment

Complete surgical resection is the primary treatment in
most gastrointestinal stromal tumors. The objectives of
sphincter preservation and optimal quality of life must be
weighed against the risks associated with the highly
variable recurrence behavior of anorectal GISTs. Data
on recurrence after complete surgical resection from
prospective trials is scant with respect to this tumor
site. The American College of Surgeons Oncology
Group (ACOSOG) Z9000 and Z9001 studies of ad-
juvant imatinib for completely resected GIST enrolled
750 evaluable patients; extrapolating 5% as involving the
anorectum, �35 cases are embedded in those studies, for
which long-term follow-up is still pending.20,21

There has been a gradual accumulation of re-
ported experience with treatment outcomes from retro-
spective case series (Table 3).13,15,22–26 The criteria cited
by the surgeon for local excision versus radical excision
were size and location. Transanal full-thickness excision
was favored for small lesions in the lower rectum,
whereas abdominoperineal resection and low anterior
resection with coloanal anastomosis were the most
common procedures for radical resections. Transvaginal
and pararectal approaches were included among local
excision, and associated with 100% recurrence in the
series of Vorobyov et al.15 The interval from surgery to
local recurrence ranged from 3 months to more than
7 years.15 Series reporting a high rate of local recurrence
have longer follow-up, for example, 77% LR in Chang-

Table 2 Anorectal Gastrointestinal Stromal Tumor Recurrence by Size and Mitotic Rate

Series N 1 2 3 4 5 6

Haque and Dean19 19 10 9

Miettinen et al9 105 20 12 7 11 29 26

Tworek et al14 22 4 2 1 2 7 6

Total 24 24 8 13 45 32

Local Recurrence (%) 1 (4) 4 (17) 6 (75) 6 (46) 28 (62) 23 (72)

Metastases (%) 0 2 (8) 3 (38) 3 (23) 20 (44) 24 (75)

Group 1, �2 cm, mitoses <5/50 high power field (hpf); group 2, 2 to <5 cm, mitoses <5/50 hpf; group 3, �5 cm, mitoses <5/50 hpf; group 4,
�2 cm, mitoses �5/50 hpf; group 5, 2 to <5 cm, mitoses �5/50 hpf; group 6, �5 cm, mitoses �5/50 hpf.

Table 3 Recurrence of Anorectal Gastrointestinal Stromal Tumor by Type of Resection

Local Excision Radical Resection

N LR Met DOD N LR Met DOD

Vorobyov et al15 29 9 5 5 7 0 0 0

Walsh and Mann22 10 6 3 5 8 0 4 4

Changchien et al23 13 10 5 7 29 9 13 16

Hassan et al13 5 0 2 2 9 1 4 3

Li et al24 1 0 1 1 5 1 2 1

Baik et al25 1 0 0 0 6 2 0 0

Chen et al26 3 0 0 0 7 0 3 NS

Totals (%) 62 25 (40) 16 (26) 20 (32) 71 13 (18) 26 (37) 24 (37)

LR, local recurrence; Met, metastasis; DOD, died of disease; NS, not stated.
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chien et al with a median follow-up of 48 months,
compared with 0% LR in Chen et al26 with follow-up
ranging from 6 to 24 months. Nevertheless, repeat
resection, local or radical, yielded remissions lasting 9
to 100 months.22 Based on these observations, Walsh
and Mann22 recommend periodic follow-up of ostensi-
bly benign lesions for possible distant or local recurrence
for longer than 4 years.

With the observed high rates of local recurrence,
the circumstances under which local excision is appro-
priate are controversial. A collective surgical series of
GISTs from all sites, of which 16% were rectal, showed
no effect of margins on overall survival, reflecting the
equally dismal 55% distant metastasis rate in cases
resected with negative margins.8 For rectal GIST,
similar proportions are found; Hassan et al13 observed
that two of five locally resected, and four of nine
radically resected patients died of metastatic disease.
One third of recurrences are both local and distant and
occur within 2 years, implying a higher rate of local
recurrence in high-risk tumors, and that local excision
is relatively safe in low-risk tumors, that is �3 cm
diameter and �5 mitoses/high power field (hpf)
(Table 2). In cases where an excisional biopsy has
been performed, experienced pathologic analysis is
crucial to determining the prognostic category for the
resected specimen. A multidisciplinary review of these
cases should be performed to complete the staging,
consider whether more radical surgery is required,
determine if adjuvant therapy is needed, and to ensure
long-term follow-up.

Adjuvant and Neoadjuvant Therapy

Surgery alone is clearly not curative for the majority of
patients with GIST. Before the advent of targeted
therapy with tyrosine kinase inhibitors, there was no
effective chemotherapy. The agent most effective in
other soft-tissue sarcomas, doxorubicin, showed a re-
sponse rate in GIST of 5%.16 Radiation therapy was also
of no known benefit.27 The median survival for meta-
static or unresectable GIST in the era before imatinib
was 12 months.28

In 2001, a multicenter phase II trial of imatinib
mesylate (Gleevec, formerly STI571; Novartis) in 147
patients with metastatic or unresectable recurrent GIST
showed an 86% response rate (53.7% had a partial
response ranging from 50 to 96% reduction in tumor
bulk, 27.9% had stable disease).27 Mild (grade I to II)
adverse effects of periorbital or peripheral edema, nau-
sea, diarrhea, and fatigue were reported in 98%, but
grade III to IV occurred in 21%. Tumor or gastro-
intestinal hemorrhage of severity ranging from grade I
to IV occurred in 11%. The response was durable beyond
46 weeks, and 90% of patients were alive at 64 weeks.
The most recent SEER data for median survival with

metastatic GIST is now 33 months, reflecting the impact
of imatinib on disease course.28

Favorable results in unresectable GIST were
quickly followed by adjuvant trials. ACOSOG Z9000
phase II trial of adjuvant imatinib for GIST enrolled 107
evaluable patients from 2001 to 2003 of which 92% were
located in the stomach or small intestine and possibly 6%
were located in the colon or rectum. Eligible patients
had high-risk CD117-positive tumors: >10 cm (84%),
tumors that had ruptured (17%), or those with no more
than four peritoneal metastases present at surgery (13%).
Therapy (imatinib 400 mg once daily) was initiated
within 84 days of surgery and continued for one year.
The results showed an overall survival (OS) of 99%,
97%, and 97% at 1, 2, and 3 years respectively.20

Recurrence-free survival (RFS) at one year (the year of
therapy) was 94%, one year after completion of imatinib
RFS was 73% and 61% at 2 years after cessation of
imatinib. The risk of relapse differed by the type of KIT
mutation: the majority (exon 11 mutation) showed 62%
RFS at 3 years, whereas exon 9 mutations were unfav-
orable, showing earlier relapse (RFS 0% at 3 years).
More favorable genotypes were PDGFa and no detect-
able mutation (90% and 77% RFS at 3 years). The
ACSOG intergroup Z9001 trial opened in 2002 as a
phase III randomized, double-blinded trial of imatinib
400 mg or 800 mg versus placebo, administered for one
year following complete resection of a primary GIST.
Patients were stratified by tumor size (3 to 6, 6 to 10, or
>10 cm). The primary endpoint was RFS. A planned
interim analysis of 644 evaluable patients found that
participants taking imatinib had a significant RFS ben-
efit (97% 1-year RFS versus 83%, HR 0.325,
p¼ 0.0000014).21 In April 2007 enrollment in the study
was halted, the participants unblinded, and all those on
placebo were offered imatinib, whereas those who had
progressed on the 400 mg dose were allowed to crossover
to the 800 mg dose. At the time of study closing, the
1-year RFS in the group for patients with tumors 3 to
6 cm in size was 100% for the imatinib group and 95%
for the placebo group (p¼N.S.). The groups were not
stratified by mitotic rate. Therefore, this study cannot
describe a subset that is so low risk as to not benefit from
adjuvant imatinib. However, given the costs and toxic-
ities of potentially lifelong treatment with imatinib, and
the effectiveness of imatinib when started at the time of
diagnosed metastatic or recurrent disease, it remains to
be proven whether upfront adjuvant imatinib is superior
to salvage therapy with respect to overall survival. The
European Organization for Research and Treatment of
Cancer (EORTC) 62024 study addresses this question
and has completed its accrual goal of 750 patients.
Interim results may become available in 2010.29

Neoadjuvant imatinib as a cytoreduction effort to
spare adjacent organs or vital structures has been re-
ported in a large case series30 and a phase II clinical trial
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(Radiation Therapy Oncology Group [RTOG] 0132/
American College of Radiology Imaging Network
[ACRIN] 6665).31 In this trial, 52 analyzable patients
were enrolled, 30 with advanced primary GIST (defined
as �5 cm) and 22 with recurrent or metastatic disease.
The treatment was 8 to 12 weeks of imatinib 600 mg
daily until surgery. There was one patient with rectal
GIST and two perirectal GIST in the primary group.
There is no description of whether the rectal cases were
able to undergo a sphincter-sparing operation because of
tumor shrinkage. Relapse-free survival was comparable
to that achieved with adjuvant imatinib. The authors
conclude that rendering metastatic or recurrent GIST
resectable is likely to result in an improved OS compared
with imatinib therapy alone due to the tendency for
imatinib resistance to develop in residual tumor after
2 years of therapy.

Imatinib resistance is associated with the out-
growth of resistant secondary mutations in the KIT or
PDGFRa genes. A multitargeted tyrosine kinase inhib-
itor, sunitinib, can induce objective responses and slow
the progression of disease (27.3 versus 6.4 weeks) and is
Food Drug Administration (FDA) approved for this
indication.32 Repeat resection after response to sunitinib
is investigational.

In summary, the preponderance of clinical expe-
rience with GIST has been with gastric and small
intestinal sites. Anorectal GIST has a higher risk be-
havior than tumors arising in the stomach, but tumors
<3 cm diameter and with <5 mitoses/hpf have a low
recurrence risk and appear to be safely treated by full-
thickness transanal excision. Larger tumors or tumors
with �5 mitoses/hpf should be resected by low anterior
resection with coloanal anastomosis or abdominoperi-
neal resection and should also be considered for adjuvant
therapy with imatinib. Follow-up with both physical
examination and abdominopelvic CT scan should be
performed every 3 to 6 months for 3 to 5 years, then
annually.16 Salvage therapy with a second-line tyrosine
kinase inhibitor and possible reexcision can significantly
prolong overall survival.

CARCINOID AND NEUROENDOCRINE
TUMORS OF THE ANORECTUM
Carcinoid tumors of the anorectum are uncommon,
constituting 1.3% of rectal tumors, an incidence corre-
sponding to one for every 2,500 proctoscopies.33 Never-
theless, the rectum is the second most common site of
origin of gastrointestinal carcinoids.34 Tumors originat-
ing in the rectum are typically small (median diameter
0.6 cm) submucosal nodular or polypoid lesions.34,35

Over 90% of rectal carcinoids are located within 4 to
13 cm above the dentate line. Microscopic features
include organoid clusters of benign-appearing cells con-
taining granules representing chromogranin A as well as

various neuroendocrine hormones.36 Unlike carcinoid
tumors arising in the midgut, rectal carcinoids do not
express serotonin and almost never manifest the carci-
noid syndrome, even when metastatic to the liver.37,38

These small, submucosal nodules may be asymp-
tomatic or incidental findings during proctoscopic ex-
amination, but can also cause nonspecific symptoms of
rectal bleeding, constipation, pain, tenesmus, or pruritus
ani.39 Median age at diagnosis is 56, with no predilection
by gender.36

Rectal carcinoids are notable for a size-dependent
risk of distant mestastasis, which is extremely low for
tumors <1 cm, >70% in tumors over 2 cm, and inter-
mediate (4 to 30%) for tumors 1 to 2 cm in size.36,40

Other prognostic features from large retrospective stud-
ies include invasion into the muscularis mucosa, �2
mitoses per high powered field, and lymphovascular
invasion. Using a scoring system of 0 or 1 for the absence
or presence of any of these features, and a score of 2 for
size �2 cm, found a 5-year RFS of 100% for tumors with
a score of 0, but a recurrence rate of 70 to 100% at 5 years
for tumors scoring 1 to 2 (intermediate risk) or �3 (high
risk).41 A proposed staging system using similar criteria
applied retrospectively to 4701 rectal carcinoid cases
contained within the National Cancer Institute’s
SEER database from 1973 to 2004 classified 83% of
patients into stage I, 6.5% into stage II, 2.8% into stage
III, and 7.4% into stage IV. Five-year survival rates were
97%, 84%, 27%, and 20% for stages I through IV,
respectively.35

Surgical Management

Reported surgical series show that up to 90% of rectal
carcinoids are initially removed endoscopically.42,43

These excisional biopsies can leave involved margin rates
of 30 to 90%. In a retrospective study of 85 rectal
carcinoids,42 68 (80%) were diagnosed by endoscopic
excision. Forty-six of these had only subsequent endo-
scopic reexcision or surveillance. Margins on the initial
biopsy were positive in 38 of 46 (83%). Although 7 of 46
patients had residual carcinoid removed on subsequent
endoscopy, there was no progression to regional or
distant disease in a median follow-up of 2 years (range
0 to 16 year). Twenty-two endoscopically excised carci-
noids plus one case referred without prior biopsy went on
to surgery, 19 by transanal excision and four patients by
transanal endoscopic microsurgery (TEM). Surgical ex-
cision left a positive margin in three of 24 (13%) patients.
Eight patients in the series had radical excision, six by
low anterior resection and two by APR. All of these cases
obtained negative margins and five of six had positive
lymph nodes. There was one pelvic recurrence at 1 year
(13%). Three of the eight had hepatic metastases at
presentation and one more developed hepatic metastases
at one year. The remaining four patients were free of
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disease for up to 10 years of follow-up. The authors
conclude that endoscopic excision alone is prone to leave
positive margins and requires either close endoscopic
surveillance or a wider surgical excision. Tumors 1.0 to
1.9 cm with high-risk features such as muscular or
lymphovascular invasion should be treated by radical
resection because of the high rate of involved lymph
nodes and the absence of effective adjuvant therapy.
Larger or metastatic tumors are radically resected as
the best chance of local control.

Imaging for Staging and Surveillance

Endoscopic ultrasound is useful for preoperative assess-
ment of invasion and lymph nodes and in combination
with endoscopy for surveillance. Tumors 2 cm or larger
or with high risk features should be staged with CT scan
and 111In-labeled octreotide (somatostatin receptor scin-
tigraphy, or Octreoscan; Covidien AG, Mansfield, MA)
to evaluate for metastatic disease preoperatively and
annually for 3 years. Any symptoms that may subse-
quently develop should prompt an evaluation for late
distant recurrence.

LYMPHOMA OF THE ANORECTUM
Anorectal lymphoma is rare, representing 0.2% of rectal
malignancies and 9% of non-Hodgkin’s lymphomas
(NHL).44 Like other primary gastrointestinal lympho-
mas, they are characterized by a normal chest x-ray, no
hepatosplenomegaly or superficial adenopathy, and a
predominant mass or chronic ulceration in the anus or
rectum with only local lymphadenopathy. The mean age
at diagnosis for cases not related to AIDS, versus those
that are is 65 versus 34 years. There is a significant male
predominance due to the association with AIDS. Risk
factors in non-HIV patients include longstanding ulcer-
ative colitis and immunodeficiencies from other causes.
In HIV carriers, a CD4 count below 100 per mm3 is the
major additional risk factor.

Anorectal lymphoma in patients who are not HIV
carriers represent only �10% of the incidence. In the
early years of the AIDS epidemic, both NHL and the
anorectal site of origin increased significantly; with a
latency of 4 to 6 years, AIDS patients taking zidovudine
faced a probability of contracting NHL of 46.4% after
36 months of treatment.45 Lymphomas associated with
AIDS are usually extranodal and the anorectal site is
involved in this setting in 26%. The development of
highly active antiretroviral therapy (HAART) created a
trend of decreased deaths from opportunistic infections,
but increased death from malignancy. Fortunately, at the
same time there has been a lower rate of progression from
HIV-carrier status to AIDS. The net effect is that the
surge in anorectal lymphomas may be over; in San Diego
County, the incidence of AIDS-related NHL fell from

26 per 1000 person-years to 6.5 per 1000 person-years in
the period 1988 to 1995 compared with 1996 to 2000.46

The treatment of anorectal lymphoma is drasti-
cally different depending on the HIV status and grade of
the lymphoma. Surgical excision is necessary to obtain
adequate tissue for histologic diagnosis. AIDS-related B
cell lymphomas are classified as highly aggressive, but
recently have been shown to benefit from combined
HAART, chemotherapy, and granulocyte colony stim-
ulation factor (GCSF). Non-AIDS related anorectal
lymphomas are typically indolent lymphomas of the
mucosal-associated lymphatic tissue (MALT) type. A
retrospective series of 45 primary colorectal lymphomas
treated prior to 1987 at St. Mark’s and St. Bartholomew’s
hospitals (London, UK) reported that the majority of
localized rectal lymphomas were treated by radical re-
section, those receiving adjuvant radiation seemed to have
improved survival.44 Current National Comprehensive
Cancer Network (NCCN) guidelines recommend obser-
vation if excision yields negative margins; locoregional
radiation is used if margins are positive. Local recurrence
can be treated with radiation, whereas stage III-IV
disease or systemic recurrence is treated like follicular
lymphoma.47
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