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Severe JA compromises the functional capacity of the 
joints and imposes the risk of misdiagnosis of RA. With 
the improvement of the survival rate of SLE and the lack 
of specific prophylactic or therapeutical measures for JA, it 
is reasonable to assume that more and more cases of severe 
JA are going to be identified.

Keywords  Jaccoud’s arthropathy · Systemic lupus 
erythematosus · Deforming arthropathy

Introduction

Jaccoud’s arthropathy (JA) is characterized by joint 
deformities similar to those classically seen in rheuma-
toid arthritis (RA) such as “swan neck,” ulnar deviation 
and “Z-thumb,” but with a “reversible” pattern and with 
no erosions on plain radiograph. Initially, it was described 
in patients with rheumatic fever (RF), but presently it has 
been seen mainly in systemic lupus erythematosus (SLE) 
with a prevalence of about 5 % [1].

Although the term “reversible” has been widely used 
to define the deformities seen in JA, it seems to be inap-
propriate because these deformities last forever. Moreo-
ver, although in the majority of the cases the “correctable” 
nature of the arthropathy can be easily demonstrated, some-
times the joints have limitation of movement—even in the 
absence of bone erosions—causing significant morbidity 
and limitation of the quality of life of the patients [2]. This 
fixed character is claimed to be secondary to soft tissue 
fibrosis, disuse of the involved joints and muscle hypotro-
phy [1].

In the present study, we analyze the clinical, laboratory 
and imaging characteristics of a group of SLE patients with 
severe JA, a condition distinct from the erosive form of the 
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deforming arthropathy observed in the association of SLE 
and RA (rhupus) [3].

Materials and methods

The initial inclusion criteria for the present study were 
diagnosis of SLE based on the American College of 
Rheumatology (ACR) revised criteria [4] followed at 
our outpatient clinic and the presence of JA as defined 
by the following findings [5]: (1) typical joint deformi-
ties such as “swan neck,” thumb subluxation, ulnar devia-
tion, “boutonniere,” genu recurvatum, hallux valgus and 
flat feet; (2) presence or history of articular inflammation 
in the deformed joints; (3) absence of similar deformi-
ties in other healthy members of the same family; (4) 
no erosion on plain radiographs regardless of its pres-
ence on magnetic resonance imaging (MRI) or high-
performance ultrasound (US) examination. After select-
ing these patients with SLE and JA, a second selection 
was performed to identify only those with a more “severe 
subtype” of JA arbitrarily defined as the presence of 
deformities of at least three types with or without fixed 
deformities.

For those patients who fulfilled these criteria, complete 
clinical evaluation was performed. Data were then obtained 
from interviewing, physical examination, reviewing patient 
records, blood samples taken for laboratory tests and MRI 
or US study of the most deformed hand. All the patients 
signed an informed consent form, and the ethical commit-
tee of our institution approved the study.

Results

From our cohort of 1052 SLE patients, 53 were identified 
as having JA, and from this group, seven (including six 
women and one man) were defined as “severe JA.” The 
age ranged from 44 to 79 years (mean 54.5 ± 11.9 years), 
and the age at the time of the diagnosis ranged from 16 to 
31 years (mean 22 ± 5.3 years). All patients had arthritis 
as part of the initial findings of the disease. The most com-
mon joint deformities were the “swan neck” type, ulnar 
deviation and Z-thumb observed in all seven patients. Four 
patients had “fixed” or no correctable deformities in the 
metacarpophalangeal (MCP) joints. A clear subluxation 
was observed in some joints. The joint deformities were 
very impressive in all patients assuming a “mutilans-type 
JA” character in two of them. The clinical features of one 
of these two patients have been published elsewhere [6].

Leukopenia was detected in six out of seven patients. 
A low-titer rheumatoid factor was observed in four 
patients, and borderline anti-cyclic citrullinated peptide 

(CCP) antibody positivity was detected in only one 
patient. Interestingly, all seven patients had present or 
past anti-DNA antibodies positivity, but only three had 
a history of nephritis defined as proteinuria higher than 
1  g/day with or without increased serum creatinine. 
Present or past treatment regimen included steroids, 
hydroxychloroquine, cyclophosphamide, azathioprine 
and methotrexate. As part of the inclusion criteria, a 
plain radiograph of the hands did not show any ero-
sion although subluxation was a very common finding. 
MRI (six patients) or US (one patient) of the hand with 
more evident deformity clinically showed mild synovi-
tis in five and moderate synovitis in two patients, mild 
flexor tenosynovitis in six and severe tenosynovitis in 
one. Only two small bone erosions were observed in 
the second and third MCP joints in one patient who also 
presented moderate synovitis. Table 1 presents the main 
clinical, laboratory and imaging findings of the seven 
patients, while Fig.  1 shows the illustration of some 
hand deformities seen in the present series.

Discussion

Although described more than a century ago, JA has 
received little attention in clinical practice. Nowa-
days, its presence in RF has been described rarely, first 
because RF is becoming infrequent and second because 
the joint deformities are regarded of secondary impor-
tance in those patients with valvular rheumatic lesions 
and candidates for surgical procedures. The prevalence 
of JA is 4.2  % in this scenario [7]. Likewise, even in 
SLE where the JA has been most identified in the pre-
sent days, this arthropathy has been seen as of low rel-
evance in the context of the disease. The present series 
of severe joint deformities in JA draws one’s attention 
to the fact that in some cases it cannot be considered as 
a benign condition. Although other series of deforming 
arthropathy in SLE patients have been published, they 
did not specify how many patients had the severe form 
of JA [8, 9].

JA can bring an important functional limitation of the 
joints, sometimes in a “non-reversible” or fixed man-
ner resembling those deformities seen in RA, although 
without bone erosion on plain radiographs as seen in 
case four cases of the present series. It certainly has a 
negative cosmetic and functional impact and represents 
a significant compromise in the quality of life for these 
patients. Of note, one of our patients used to be a taxi 
driver, but he was forced to abandon his profession due 
to the joint deformities [10]. It should be noted that the 
above-mentioned “irreversible” pattern of JA can be eas-
ily confounded with RA.



1775Rheumatol Int (2015) 35:1773–1777	

1 3

Ta
bl

e 
1  

M
ai

n 
cl

in
ic

al
, l

ab
or

at
or

y 
an

d 
im

ag
in

g 
fin

di
ng

s 
of

 th
e 

se
ve

n 
SL

E
 p

at
ie

nt
s 

w
ith

 s
ev

er
e 

Ja
cc

ou
d’

s 
ar

th
ro

pa
th

y

* 
T

he
 o

nl
y 

pa
tie

nt
 w

ho
 h

ad
 U

S 
ex

am
in

at
io

n.
 T

he
 o

th
er

 s
ix

 p
at

ie
nt

s 
ha

d 
M

R
I

SL
E

 s
ys

te
m

ic
 l

up
us

 e
ry

th
em

at
os

us
, J

A
 J

ac
co

ud
’s

 a
rt

hr
op

at
hy

, F
 f

em
al

e,
 M

 m
al

e,
 a

P
L

 a
nt

i-
ph

os
ph

ol
ip

id
 a

nt
ib

od
ie

s,
 i

.e
., 

an
ti-

ca
rd

io
lip

in
 a

nd
/o

r 
lu

pu
s 

an
tic

oa
gu

la
nt

, R
F

 r
he

um
at

oi
d 

fa
ct

or
, M

R
I 

m
ag

ne
tic

 r
es

on
an

ce
 im

ag
in

g,
 U

S 
ul

tr
as

ou
nd

, M
C

P
 m

et
ac

ar
po

ph
al

an
ge

al

A
ge

 (
ye

ar
s)

G
en

de
r

D
is

ea
se

 d
ur

at
io

n 
(y

ea
rs

)
O

th
er

 c
lin

ic
al

 f
ea

tu
re

s
Ty

pe
 o

f 
jo

in
t d

ef
or

m
ity

A
nt

ib
od

y 
pr

ofi
le

M
R

I 
or

 U
S*

 fi
nd

in
gs

1 
(F

ig
. 1

a)
79

F
20

Se
ro

si
tis

, c
ut

an
eo

us
 r

as
h,

 
le

uk
op

en
ia

Sw
an

 n
ec

k,
 u

ln
ar

 d
ev

ia
tio

n,
 

Z
-t

hu
m

b,
 h

al
lu

x 
va

lg
us

, g
en

u 
re

cu
rv

at
um

. F
ix

ed
 d

ef
or

m
i-

tie
s 

in
 M

C
P 

jo
in

ts
, s

ub
lu

xa
-

tio
ns

 (
m

ut
ila

ns
-t

yp
e 

JA
)

A
nt

i-
ds

D
N

A
+

, A
nt

i-
SS

A
−

A
nt

i-
Sm

−
A

nt
i-

C
C

P−
R

F 
lo

w
 +

 (
48

U
)

aP
L
−

M
ild

 s
yn

ov
iti

s,
 m

ild
 fl

ex
or

 
te

no
sy

no
vi

tis
, n

o 
er

os
io

ns

2 
(F

ig
. 1

b)
46

F
31

N
ep

hr
iti

s,
 s

er
os

iti
s,

 le
uk

op
en

ia
Sw

an
 n

ec
k,

 u
ln

ar
 d

ev
ia

tio
n,

 
fix

ed
 d

ef
or

m
iti

es
 in

 M
C

P 
jo

in
ts

, Z
-t

hu
m

b,
 h

al
lu

x 
va

l-
gu

s,
 g

en
u 

re
cu

rv
at

um

A
nt

i-
ds

D
N

A
+

A
nt

i-
SS

A
−

A
nt

i-
Sm

−
A

nt
i-

C
C

P−
R

F−
aP

L
−

M
od

er
at

e 
sy

no
vi

tis
, m

ild
 fl

ex
or

 
te

no
sy

no
vi

tis
, i

so
la

te
d 

sm
al

l 
er

os
io

ns
 o

n 
se

co
nd

 a
nd

 th
ir

d 
m

et
ac

ar
po

ph
al

an
ge

al
 jo

in
ts

3 
(F

ig
. 1

c)
44

F
22

Se
ro

si
tis

, l
eu

ko
pe

ni
a,

Sw
an

 n
ec

k,
 u

ln
ar

 d
ev

ia
tio

n,
 

fix
ed

 d
ef

or
m

iti
es

 in
 M

C
P 

jo
in

ts
, Z

-t
hu

m
b,

 h
al

ux
 

va
lg

um

A
nt

i-
ds

D
N

A
+

A
nt

i-
SS

A
−

A
nt

i-
Sm

−
A

nt
i-

C
C

P 
lo

w
 +

 (
24

U
)

R
F 

lo
w

 +
 (

39
U

)
aP

L
−

M
ild

 s
yn

ov
iti

s,
 m

ild
 fl

ex
or

 
te

no
sy

no
vi

tis
, n

o 
er

os
io

ns

4 
(F

ig
. 1

d)
55

F
27

Ph
ot

os
en

si
tiv

ity
, o

ra
l u

lc
er

s,
 

le
uk

op
en

ia
Sw

an
 n

ec
k,

 u
ln

ar
 d

ev
ia

tio
n,

 
Z

-t
hu

m
b

A
nt

i-
ds

D
N

A
+

A
nt

i-
SS

A
−

A
nt

i-
Sm

−
A

nt
i-

C
C

P−
R

F 
lo

w
 +

 (
24

 U
)

aP
L
+

M
ild

 s
yn

ov
iti

s,
 s

ev
er

e 
fle

xo
r 

te
no

sy
no

vi
tis

, n
o 

er
os

io
ns

5 
(F

ig
. 1

e)
50

F
17

M
al

ar
 r

as
h,

 p
ho

to
se

ns
iti

vi
ty

, 
or

al
 u

lc
er

s,
 n

ep
hr

iti
s

Sw
an

 n
ec

k,
 u

ln
ar

 d
ev

ia
tio

n,
 

Z
-t

hu
m

b
A

nt
i-

ds
D

N
A
+

A
nt

i-
SS

A
+

A
nt

i-
Sm

−
A

nt
i-

C
C

P−
R

F−
aP

L
−

*S
yn

ov
iti

s 
w

ith
 e

ff
us

io
n 

ra
di

o-
ca

rp
al

, fl
ex

or
 te

no
sy

no
vi

tis
, n

o 
er

os
io

ns

6 
(R

ef
. [

6]
)

49
F

21
M

al
ar

 r
as

h,
 p

ho
to

se
ns

iti
vi

ty
, 

se
ro

si
tis

, l
eu

ko
pe

ni
a

Sw
an

 n
ec

k,
 u

ln
ar

 d
ev

ia
tio

n,
 

fix
ed

 d
ef

or
m

iti
es

 in
 M

C
P 

jo
in

ts
, Z

-t
hu

m
b,

 h
al

lu
x 

va
lg

us
, g

en
u 

re
cu

rv
at

um
, 

su
bl

ux
at

io
ns

 (
m

ut
ila

ns
-t

yp
e 

JA
)

A
nt

i-
ds

D
N

A
+

A
nt

i-
SS

A
+

A
nt

i-
Sm

−
A

nt
i-

C
C

P−
R

F 
lo

w
 +

 (
33

U
)

aP
L
−

M
ild

 s
yn

ov
iti

s,
 m

ild
 fl

ex
or

 
te

no
sy

no
vi

tis
, n

o 
er

os
io

ns

7 
(R

ef
. [

10
])

59
M

16
M

al
ar

 r
as

h,
 n

ep
hr

iti
s,

 c
ut

an
e-

ou
s 

va
sc

ul
iti

s,
 s

er
os

iti
s,

 
le

uk
op

en
ia

Sw
an

 n
ec

k,
 u

ln
ar

 d
ev

ia
tio

n,
 

Z
-t

hu
m

b
A

nt
i-

ds
D

N
A
+

A
nt

i-
SS

A
−

A
nt

i-
Sm

−
A

nt
i-

C
C

P−
R

F−
aP

L
−

M
ild

 s
yn

ov
iti

s,
 m

ild
 te

no
sy

no
-

vi
tis

, n
o 

er
os

io
ns



1776	 Rheumatol Int (2015) 35:1773–1777

1 3

Another negative aspect linked to JA is the observation 
that it is a risk factor for tendon rupture. In one systematic 
review of the literature, in 55 SLE patients with tendon rup-
ture, 16 (29 %) had JA [11]. This complication is probably 
related to an inflammatory process of the tendon sheath and 
consequent weakness of the tendon itself. Theoretically, in 
more severe forms of JA with loss of biomechanical proper-
ties of the joints, more tendon rupture is expected to occur.

The etiopathogenic mechanisms for JA are not known. 
There are a few published studies trying to associate JA 
with the presence of some antibodies. Thus, anti-SSA/Ro, 
RF and anti-cardiolipin antibodies are among the candi-
dates. Previously, we found an association between the 
presence of anti-dsDNA antibodies and JA [12], and in the 
present series of severe JA, all seven patients had such anti-
bodies in at least one moment of their disease. Curiously, 
only three had history of lupus nephritis. However, the 
role, if any, for these antibodies in JA needs to be proved. 
Another important observation from our findings is that 
even with more aggressive clinical picture, only one of the 
patients had low titer of anti-CCP antibodies making these 
antibodies ineligible candidates to participate in the patho-
genesis of this arthropathy.

Another example of how JA has been neglected is the 
lack of studies regarding its management. Physical therapy, 
orthesis and corticosteroids are described as therapeuti-
cal options based on expert opinion. A few studies have 
been published on the surgical procedures for JA [13–15], 
but there is no certainty about the best modality, when to 
indicate and the long-term follow-up. From those studies, 

one can identify other examples of “severe JA,” some of 
them with fixed deformities and aggressive enough to be 
candidates for the surgical procedures. Recently, we dem-
onstrated that the level of interleukin 6 was higher in SLE 
patients with JA as compared to those without such com-
plication [16]. Although preliminary, these findings empha-
size the necessity for new studies with a larger number of 
patients and perhaps evaluating the potential therapeuti-
cal benefit for blocking this molecule in SLE before the 
development of joints deformities as seen in JA. Curiously, 
recently published studies have demonstrated the effi-
cacy of the utilization of anti-TNF-alpha blockers in SLE 
patients with severe arthritis [17, 18]. Although regarded 
as potential inductor of the autoimmune processes such as 
lupus, demyelinating disorders and psoriasis, this treatment 
modality, in selected cases of SLE, may be useful. To the 
best of our knowledge, there is no case of severe JA treated 
with such agents.

With the improvement of the survival rate of SLE and 
the lack of specific prophylactic or therapeutical measures 
for JA, it is reasonable to assume that more and more cases 
of “severe JA” are going to be identified.
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Fig. 1   Illustration of hand deformities seen in five out seven SLE patients with Jaccoud’s arthropathy included in the present series (a–e). The 
two other cases have been published elsewhere [6, 10]
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