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Introduction

Non-H odgk in lym ph om a (NH L) is  a pre dom inantly
lym ph  node  tum or. It pre s e nts  in e xtra nodal s ite s  in
about one  th ird of cas e s .1 Alth ough  th e  lym ph  node s
are  th e  m ain targe ts , any organ m ay be  involve d.
60%  of e xtra nodal NH L occurs  in th e  h e ad and
ne ck .2

Prim ary involve m e nt of th e  larynx is  e xtre m e ly rare
in th is  lym ph  node  m alignancy, w ith  only a fe w  cas e s
re porte d in th e  m e dical lite rature  s o far.1-4 Larynge al
NH L contribute s  le s s  th an 1%  of all larynge al m alig-
nancie s 3 and rais e s  diagnos tic ch alle nge s .

s tom y and dire ct laryngos copy re ve aling m as s  in
larynx. On clinical e xam ination no lym ph  node  or
abdom inal vis ce ra w as  palpable . O th e r routine
inve s tigations  including com ple te  blood e xam ination
(CBC), routine  urine  e xam ination (RUE), fas ting
blood s ugar (FBS), re nal param e te rs  (RPMs ) and
live r function te s ts  (LFTs ) w e re  w ith  in norm al lim its .
Th e re  w as  no m e dias tinal w ide ning on ch e s t x-ray
(CXR). No vis ce rom e galy or lym ph  ade nopath y w as
found on abdom inal ultras onograph y (USG). CT s can
of ne ck  re ve ale d grow th  in larynx (Fig. 1,2). Biops y
of m as s  w as  tak e n w h ich  w as  re porte d as  non-
H odgk in lym ph om a on h is topath ology. CD 20 (a
tum or m ark e r) w as  pos itive  on im unoh is toch e m is try
(IH C). H is  lactate  de h ydroge nas e  (LDH ) w as  rais e d
th at w as  1088 U/dl (N is  >480 U/dl). No oth e r
s ignificant pre s e nt or pas t m e dical proble m  re late d
to th is  dis e a-s e  w as  found on h is tory and clinical
e xam ination. Dis e as e  w as  is olate d larynge al
lym ph om a s o s tage d as  I according to An Arbor
clas s ification.

OBJECTIVE: Prim ary (Non H odgk in lym ph om a) NH L of larynx is  e xtre m e ly rare . O nly a fe w  cas e s  h ave  be e n
re porte d in lite rature  s o far. H e re  s uch  cas e  is  pre s e nte d to s h are  our e xpe rie nce  w ith  re vie w  of lite rature .
METHODS: It w as  a m ale  patie nt pre s e nte d in e m e rge ncy w ith  gradually progre s s ing s h ortne s s  of bre ath  (SOB)
and h ad dire ct laryngos copy re ve aling m as s  in larynx and unde rw e nt trach e os tom y. H e  w as  diagnos e d as  diffus e
large  B ce ll (DLBC) NH L on larynge al biops y and im m unoh is toch e m is try and re fe rre d to us  in MINAR cance r
h os pital, Multan for furth e r m anage m e nt. RESULTS: Th e  patie nt w as  tre ate d w ith  s tandard m ultidrug re gim e
ch e m oth e rapy follow e d by e xte rnal radioth e rapy. Com ple te  re s pons e  w as  found on inve s tigations  at th re e  w e e k s
afte r com ple tion tre atm e nt and w as  dis e as e  fre e  at one  ye ar of follow  up. CONCLUSION: Alth ough  Prim ary
carcinom a of larynx is  e xtre m e ly rare  but once  diagnos is  is  m ade  can be  tre ate d e ffe ctive ly.
Key words: Ch e m oth e rapy, Larynx, Non H odgk in lym ph om a, Radioth e rapy.
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A m ale  patie nt pre s e nte d in e m e rge ncy w ith  gradually
progre s s ing s h ortne s s  of bre ath  (SOB), h ad trach e o-
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com ple tion of tre atm e nt. Th e  patie nt is  now  be ing
re gularly follow e d at 3 to 4 m onth s  inte rval w ith
com ple te  clinical e xam ination, routine  inve s tigations ,
LDH  le ve ls  and abdom inal USG. Th e  patie nt w as
dis e as e  fre e  on CT s can afte r com ple tion of one
ye ar of h is  follow  up (Fig. 3).

Discussion

Alth ough  th e  lym ph  node s  are  th e  m ain targe ts  of
NH L but any organ m ay be  involve d. Th e  incide nce
of non-H odgk in's  lym ph om a originating in e xtra nodal
s ite s  range s  from  10-35%  ove rall.4 Extra nodal
lym ph om as  originate  not only at s ite s  th at norm ally
contain lym ph oid tis s ue s  s uch  as  s m all inte s tine  and
parotid gland but als o in non-lym ph oid tis s ue  s uch
as  th yroid and s tom ach . Non-H odgk in lym ph om a
(NH L) of th e  h e ad and ne ck  contribute s  60%  of total
e xtra nodal NH Ls 2 and only 5%  of all h e ad-and ne ck
m alignancie s 5 but NH L of larynx in h e ad and ne ck
re gion is  ve ry rare  e ntity. Fe w e r th an 100 cas e s  h ave
be e n re porte d in th e  lite rature .6 Larynge al NH Ls  con-

Figure 1: Axial im age  of CT ne ck  (Black  arrow s  s h ow ing large
larynge al m as s )

Figure 2: Coronal s e ction of CT ne ck  (Black  arrow s  s h ow ing
large  larynge al m as s )

Patie nt w as  tre ate d w ith  m ultidrug re gim e  ch e m o-
th e rapy including cycloph os ph am ide , doxorubicin,
vincris tine  and pre dnis olone  (CH OP). Dos e s  w e re
calculate d according to body s urface  are a. Six cycle s
w e re  give n at th re e  w e e k s  inte rval. Ch e m oth e rapy
w as  follow e d by e xte rnal radioth e rapy to ne ck  w ith
s tandard fractationation th at is  200 cGy/Fx x 22
Fxs (total dos e  of 4400 cGy). Com ple te  re s pons e
w as  found on inve s tigations  at th re e  w e e k s  afte r

Figure 3: Pos t Tre atm e nt follow  up CT s can s h ow ing com ple te
re s olution of larynge al m as s .
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fre q ue ntly us e d for tre atm e nt of lym ph om as . A total
of 3-4 cycle s  of th is  re gim e n follow e d by radioth e rapy
are  q uite  e ffe ctive  in th e  tre atm e nt of s tage  I and
non-bulk y s tage  II NH L; h ow e ve r, bulk y s tage  II-IV
tum ors  ne e d 6-8 cycle s  of th is  ch e m oth e rapy. In our
s e t up be longing to de ve loping country rituxim ab
be ing e xpe ns ive  drug is  not us e d in routine . So w e
give  s tandard re gim e  of CH OP as  in th is  cas e  follow e d
by e xte rnal radioth e rapy.
Prognos is  is  calculate d bas e d on age , LDH  le ve ls ,
pe rform ance  s tatus , and th e  num be r of e xtra nodal
s ite s  involve d. Th e  prognos is  de cline s  w ith  an incr-
e as e  in th e  patie nt's  age , LDH  le ve ls , h is tological
grade , or s tage  of th e  NH L.8 Th e  cas e  w e  pre s e nte d
h e re  w as  diagnos e d in s tage  I w ith  is olate d larynge al
lym ph om a and h ad com ple te  re s pons e  w ith  com bi-
nation of ch e m oth e rapy follow e d by radioth e rapy.
Concis e ly Larynge al NH L is  an e xce e dingly rare
tum or but h as  cons ide rable  good prognos is  afte r
s im ple  and w e ll tole rate d cours e  of ch e m oth e rapy
and radioth e rapy. Pre s e nting s ym ptom s  are  ve ry non
s pe cific. Th e re fore  it s h ould be  cons ide re d routine ly
in diffe re ntial diagnos is  of larynge al m as s  and
ade q uate  de e p biops y m us t be  colle cte d.

tribute  le s s  th an 1%  of all larynge al m alignancie s .5

and rais e  diagnos tic ch alle nge s . Prognos is  and
patte rn of progre s s ion of e xtra nodal NH L of h e ad
and ne ck  are  s im ilar to th os e  of NH L at oth e r s ite s
(s pre ad to th e  bone  m arrow  and to node s  on both
s ide s  of th e  diaph ragm ).3

Th e  s ym ptom s  of e xtra nodal NH Ls  are  s ite  s pe cific,
as  oppos e d to tum or type -s pe cific. Th e  s ym ptom s
of larynge al NH L are  re late d to obs truction of th e
larynx and cons is t ch ie fly of gradually w ors e ning
dys pne a and m ode rate  dys ph agia. Dys ph onia is  ve ry
rare .
FNAC can give  a cle ar diagnos is  of lym ph om a but
an ade q uate  biops y s h ould be  pe rform e d to e ns ure
th e  accurate  h is tological grading of th e  lym ph om a.7

Im m unoh is toch e m is try de te rm ine s  w h e th e r th e  tum or
is  com pos e d of B ce lls  or T ce lls .
Th e  accurate  s taging of e xtra nodal NH L is  im portant
for e ffe ctive  planning of th e  tre atm e nt. Staging is
de te rm ine d by a de taile d h is tory, clinical e xam ination
and radiological inve s tigations . It is  furth e r re com -
m e nde d th at all cas e s  of NH L s h ould unde rgo a
com ple te  e valuation,8,9  including a com ple te  h e m o-
gram , live r and re nal functions , s e rum  2-m icroglo-
bulions , ch e s t X-ray, bone  m arrow  biops y, gallium
s can and ce re bros pinal fluid analys is  as  w e ll as  CT
s cans  of th e  abdom e n, pe lvis  and bone s . As  a
m ajority of our patie nts  are  low -incom e , initially w e
unde rtak e  routine  inve s tigations , CXR and ultras ono-
graph y of th e  abdom e n. Th e n, if re q uire d, oth e r
e xpe ns ive  inve s tigations  are  pe rform e d in s us picious
cas e s .
Th e  tre atm e nt of NH L is  a controve rs ial is s ue .8,10 It
con-s is ts  of ch e m oth e rapy, radioth e rapy, or s urge ry.
Som e tim e s , in cas e s  of lim ite d e xtra nodal NH L only
s urge ry w ith out ch e m oth e rapy or radioth e rapy is
us e d.8 H ow e ve r, th e  m ain role  of s urge ry is  diagnos tic
only and it is  rare ly us e d for a cure . Th e  tre atm e nt
of low -grade , non m e tas tas iz e d, s ym ptom atic NH L
re s ts  on radiation th e rapy (30- 45 Gys  w ith  a clas s ic
s ch e dule , according to th e  s ite  of th e  tum or).3,11,12

A las ting com ple te  re m is s ion is  ach ie ve d in 50 to
9 0%  of patie nts  w ith  localiz e d s tage  I or II tum ors .
Survival afte r 10-15 ye ars  is  50 to 60% .11 Ch e m o-
th e rapy is  th e  tre atm e nt of ch oice  for inte rm e diate -
and h igh -grade  NH Ls .8,11 Th e  addition of m onoclonal
antibody (rituxim ab) in th e  CH OP re gim e n (R-CH OP)
h as  de m ons trate d prom is ing re s ults  and is  now
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