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Case PresentationCase Presentation

xx xx yoyo female female 
HTNHTN
Lymphoma (mantle cell, Lymphoma (mantle cell, dxdx after left after left 
axillaryaxillary node node bxbx 7 years PTA, not 7 years PTA, not 
treated)treated)
Right breast lumpectomy Right breast lumpectomy –– negativenegative
No prior No prior endoscopyendoscopy



Case PresentationCase Presentation

HematocheziaHematochezia on/off for 3 weeks PTAon/off for 3 weeks PTA
SOBSOB
Cough / sputumCough / sputum
T=103, BP 113/68, HR 136, RR 36T=103, BP 113/68, HR 136, RR 36
Pale, no abdominal tenderness, Pale, no abdominal tenderness, 
rectal exam rectal exam –– no masses, no masses, guaiacguaiac ++



Case PresentationCase Presentation

Laboratory: WBC 14 (88% N),       Laboratory: WBC 14 (88% N),       
HctHct 19.8, 19.8, pltplt 286, chemistry 286, chemistry wnlwnl,  ,  
LFT LFT wnlwnl
CXR CXR –– questionable questionable retrocardiacretrocardiac
infiltrateinfiltrate
EKG EKG –– sinus sinus tachytachy
LavageLavage negativenegative



Case PresentationCase Presentation

Admitted to Medical ServiceAdmitted to Medical Service
IVF, transfused a total of 4 units IVF, transfused a total of 4 units 
PRBC over 5 daysPRBC over 5 days
ZythromaxZythromax
GI consultGI consult
Bowel prep, colonoscopy HD#2Bowel prep, colonoscopy HD#2



Case PresentationCase Presentation

ColonoscopyColonoscopy

Large amount blood and clotsLarge amount blood and clots
Multiple polyps  throughout the colon, friable and Multiple polyps  throughout the colon, friable and 
oozing bloodoozing blood
Terminated at ascending colon Terminated at ascending colon –– 5 cm polyp 5 cm polyp 
encompassing the colonencompassing the colon
Biopsies takenBiopsies taken



Case PresentationCase Presentation

CT abdomen and pelvis HD#4CT abdomen and pelvis HD#4

Medical clearance obtainedMedical clearance obtained





Case PresentationCase Presentation

HD#6 HD#6 –– subtotal subtotal colectomycolectomy –– large large cecalcecal
mass involving appendix, nearmass involving appendix, near--obstructing obstructing 
mass midmass mid--ascending colon with large ascending colon with large 
lymphadenopathylymphadenopathy involving the right colic involving the right colic 
artery origin, large midartery origin, large mid--transverse colon transverse colon 
mass at insertion of middle colic artery; mass at insertion of middle colic artery; 
no blood proximal to ICVno blood proximal to ICV
POD#1 Oncology consult POD#1 Oncology consult –– plan for plan for 
chemotherapychemotherapy



Case PresentationCase Presentation

POD#2 NGT D/CPOD#2 NGT D/C
POD#3 tolerating dietPOD#3 tolerating diet
POD#4 D/C homePOD#4 D/C home
Seen in clinic: w/o complaints, no Seen in clinic: w/o complaints, no 
changes in bowel habitschanges in bowel habits
Received chemotherapyReceived chemotherapy



Management of Management of 
Gastrointestinal Gastrointestinal 

LymphomasLymphomas



OverviewOverview
Localized disease Localized disease -- heterogeneous group of unique Bheterogeneous group of unique B-- and and 
TT--cell lymphoid malignanciescell lymphoid malignancies
Presentation with gastrointestinal symptoms or Presentation with gastrointestinal symptoms or 
predominant lesions in the GI tractpredominant lesions in the GI tract
In a study of 371 patients registered in the German In a study of 371 patients registered in the German 
MulticenterMulticenter Study GIT NHL 01/92, the following sites were Study GIT NHL 01/92, the following sites were 
involved:involved:

Stomach Stomach —— 75 %75 %
Small bowel (including duodenum) Small bowel (including duodenum) —— 9 %9 %
IleoIleo--cecalcecal region region —— 7 %7 %
More than one GI site More than one GI site —— 6 %6 %
Rectum Rectum —— 2 %2 %
Diffuse colonic involvement Diffuse colonic involvement —— 1 %1 %



Gastrointestinal LymphomasGastrointestinal Lymphomas
indolent lymphomas indolent lymphomas 
of lymph node originof lymph node origin

-- almost always almost always 
disseminated at disseminated at 
diagnosisdiagnosis
-- frequent bone frequent bone 
marrow involvementmarrow involvement
-- respond to therapy, respond to therapy, 
but continuously recurbut continuously recur
-- median survival can median survival can 
exceed 10 yearsexceed 10 years
-- cure is unusualcure is unusual

extranodalextranodal marginal marginal 
zone Bzone B--cell lymphoma cell lymphoma 
of mucosaof mucosa--associated associated 
lymphoid tissue lymphoid tissue 
(MALT)(MALT)
-- indolent form of indolent form of 
lymphomalymphoma
-- occurs in older occurs in older 
patientspatients
-- localized at diagnosislocalized at diagnosis
-- longlong--term diseaseterm disease--
free survival free survival 
-- cure is commoncure is common







Gastric LymphomaGastric Lymphoma
3 percent of gastric 3 percent of gastric neoplasmsneoplasms
10 percent of lymphomas 10 percent of lymphomas 
the most common the most common extranodalextranodal site of lymphoma site of lymphoma 
the most common site of gastrointestinal lymphoma the most common site of gastrointestinal lymphoma 
can arise from two different sources:can arise from two different sources:

1.1. Primary involvement of gastric mucosal areas Primary involvement of gastric mucosal areas -- MALT MALT 
lymphoma, now called lymphoma, now called extranodalextranodal marginal zone Bmarginal zone B--cell cell 
lymphoma of MALT type in the REAL classification. Diffuse lymphoma of MALT type in the REAL classification. Diffuse 
large Blarge B--cell lymphoma may also arise within the stomach cell lymphoma may also arise within the stomach 
as a primary lesionas a primary lesion

2.2. Secondary involvement via spread from adjacent lymph Secondary involvement via spread from adjacent lymph 
nodesnodes



Gastric LymphomaGastric Lymphoma
The vast majority of lowThe vast majority of low--grade Bgrade B--cell lymphomas cell lymphomas 
of the stomach are MALT typeof the stomach are MALT type
Approximately 40 to 50 % present with indolent Approximately 40 to 50 % present with indolent 
or lowor low--grade histology, of which 70 to 80 percent grade histology, of which 70 to 80 percent 
are confined to the stomach (stage IE) are confined to the stomach (stage IE) 
the development of MALT lymphomas is linked to the development of MALT lymphomas is linked to 
the the clonalclonal expansion of Bexpansion of B--cells that accompanies cells that accompanies 
chronic gastritis in the presence of Helicobacter chronic gastritis in the presence of Helicobacter 
pyloripylori





Gastric LymphomaGastric Lymphoma
conditions that predispose to gastric lymphoma:conditions that predispose to gastric lymphoma:

Helicobacter pyloriHelicobacter pylori--associated chronic gastritisassociated chronic gastritis

Autoimmune diseasesAutoimmune diseases

Immunodeficiency syndromes (Immunodeficiency syndromes (egeg, AIDS), AIDS)

LongLong--standing immunosuppressive therapy standing immunosuppressive therapy 
((egeg, , posttransplantationposttransplantation) ) 



Gastric LymphomaGastric Lymphoma
symptoms includesymptoms include

EpigastricEpigastric pain or discomfort pain or discomfort –– 93%93%
AnorexiaAnorexia
Weight lossWeight loss
Nausea and/or vomitingNausea and/or vomiting
Occult gastrointestinal bleeding, but    Occult gastrointestinal bleeding, but    
hematemesishematemesis and and melenamelena are uncommonare uncommon

Early satietyEarly satiety

The duration of symptoms preceding the The duration of symptoms preceding the 
diagnosis is quite variable, ranging from a few diagnosis is quite variable, ranging from a few 
days to six years.days to six years.



Gastric LymphomaGastric Lymphoma

Physical examination Physical examination 
often normaloften normal
may reveal a palpable mass and/ormay reveal a palpable mass and/or
peripheral peripheral lymphadenopathylymphadenopathy when the disease is when the disease is 

advancedadvanced

Laboratory studiesLaboratory studies
tend to be normal at presentationtend to be normal at presentation
anemia or an elevated ESR may be present in anemia or an elevated ESR may be present in 
selected casesselected cases



DiagnosisDiagnosis

EGD and biopsy EGD and biopsy -- can can 
provide a definitive provide a definitive 
diagnosisdiagnosis

--mass or mass or polypoidpolypoid lesion lesion 
with or without ulceration with or without ulceration 
-- benignbenign--appearing gastric appearing gastric 
ulcerulcer
-- nodularitynodularity
-- thickened, thickened, cerebroidcerebroid
gastric foldsgastric folds



EndoscopyEndoscopy
Any suspicious appearing lesion should be Any suspicious appearing lesion should be 
biopsiedbiopsied
Conventional pinch biopsies may miss the Conventional pinch biopsies may miss the 
diagnosis (gastric lymphoma can infiltrate the diagnosis (gastric lymphoma can infiltrate the 
submucosasubmucosa without affecting the mucosa, most without affecting the mucosa, most 
likely to occur when no obvious mass is present)likely to occur when no obvious mass is present)
Jumbo biopsies, snare biopsies, biopsies within Jumbo biopsies, snare biopsies, biopsies within 
biopsies ("well technique"), and needle aspiration biopsies ("well technique"), and needle aspiration 
can all serve to increase the yield can all serve to increase the yield 
EUSEUS--guided FNAB or guided FNAB or endoscopicendoscopic submucosalsubmucosal
resection may provide even greater diagnostic resection may provide even greater diagnostic 
capability capability 



DiagnosisDiagnosis
upper gastrointestinal upper gastrointestinal 
seriesseries
Mass or filling defect Mass or filling defect --70%          70%          
Ulcerated lesion Ulcerated lesion --40%40%
Diffuse infiltration Diffuse infiltration --20%20%

none is diagnosticnone is diagnostic
gastric gastric adenocarcinomaadenocarcinoma, , 
Menetrier'sMenetrier's disease, chronic disease, chronic 
active gastritis, segmental active gastritis, segmental 
rugalrugal fold hypertrophy and fold hypertrophy and 
PUD can mimic  lymphomaPUD can mimic  lymphoma
patients should undergo patients should undergo 
gastroscopygastroscopy with biopsy to with biopsy to 
confirm the diagnosisconfirm the diagnosis



Gastric LymphomaGastric Lymphoma
Staging evaluationStaging evaluation

performed once the diagnosis of gastric performed once the diagnosis of gastric 
lymphoma is establishedlymphoma is established
important prognostic information and dictates important prognostic information and dictates 
therapy therapy 
All patients CT of the abdomen, pelvis, and chest All patients CT of the abdomen, pelvis, and chest 
to look for evidence of to look for evidence of locoregionallocoregional lymph node lymph node 
involvement, infiltration of contiguous structures, involvement, infiltration of contiguous structures, 
and distant metastasesand distant metastases
EUS may provide an assessment of the depth of EUS may provide an assessment of the depth of 
intramural penetration intramural penetration 
both CT and EUS are limited in their assessment both CT and EUS are limited in their assessment 
of of perigastricperigastric lymph node status.lymph node status.



Staging evaluationStaging evaluation

LaparotomyLaparotomy -- minimini--laparotomylaparotomy, , 
laparoscopylaparoscopy
advantage of allowing direct visualization of the advantage of allowing direct visualization of the 
stomach, peritoneum, liver, and regional lymph stomach, peritoneum, liver, and regional lymph 
nodes should probably be reserved only for nodes should probably be reserved only for 
patients without obvious systemic disease and patients without obvious systemic disease and 
with equivocal EUS or CT findingswith equivocal EUS or CT findings



TreatmentTreatment
Eradication of H pyloriEradication of H pylori

Complete Complete histologichistologic regression has been regression has been 
demonstrated in 50 to 80 percent of carefully demonstrated in 50 to 80 percent of carefully 
selected patients selected patients 
10 % of patients with gastric lymphoma have  10 % of patients with gastric lymphoma have  
localized (stage IE) mucosal disease are localized (stage IE) mucosal disease are 
candidates for anticandidates for anti--H. pylori therapyH. pylori therapy
the majority have aggressive or highthe majority have aggressive or high--grade grade 
histology (histology (ieie, diffuse large B, diffuse large B--cell lymphoma, see cell lymphoma, see 
below), extensive mural involvement, or below), extensive mural involvement, or 
advanced stage (stages IIE to IV).advanced stage (stages IIE to IV).
even higheven high--grade tumors may regress with grade tumors may regress with 
antibiotic treatment and may not require more antibiotic treatment and may not require more 
aggressive therapyaggressive therapy



TreatmentTreatment
Eradication of H. pylori infection was achieved in 15 of the Eradication of H. pylori infection was achieved in 15 of the 
16 patients16 patients
Gross and Gross and histologichistologic tumor regression was evident in 10 tumor regression was evident in 10 
subjects at the first followsubjects at the first follow--up up endoscopicendoscopic examinationexamination
the remaining six patients were immediately referred for the remaining six patients were immediately referred for 
chemotherapychemotherapy
At a median followAt a median follow--up of 43 months, all 10 patients with up of 43 months, all 10 patients with 
responsive disease were alive and free of lymphoma, while responsive disease were alive and free of lymphoma, while 
five of the six nonfive of the six non--responding patients achieved complete responding patients achieved complete 
remission following CHOP chemotherapyremission following CHOP chemotherapy

Chen, LT, Lin, JT, Chen, LT, Lin, JT, ShyuShyu, RY, Jan, CM. Prospective Study of Helicobacter pylori , RY, Jan, CM. Prospective Study of Helicobacter pylori 
Eradication Therapy in Stage I(E) HighEradication Therapy in Stage I(E) High--Grade MucosaGrade Mucosa--Associated Lymphoid Tissue Associated Lymphoid Tissue 
Lymphoma of the Stomach. J Lymphoma of the Stomach. J ClinClin OncolOncol 2001; 19:42452001; 19:4245



TreatmentTreatment
patients who do not respond to, or who relapse patients who do not respond to, or who relapse 
following, antifollowing, anti--H. pylori therapy still have a high H. pylori therapy still have a high 
rate of cure. Fiverate of cure. Five--year survival for these patients year survival for these patients 
is as high as 80 to 90 percent following single is as high as 80 to 90 percent following single 
agent chemotherapy (agent chemotherapy (egeg, , cyclophosphamidecyclophosphamide, , 
chlorambucilchlorambucil, , cladribinecladribine) or radiation therapy, ) or radiation therapy, 
including those positive for t(11;18) including those positive for t(11;18) 
MultiagentMultiagent chemotherapy, such as CHOP chemotherapy, such as CHOP 
((cyclophosphamidecyclophosphamide, , doxorubicindoxorubicin, , vincristinevincristine, and , and 
prednisoneprednisone), is reserved for patients failing or ), is reserved for patients failing or 
recurring after other less aggressive therapies, recurring after other less aggressive therapies, 
those with advanced stage disease (those with advanced stage disease (ieie, stage III , stage III 
or IV disease), and those with transformation or IV disease), and those with transformation 
into diffuse large Binto diffuse large B--cell lymphomacell lymphoma





TreatmentTreatment
Historically, surgery was often the initial, and Historically, surgery was often the initial, and 
often sole therapy, for gastric lymphomas often sole therapy, for gastric lymphomas 
there is ample evidence for there is ample evidence for NHLsNHLs in general, and in general, and 
for gastric NHL in particular, to support the use of for gastric NHL in particular, to support the use of 
gastric conservation and rely more on systemic gastric conservation and rely more on systemic 
chemotherapy. This applies to both early stage IE chemotherapy. This applies to both early stage IE 
and II/IIE cases, and those with obvious and II/IIE cases, and those with obvious 
extragastricextragastric spread (stage IIIE, IV)spread (stage IIIE, IV)
For MALT lymphomas, and perhaps all gastric For MALT lymphomas, and perhaps all gastric 
lymphomas, surgery may be a treatment which is lymphomas, surgery may be a treatment which is 
no longer necessaryno longer necessary

Koch, P, del Valle, F, Koch, P, del Valle, F, BerdelBerdel, WE, et al. Primary Gastrointestinal Non, WE, et al. Primary Gastrointestinal Non--Hodgkin's Hodgkin's 
Lymphoma: II. Combined Surgical and Conservative or ConservativeLymphoma: II. Combined Surgical and Conservative or Conservative Management Management 
Only in Localized Gastric LymphomaOnly in Localized Gastric Lymphoma--Results of the Prospective German Results of the Prospective German MulticenterMulticenter
Study GIT NHL 01/92. J Study GIT NHL 01/92. J ClinClin OncolOncol 2001; 19:38742001; 19:3874



TreatmentTreatment
589 patients with early stage primary gastric 589 patients with early stage primary gastric 
diffuse large Bdiffuse large B--cell lymphoma were randomly cell lymphoma were randomly 
assigned to receive either surgery (S), surgery assigned to receive either surgery (S), surgery 
plus radiation therapy (SRT), surgery plus CHOP plus radiation therapy (SRT), surgery plus CHOP 
chemotherapy (SC), or CHOP chemotherapy chemotherapy (SC), or CHOP chemotherapy 
alone (C) alone (C) 
tenten--year event free survivals for the S, SRT, SC, year event free survivals for the S, SRT, SC, 
and C groups were 28, 23, 82, and 92 percent, and C groups were 28, 23, 82, and 92 percent, 
respectivelyrespectively
Late toxicity was more frequent and severe in Late toxicity was more frequent and severe in 
patients undergoing surgery. It was concluded patients undergoing surgery. It was concluded 
that chemotherapy alone should be considered that chemotherapy alone should be considered 
the treatment of choice in this settingthe treatment of choice in this setting

Aviles, A, Aviles, A, NamboNambo, MJ, , MJ, NeriNeri, N, et al. The role of surgery in primary gastric lymphoma: res, N, et al. The role of surgery in primary gastric lymphoma: results of a ults of a 

controlled clinical trial. Ann controlled clinical trial. Ann SurgSurg 2004; 240:442004; 240:44



TreatmentTreatment
The original concern that chemotherapy in The original concern that chemotherapy in 
a patient with involvement of the stomach a patient with involvement of the stomach 
might lead to gastric perforation and/or might lead to gastric perforation and/or 
bleeding has not been confirmed in a bleeding has not been confirmed in a 
number of comparative studiesnumber of comparative studies

Schmidt, WP, Schmitz, N, Schmidt, WP, Schmitz, N, SonnenSonnen, R. Conservative management of gastric lymphoma: , R. Conservative management of gastric lymphoma: 

the treatment option of choice. the treatment option of choice. LeukLeuk Lymphoma 2004; 45:1847Lymphoma 2004; 45:1847

Usual therapy for the aggressive variants Usual therapy for the aggressive variants 
of NHL, such as gastric DLBCL includes the of NHL, such as gastric DLBCL includes the 
four drug CHOP regimen given in standard four drug CHOP regimen given in standard 
doses, without dosedoses, without dose--reduction for the reduction for the 
elderly elderly 



Intestinal LymphomaIntestinal Lymphoma

Primary small intestinal lymphomaPrimary small intestinal lymphoma
uncommon in Western countriesuncommon in Western countries
75 percent of primary gastrointestinal 75 percent of primary gastrointestinal 
lymphomas in the Middle East and lymphomas in the Middle East and 
Mediterranean basinMediterranean basin
in the Middle East, the presentation of in the Middle East, the presentation of 
small bowel lymphoma depends upon its small bowel lymphoma depends upon its 
association with association with immunoproliferativeimmunoproliferative small small 
intestinal disease (IPSID). intestinal disease (IPSID). 



Intestinal LymphomaIntestinal Lymphoma
Most patients with "westernMost patients with "western--type" type" 
intestinal MALT lymphomas have intestinal MALT lymphomas have 
undergone a undergone a laparotomylaparotomy at diagnosis at diagnosis 
because of perforation or obstruction, or because of perforation or obstruction, or 
to evaluate an unexplained abdominal to evaluate an unexplained abdominal 
massmass
only approximately 30 % of patients with only approximately 30 % of patients with 
stage IE or IIE disease, regardless of stage IE or IIE disease, regardless of 
histology, may be cured with en bloc histology, may be cured with en bloc 
resection of involved bowel and resection of involved bowel and 
contiguous nodes. contiguous nodes. 





Intestinal LymphomaIntestinal Lymphoma

Predisposing conditions  Predisposing conditions  -- similar to those similar to those 
noted above for gastric lymphomanoted above for gastric lymphoma::

Autoimmune diseasesAutoimmune diseases
Immunodeficiency syndromes (Immunodeficiency syndromes (egeg, , 

AIDS)AIDS)
LongLong--standing immunosuppressive standing immunosuppressive 

therapy (therapy (egeg, , posttransplantationposttransplantation))
Crohn'sCrohn's diseasedisease
Radiation therapyRadiation therapy
Nodular lymphoid hyperplasiaNodular lymphoid hyperplasia





Intestinal LymphomaIntestinal Lymphoma
Diagnostic evaluationDiagnostic evaluation

Contrast radiography Contrast radiography -- the initial diagnostic the initial diagnostic 
modality for detecting small bowel lymphomasmodality for detecting small bowel lymphomas
IPSIDIPSID--associated lymphomas, more common in associated lymphomas, more common in 
the proximal small intestine the proximal small intestine -- diffuse infiltrating diffuse infiltrating 
lesion, sometimes resembling lesion, sometimes resembling cobblestoningcobblestoning
WesternWestern--type nontype non--IPSID lymphomas, more IPSID lymphomas, more 
common in the distal small intestine common in the distal small intestine -- ulcerated, ulcerated, 
protruding, or infiltrating mass lesions  protruding, or infiltrating mass lesions  -- unifocalunifocal
but can be but can be multifocalmultifocal





Intestinal LymphomaIntestinal Lymphoma
Diagnostic evaluationDiagnostic evaluation

Proximal small bowel lesions may be detected by Proximal small bowel lesions may be detected by 
"push" "push" enteroscopyenteroscopy
IntubationIntubation of the terminal ileum during of the terminal ileum during 
colonoscopy colonoscopy 
Exploratory Exploratory laparotomylaparotomy should be performed should be performed 
when the lesion is not accessible via when the lesion is not accessible via endoscopyendoscopy
or when or when endoscopicendoscopic biopsies are nonbiopsies are non--diagnostic.diagnostic.
Colonoscopy is the principal diagnostic modality Colonoscopy is the principal diagnostic modality 
for colorectal lymphomasfor colorectal lymphomas-- diffuse mucosal diffuse mucosal 
nodularitynodularity, colitis, colitis--like changes with like changes with indurationinduration
and ulceration, or a mass with or without and ulceration, or a mass with or without 
ulcerationulceration





Intestinal LymphomaIntestinal Lymphoma
Diagnostic evaluationDiagnostic evaluation

Barium enema Barium enema -- may suggest the diagnosis but may suggest the diagnosis but 
cannot reliably differentiate lymphoma from other cannot reliably differentiate lymphoma from other 
conditionsconditions

Mass lesions with   mucosal destructionMass lesions with   mucosal destruction
Mucosal Mucosal nodularitynodularity
Infiltration of the Infiltration of the submucosasubmucosa with with 

associated strictureassociated stricture
Bulky Bulky extracolonicextracolonic massesmasses



TreatmentTreatment
SurgerySurgery

after attempted curative resection fiveafter attempted curative resection five--year survival rates year survival rates 
are only approximately 45 % for stage IE disease and 19 % are only approximately 45 % for stage IE disease and 19 % 
for stage IIEfor stage IIE
relapses occurring 5 to 10 years after resection are relapses occurring 5 to 10 years after resection are 
commoncommon
patients most likely to relapse include those with nodal patients most likely to relapse include those with nodal 
involvement, extension beyond the bowel wall, and highinvolvement, extension beyond the bowel wall, and high--
grade histologygrade histology
To improve survival rates, both radiation therapy and To improve survival rates, both radiation therapy and 
chemotherapy are often used postoperatively, although chemotherapy are often used postoperatively, although 
their efficacy is uncertaintheir efficacy is uncertain
ContrearyContreary, K, Nance, FC, Becker, WF. Primary lymphomas of the gastrointes, K, Nance, FC, Becker, WF. Primary lymphomas of the gastrointestinal tract. Ann tinal tract. Ann SurgSurg
1980; 191:593. 1980; 191:593. 



TreatmentTreatment
Radiation therapyRadiation therapy

may reduce local recurrence rates when used in may reduce local recurrence rates when used in 
the adjuvant settingthe adjuvant setting
radiation has little impact on survival, because of radiation has little impact on survival, because of 
high recurrence rates outside the radiation high recurrence rates outside the radiation 
portals portals 
carries a significant risk of acute and chronic carries a significant risk of acute and chronic 
morbidity from radiation enteritis and morbidity from radiation enteritis and vasculitisvasculitis

Combination chemotherapy may improve both Combination chemotherapy may improve both 
diseasedisease--free and overall survival compared to free and overall survival compared to 
surgery alonesurgery alone

DaumDaum, S, , S, UllrichUllrich, R, , R, HeiseHeise, W, et al. Intestinal non, W, et al. Intestinal non--Hodgkin's lymphoma: a Hodgkin's lymphoma: a multicentermulticenter
prospective clinical study from the German Study Group on Intestprospective clinical study from the German Study Group on Intestinal noninal non--Hodgkin's Hodgkin's 
Lymphoma. J Lymphoma. J ClinClin OncolOncol 2003; 21:2740 2003; 21:2740 



TreatmentTreatment
Combination chemotherapyCombination chemotherapy

treatment of choice for patients with advanced (stage IIIE treatment of choice for patients with advanced (stage IIIE 
and IV) disease. Response rates are comparable to those and IV) disease. Response rates are comparable to those 
observed for observed for extraintestinalextraintestinal NHLsNHLs, but the overall prognosis , but the overall prognosis 
is poor, with 5is poor, with 5--year and 10year and 10--year survival rates of year survival rates of 
approximately 50 and 20 percent, respectivelyapproximately 50 and 20 percent, respectively

Fisher, RI, Dahlberg, S, Fisher, RI, Dahlberg, S, NathwaniNathwani, BN, et al. A clinical analysis of two indolent , BN, et al. A clinical analysis of two indolent 
entities: Mantle cell lymphoma and marginal zone lymphoma (incluentities: Mantle cell lymphoma and marginal zone lymphoma (including ding 
the mucosathe mucosa--associated lymphoid tissue and associated lymphoid tissue and monocytoidmonocytoid BB--cell cell 
subcategories): A Southwest Oncology Group Study. Blood 1995; 85subcategories): A Southwest Oncology Group Study. Blood 1995; 85:1075:1075

As in the adjuvant setting, CHOP is the preferred regimen As in the adjuvant setting, CHOP is the preferred regimen 
outside of a clinical trialoutside of a clinical trial



PalliativePalliative
The role of radiation and surgery in The role of radiation and surgery in 
advanced disease is uncertain. advanced disease is uncertain. 
Radiation therapy provides effective Radiation therapy provides effective 
palliation for extensive, palliation for extensive, unresectableunresectable
disease, but is unlikely to have an impact disease, but is unlikely to have an impact 
on overall survival.on overall survival.
Palliative surgical resection in patients Palliative surgical resection in patients 
with extensive or advanced disease prior with extensive or advanced disease prior 
to chemotherapy may prevent subsequent to chemotherapy may prevent subsequent 
bleeding or perforation, but this approach bleeding or perforation, but this approach 
remains controversialremains controversial



Mantle Cell LymphomaMantle Cell Lymphoma

31 cases found the following sites to be involved: stomach 31 cases found the following sites to be involved: stomach 
(57 percent), duodenum (52 percent), jejunum/ileum (87 (57 percent), duodenum (52 percent), jejunum/ileum (87 
percent), colon (90 percent), and rectum (69 percent) percent), colon (90 percent), and rectum (69 percent) 
involvement of multiple sites, particularly the small involvement of multiple sites, particularly the small 
intestine and colon, is referred to as "intestine and colon, is referred to as "lymphomatouslymphomatous
polyposispolyposis." The mean age at presentation is 55 years, with ." The mean age at presentation is 55 years, with 
a male predominance. a male predominance. 
Polyps were found in both the small bowel and colon in 28 Polyps were found in both the small bowel and colon in 28 
of 31 casesof 31 cases
The unusual distribution of these lesions may be related to The unusual distribution of these lesions may be related to 
expression of the expression of the integrinintegrin alpha 4 beta 7 which a mucosal alpha 4 beta 7 which a mucosal 
homing receptor that mediates lymphocyte migration to the homing receptor that mediates lymphocyte migration to the 
intestinal mucosa by binding to MAdintestinal mucosa by binding to MAd--CAMCAM--1, which is a 1, which is a 
vascular recognition molecule (vascular recognition molecule (addressinaddressin) selectively ) selectively 
expressed on mucosal endothelium expressed on mucosal endothelium 



Mantle Cell LymphomaMantle Cell Lymphoma
Presenting symptomsPresenting symptoms

often reflected the site of diseaseoften reflected the site of disease
abdominal painabdominal pain
DiarrheaDiarrhea
HematocheziaHematochezia
weight loss, fatigueweight loss, fatigue
Liver involvement occurred in 26 percent Liver involvement occurred in 26 percent 
of the patients, while malignant cells were of the patients, while malignant cells were 
seen in the peripheral blood in only one seen in the peripheral blood in only one 
casecase



Mantle Cell LymphomaMantle Cell Lymphoma
Diagnostic evaluationDiagnostic evaluation ——dictated by the clinical dictated by the clinical 

presentation.presentation.
Colonoscopy Colonoscopy -- hematocheziahematochezia, occult bleeding, , occult bleeding, 

diarrhea, or lower abdominal paindiarrhea, or lower abdominal pain
confirm abnormalities noted on barium enema.confirm abnormalities noted on barium enema.
EndoscopyEndoscopy ((esophagogastroduodenoscopyesophagogastroduodenoscopy or or 

enteroscopyenteroscopy) ) -- epigastricepigastric pain or obstructive pain or obstructive 
symptoms. occult bleeding or lower symptoms. occult bleeding or lower 
gastrointestinal symptoms and have negative gastrointestinal symptoms and have negative 
colonoscopiescolonoscopies



Typical small nodular Typical small nodular 
or or polypoidpolypoid tumors (2 tumors (2 
mm to more than 2 mm to more than 2 
cm in size), with or cm in size), with or 
without normal without normal 
intervening mucosa, intervening mucosa, 
can be seen by can be seen by 
colonoscopy or colonoscopy or 
enteroscopyenteroscopy
large large cerebroidcerebroid folds folds 
may be seen in the may be seen in the 
stomachstomach



Mantle Cell LymphomaMantle Cell Lymphoma
Diagnostic evaluationDiagnostic evaluation

Barium radiographs of the small bowel Barium radiographs of the small bowel 
may show numerous round filling defects may show numerous round filling defects 
in the lumen or a tumor mass in the in the lumen or a tumor mass in the 
terminal ileumterminal ileum
Abdominal CT with oral contrast may Abdominal CT with oral contrast may 
reveal reveal ileocecalileocecal thickening, an obvious thickening, an obvious 
mass which may cause obstruction, mass which may cause obstruction, 
retroperitoneal retroperitoneal lymphadenopathylymphadenopathy, and , and 
hepatic or hepatic or splenicsplenic enlargement.enlargement.



Mantle Cell LymphomaMantle Cell Lymphoma
EndoscopyEndoscopy with biopsy  with biopsy  -- diagnostic procedure of diagnostic procedure of 
choice. choice. 
colonoscopiccolonoscopic intubationintubation of the ileum with biopsies of the ileum with biopsies 
should be performed when barium studies show should be performed when barium studies show 
terminal terminal ilealileal involvementinvolvement
EGD  for upper gastrointestinal tract symptoms EGD  for upper gastrointestinal tract symptoms 
or when UGIS suggests involvement proximal to or when UGIS suggests involvement proximal to 
the second portion of the duodenumthe second portion of the duodenum
push push enteroscopyenteroscopy should be performed for should be performed for 
proximal proximal jejunaljejunal lesions or in patients presenting lesions or in patients presenting 
with major bleeding in whom colonoscopy and with major bleeding in whom colonoscopy and 
standard upper standard upper endoscopyendoscopy fail to identify a fail to identify a 
sourcesource
CTCT--guided needle biopsy can be used for an guided needle biopsy can be used for an 
accessible massaccessible mass



Mantle Cell LymphomaMantle Cell Lymphoma

Staging evaluationStaging evaluation
Common sites of involvement include Common sites of involvement include 
bone marrow (52 percent of patients) and bone marrow (52 percent of patients) and 
Waldeyer'sWaldeyer's ring (27 percent)ring (27 percent)
Approximately 70 percent of patients Approximately 70 percent of patients 
have advanced disease (have advanced disease (ieie, stage IV) at , stage IV) at 
the time of diagnosisthe time of diagnosis



TreatmentTreatment
systemic chemotherapy is the treatment of systemic chemotherapy is the treatment of 
choicechoice
presently considered to be an incurable disease, presently considered to be an incurable disease, 
with a median survival of 3 to 5 yearswith a median survival of 3 to 5 years
aggressive chemotherapy followed by aggressive chemotherapy followed by autologousautologous
stem cell transplantation may benefit younger stem cell transplantation may benefit younger 
patientspatients

KhouriKhouri, I, , I, RomagueraRomaguera, J, , J, KantarjianKantarjian, H, et al. Hyper, H, et al. Hyper--CVAD and highCVAD and high--dose dose 
methotrexate/cytarabinemethotrexate/cytarabine followed by stemfollowed by stem--cell transplantation: An active regimen for cell transplantation: An active regimen for 

aggressive mantleaggressive mantle--cell lymphoma. J cell lymphoma. J ClinClin OncolOncol 1998; 16:38031998; 16:3803

Surgery has a relatively small role in the Surgery has a relatively small role in the 
management of this disease, but may be of value management of this disease, but may be of value 
in patients presenting with bowel obstruction.in patients presenting with bowel obstruction.



BurkittBurkitt’’ss and and BurkittBurkitt--like like 
LymphomasLymphomas

disease of childhood, peak disease of childhood, peak 
incidence at about  8 incidence at about  8 yoyo
GI manifestations are GI manifestations are 
infrequent but may include infrequent but may include 
obstruction or obstruction or 
intussusceptionintussusception
""BurkittBurkitt--like" ("sporadic" like" ("sporadic" 
Burkitt'sBurkitt's) lymphoma ) lymphoma 
exhibits a wider age exhibits a wider age 
distribution,onlydistribution,only 50% of 50% of 
cases affecting children, cases affecting children, 
often presents with often presents with 
abdominal pain and abdominal pain and 
obstructive symptoms obstructive symptoms 
caused by caused by ileocecalileocecal
involvementinvolvement



BurkittBurkitt’’ss and and BurkittBurkitt--like like 
LymphomasLymphomas

may be associated with HIV may be associated with HIV 
infection, immunosuppressive infection, immunosuppressive 
therapy, or Epsteintherapy, or Epstein--Barr virus (EBV) Barr virus (EBV) 
infection infection 



BurkittBurkitt’’ss and and BurkittBurkitt--like like 
LymphomasLymphomas

Diagnostic evaluationDiagnostic evaluation
Small bowel contrast radiography Small bowel contrast radiography 
CT scan CT scan 
laparotomylaparotomy is often required for confirmationis often required for confirmation
colonoscopiccolonoscopic retrograde retrograde intubationintubation of the of the 
terminal ileum and biopsy may be diagnosticterminal ileum and biopsy may be diagnostic
CTCT--guided biopsy can be attempted when a mass guided biopsy can be attempted when a mass 
is presentis present
examination of the bone marrow and peripheral examination of the bone marrow and peripheral 
blood may be diagnostic, and may obviate the blood may be diagnostic, and may obviate the 
need for need for laparotomylaparotomy and/or other biopsy and/or other biopsy 
proceduresprocedures



TreatmentTreatment
Chemotherapy is the mainstay of treatment Chemotherapy is the mainstay of treatment 
resection is often required to alleviate symptoms resection is often required to alleviate symptoms 
or avoid perforation during chemotherapy or avoid perforation during chemotherapy 

Fleming, I, Turk, PS, Murphy, SB, et al. Surgical implications oFleming, I, Turk, PS, Murphy, SB, et al. Surgical implications of primary gastrointestinal f primary gastrointestinal 

lymphoma of childhood. Arch lymphoma of childhood. Arch SurgSurg 1990; 125:2521990; 125:252

AutologousAutologous bone marrow transplantation is also bone marrow transplantation is also 
of value in patients with poorof value in patients with poor--risk diseaserisk disease
In adults, tumors can arise at any site in the In adults, tumors can arise at any site in the 
gastrointestinal system, but are most common in gastrointestinal system, but are most common in 
the the ileocecalileocecal region and the rectum. Treatment region and the rectum. Treatment 
options are the same as in children.options are the same as in children.



PrognosisPrognosis

nonnon--HIV associated cases HIV associated cases -- improved improved 
considerably with the use of aggressive, considerably with the use of aggressive, 
multidrugmultidrug chemotherapy regimens, and, in chemotherapy regimens, and, in 
selected cases, selected cases, autologousautologous hematopoietichematopoietic
cell transplantation. cell transplantation. 
HIVHIV--associated associated BurkittBurkitt--like lymphomas is like lymphomas is 
related more to the underlying HIV related more to the underlying HIV 
syndrome than the lymphoma itselfsyndrome than the lymphoma itself



EnteropathyEnteropathy--associated Tassociated T--cell cell 
LymphomaLymphoma

sequelasequela of glutenof gluten--sensitive sensitive enteropathyenteropathy (celiac (celiac 
spruesprue))
ulcerative enteritis, another complication of longulcerative enteritis, another complication of long--
standing celiac standing celiac spruesprue, is probably a variant of , is probably a variant of 
EATLEATL
The mean age of patients with EATL is 60 yearsThe mean age of patients with EATL is 60 years
Most patients have a several month to several Most patients have a several month to several 
year history of abdominal pain and weight loss, year history of abdominal pain and weight loss, 
but only a small proportion have a history of but only a small proportion have a history of 
celiac disease dating back to childhood celiac disease dating back to childhood 
Patients often present with acute bleeding, Patients often present with acute bleeding, 
obstruction, or perforationobstruction, or perforation



EnteropathyEnteropathy--associated Tassociated T--cell cell 
LymphomaLymphoma

Clinical deterioration of celiac disease, Clinical deterioration of celiac disease, 
despite compliance with a glutendespite compliance with a gluten--free diet, free diet, 
should raise suspicion of the possible should raise suspicion of the possible 
presence of lymphomapresence of lymphoma
Conversely, since celiac disease may be Conversely, since celiac disease may be 
undiagnosed at the time of presentation of undiagnosed at the time of presentation of 
the intestinal lymphoma, it has been the intestinal lymphoma, it has been 
suggested that patients with a Tsuggested that patients with a T--cell cell 
lymphoma and/or a gut primary lymphoma and/or a gut primary 
localization should be tested for the localization should be tested for the 
presence of underlying celiac diseasepresence of underlying celiac disease



EnteropathyEnteropathy--associated Tassociated T--cell cell 
LymphomaLymphoma

Diagnostic evaluationDiagnostic evaluation
EndoscopyEndoscopy with biopsy is the diagnostic with biopsy is the diagnostic 
test of choicetest of choice
Large circumferential ulcers without overt tumor Large circumferential ulcers without overt tumor 
masses are found in the jejunummasses are found in the jejunum

Biopsies of the involved mucosa demonstrate Biopsies of the involved mucosa demonstrate 
lymphoma, while biopsies of the normal lymphoma, while biopsies of the normal 
appearing mucosa usually show villous atrophy appearing mucosa usually show villous atrophy 
characteristic of celiac diseasecharacteristic of celiac disease

laparotomylaparotomy may be necessary to confirm may be necessary to confirm 
the diagnosisthe diagnosis



TreatmentTreatment
the prognosis is poor and is worse than the prognosis is poor and is worse than 
that of intestinal Bthat of intestinal B--cell lymphomacell lymphoma
FiveFive--year survival is approximately 10 year survival is approximately 10 
percentpercent
Favorable outcomes with Favorable outcomes with multidrugmultidrug
therapy occur only in patients who have therapy occur only in patients who have 
minimal gastrointestinal symptoms prior minimal gastrointestinal symptoms prior 
to the diagnosis of lymphoma, and can to the diagnosis of lymphoma, and can 
tolerate therapy. Patients should also be tolerate therapy. Patients should also be 
maintained on a glutenmaintained on a gluten--free diet. free diet. 


