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Part III 

 

Chapter 8 

Treatment response in enteropathy associated T-cell 

lymphoma; survival in a large multicenter cohort. 
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Abstract  

Enteropathy-associated T-cell lymphoma (EATL) is a T-cell Non-Hodgkin Lymphoma which 

is highly associated with celiac disease. The prognosis of EATL has been considered  poor 

and there are no standardized treatment protocols. Here we evaluate treatment response 

and survival of EATL patients in a large multicenter cohort. A total of 61 patients 

diagnosed with EATL were analyzed. Various treatment regimens were applied in EATL 

during the past fifteen years including either monotherapy consisting of chemotherapy or 

resection, or combination therapy with both aforementioned regimens whether or not 

combined with stem-cell transplantation (SCT). Overall, 50/61 patients (82%) died after a 

median of 7.4 months. One- and five-years overall survival was 40% and 11% respectively. 

Median follow-up in the survivors was 26 months. Patients treated with the most 

aggressive treatment, i.e. resection, chemotherapy and autologous SCT, showed the most 

favourable outcome with complete remission in all patients, the lowest relapse rate and 

one- and five-years overall survival of 100% and 33% respectively although overall 

survival in this group was not significantly better as compared to patients treated with 

surgery and chemotherapy. This study indicates that combination treatment is superior 

compared to monotherapy. Whether or not consolidation therapy with autologous SCT 

may improve survival needs to be substantiated in a larger randomized international trial. 

 

 

 

 

 

 



Introduction 

Celiac disease (CD) is a chronic small intestinal immune-mediated enteropathy that 

occurs in genetically predisposed individuals in response to gluten ingestion (1). A small 

percentage of celiac disease patients develops refractoriness to the gluten free diet (2). 

In some instances this is paralleled by the occurrence of lymphocytes with an abnormal 

phenotype in the mucosa. This is referred to as refractory celiac disease type II (RCDII), 

and can be considered as low grade lymphoma.  

 

EATL is an intestinal type T-cell Non-Hodgkin Lymphoma that arises from intraepithelial 

lymphocytes. Transformation to overt EATL occurs in about 50% of patients diagnosed 

with refractory celiac disease type II(3;4). In addition, EATL can also develop in celiac 

disease patients without a previous history of refractory celiac disease type II (both 

defined as secondary EATL patients) or even in patients without a prior diagnosis of celiac 

disease (4), the latter group being defined as primary EATL patients. With an annual 

incidence rate of 0.5–1 per million people in Western countries, EATL is a rare type of 

lymphoma (5;6).  

 

There are no validated and standardized treatment protocols for EATL. Most patients are 

treated with a combination of surgery and chemotherapeutic drugs, usually anthracycline-

based regimens including CHOP (cyclophosphamide, doxorubicin, vincristine, 

prednisolone). In some centers this is followed by autologous stem cell transplantation as 

consolidation therapy (7-9). The prognosis of EATL is poor, with a five-year survival  

between 8 and 20%, although an improved survival has been reported after aggressive 

consolidation therapy (7-10).  

 

Since no standard therapeutic regimens have been established, variable therapeutic 

strategies have been used in the treatment of EATL. Here we retrospectively reviewed the 

outcome of a large multicenter-cohort of EATL patients in order to compare differences in 

treatment response, relapse rate and survival between primary and secondary EATL and 

different therapy-regimens.  

 



Patients and methods 

Patients and data collection 

A total of 20 hospitals throughout the Netherlands were included in this study and 

surveyed on EATL occurrence during the past fifteen year. This was accomplished by 

searching both local and personal databases and medical codes from electronic patient 

systems. A total of 73 EATL patients were identified. According to the WHO Classification 

of Tumor of Hematopoietic and Lymphoid tissues EATL is classified into two types: type I 

EATL and type II EATL (11). EATL type I is a large cell lymphoma and is highly associated 

with celiac disease (12). Therefore, for this study we only evaluated clinical 

characteristics, treatment strategies, response and survival of EATL type I. Patients with 

EATL type II, uncharacterized celiac disease or insufficient data were excluded. A total of 

61 patients with EATL type I diagnosed between January 1999 and May 2013 in fourteen 

hospitals throughout the Netherlands was included.  

 

Diagnosis of celiac disease and refractory celiac disease 

Diagnosis celiac disease was based on the combination of histologic findings (according 

to the Marsh-classification), serology (the presence of serum IgA autoantibodies against  

endomysium (EMA), since 2001 accompanied by IgA transglutaminase (TGA) antibodies) 

and the presence of either HLA-DQ2 or DQ8. Patients were diagnosed with refractory 

celiac disease when symptoms persisted despite strict adherence to a gluten free diet for 

over 12 months after exclusion of other causes of villous atrophy. The diagnosis 

refractory celiac disease type II was based on flow-cytometry analysis of intra-epithelial 

lymphocytes showing an abnormal percentage (>20%) of aberrant intra-epithelial 

lymphocytes (13;14). 

 

Diagnosis and clinical characteristics of EATL 

The diagnosis of EATL was established according to the WHO Classification of Tumors of 

Haematopoietic and Lymphoid Tissues (11). The histological diagnosis was reviewed and 

confirmed by a dedicated pathologist. Primary EATL was defined as diagnosis of EATL in 

patients without a preceding history of celiac disease. Secondary EATL manifests in adult 

patients with previously diagnosed celiac disease or refractory celiac disease type II. All 

laboratory results were interpreted according to the local hospital reference values. B 

symptoms refer to systemic symptoms of fever (temperature higher than 38oC/100.4 F) 

and/or night sweats. Since severe weight loss was present in some of the cases due to 



the underlying (refractory) celiac disease, this parameter was not taken into 

consideration (15-17). Staging was performed according to the modified Ann Arbor 

classification using whole-body computed tomography  (CT) scan, 18F-FDG PET-CT and/or 

bone marrow biopsy (18). The International Prognostic Index (IPI) was used as prognostic 

score for the risk assessment of patients, assigning one point for each of the following 

risk factors; age greater than 60 years, stage III of IV disease, elevated serum LDH, WHO 

performance status equal or greater than 2 and the involvement of more than one extra-

nodal site. IPI score 0 and 1 were defined as low risk, score 2 as low-intermediate risk, 

score 3 as high-intermediate risk and score 4 and 5 as high risk. IPI was only determined 

in patients in whom all afore mentioned risk factors were assessed at EATL diagnosis. 

 

Treatment 

Various therapeutic regimens were evaluated. Treatment consisted of (1) surgical 

resection alone, (2) anthracycline-based chemotherapy in combination with surgery, (3) 

anthracycline-based chemotherapy alone, (4) resection and/or chemotherapy followed by 

stem cell transplantation (SCT) or (5) supportive or palliative care only. The choice of 

treatment strategy was based on clinical assessment and the expert opinion of the 

hematologists and gastroenterologists of the local hospital considering the age, stage and 

performance status of the patient. Indications for surgical resection of the involved 

segment included clinical symptoms (including stenosis) and/or or prevention of 

perforation during chemotherapy. SCT refers to treatment with systemic chemotherapy 

(supported by granulocyte colony-stimulating factor) followed by conditioning with 

melphalan/fludrabine in the case of autologous SCT (auSCT) and 

fludrabine/cyclophosphamide in the case of allogeneic SCT (alloSCT). SCT was performed 

since 2004 in patients who were eligible based on physical status and age (<70 years). 

 

Analysis of clinical and survival outcome 

Treatment response was assessed as complete remission, stable disease or progressive 

disease according to the revised response criteria for lymphoma (19). Complete 

remission was defined as complete disappearance of all detectable clinical and 

radiological symptoms of EATL three months after the end of therapy and was evaluated 

based on clinical signs and symptoms and the usage of various imaging modalities 

(including CT or 18F-FDG PET-CT). When a patient failed to attain complete remission and 

showed no change in size of the previous lesion and no new sites, response was defined 



as stable disease. Progressive disease was defined by any new lesion or an size increase 

by 50% of the previously involved sites (19). Follow-up was carried out at 3-month 

intervals during the first year, thereafter at 6-month intervals. Relapse was defined as 

recurrence of disease at any time-point after initial complete remission and was 

confirmed clinically, histologically and/or with various imaging techniques. Progression 

free survival  was defined as the time from initial diagnosis to relapse or death, whichever 

came first. Patients without a relapse were censored at the time of last follow-up. Overall 

survival was defined as the time from diagnosis to death. Surviving patients were 

censored at the time of last follow-up. For the survival analysis, the patients with a post-

mortem diagnosis were excluded. 

 

Statistical analysis  

Continuous variables were compared using the T-test or the non-parametric Mann-

Whitney test. Categorical variables were compared using Fisher’s exact test or Chi-Square 

test. Time to relapse and overall survival was analysed using Kaplan-Meier curves and 

significance compared using the Log-rank test.  P-values less than 0.05 were considered 

statistically significant.  

 

Results 

Patients 

A total of 61 patients (32 males, 29 females) with EATL type I were included. The mean 

age at EATL diagnosis was 63 ±7 years (range: 46-76 years). In 31 patients (51%) EATL 

was diagnosed in patients without a previous history of celiac disease (primary EATL). The 

remaining 30 (49%) patients had secondary EATL, of which 19/30 patients were 

diagnosed with refractory celiac disease type II. In the secondary EATL group, the median 

time between diagnosis celiac disease and the onset of EATL was 46 months (range: 8- 

486 months). Baseline characteristics are summarized in Table I.  

 

Clinical characteristics 

More than half of the patients presented with abdominal pain (54%) and one third of the 

patients  presented with B-symptoms (33%). In 12 patients (20%), the initial presentation 

was perforation. The majority of patients had anaemia (43/58; 74%) and 

hypoalbuminemia (44/52; 85%). Notably, only a minority of patients (16/54; 30%) 

presented with an elevated LDH [Table I]. In particular in primary EATL, elevated LDH was 



found in only 16% of the patients. A high percentage of patients was HLA-DQ2.5  

homozygous (54%), remarkably higher than in the background population (20) (2.1%; 

p<.001). EATL was localized in the small intestine in the majority of patients (93%). The 

other patients presented with stomach- (n=1), skin- (n=1) and lung localization (n=2). 

Twenty-six patients (43%) showed mesenterial lymph node involvement, and only four 

patients (7%) had bone-marrow infiltration although the latter was only evaluated in  37 

patients. PET scan data were available of 36 patients. 18F-FDG PET demonstrated 

abnormal positivity in 33 patients (92%). Three patients did not show abnormalities using 

18F-FDG PET at diagnosis although one patient who was initially pet negative became pet 

positive later in the disease course. In 58% of patients (21 out of 36)  additional uptake 

at other sites including mesenterial and para-aortic lymph nodes, spleen and lung was 

observed.  Risk assessment using IPI showed a trend for a worse prognostic score in 

patients with secondary EATL (p =.07) [Table I]. 

 

Table 1: Baseline characteristics at diagnosis of all EATL patients and of primary vs. secondary EATL 

patients 

  

All patients 

N = 61 

 

Primary EATL  

N = 31 

 

 

Secondary EATL  

N = 30 

 

P-value 

Gender (M/F) 32M / 29F 

52%M / 48%F 

20M/11F 

65%M / 35%F 

12M/18F 

40%M / 60%F 

.07 

 

Mean age at CD diagnosis  

(year) [range] 

60 [28-73 year] 63 [51-71 year] 57 [28-73 year] .06 

Mean age at EATL diagnosis  

(year) [range] 

63 [46-76 year] 63 [51-71 year] 64 [46-76 year] .27 

Clinical presentation (n)    .43 

 - Abdominal pain 33/61 (54%) 19/31 (61%) 14/30 (47%)  

 - B symptoms 19/57 (33%) 8/31 (26%) 11/26 (42%)  

 - Perforation 12/61 (20%) 8/31 (26%) 4/30 (13%)  

 - Ileus 9/61 (15%) 7/31 (23%) 2/30 (7%)  

 - Diarrhoea 7/61 (11%) 3/31 (10%) 4/30 (13%)  

 - Other 17/61 (28%) 10/31 (33%) 7/30 (23%)  

Laboratory     

 - Hypoalbuminemia 44/52 (85%) 21/26 (81%) 23/26 (89%) .44 

 - Anaemia 43/58 (74%) 22/31 (71%) 21/27 (78%) .56 

 - Elevated ASAT/ALAT 16/50 (32%) 8/29 (28%) 8/21 (38%) .43 

 - Elevated LDH 16/54 (30%) 5/31 (16%) 11/23 (48%) .01 

Localisation tumour    .28 

 - Small intestine 56/60 (93%) 30/31 (97%) 26/29 (90%)  

 - Elsewhere 4/60 (7%) 1/31 (3%) 3/29 (10%)  

Ann Arbor    .47 

 - Stage I/II 35/55 (64%) 21/31 (67%) 14/24 (58%)  

 - Stage III/IV 20/55 (36%) 10/31 (33%) 10/24 (42%)  

IPI     .07 

- Score 0 - 1 19/50 (38%) 16/31 (52%) 3/19 (16%)  

- Score 2 13/50 (26%) 7/31 (22%) 6/19 (32%)  

- Score 3 8/50 (16%) 3/31 (10%) 5/19 (26%)  

- Score 4 - 5 10/50 (20%) 5/31 (16%) 5/19 (26%)  

 



Treatment regimens 

For 10/61 patients (16%) no therapeutic options were available due to poor clinical 

condition or disseminated disease. The majority of these patients suffered from 

secondary EATL (n=8) and all patients deceased after a median of 10 days (range 0-50 

days) following diagnosis. Treatment regimens for patients who were eligible for 

therapeutic intervention are outlined in Figure 1. The different chemotherapeutic 

approaches are outlined in Table II. Ten patients were intended to receive the most 

aggressive treatment regimen consisting of chemotherapy and resection combined with 

SCT. SCT was omitted in three patients due to patients’ own decline of further therapy 

(n=1) or age>70 years (n=2).  

 

Figure 1: Overview of treatment and outcome of EATL patients  

 

Abbreviations: auSCT, autologous stem-cell transplantation; alloSCT, allogeneic stem-cell transplantation; 

FU, median follow-up; CR, complete remission.  

 

Table 2: Chemotherapy regimens used in EATL patients 

 

 

  

Patients (n) 

cyclophosphamide, doxorubicin, vincristine, prednisolone (CHOP) 27/39 (69%) 

cyclophosphamide, doxorubicin, vincristine, prednisolone   

+ alemtuzumab  

6/39 (15%) 

cyclophosphamide, doxorubicin, vincristine, prednisolone 

+etoposide (CHOEP/CHOP-E) 

3/39 (8%) 

cyclophosphamide, doxorubicin, teniposide, prednisolone  + alternating with 

bleomycin and vincristine (CAVmP) 

2/39 (5%) 

cyclophosphamide, doxorubicin, vincristine, prednisolone 

+ methotrexate (CHOP-MTX) 

1/39 (3%) 



Treatment response 

Of all patients eligible for any form of therapy (n=51), complete remission was achieved 

in 20 patients (39%), whereas 8 (16%) had stable disease. Twenty-three patients (45%) 

had progressive disease. Among the patients who achieved complete remission, 45% 

relapsed with a median time to relapse of 39 months after initial diagnosis. The number 

of patients who achieved complete remission (n=20) was higher in the  primary EATL 

group compared to secondary EATL patients (48% and 17% respectively, p=.008) and 

differed significantly between IPI groups, with the highest rates of complete remission in 

the low-risk group (13/19, 68%, p=.006). The relapse rate within five years in this 

complete remission-cohort was 40% in the primary EATL group and 60% in the secondary 

EATL group with a median progression free survival of 39 months and 14 months 

respectively (p=.10). Relapse rate was not associated with IPI score (p=.16).  

Most favourable outcome was seen in the group of patients who underwent resection 

combined with chemotherapy and the group that was treated with a combination of 

resection, chemotherapy and auSCT. These two groups did not significantly differ in 

baseline characteristics [Table III], although there was a trend for older age in the group 

without auSCT (p=.09). Furthermore, there was no statistically significant difference 

between both groups in the achievement of complete remission (p=.15) and in relapse 

rate (p=.69) [Figure 1]. Patients in the auSCT group relapsed with a median progression 

free survival of 15 months after initial diagnosis whereas the patients in the resection 

and chemotherapy relapsed with a median progression free survival of 55 months.  Four 

patients suffered from progressive disease despite resection and chemotherapy, which 

were all secondary EATL patients [Figure 1]. 

The two patients who underwent alloSCT and the single patient with chemotherapy 

combined with auSCT without resection did not attain complete remission and had 

recurrence of EATL within 1-2 months after transplantation. Patients who underwent 

resection alone or chemotherapy alone also showed discouraging results [Figure 1].  

 

Treatment related morbidity and mortality 

Chemotherapy was well tolerated although dosage-changes were necessary in three 

patients due to liver enzyme elevations (n=1) and neutropenia (n=2). Six patients 

received second-line chemotherapy due to resistance to the first-line regimen. Therapy-

related mortality occurred in five out of 51 patients (10%), due to small-bowel perforation 

after chemotherapy in two patients, pancytopenia related pneumonia after chemotherapy 



in 2 patients and peritonitis due to an anastomotic leakage after surgical debulking in 

one patient [Table V]. In the majority of cases this occurred in the chemotherapy 

monotherapy group (n=3). Both autologous and allogeneic SCT were well tolerated and 

no transplant-related mortality occurred.  

 

Table 3: Baseline characteristics at diagnosis of patients treated with reection, chemotherapy and auSCT 

versus treated with resection and chemotherapy 

  

Resection, chemotherapy 

and auSCT  

N = 5 

 

 

Resection and 

chemotherapy 

N = 19 

 

P-value 

Gender (M/F) 3M (60%)/2F (40%) 13M (68%)/6F (32%) 

 

.56 

 

Mean age at CD diagnosis  

(year) [range] 

58 [45-65 year] 60 [28-71 year] .72 

Mean age at EATL diagnosis  

(year) [range] 

59 [48-65 year] 64 [51-72 year] .09 

Clinical presentation (n)    

Primary/Secondary (P/S) 

RCDII 

3P(60%)/2S (40%)  

2 (11%) 

12P (63%)/7S (37%) 

-- 

.64 

.62 

Ann Arbor   .52 

Stage I/II 4/5 (80%) 17/19 (90%)  

Stage III/IV 1/5 (20%) 2/19 (10%)  

IPI    .37 

Low risk (score 0-1) 4/5 (80%) 9/19 (48%)  

Low-intermediate risk (score 2) -- 5/19 (26%)  

High-intermediate risk (score 3) -- 2/19 (11%)  

High risk (score 4 – 5) 1/5 (20%) 1/19 (5%)  

 

 

 

Survival outcome 

A total of 50/61 patients died (82%) with a median overall survival of 7.4 months [Figure 

2A].  Median follow-up in the survivors was 26 months (range: 4-142 months). One- and 

five-years overall survival rates were 40% and 11% respectively [Table IV]. The main 

causes of death  are summarized in Table V.  

Patients with primary EATL showed significant better survival compared to patients with 

secondary EATL (p=.016) with median overall survival of 14 months and 4 months 

respectively [Figure 2B]. After excluding the patients who underwent SCT, the advantage 

of primary EATL patients remained. Survival was significantly worse in the refractory 

celiac disease group with a median overall survival of 4 months compared to 9 months in 

celiac disease patients (p=.001).  One-year survival rates in these groups were 13% and 

49% respectively.  When evaluating survival based on IPI at diagnosis, the patients with a 

low risk at diagnosis (IPI 0-1) showed a significant better survival compared to patients 



with a higher IPI (p=.001). Five-year survival in the low risk group (n=19)  was 35% 

compared to 0% in the high-risk group (n=10). Concerning the type of treatment regimen, 

the most favourable one- and five-years survival rates were achieved after chemotherapy 

and resection combined with auSCT (n=5, 100% and 33% respectively) [Table IV].  

 

Table 4: Overall outcome of EATL patients and outcome of the two groups that showed the most favourable 

results  

 

 

All patients 

 

N=61 

 

Resection and 

chemo 

N=19 

 

Resection, chemo 

and auSCT 

N=5 

Death 50/61 (82%) 12/19 (63%) 2/5 (40%) 

 - Due to EATL 44/50 (88%) 10/12 (83%) 2/2 (100%) 

 - Other cause 6/50 (12%) 2/12 (17%) 0/2 (0%) 

Median follow-up survivors 

(months) [range] 

26 

[4-142] 

26 

[4-95] 

14 

[11-142] 

 Overall survival (median) 

(months) [range] 

6  

[0-142] 

22  

[2-95] 

15  

[12-142] 

1 year survival (%) 37% 73% 100% 

5 year survival (%) 10% 14% 33% 

 

 

 

Table 5: Cause of death in EATL patients 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

Figure 2: Kaplan-Meyer curve for overall survival of all EATL patients (A) and stratified for primary and 

secondary EATL diagnosis (B) 

[A]       [B] 

  

Patients (n) 

EATL progression 25/50 (50%) 

EATL relapse 9/50 (18%) 

Sepsis 7/50 (14%) 

Therapy-related mortality 

- Sepsis 

- Pneumonia 

- Anastomotic leak 

5/50 (10%) 

2/5 

2/5 

1/5 

Cardiac arrest 2/50 (4%) 

Pneumonia 2/50 (4%) 



Discussion 

With an overall five-year survival of only 10%, the present results reiterate the dismal 

prognosis of EATL patients. The outcome in this large cohort of type I EATL patients was in 

fact somewhat worse than described in other series (7;21-24). This can be explained in 

part by the relatively high percentage of secondary EATL patients in our cohort compared 

to other studies. As shown here, patients with secondary EATL had a less favourable 

outcome than EATL patients without a prior diagnosis of celiac disease (25). Within the 

group of secondary EATL, patients with refractory celiac disease had the worst prognosis. 

A potential explanation relates to the fact that these patients generally suffer from severe 

and longstanding malnutrition (15). This is in line with the observations recently reported 

by Malamut et al. who also found that malnutrition has a central position in the poor 

prognosis associated with refractory celiac disease (23). Furthermore, patients with a low 

IPI at diagnosis, showed a more favourable outcome, which is in line with a large study 

from the International T-cell Lymphoma Project(10).  

 

The mean age at diagnosis of celiac disease in the secondary EATL group was 57 years 

and the median time until EATL development after celiac disease diagnosis was almost 4 

years. Only 2 out of 30 patients in this group were diagnosed with celiac disease before 

the age of 40. This implies that the risk of EATL development is especially high in patients 

with adult-onset celiac disease which has also been shown in other studies (4;23). 

Although there are no data to substantiate this thesis, it is tempting to speculate that 

these patients have had longstanding continuous gluten exposure and subclinical gluten-

specific T cell mediated mucosal inflammation that eventually led to EATL development 

(20). This would argue for early celiac disease diagnosis and strict adherence to a gluten 

free diet in adult-diagnosed celiac disease, especially in those who are DQ2.5 

homozygous or DQ2.5/DQ8 compound heterozygous (26).  

 

Since EATL is uncommon, current treatment is based on the findings in the individual 

patient and expert opinion. The overall outcome was poor. Most favourable results were 

obtained in patients who received combination therapy of surgical debulking followed by 

systemic chemotherapy and this confirms the observations by Malamut et al (23). The 

rationale behind surgical debulking relates to previous experience that a significant 

proportion of patients developed a perforation during chemotherapy. Those patients who 

received  auSCT as consolidation therapy showed the most favourable outcome. Other 



studies have also demonstrated that auSCT combined with intensive chemotherapy and 

resection is feasible and shows the most favourable outcome. In these series a 

significant improvement of prognosis in patients treated with intensive chemotherapy 

(CHOP alone (9) or combined with etoposide [CHOEP] (8;9) or methrotrexate [IVE/MTX] 

(7;9)) followed by auSCT was observed. With regard to our series it should be noted that 

the median overall survival was not significantly longer than in the surgery/chemotherapy 

group. This might be explained by the limited amount of patients treated with auSCT in 

our cohort and the limited time of follow-up in this group. Furthermore, it should be noted 

that it is difficult to evaluate whether combination therapy itself leads to such improved 

outcomes compared to monotherapy or whether patients who are fit for combination 

therapy were selected based on overall condition. Therefore combination therapy 

including surgery and chemotherapy correlates with but might not necessarily be 

causative of a better prognosis. Nevertheless, our data and those previously reported 

(4;7-9;23) clearly show that combination treatment is superior compared to monotherapy 

and should be the standard of care in patients able to receive this regimen. Whether or 

not the addition of auSCT outweighs the costs and morbidity remains to be answered and 

international trials to evaluate this are urgently needed.  

 

Responses were assessed three months after completion of therapy. It should be noted 

that some patients initially responded but relapsed prior to the evaluation of response. 

On the contrary, some patients survived for more than one year despite the fact that they 

failed to attain complete remission. This is of clinical relevance since duration of 

response in this disease is very short in most of the cases. Despite this, overall survival 

remains poor. The two patients who underwent alloSCT died within 2 months after 

transplantation due to EATL relapse. This observation contrasts recent series from 

Malamut et al. who showed alloSCT to be successful in 2 out of 3 patients treated with 

this regimen (23). We hypothesize that our dismal outcome in alloSCT might be due to 

insufficient conditioning or a delay in the graft-versus-lymphoma effect due to the 

immunosuppressive medication used. Nevertheless, based on our pilot-experience, we 

currently do not recommend alloSCT as treatment option for EATL.   

 

In conclusion, the prognosis for patients with EATL remains extremely poor. However, our 

data, in conjunction with those of others, indicate that optimising nutritional status and 

surgical debulking followed by systemic chemotherapy should be the standard of care for 



these patients. In addition, our findings in a limited group of patients suggest that 

consolidation therapy using auSCT may further improve disease control and survival but 

this observation needs to be substantiated in a randomized international trial.  
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