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osai-Dorfman disease (RDD) is a benign histiocytic proliferative di-
sorder characterized by painless and massive lymphadenopathy
which is caused by excessive accumulation of lymphocytes and his-

tiocytes distending the lymph node sinuses. It is also known as sinus histi-
ocytosis with massive lymphadenopathy. The etiology of the disease is still
unknown. It is usually presented with cervical lymphadenopathy, fever, le-
ukocytosis, elevated erythrocyte sedimentation rate, weight loss, polyclonal
hypergammaglobulinemia and involvement of extranodal organs.1 In 40%
of the cases, lymphatics in extranodal sites, like skin, upper respiratory tract,
bone and central nervous system are also involved.2 Pulmonary presentati-
on is rare.3 Since RDD is characterized by massive lymphadenopathy, it is
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im por tant to dif fe ren ti a te it from ot her di se a ses
cha rac te ri zed by mul tip le lympha de no pathy such
as lympho ma, Ka wa sa ki’s di se a se, Cast le man’s di-
se a se, Ki kuc hi’s di se a se. De fi ni te di ag no sis is ma de
by lymph no de bi opsy sho wing mar ked his ti ocy tic
pro li fe ra ti on with lymphocy tes and eryt hrocy tes
pha gocy to sed by the se his ti ocy tes.2-4 Usu ally RDD
has a be nign co ur se. So me pa ti ents show spon ta ne -
o us re mis si on, whi le ot hers ha ve mo re chro nic co-
ur se de fi ned as stab le or prog res si ve di se a se.3

Al most 50% of ca ses re sol ves wit ho ut se qu e la, whi -
le 33% ha ve re si du al asym pto ma tic lympha de no -
pathy and 17% ha ve per sis tent symptoms af ter 5-10
ye ars.5 We pre sen ted he re a Ro sa i-Dorf man ca se
(with her in for med con sent) with mul tip le no du lar
le si ons in Tho rax CT and ha ving bronc hi o li tis ob-
li te rans or ga ni zing pne u mo ni a (BO OP).

CA SE RE PORT
A 19 ye ar-old fe ma le was ad mit ted to our cli nic for
one month du ra ti on of dyspne a and co ugh that was
un res pon si ve to oral amo xi cil lin & chla rit romy cin
com bi na ti on. Fi ve ye ars ago, she had the di ag no sis
of se ro ne ga ti ve pol yart hri tis be ca u se of mig ra ting
art hral gi a. She had be en using met hot re xa te (10
mg/we ek), pred ni so lo ne (5 mg/day), dic lop he nac
Na, fo lic acid,  and fa mo ti di ne for one ye ar. At that
mo ment, bi opsy from a sub man di bu lar swel ling re-
ve a led  chro nic si a la de ni tis. Thre e ye ars ago, she
had cer vi cal lympha de no pathy and bi opsy re sul ted
in the di ag no sis of Ro sa i-Dorf man di se a se (Fi gu re 1).

MRI of the lo wer ex tre mi ti es sho wed patchy infil -
tra ti ons at al most all bo nes. This fin ding was tho-
ught to be re la ted to Ro sa i-Dorf man di se a se. All
drugs we re stop ped and ro fe co xib was gi ven for
art hral gi a. 

One and half ye ar ago, she had re nal bi opsy
be ca u se of in cre a sed se rum cre a ti nin le vel (2.0
mg/dL). Re nal bi opsy sho wed “me san gi op ro li fe ra -
ti ve glo me ru lo nep hri ti s” and pred ni so lo ne 32
mg/day has be en star ted. Af ter six months of pred-
ni so lo ne tre at ment, cre a ti nin le vel dec re a sed to 1.0
mg/dL. 

On ad mis si on to our cli nic, physi cal exa mi na -
ti on re ve a led tach ycar di a (112/mi nu te) and tachy -
pne a (35/mi nu te). She was afeb ri le. The blo od
pres su re was 100/60 mmHg  and the oxy gen sa tu -
ra ti on 94-95% at ro om air and rest. Cer vi cal, sub-
man di bu lar and sup rac la vi cu lar mul tip le lympha -
de no pat hi es we re re mar kab le. Aus cul ta ti on was
nor mal. ECG sho wed nor mal si nus rythm. Chest
X-ray sho wed bi la te ral no du lar in fil tra ti ons (Fi gu -
re 2).

Pat ho lo gic la bo ra tory fin dings: WBC:18,800/L
Hb: 9.9gr/dL Htc:30% Plt:598,000mm3 CRP: 149
mg/L ESR: 105 mm/hr, al bu min: 3.34 g/dL (4.0-4.7
g/dL), gam ma glo bu lin: 1.96 g/dL (0.8-1.35 g/dL).
Ar te ri al blo od ga se sho wed mild hypo xe mi a (Pa -
O2: 70mmHg, Pa CO2:31mmHg). 

Tho rax CT sho wed mul tip le no du lar le si ons.
Six mi nu tes wal king test (6MWT) re sul ted in de-
sa tu ra ti on (from 98% to 83% and 200 me ters of
wal king dis tan ce). Spi ro metry sho wed res tric ti ve
ven ti la tory pat tern (FVC 58%; FEV1  57% and
FEV1/FVC ra ti o 87%). DLCO was 55%. Fi ber op tic
bronc hos co pic (FOB) bi opsy and la va ge we re not
di ag nos tic. PET-CT scan re sul ted in he te ro ge no us
FDG up ta ke (SUV max 9.3) in both lung pa ranch -
yme. Cra ni al MRI which was ta ken du e to se ve re
he a dac he was nor mal. 

For de fi ni te di ag no sis, tho ra cos co pic lung bi-
opsy was do ne. His to pat ho lo gi cal exa mi na ti on re-
ve a led bronc hi o li tis ob li te rans or ga ni zing pne u mo-
ni a (Fi gu re 3). Pred ni so lo ne (32 mg/day) was star-
ted. With this the rapy the pa ti ent’s cli ni cal con di -
ti on im pro ved sig ni fi cantly in a short ti me. Af ter

FIGURE 1: Cervical lymphadenopathy biopsy showing sinusal histiocytosis,
plasma cells and hemophagocytosis (HE x200).
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ten days, 6MWT sho wed no de sa tu ra ti on and the
lung func ti on test im pro ved (FVC 70%, FEV1 73%,
FEV1/FVC ra ti o 89%). With the pred ni so lo ne the-
rapy, CRP (0.3 mg/L) and ESR (6mm/hr) dec re a sed.
Chest-X-ray sho wed comp le te re so lu ti on (Fi gu re
4). Pred ni so lo ne the rapy was stop ped in 6 months
by slow ta pe ring. She was fre e of symptom for a
long ti me. Two ye ars la ter, she was aga in ad mit ted
with exer ti o nal dyspne a. Chest X-ray and Tho rax
CT sho wed bi la te ral mul tip le no du lar ima ges that
was ac cep ted as re laps (Fi gu re 5). FVC was 68%,
FEV1 69% and DLCO 46%. She had Pred ni so lo ne
(32 mg/day) was star ted for the re laps and ra pid cli-
ni cal and ra di o lo gi cal im pro ve ment was se en aga -
in in a short ti me (Fi gu re 6). Lung func ti on tests

im pro ved (FVC 80%, FEV1 78%, and DLCO 87%).
Pred ni so lo ne the rapy las ted for 9 months. One
month la ter, anot her re laps was de tec ted and a new
pred ni so le ne the rapy (32 mg/day) was star ted aga -
in. The res pon se to the the rapy was aga in qu ick and
well.

DIS CUS SI ON
Ro sa i-Dorf man di se a se (RDD) is a ra re di se a se of
the mo no nuc le ar pha gocy tic system with a be nign
na tu re and a go od prog no sis. Ex tra no dal in vol ve -
ment is very com mon.2,3 Every or gan system can be
af fec ted by RDD, the most com mon ones be ing bo -
ne, skin, soft tis su e, up per res pi ra tory tract, eyes,
di ges ti ve system and bre ast.6 Our ca se pre sen ted
with cer vi cal and sub man di bu lar lympha de no -
pathy and bi la te ral pul mo nary no du les. Her past
his tory al so re ve a led bo ne in vol ve ment. Alt ho ugh

FIGURE 2: Bilateral multiple nodules.

FIGURE 3: Open lung biopsy specimen showing bronchiolitis obliterans and
organising pneumonia 

FIGURE 4: Radiological improvement (after treatment).

FIGURE 5: After two years bilateral multiple nodules as relaps.
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re nal pre sen ta ti on is very ra re in RDD, our pa ti ent
had me san gi op ro li fe ra ti ve glo me ru lo nep hri tis with
ele va ted se rum cre a ti nin le vel in the past his tory.

De fi ni te di ag no sis of RDD re qu i res lymph no -
de bi opsy sho wing mar ked his ti ocy tic pro li fe ra ti -
on with lymphocy tes and eryt hrocy tes pha go-
cy to sed by his ti ocy tes.2,7 In our pa ti ent, the di ag -
no sis ca me from cer vi cal lymph no de bi opsy. 

Tho rax in vol ve ment of RDD is very ra re and
usu ally se en as pul mo nary di se a se.3 Most com-
monly, trac he ab ronc hi al tre e is af fec ted. In tra lu -
mi nal poly po id growth re la ted to RDD may ca u se
air way obs truc ti on.3,8 Dif fu se in ters ti ti al in vol ve -
ment is un com mon. Ple u ra can al so be af fec ted.8,9

The cha rac te ris tic of pul mo nary in vol ve ment is the
pre sen ce of ot her ex tra no dal si tes and lymphno de
in vol ve ments. Our ca se pre sen ted with bi la te ral
pa ranch ymal pul mo nary no du les wit ho ut me di as -
ti nal lympa de no pat hi es. Bi opsy sho wed bronc hi o -
li tis ob li te rans or ga ni sing pne u mo ni a (BO OP) and
it was re la ted to RDD.   

PET-CT can be used in RDD to eva lu a te the
ex tend of the di se a se and me ta bo lic cha rac te ris tic
of the le si ons. Ac cu mu la ted mac rop ha ges in the si-

nu so ids may ca u se an in cre a sed FDG up ta ke in the
in vol ved tis su e. It has be en de mons tra ted that mac-
rop ha ges up ta ke FDG even mo re than vi ab le tu mor
cells.10 Al so PET-CT can be used to eva lu a te the
tre at ment res pon se.11 PET-CT of our ca se sho wed
high SUV max in both pul mo nary pa ranch yma.
High up ta ke in the pa ti ent was tho ugt to be re la ted
to the inf lam ma tory pro cess of RDD. 

RDD is a be nign di se a se with re lap ses and re-
mis si ons. The prog no sis is usu ally go od and most
pa ti ents un der go spon ta ne o us re mis si on. Tre at -
ment is nec ces sary in pa ti ents with vi tal or gan
dysfunc ti on li ke up per air way obs truc ti on or mo tor
de fi cit ca u sed by spi nal le si on or se ve re re nal im pa-
ir ment.3,12,13 The re are se ve ral tre at ment op ti ons in
RDD. Most com monly ones are cor ti cos te ro id, che-
mot he ra pe u tic agents and met hot re xa te. Lo cal ra-
di ot he rapy and sur gi cal re sec ti on may be
nec ces sary in so me ca ses for the com pres si on of
mas si ve lympha de no pathy.12-15 An ti bi o tics and acy -
clo vir can be used be ca u se of hypot he sis of in fec ti -
o us eti o logy.16 The prob lem with cor ti cos te ro id
the rapy is ste ro id de pen dan ce and re cur ren ce
when the do se is ta pe red.15,17 Our ca se had BO OP
re la ted to RDD. Cor ti cos te ro id is ef fec ti ve for both
BO OP and RDD. Go od and ra pid cli ni cal and ra di -
o lo gi cal re mis si on was se en in our pa ti ent with
pred ni so lo ne, but re lap ses oc cur red when the the-
rapy stop ped. In the li te ra tu re, ot her al ter na ti ve
agents are usu ally re com men ded for the ca ses with
re lap ses. Met hot re xa te and 6-mer cap to pu rin com-
bi na ti on, alo ne or com bi ned with ste ro ids and vin-
b las tin, are among tre at ment pro to cols for re lap ses
and re sis tant ca ses.14 Re cently, so me new tre at ment
mo da li ti es we re re por ted such as vi ta min A de ri -
va ti ves, tha li do mi de, 2-Cd2A, ima ti nib and ri tu xi -
mab.11,18

IInn  ccoonncc  lluu  ssii  oonn,, pul mo nary in vol ve ment of
RDD is ex tre mely ra re. We re port he re a ca se with
pul mo nary in vol ve ment of RDD who had re lap ses
af ter pred ni so lo ne the rapy.

FIGURE 6: After treatment  radiological improvement.



Gülfer OKUMUŞ et al BRONCHIOLITIS OBLITERANS ORGANIZING PNEUMONIA RELATED TO ROSAI-DORFMAN DISEASE: CASE REPORT

Turkiye Klinikleri Arch Lung 2010;11(1)46

1. Ro sa i J, Dorf man RF. Si nus his ti ocy to sis with
mas si ve lympha de no pathy: a newly re cog ni -
zed be nign cli ni co pat ho lo gic en tity. Arch Pat -
hol 1969;87:63-70.

2. Mars hall AL, Di a ne MK. Inf lam ma tory and ma-
lig nant his ti ocy to sis. In: Er nest B, Mars hall AL,
Barry SC, Tho mas JK, edi tors. Wil li ams he -
ma to logy. 6th ed. New York: McGraw Hill;
1995. p.889-90.   

3. Fo u car E, Ro sa i J, Dorf man R. Si nus his ti -
ocy to sis with mas si ve lympha de no pathy (Ro -
sa i-Dorf man di se a se): Re vi ew of the en tity.
Se min Di agn Pat hol 1990;7:19-73.

4. Bhat GM, Ku mar S, Shar ma A. Ro sa i-Dorf -
man Di se a se: A ca se re port with re vi ew of
Li te ra tu re. In di an J Med Sci 2004;(25):39-
41.

5. Sod hi KS, Su ri S, Nij ha wan R, Kang M, Ga u -
tam V. Ca se re port. Ro sa i-Dorf man di se a se:
unu su al ca u se of dif fu se and mas si ve ret ro -
pe ri to ne al lympha de no pathy. Br J Ra di ol
2005;(78):845-7.

6. Pet zold A, Thom M, Po well M, Plant GT. Re-
lap sing in trac ra ni al Ro sa i- Dorf man Di se a se. J
Ne u rol Ne u ro surg Psychi atr 2001;(71):538-41.

7. Ro sa i J. Lymph no des. In: Ro sa i J, ed. Ac ker-
man’s sur gi cal pat ho logy. 8th ed. New York:
Mosby; 1996. p.1694-5. 

8. Tra vis WD, Colby TV, Koss MN, Ro sa do-de-
Chris ten son ML, Mü ler NL, King TE. Non-ne -
op las tic di sor ders of the lo wer res pi ra tory
tract. In: King DW, ed. At las of Non tu mor Pat -
ho logy, 1st se ri es, Fas cic le 2. Was hing ton, DC,
Ar med For ces Ins ti tu te of Pat ho logy; 2002.
p.144-7.  

9. Oho ri NP, Yu J, Lan dre ne a u RJ, Tha e te FL,
Ka ne K. Ro sa i-Dorf man Di se a se of the ple u -
ra: a ra re ex tra no dal pre sen ta ti on. Hum Pat hol
2003;(34):1210-1.

10. Ku bo ta R, Ya ma da S, Ku bo ta K, Is hi wa ta K,
Ta ma has hi N, Ido T. In tra tu mo ral dis tri bu ti on
of flu o ri ne-18-flu o ro de oxy glu co se in vi vo: high
ac cu mu la ti on in mac rop ha ges and gra nu la ti on
tis su es stu di ed by mic ro a u to ra di og raphy. J
Nucl Med 1992;(33):1972-80.

11. Kon ca C, Oz kurt ZN, De ger M, Akı Z, Yag ci
M. Ex tra no dal mul ti fo cal Ro sa i-Dorf man 
di se a se: res pon se to 2-chlo ro de ox ya de no -
si ne tre at ment. Int He ma tol 2009;(89):58-
62.

12. Ro sa i J, Dorf man RF. Si nus his ti ocy to sis with
mas si ve lympha de no pathy: a pse u dolym pho -
ma to us be nign di sor der. Analy sis of 34 ca ses.
Can cer 1972;(30):1174-88.

13. Pul so ni A, Ang hel G, Fal cuc ci P, Ma te ra R,
Pes car mo na E, Ri ber sa ni M, et al. Tre at ment

of si nus his ti ocy to sis with mas si ve lympha de -
no pathy (Ro sa i-Dorf man di se a se: re port of a
ca se and li te ra tu re re vi ew. Am J He ma tol
2002;(69):67-71.  

14. Hor neff G, Jur gens H, Hort W, Ka ritzky D, Go -
bel U. Si nus his ti ocy to sis with mas si ve lym-
pha de no pathy (Ro sa i-Dorf man di se a se):
res pon se to met hot re xa te and mer cap to pu ri -
ne. Med Pe di atr On col 1996;(27):187-92.

15. Si ta G, Guf fan ti A, Co lom bi M, Fer ra ri A, Ne ri
A, Bal di ni L. Ro sa i-Dorf man syndro me with
ex tra no dal lo ca li za ti ons and res pon se to glu-
co cor ti co ids: a ca se re port. Ha e ma to lo gi ca
1996; (81):165-7.

16. Ba il dam EM, Ewing CI, D’So u za SW Ste vens
RF. Si nus his ti ocy to sis with mas si ve lympha -
de no pathy (Ro sa i-Dorf man di se a se): res pon -
se to acy clo vir. J R Soc Med 1992;(85):179-
80.

17. Oc he ni S, Ibeg bu lam OG, Oka for OC, Ra ve -
ent hi ran V, Nzeg wu MA. Use ful ness of oral
cor ti cos te ro id in Ro sa i-Dorf man Di se a se. Eur
J Can cer Ca re Engl 2007;(16):286-8.

18. Pa gel JM, Li on ber ger J, Go pal AK, Sa bath
DE, Lo eb K. The ra pe u tic use of Ri tu xi mab for
si nus his ti ocy to sis with mas si ve lympha de no -
pathy (Ro sa i-Dorf man Di se a se) Am J He ma -
tol 2007;(82):1121-2.

REFERENCES


