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Ex t ra -noda l  Hodgkin ' s  l y m p h o m a  (HL) t~ept~esents 

15% o f  all Hodgkin ' s  l y m p h o m a s ;  the p r ima ry  intes-  
t inal  site accounts  for 1% and  with  i n v o l v e m e n t  o f  
the a scend ing  colon be ing  rare. 
~ e  present  the  case o f  a pa t ien t  of  62 years o f  age 

d iagnosed  as hav ing  acute  appendici t is .  A n a t o m o -  
pa tho logy  on the excised a p p e n d e c t o m y  tissue indi-  
cated n o d u l a r  l ymphocy t i c  p r e d o m i n a n t  Hodgkin ' s  

l y m p h o m a  (NLPHL) .  The  m o r p h o l o g y  ind ica ted  
isolated L&H ( lymphocy t i c  or  hist iocytic)  cells o r  in 
groups,  s u r r o u n d e d  by T lymphocytes ,  in an envi -  

r o n m e n t  o f  ge rmina l  centres togef l ler  wifll phe -  
n o m e n a  tha t  w o u l d  be in terpre ted  as progress ive  
t r ans format ion .  I m m u n o h i s t o c h e m i s t r y  s ta in ing  o f  

the HL  ceils were  posit ive for CD45, CD20, Bcl6, 
EMA and  MUM1 and nega t ive  for CD15 and  CDS0. 
No c o m p l e m e n t a r y  t r e a t m e n t  was  admin i s t e red .  

Fol lowing a l i te ra ture  search, the  present  case w o u l d  
a p p e a r  to be the first o f  its kind.  
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which supra d iaphragmat ic  ganglia invo lvement  pre 

dominates.  Over  90% of patients have a complete re 
sponse to therapy, and 90% are alive at l0 years 1. The 

p r imary  extra nodal  disease and the p r imary  sub dia 
phragmatic loealisation with the absence of adeno 

pathies make the clinical diagnosis complicated 2. 
Gastrointestinal  involvement  is an ext remely  rare 
event and ]night occur as infiltration from mesenter ic  

lympk nodes. Primal? ~ Hodgkin 's  lymphoma of the 
gastrointest inal  tract usual ly involves  a single site 5. 

CLI NI CAL CASE 

A male patient of 62 years of age with a clinical histo- 
IT of hypertension and diabetes t}?e II was hospi 

talised on April 11 th 2004 because of acute abdomina l  

pain of  the right hemi -abdomen ,  with vomi t ing  over  
the previous  12 hours. One month  previously  he had 

been evaluated for the same clinical characteristics.  
The exploration included physical examination,  blood 
analyses (haemogram,  electrolytes and chemistries) ,  

I N T R O D U C T I O N  

Nodular  lymphocytic predominant  Hodgkin's  lympho 

ma (NLPHL) represents  5% of all Hodgkin 's  lyre 

phomas  (HL). The m e a n  age of  presentat ion is at 40 
years and the ratio of males  to females is 5:1. About 
80% of the cases are diagnosed in early stages I I I  in 
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Fig. 1. Photograph of vermiform appendix with lymphoid 
proliferation (Hematoxilin and Eosin without magnifica- 
tion). 
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Fig. 2. Photomicrograph that shows linfoid proliferation 
with L&H cells (Hematoxilin and Eosin x 400), 

abdomina l  echography,  gas t roscopy and comple te  
colonoscopy,  all  of which  were  normal .  
On admiss ion  to hospi ta l  the pat ient  had pain on pa l  
pat ion in the right a b d o m e n  and posit ive Blumberg ' s  
sign. The h a e m o g r a m  showed  modera te  leukocytosis  
with left deviat ion.  The abdomina l  echography  was 
compat ib le  with inf lammat ion  of  the appendix.  A la- 

pa ro tomy was per formed  and the f inding was of acute 
re t ro-caecal  appendici t is .  An appendec tomy  was per-  
formed and ana tomo-pa tho logy  revea led  acute le- 
sions of  the append ix  in addit ion to l ymph  node infil 
t rat ion (fig. 1). There were  HL ceils in isolat ion or  in 
groups su r rounded  by T lymphocytes  in an envi ron-  
ment  of ge rmina l  cells wi th  p h e n o m e n a  in terpre table  
as progress ive  t rans format ion  (fig. 2). hmnunoh i s to  
chemica l  perox idase  s ta ining (fig. 5) showed that 
L&H cells were  posit ive for CD45 (fig. 5A), EMA (fig. 
5C), CD20 (fig, 5D), Bcl6, OCT2, MUM1, Pax5, but 
negative for CD15 (fig. 5B), CD50, ALK, Bcl2 and sur  
rounded  by crowns  of CD57+ cells. The HL cells also 
were  kappa  monoc lona l s  and the molecu la r  biolog)- 
techniques  us ing PCR showed  p olyclonal  rea l ignment  
of IGH (CDRII and CDRIII). The d iagnosis  was:  ap 
pendicitis; nodular  lymphocytic predominant  Hodgkin's 
l y m p h o m a  (NLPHL). Complemen ta ry  studies per  
formed included analys is  of l ipids,  blood chemistr ies ,  
beta 2 microglobul in ,  whole  body CT scan,  PET and 
bone m a r r o w  biopsy,  all  of wh ich  were  normal .  There 
was no c o m p l e m e n t a r y  t rea tment  adminis tered .  At 12 
months  of follow up the patient r ema ins  a s y m p t o m a  
tic on phys ica l  examinat ion ,  ckest  and abdomen  CT 
scan, h a e m o g r a m ,  blood chemis t r ies  and B2 levels. 

D I S C U S S I O N  

Hodgkin 's  l y m p h o m a  is observed rare ly  in the colon. 
A review of the l i terature  identified a descr ip t ion  in 
19724 of an HL involvement  of  the caecum in a pa-  

Fig. 3. Photomicrograph showing different immunohistochemical peroxidase staining of L&H 
cells: A) Positive CD45; B) Negative CD15; C) Positive EMA y D) Positive CD20. 
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tient diagnosed by node biopsy as having granu loma 
type HL stage III on the Jackson and Parker classifi- 
cation. Laparotomy to investigate the cause of melena  
showed large adenopathy conglomerat ions in the 

tleocaecal region and signs of lymphomatous  infiltra- 
tion of the i leum and cont iguous appendix. The sec- 
tion from the right hemicolectomy showed HL [leo- 
caecal infiltration and multiple bleeding ulcerations. 
According to the REAL/WHO classification 5, this con- 
stitutes a nodular  sclerosis of Hodgkin's  lymphoma 
(NSHL) stage IV, "which is different from our patient 
who corresponds to NLPHL stage IE. Morphologi 
cally, NSHL shows a nodular  pattern similar  to that of 
NLPHL but with fibrous bands separating the nod- 
ules. The Reed Steinberg (RS) cells of NLPHL domi 
nate the HL cells (Lukes & Butler; lymphocytic or his 
tioeytie types; also called ,,popcorn,, cells because of 
the nucleus  having the appearance of an ex-ploted 
kernel of corn) e while the lacuna t32oe RS cells are 
characteristic of NSHL. The t u m o u r  cells of NLPHL 
are positive for CD20, CD45, bcl-6, MUM1, OCT2 and 
Pax5 and negative for CD15 and CD50. The cells of 
NSHL are eharacterised by being positive for CD15 
and CDS0 z. The diagnosis of NLPHL is based on the 
cellular mo~phologT and immunohistochemist~3 ~ stage 
which,  in our case of morphological  and immunoh i s -  
tochemistry findings, fulfils all the diagnostic criteria 
described in the literature. 

The treatment  of choice for initial stage I I I  NLPHL 

includes surgery, radiotherapy with/without  chemo- 
therapy, with cures of the order of 85% of the patients 
treated. The secondary effects are late onset, and with 
death not related to the disease 8. The literature de- 
scription of an incidence of secondary NHL of 20/o-50/o 9 
has persuaded some investigators to propose treating 
patients diagnosed as having initial stage I',ILPHL ex 
clusively with total resection of the turnout.  Miett inen 
et al 1~149 in a series of 51 patients with NLPHL, treated 
51 of them exclusively with t u m o u r  resection. With a 
median  follow up of 7 years, 7 patients had died in the 
non-treated group, 4 of w h o m  from non-Hodgkin 's  
lymphoma (NHL; as a secondal S neoplasia) and 5 
from other causes. This suggested the possibility of 
the patient developing NHL independent ly  of the 
t reatment  administered.  In our case, the patient was 
treated surgically alone and he remains  disease free 
12 months  later. Currently,  the EORTC is adopting a 
watch and wait approach for patients with stage I 

supradiaphragmatic  NLPHL fotlowing complete re- 
section of the tmnour ;  the involved field to be irradi 
ated only if the disease progresses. Also, Rituximab 1 
is being tested in the t reatment  of relapsed and re- 
fractory NLPHL. 
To the best of our knowledge, the current  report is 
the first adult patient with immunohis tochemis t ry-  
confirmed primal3 ~ NLPHL of the caecum. 

References  

I. I~arayalcin G, Behm FG, Geiser P'0,, et al. 
Lymphocyte p redominant  Hodgkin dis- 
ease: clinicopathologic features and re- 
suits of treatment:  The Pediatric Oncolog'y 
Group experience, Med Pediatr C.ncol. 
1997;29(6):519 25. 

2. Ballesteros del Rio B, Bm'b6n Fernfindez 
M, Muela Mol inero A, l%entes M. Fmfer 
medad cle Hodgkin de localizaci6n extra 
nodal, Cartas al Director. An Med Interna 
(Madrid), 2005;20(2):105-~. 

5. Castell ino RA. Imaging techniques For 
stag-ins abdominal Hodgkin's disease. Can 
~.'el" Treat  Rep. 1982;66(4);697 700. 

4. Laget JP, Bauters F, Gosselin B. Maladie 
de Hoclgkin et ulcerations coecales avec 

hemorragies.  Lille Medical. 1972;17(I): 
97-100, 

5. Hal'l'is NL, World Health Ol'ganization 
classification oF neoplastic disease oF the 
hematol)oietic and lyml~hoid tissues: re 
port or the Clinical Advisory Committee 
mee t i ngA i r l i e  House, Virgin ia,  INovem 
bet 199L J Clin Oncol, 1999;17:5855, 

6. Lukes R, Butler 3, Hicks E, Natural histo- 
Ev of  Hoclgkin.s disease as related to its 
pathological picttH'e. Cancer. 1966;19:317, 

7. Falini B, Stein H, Pileri S, etal.  F~xpression 
or lyml~hoid associated antigens on H o d s  
kin's and Reed Sternberg cells oF H o d s  
kin's disease. An immtmocytochemica l  
study on lymph node c'ytospins using mo 
noclonal antibodies~ Histopathology. 1987; 
11(12):12'29. 

8, Ng AK, Bernardo MP, %eller E, et al. Long 

-term survival and compet ing  causes of 
death in patients with early-stage Hodg- 
kin's disease treated at age 50 or younger ,  
J Clin Oncol. 2002;20(8):2101. 

9. Henry Amar  M. Second cancer  after the 
t rea tment  For Hodgkin's disease: a report 
fi'om the International Database on H o d s  
kin's Disease~ Ann (.)ncol, 1992;SUl)pl 4: 
Sl17, 

I0, Miettinen M, Franssila K, Saxen E. Hodg- 
kin's disease, lymphocytic predominance  
nodular, Increased risk for sul)sequent 
non Hodgkin's lymphomas.  Cancer. 1985; 
51 (12) :2295. 

I I .  Maloney DG, Grillo L6pezAJ,  Bodkin DJ. 
IDFJC C2B8: results of a phase I multiple 
close trial in patients with relapsed non- 
Hodgkin's lymphoma.  J Clin Oncol. 1997; 
15( 10):5266. 

4 5 2  Clbl Tra~zsl OJlcol. 2006;8(6):450 2 


