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Introduction

Rh inos cle rom ais  a ch ronic granulom atous  dis e as e
caus e d by Gram -ne gative  bacillus  calle d Kle bs ie lla-
rh inos cle rom atis  or Fris ch  bacillus .1 Diagnos is  is
im portant and it is  e s s e ntial to diffe re ntiate  th is  con-
dition from  oth e r granulom atous  dis e as e s  and ne o-
plas tic conditions  be caus e  m anage m e nt is  diffe re nt.
Alth ough  im aging findings  can be  s ugge s -tive  of
rh inos cle rom a, de finitive  diagnos is  ne e ds  h is topath o-
logical e xam ination. Long-te rm  th e rapy  for m onth s
and s om e tim e s  ye ars  is  ne ce s s ary to ade q uate ly
tre at th e  infe ction. De s pite  tre atm e nt, re curre nce  h as
be e n re porte d in up to 25%  of cas e s  at 10 ye ars .
Nas al cytology is  an e as y non-invas ive  inve s tigation,
w h ich  is  s im ple , re liable  and tim e  s aving for follow
up. Clos e  obs e rvation is  th e  k e y to long te rm  follow
up care . W e  are  pre s e nting a cas e  of Rh inos cle rom a
w h o h as  h ad re pe ate d s urge rie s  for s am e  but h ad
a poor follow  up w h ich  h as  re s ulte d in s e ve re
dis figure m e nt and los s  of vis ion.

s can of nos e  and PNS w as  done  w h ich  s h ow e d
fe ature s  s ugge s tive  of granulom atous  dis e as e . Biops y
from  th e  grow th  in th e  nas al cavity w as  done  w h ich
on m icros copic e xam ination s h ow e d fe ature s  com pa-
tible  w ith  rh inos cle rom a. H e  w as  ope rate d on April
2010 and approxim ate ly 1 ye ar afte r th e  s urge ry, h e
atte nde d ENT out patie nt de partm e nt (O PD) w ith
com plain of righ t orbital s w e l-ling and again found
to h ave  re curre nt rh inos cle rom a for w h ich  h e  w as
again ope rate d in Nove m be r 2011. Afte r th e  pro-
ce dure , th e  s w e lling de cre as e d in s iz e  and th e  vis ual
acuity in th e  righ t e ye  w as  6/60 at th at tim e .
At pre s e nt, h e  h as  again pre s e nte d w ith  proptos is
and los s  of vis ion in righ t e ye  for th e  las t 2 ye ars  and
difficulty in nas al bre ath ing for th e  las t 6 m onth s
as s ociate d w ith  nas al intonation of voice . (Fig. 1)
On e xam ination, proptos is  of righ t e ye  w ith  conjunc-
tival conge s tion and re s triction of ocular m ove m e nts
is  note d. H e m atological inve s tigations  w e re  w ith in
norm al lim its . Ultras onograph y of righ t orbit de m ons -
trate d a h ypoe ch oic le s ion in th e  re troocular s pace
w ith  de s truction of m e dial w all of orbit. Fe w  h ype re -
ch oic foci w e re  als o s e e n w ith in th e  le s ion, s ugge s tive
of calcifications . Th e  pos t-op Contras t Enh ance d CT
(CECT) s can s h ow e d an ill-de fine d e nh ancing s oft
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tis s ue  de ns ity le s ion in nas al cavitie s , righ t orbit and
ante rior cranial fos s a w ith  proptos is  and s e ptal
pe rforation (Fig. 2A, 2B). A contras t e nh ance d MRI
(CEMR) re ve ale d CEMRI s can of th e  brain and para-
nas al s inus e s  re ve als  a large  re troocular s oft tis s ue
e nh ancing le s ion in th e  righ t orbit w ith  pos te rior
e xte ns ion in th e  bas ifrontal re gions  bilate rally. Bony

de s truction is  s e e n involving th e  e th m oidal air ce lls ,
and righ t m axillary antrum  w ith  e xte ns ion of th e
le s ion into th e  nas oph arynx (Fig. 3).

Figure 1: Clinical ph otograph  of th e  patie nt s h ow ing proptos is  of
th e  righ t e ye  and flatte ning of th e  bridge  of th e  nos e  and le ft orbital

e xe nte ration.

Figure 2A, 2B: Pos t-op CECT s can s h ow s  ill de fine d e nh ancing
s oft tis s ue  de ns ity le s ion in nas al cavitie s , righ t orbit and ante rior

cranial fos s a w ith  proptos is  and s e ptal pe rforation.

Figure 3: CEMRI s can of th e  brain and paranas al s inus e s  re ve als
a large  re troocular s oft tis s ue  e nh ancing le s ion in th e  righ t orbit
w ith  pos te rior e xte ns ion in th e  bas ifrontal re gions  bilate rally. Bony

de s truction is  s e e n involving th e  e th m oidal air ce lls , and righ t
m axillary antrum  w ith  e xte ns ion of th e  le s ion into th e  nas oph arynx.
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no obvious  abnorm ality. H ow e ve r, in s om e  advance d
cas e s , it m ay not be  pos s ible  to pe rform  e ndos copic
vis ualiz ation of th e  larynx trans orally due  to m ark e d
fore s h orte ning of th e  palatoglos s al folds  and bas e
of th e  tongue . Th e  vocal cords  and e piglottis  w e re
uninvolve d. H is topath ological e xam ination s h ow s
infiltration of s ubm ucos a w ith  plas m a ce lls , lym ph o-
cyte s , e os inoph ils , Mik ulicz  ce lls  and Rus s e ll bodie s .
Th e  latte r tw o are  diagnos tic fe ature s  of th e  dis e as e .
A W arth in-Starry or Ste ine rs tain de m ons trating rod-
s h ape d bacilli w ith in vacuolate d m acroph age s  (Mik u-
licz  ce lls ) is  clas s ic for rh inos cle rom a. Pos itive  culture
of rh inos cle rom a on MacConk e y agar is  diagnos tic,
th ough  culture  is  only pos itive  in 50-60%  of patie nts .
Kle bs ie llarh inos cle rom atis  can be  diffe re ntiate d from
oth e r s ubs pe cie s  on th e  bas is  of bioch e m ical ch arac-
te ris tics  (te s t re s ults  pos itive  for m e th yl re d, ne gative
for ure as e , and ne gative  for citrate  re ductas e ) and
h as  th e  ch aracte ris tic s om atic (O antige n) - caps ular
(K  antige n) antige nic com bi-nation O2:K3.5

Differential diagnosis: Rh inos cle rom a and Ros ai-
Dorfm an dis e as e  can rare ly coe xis t; both  h ave  a
pre dile ction for th e  re s piratory tract and ce rvical
lym ph  node s , a protracte d cours e  in younge r indi-
viduals . Dis tinction is  im portant s ince  th e rapy is
diffe re nt. Em pe ripole s is  and S-100-pos itive  h is tiocyte s
confirm  th e  diagnos is  of Ros ai-Dorfm an dis e as e . 
Infe ctious  granulom atous  proce s s e s  m ay include
th os e  caus e d by bacte ria (tube rculos is , actinom y-
cos is , s yph ilis , le pros y), fungi (h is toplas m os is ,
blas tom ycos is , paracoccidioidom ycos is , s porotri-
ch os is ), and paras ite s  (m ucocutane ous le is h m a-
nias is ). Be ing an atypical infe ction, pos s ibility of
unde rlying AIDS s h ould be  inve s tigate d and rule d
out.

Treatment: Both  s tre ptom ycin (1 g/day) and te tra-
cycline  (2 g/day) are  give n toge th e r for a m inim um
pe riod of 4-6 w e e k s  and re pe ate d, if ne ce s s ary.
Oth e r antibiotic drugs  s uch  as  3rd ge ne ration ce ph a-
los porins , clindam ycin, ciprofloxacin, m inocycline ,
or rifam picin are  als o us e d to tre at th e  bacte rial
infe ction. Tre atm e nt is  s toppe d only w h e n tw o con-
s e cutive  culture s  from  th e  biops y m ate rial are  ne ga-
tive . Ste roids  can be  com bine d to re duce  fibros is
and de cre as e  inflam m ation. An e ndos cope  m ay be

Discussion

Rh inos cle rom a is  a ch ronic granulom atous  dis e as e
caus e d by Gram -ne gative  bacillus  calle d Kle bs ie lla-
rh inos cle rom atis  or Fris ch  bacillus .1,2 Th ough  rh ino-
s cle rom a can involve  any s tructure  of th e  uppe r re s -
piratory tract, Kle bs ie llarh inos cle rom atis  h as  an affi-
nity for nas al m ucos a and th us  is  pre s e nt in th e  nas al
cavity in 9 5-100%  of cas e s . It can als o be  found in
th e  nas oph arynx (18-43% ), larynx (15-40% ), trach e a
(12% ), and bronch i (2-7% ).3 Im m unological s tatus
re ve ale d ge ne ral im m unological com pe te nce  e xce pt
in e ffe ctive  ph agocytos is  of th e  organis m  by th e
M ik ulicz  ce lls  - th at is  h um oral im m unity is  pre s e rve d,
ce llular im m unity is  im paire d. It h as  als o be e n pro-
pos e d th at an alte re d im m une  re s pons e  along w ith
an alte ration in th e  CD4+  and CD8+  proportion (an
inve rs ion of th e  CD4+ /CD8+  ratio) le ads  to ine ffe ctive
m acroph age  production th at are  s us ce ptible  to
bacte rial re plication.4 Th e re  w as  an abs olute  incre as e
of th e  CD56+  ce lls  and cytotoxic ce lls  th at coe xpre s s
CD8+ CD56+  antige ns . Th e re  w as  a re lative  re duction
of th e  CD3+  ce lls , and th e  CD19 +  ce lls  te nde d to
s h ow  an am biguous  be h a-vioural patte rn.

Clinical features: Th e  dis e as e  runs  th rough  th e
follow ing s tage s :

(a) Atroph ic s tage . It re s e m ble s  atroph ic rh initis  and
is  ch aracte ris e d by foul s m e lling purule nt nas al
dis ch arge  and crus ting.

(b) Granulom atous  s tage . Granulom atous  nodule s
form  in nas al m ucos a. Th e re  is  als o s ubde rm al
infiltration of low e r part of e xte rnal nos e  and uppe r
lip giving a 'w oody' fe e l. Nodule s  are  painle s s  and
non-ulce rative .

(c) Cicatricial s tage . Th is  caus e s  s te nos is  of nare s ,
dis tortion of uppe r lip, adh e s ions  in th e  nos e , nas o-
ph arynx and oroph arynx. Th e re  m ay be  s ub-glottic
s te nos is  w ith  re s piratory dis tre s s .

In our cas e  nas al e ndos copy s h ow e d partially obs -
tructe d ch oana w h ile  ins pe ction of th e  oral cavity
s h ow e d a firm  grow th  involving th e  s oft palate , and
nas oph arynx. Bronch os copic e xam ination re ve ale d
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Conclusion

Th e  m ain goals  of m anaging a patie nt w ith  rh inos -
cle rom a are  e radication of infe ction, re duction of
m orbidity, and pre ve ntion of com plications . Accurate
diagnos is  and long te rm  th e rapy for m onth s  and
s om e tim e s  ye ars  is  ne ce s s ary to ade q uate ly tre at
th e  infe ction. An inade q uate  follow  up us ually re s ults
in s ignificant dis figure m e nt and functional los s .

us e d to w ide n th e  pas s age w ay (dilation), trach e os -
tom y m ay be  re q uire d to e s tablis h  th e  airw ay and
th e  grow th  can be  re m ove d by las e r e xcis ion or
s urge ry (rh inoplas ty). Be caus e  th e  m as s  is  not h igh ly
vas cular, th e re  is  no role  of e ndovas cular e m bolis ation
in th e  m anage m e nt of th e s e  cas e s .
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