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Ab stract. Behcet’s dis ease (BD) is as so ci ated with re nal in volve ment in
about one-third of the cases and a va ri ety of re nal le sions have been re ported.
A 27-year-old man pre sented a his tory of re cur rent oral and gen i tal ul cers, as -
so ci ated with pseudofoliculitis and ar thri tis in his left knee. The first lab o ra -
tory tests re vealed: urea = 53mg/dL, creatinine = 1.8mg/dL. The uri nal y sis
showed leukocyturia. Ini tial treat ment with ceftriaxone, tha lid o mide and
pred ni sone was in sti tuted. He be came clin i cally sta ble, with nor mal re nal
func tion, but pre sent ing hematuria and proteinuria. One year later the pa -
tient pre sented dark urine. The new lab o ra tory tests showed urea = 58mg/dL, 
creatinine = 1.4mg/dL, and mild proteinuria (500-1000mg/24h). Two years
later the proteinuria was 2230mg/day. The re nal bi opsy showed one
glomerulus with se vere glo mer u lar scle ro sis, mild tu bu lar at ro phy, mild in ter -
sti tial fi bro sis and thick en ing of ar te rial walls. Treat ment with captopril was
started to de crease proteinuria. Two years later, the pa tient pre sented
creatinine = 1.7mg/dL and proteinuria = 2509mg/day. A new re nal bi opsy
ev i denced proliferative cres cen tic glomerulonephritis, with dif fuse granullary
de pos its of IgA, IgM and C3. It was in sti tuted pulsotherapy with
metilprednisolone, monthly endovenous cyclophosphamide and main te nance
pred ni sone. The pa tient be came clin i cally sta ble, with creatinine of 1.3mg/dL 
and proteinuria of 500mg/day. BD could be one of the var i ous causes of sec -
ond ary IgA ne phri tis. It is im por tant to pe ri od i cally per form re nal func tion
eval u a tion in pa tients with BD, through uri nal y sis and mea sure ment of se rum
creatinine and its clear ance, in or der to de tect any ab nor mal ity and pro vide
an early ad e quate treat ment.
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Enfer me dad de Beh cet y ne fro pa tía por IgA: re por te de tal
aso cia ción en un pa cien te de Bra sil y re vi sión de li te ra tu ra.
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Re su men. La en fer me dad de Beh cet (EB) está aso cia da a daño re nal en
cer ca de un ter cio de los ca sos y una va rie dad de le sio nes re na les han sido
des cri tas. Un hom bre de 27 años pre sen ta ba his to ria de ul ce ra cio nes ora les y
ge ni ta les, en aso cia ción con pseu do fo li cu li tis y ar tri tis en su ro di lla iz quier da.
Los pri me ros exá me nes evi den cia ban urea = 53mg/dL, crea ti ni na = 1,8mg/dL. 
El aná li sis de ori na pre sen ta ba leu co ci tu ria. El tra ta mien to ini cial fue cef tria -
xo ne, ta li do mi da y pred ni so na. El en fer mo se que dó clí ni ca men te es ta ble, con 
fun ción re nal nor mal, pero pre sen tan do he ma tu ria y pro tei nu ria. Pa sa do un
año, su ori na re sul tó os cu ra. Nue vos exá me nes mos tra ban urea = 58mg/dL,
crea ti ni na = 1,4mg/dL y pro tei nu ria (500-1000mg/día). Dos años des pués la
pro tei nu ria au men tó para 2230mg/día. La biop sia re nal mos tra ba uno glo mé -
ru lo con es cle ro sis se ve ra, atro fia tu bu lar blan da, fi bro sis in ters ti cial blan da y
es pe sa mien to de las pa re des ar te ria les. Tra ta mien to con cap to pril fue ini cia do 
para re du cir la pro tei nu ria. Dos años des pués el pa cien te pre sen ta ba crea ti ni -
na = 1,7mg/dL y pro tei nu ria = 2509mg/día. Una nue va biop sia re nal fue rea -
li za da e iden ti fi có glo me ru lo ne fri tis cre cien te pro li fe ra ti va, con de pó si tos gra -
nu la res de IgA, IgM y C3. Fue mi nis tra da pul so te ra pia con me til pred ni so lo ne,
ci clo fos fa mi da en do ve no sa men sal y pred ni so ne de ma nu ten ción. El pa cien te
se que dó es ta ble, con crea ti ni na de 1,3mg/dL y pro tei nu ria de 500mg/día. La 
EB pue de ser una de las mu chas cau sas de ne fri tis se cun da ria por IgA. Es im -
por tan te rea li zar pe rió di ca men te exá me nes de fun ción re nal en los pa cien tes
con EB, a tra vés del aná li sis de ori na y me di das de crea ti ni na sé ri ca y su clea -
ran ce, para se de tec tar cual quier anor ma li dad y pro vi den ciar un tra ta mien to
pre coz.

Recceived: 07-01-2006. Ac cepted: 11-05-2006.

INTRODUCTION

Behcet’s dis ease (BD) is a multisystem
re cur rent in flam ma tory dis ease, char ac ter -
ized by aphthous stomatitis, iritis and gen i tal 
ul cers (1-4). BD fre quently com prises le sions
in skin, joints, kid neys, lungs, gas tro in tes ti nal 
or gans and ner vous sys tem. The dis ease is
known to be as so ci ated with re nal in volve -
ment in about one-third of cases and a va ri ety 
of re nal le sions have been re ported (1, 2).

The di ag no sis is based on the In ter na -
tional Study Group for Behcet’s Dis ease di -
ag nos tic cri te ria (ma jor cri te ria: re cur rent
oral and gen i tal ul cer ations, eye le sions,
skin le sions, pos i tive pathergy test; mi nor
cri te ria: ar thri tis/artralgia, deep vein
throm bo sis, sub cu ta ne ous thrombophlebitis,
epididymitis, fam ily his tory, gas tro in tes ti nal 
le sions, CNS symp toms and vas cu lar le -
sions) (5, 6). It is be lieved that cir cu lat ing
im mune com plexes and de po si tion in glo -
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mer u lar and ar te ri o lar tis sue can cause im -
mune me di ated nephropathy in Behcet’s
dis ease (3). IgA nephropaty as so ci ated with
Behcet’s dis ease has been re ported be fore
and it is still not known if this as so ci a tion is 
a mere co in ci dence or if there is some link
in the pathophysiology of these two en ti ties 
(1, 2, 7).

Af ter the pa tient’s in formed con sent
we re port the case of a young man with
Behcet’s dis ease who pre sented acute re nal
fail ure, which was found to be due to IgA
nephropathy.

CASE RE PORT

In July 1998, a 27-year-old man pre -
sented pu ru lent ton sil li tis, as so ci ated to
high de gree fe ver, aque ous di ar rhea, with -
out mu cus or blood, adynamia and weight
loss. He also pre sented mouth and scrotal
re gion´s ul cer ations. He re ported to have
fre quent pre vi ous ep i sodes of oral ul cer -
ations. At hos pi tal ad mis sion he was fe brile
(axillary tem per a ture = 39.3°C), de hy drated
(1+/4+), with ar te rial blood pres sure of
100 x 60 mmHg. The oropharynx pre sented
pu ru lent exudate in ton sils and ul cer ations
in jugal and lin gual mu cosa. The gen i tal or -
gans re vealed the pres ence of three ulceral
le sions, some with ne cro sis and el e vated
bor ders, as so ci ated with in gui nal lymph -
adenopathy.

The lab o ra tory tests re vealed: he mo glo -
bin = 12.3g/dL, hematocrit = 38.6%, white
blood cells = 15000/mm3 (80% neu tro phils,
16% lym pho cytes, 3% monocytes), plate lets
= 410000/mm3, eryth ro cyte sed i men ta tion 
rate (ESR) = 60mm/h, urea = 53mg/dL,
creatinine = 1.8mg/dL, se rum so dium =
133mEq/L, se rum po tas sium = 4.5mEq/L,
ASO = 400UI/mL, neg a tive VDRL. The uri -
nal y sis showed 25-30 leu ko cytes/high
power field and pyocitary blocks. The bac te -
ri ol ogy of the gen i tal ulceral le sion found
the pres ence of Gram-pos i tive agents and

Gram-neg a tive ba cilli. The bi opsy of the le -
sions showed sig nals of vasculitis, in tense
lymphohistiocytary in flam ma tory exudate
along the ves sels, with prom i nent en do the -
lial cells.

Based on these find ings it was raised
the hy poth e sis of Behcet’s dis ease and
treat ment with ceftriaxone, tha lid o mide
200mg/day and pred ni sone 40mg/day was
in sti tuted for five days, with grad ual de -
crease in the dose of pred ni sone for
5mg/day and tha lid o mide for 100mg/day.
It ocurred a sig nif i cant im prove ment, with
re gres sion of the le sions and re cov ery of re -
nal func tion.

The pa tient be came clin i cally sta ble
for seven months, af ter which he pre sented
oc u lar hy per emia, with par tial loss of the
left vi sion. The fundoscopy showed a mild
pap il lary edema in the left eye. The pa tient
was also pre sent ing ep i sodes of ulceral le -
sions in the oral mu cosa. It was noted the
pres ence of pseudofoliculitis in his dor sum
and ar thri tis in his left knee. These find ings 
re in forced the di ag no sis of Behcet’s dis -
ease. He was on treat ment with tha lid o mide 
100mg/day and pred ni sone 5mg/day. A new 
lab o ra tory eval u a tion found no al ter ation in 
the to tal blood count, nor mal re nal func -
tion, ESR = 52mm/h, non-re agent anti -
nuclear an ti bod ies (ANA), non-re agent
ANCA an ti bod ies, se rum com ple ment within
nor mal val ues and uri nal y sis that showed
hematuria (2+) and proteinuria (1+). The
urine cul ture and baciloscopy for My co bac -
te rium tu ber cu lo sis were neg a tive.

Af ter two years of these ini tial man i fes -
ta tions (in year 2000) the pa tient was still
pre sent ing re cur rent oral ul cer ations. He
was sub mit ted to an other uri nal y sis that
showed an in crease in hematuria (3+) and
proteinuria (2+). The urine cul ture was
neg a tive. The ab dom i nal ul tra sound and
urethrocystoscopy found no ab nor mal i ties.
One year later (2001) the pa tient pre sented 
dark urine. The new lab o ra tory tests showed 
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urea = 58mg/dL, creatinine = 1.4mg/dL,
hematuria (3+) and proteinuria (2+). Two
months later the 24h proteinuria was
2230mg/dL. A re nal bi opsy was done, which 
showed 18 glomeruli, with mesangial
hypercellularity, one glomerulus with se -
vere scle ro sis, two glomeruli with
pericapsular fi bro sis and the other with
thin loops and a mild in crease in cellularity
and mesangial ma trix. It was also ob served
tu bu lar at ro phy, in ter sti tial fi bro sis, thick -
en ing of ar te rial walls, with subintimal fi -
bro sis (Fig. 1). On that oc ca sion, imuno -
fluorescence was not per formed.

Treat ment with captopril 25mg/day
was in sti tuted to de crease the proteinuria.
In the sub se quent fol low-up it was ob served
a re cov ery in his re nal func tion and a de -
crease in the 24h proteinuria to 594mg/dL. 
Dur ing this pe riod the pa tient pre sented an 
el e va tion in his ar te rial blood pres sure, and
the dose of captopril was grad u ally in -
creased to 100mg/day.

Two years later (2003) the pa tient pre -
sented se rum creatinine = 1.1mg/dL,
creatinine clear ance = 94mL/min and 24h
proteinuria = 1262mg/dL. He was on con -
ser va tive treat ment with captopril and tha -
lid o mide. Four months later, dur ing one of
the fol low-up vis its, the se rum creatinine in -
creased to 1.7mg/dL and the 24h protein -
uria to 2509mg, it in creased later to 3990
mg/24h. A new re nal bi opsy was per formed, 
which showed cres cen tic proliferative
glomerulonephritis (Fig. 2). The tis sue had
eight glomeruli, four of them with
fibroepithelial cres cents (50%), seg men tal
and global scle ro sis, thick ness of ar te rial
loops, in crease in mesangial ma trix and
lymphomononuclear in ter sti tial in fil trate.
There was no vasculitis. The di rect immuno -
fluorescence showed dif fuse granullary de -
pos its, mainly in the mesangium, with ir -
reg u lar ex ten sion to the cap il lary loops,
with IgA (2+), IgM and C3 (+); IgG de pos -
its were not ob served.

Imunossupressive treat ment was in sti -
tuted: in tra ve nous pulsotherapy with
methylprednisolone for three days, in tra ve -
nous cyclophosphamide 1g monthly for six
months and main te nance oral pred ni sone
120mg/day ev ery other day (1 mg/kg per
day). Af ter 60 days the pred ni sone was ta -
pered pro gres sively (de crease of 10 mg ev -
ery month un til the main te nance dosis of
10 mg/day). The pa tient be came clin i cally
sta ble, with im prove ment of re nal and non-
 re nal man i fes ta tions. His se rum creatinine
de creased to 1.3mg/dL. Af ter six months of 
this treat ment the uri nal y sis showed
proteinuria (+), hemoglobinuria (+) and 3
eryth ro cytes/high power field. The 24h
proteinuria seen in the last fol low-up visit
was 500mg/day. The pa tient is cur rently us -
ing Mycophenolate Mofetil 2 g/day, pred ni -
sone 5mg/day, captopril 25 mg twice a day
and tha lid o mide 100 mg/day.

DIS CUS SION

This is prob a bly the first re port of re -
nal in volve ment in a Bra zil ian pa tient with
Behcet’s dis ease (BD), which is not com -
mon in our re gion. We did not find in the
med i cal lit er a ture any ref er ence to the oc -
cur rence of this as so ci a tion in Brazil. The
dis ease is more fre quent in Ori en tal coun -
tries, near the Med i ter ra nean sea, but since 
our con ti nent has a known mix ture of races 
it is not sur pris ing to find a pa tient with BD 
in our coun try. The pres ent pa tient was
born in Caraúbas town, Rio Grande do
Norte State (North east Brazil), he has blue
eyes and blond hair. Mother, fa ther, two sis -
ters and grand par ents are white. They are
also from Brazil.

Re nal in volve ment in BD was be lieved
to be very rare in the past, but since some
re ports from the end of the last cen tury
show ing re nal le sions in pa tients with this
syn drome have been pub lished it seems to
be a rel a tively fre quent com pli ca tion of BD
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Fig 2. Se cond Re nal Biopsy (Cres cen tic Pro li -
fe ra ti ve Glo me ru lo neph ri tis). A - Sec -
tion of kid ney sho wing fi broe pit he lial
cres cents. H&E, 400x. B - Sec tion of
kid ney sho wing mild in crea se in ce llu la -
rity and me san gial ma trix. H&E, 400x.
C - Imu no fluo res cen ce sho wing IgA de -
po sits in kidney.
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Fig 1. First Re nal Biopsy (Me san gial Glo me ru -
lo neph ri tis). A - Sec tion of kid ney sho -
wing me san gial hyper ce llu la rity and epi -
te lial cres cents. H&E, 200x. B - Sec tion
of kid ney sho wing mild in crea se in ce -
llu la rity and me san gial ma trix. H&E,
400x. C - Sec tion of kid ney sho wing
thick ness of ar te rial walls, with sub in ti -
mal fi bro sis, and glo me ru lar scle ro sis.
Mas son stain ing, 200x.



(1, 2, 7). The spec trum of re nal in volve -
ment in BD ranges from mild uri nary ab nor -
mal i ties to glomerulonephritis with per sis -
tent re nal fail ure (2). Dif fer ent re nal le -
sions have been re ported in pa tients with
BD, in clud ing fo cal glomerulonephritis, dif -
fuse proliferative glomerulonephritis, mem -
bra nous nephropathy, glomerulonephritis
and re nal amyloidosis (1). Amyloidosis
seems to be the most com mon type of re nal 
le sion in BD (8). The pres ent cases il lus -
trates a case of a pa tient with BD in which
re nal in volve ment was ob served. His se rum
creatinine was in creased when BD di ag no sis 
was made (1.8mg/dL). Be fore the ini ti a tion 
of re nal dis ease the pa tient was suf fer ing
from re cur rent oral ul cers, a known man i -
fes ta tion of in com plete forms of BD that
fre quently pre cedes full-blown cases. Seven
months af ter the di ag no sis he pre sented
hematuria and proteinuria, but he spent
some years with nor mal re nal func tion af ter 
the di ag no sis of BD. The di ag no sis of IgA
nephropathy, how ever, was achieved only
some years later, when an anal y sis of re nal
tis sue through immunofluorescence was
per formed.

El Ramahi et al. (3) de scribed nine
cases of re nal in volve ment in BD. These pa -
tients rep re sented 7.5% of 120 pa tients
stud ied with BD. Eight of these pa tients
pre sented proteinuria and one pre sented
hematuria. Re nal bi opsy was per formed in 4 
cases, in which it was found glomerulopathy 
with mild to mod er ate mesangial pro lif er a -
tion. IgA de pos its were not seen in these
cases.

Akutsu et al. (1) re ported the case of a 
young girl with BD who pre sented
hematuria and proteinuria. The re nal bi -
opsy was com pat i ble with IgA ne phri tis. Dif -
fer ently from our case her re nal func tion
was nor mal. Hemmen et al. (2) de scribed a
case of mesangiocapillary glomerulo -
nephritis, with IgA de pos its, in a pa tient
with BD who pre sented proteinuria of un -

known or i gin. Proteinuria and hematuria
are the most fre quent man i fes ta tions of IgA 
nephropathy as so ci ated with BD (1, 2, 7,
9-11). The oc cur rence of uri nary ab nor mal i -
ties in BD var ies from 7.5% to 32%.10 In the
pres ent case the pa tient de vel oped cres cen -
tic proliferative IgA nephropathy, with an
im por tant loss of re nal func tion. Re nal fail -
ure in BD is not com mon, with some re -
ported pa tients pre sent ing high lev els of se -
rum creatinine (10, 11).

BD is a sys temic vasculitis as so ci ated
to an in flam ma tory pro cess in mucosal
sites, that can cause el e va tion of se rum IgA. 
A de fect in the mucosal bar rier in BD could 
lead to en hanced an ti gen ex po sure of the
fo cal IgA pro duc ing cells, which could re -
sult in in creased pro duc tion of IgA, that
could be an stim uli to the de vel op ment of
ne phri tis (1).

The treat ment of our pa tient was done 
with immunossupressive agents, with suc -
cess ful re cov ery of re nal func tion and re -
duc tion of proteinuria to non-nephrotic
range (500 mg/day). In pa tients with BD
and re nal in volve ment the treat ment de -
pends on the se ver ity of the dis ease and in
the find ings of the re nal bi opsy. These is a
gen eral agree ment that immunossupressive 
agents must be used, with ste roids alone or
in com bi na tion with cyclophosphamide (9,
12, 13). Re cently, have been re ported some
cases of re nal trans plan ta tion in pa tients
with BD (12, 14).

The de vel op ment of pri mary IgA
nephropathy in a pa tient of BD can not be
ruled out, in clud ing our case. IgA ne phri tis
is one of the most com mon types of
glomerulo nephritis all over the world and
can incindentally oc cur in pa tients with BD
(15). In Brazil, IgA nephropathy is found in
ap prox i mately 10% of kid ney bi op sies and
this fre quency can be higher (up to 29%)
among pa tients with hematuria and
proteinuria with out ne phritic syn drome
(16). How ever BD could be one of the var i -
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ous causes of sec ond ary IgA ne phri tis. It is
im por tant to per form re nal func tion eval u a -
tion pe ri od i cally in pa tients with BD,
through uri nal y sis and mea sure ment of se -
rum creatinine and its clear ance, in or der to 
de tect any ab nor mal ity and pro vide an early
ad e quate treat ment in or der to pre vent the
pro gres sion to end-stage re nal dis ease.
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