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Unilateral lymphedema as first presentation
of sarcoidosis

l;!)'_lmhli:':

Linfedema unilateral como primera presentacion de sarcoidosis
To the Editor:

Sarcoidosis is a systemic disease characterized by the involve-
ment of multiple tissues and organs with a non-calcified granuloma
reaction, which is not yet well understood.! Although the exact
pathogenesis of sarcoidosis is not known, it is currently accep-
ted that, in genetically susceptible individuals, it is caused through
alteration of the cellular immune response after exposure to an
environmental, occupational or infectious agent.? It is presented
with bilateral hilar lymphadenopathies, infiltrations in the lung,
skin and eye lesions. The pathognomonic histological finding is
the presence of non-calcified granulomas.? These granulomas may
form in almost any organ in the body. Sarcoidosis is one of the
most important causes of granulomatous lymphadenitis.* Deve-
lopment of lymphedema is the result of the involvement of lymph
nodes and obstruction of lymphatic drainage. In this report we
present a female case of sarcoidosis and ankylosing spondylitis
co-occurrence that applied to our clinic with widespread lymp-
hedema on her left leg. The patient is 50-year-old female who
presented to our clinic with lymphedema and swelling started
from the left inguinal region and spread to the whole left lower
extremity. She had also complaints of inflammatory low back pain
going on for the last 15 years. In her physical examination there
was widespread lymphedema on her left foot, lymphadenopathies
on her left inguinal region, restriction on her neck and hip range
of motion and bilateral Fabere/Fadir test positivity. Laboratory
studies showed erythrocyte sedimentation rate and C-reactive pro-
tein elevation, serum calcium and angiotensin converting enzyme
(ACE) elevation and chronic disease anemia. There were wides-
pread conglomerate lymphadenopathies in the left inguinal region
according to the soft tissue ultrasonography examination. Thorax
CT showed paratracheal, mediastinal and bilateral hilar lympha-
denopathies (Fig. 1). Sacroiliac joint radiography showed bilateral
joint space narrowing and sclerosis. Sacroiliac MRI scan was repor-
ted as chronic sacroiliitis with the presence of active lesions
(Fig. 2). Genetic analysis showed that HLA-B27 was positive.
Biopsy of the inguinal lymphadenopathies revealed granulomatous

Fig. 1. Torax computed tomography showed bilateral hilar and mediastinal lymp-
hadenopaties.

Fig. 2. Sacroiliac joints MRI showed bilateral sacroiliitis.

lymphadenitis and non-calcified granulomas. M. tuberculosis was
not detected owing to her PPD was negative, acid-fast stain on
tissue samples from the biopsy was negative. According to cli-
nical, laboratory, histopathological and radiological findings, we
diagnosed our patient as sarcoidosis and ankylosing spondylitis,
then she received 40 mg of prednisolone per day. Lower extremity
edema, inguinal lymph nodes and clinical complaints regressed
during the follow up period. Control erythrocyte sedimentation
rate and C-reactive protein were normal. Control thorax CT showed
significant diametric regression of the hilar and bilateral mediasti-
nal lymph nodes. Sarcoidosis may imitate different rheumatologic
diseases and/or may be seen with them.” Sacroiliac joint involve-
ment is a major joint involvement of sarcoidosis and it may be
seen in 6-14% of the patients which causes the diagnostic con-
fusion with ankylosing spondylitis.%” HLA-B27 is helpful for the
differential diagnosis besides the major method is the histopat-
hological evaluation. Even if it is rare; like in our case, these two
diseases may occur together. However this co-occurrence is not
because of a common etiopathogenesis, but because of an inci-
dental association. Granulomatous lymphadenitis is an important
finding of sarcoidosis.® The lymphadenopathies that develop in dif-
ferentregions cause organ and system dysfunctions. There are some
reported sarcoidosis patients in the literature that were presented
with lymphedema. Putkonen et al. has identified a female case that
started with lower extremity lymphedema and they reported sig-
nificant regression after treatment with corticosteroids.” Nathan
et al. reported a 32-year-old black female case that suffered from
foot lymphedema going on for the last 11 years.!? As in our case, the
lymphedema development on these patients feet is because of
the obstruction of the lymphatic drainage due to the involvement
of the lymph nodes. Chronic, asymmetric feet edema presentation
without venous obstruction should always suggest the probability
of sarcoid lymphadenopathy for early diagnosis and treatment of
this clinical condition. In conclusion, granulomatous lymphadeni-
tis is an important clinical presentation of sarcoidosis. Different
clinical findings may occur because of the compression of the
conglomerated lymph nodes. For patients presented with com-
pressive peripheral lymphadenopathy, sarcoidosis is a disease that
should be kept in mind.
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Calcinosis en manos y sindrome antisintetasa @
. . Croailslasy

sin afectacién muscular

Calcinosis in hands and antisynthetase syndrome without

muscle involvement

Sr. Editor:

El sindrome antisintetasa, definido en 1990, se caracteriza por
la presencia de anticuerpos antisintetasa, miopatia inflamatoria,
enfermedad pulmonar intersticial, manos de mecanico, artritis, fie-
bre y fenémeno de Raynaud.

Presentamos el caso de una mujer de 63 afios, ama de casa,
que presentaba antecedentes personales de diabetes mellitus tipo
2, hipertension arterial y dislipidemia con buen control, bajo tra-
tamiento con metformina, enalapril y atorvastatina. No referia
antecedentes familiares de interés, habitos t6xicos ni contactos con
animales. Es remitida para valoraciéon de poliartralgias de ritmo
mixto, de predominio mecanico, en pequefias articulaciones de las
manos y los pies, de 2 afios de evolucion, sin «<hinchazén», pero con
rigidez articular matutina en las manos de aproximadamente 2 h.
En la ananmesis por 6rganos destacaba el desarrollo de tos seca
y disnea de moderados esfuerzos desde el inicio de las artralgias,
asi como la aparicién de fenémeno de Raynaud en las manos, sin
lesiones vasculiticas desde hacia un afio. El apetito y el peso estaban
conservados, sin fiebre. A la exploracion fisica la paciente tenia buen
estado general, eupneica en reposo, sin adenopatias ni lesiones
cutaneas; la auscultacién cardiorrespiratoria puso de manifiesto
crepitantes en «velcro» hasta campos medios, sin otros hallazgos;
en la exploracién reumatolégica se evidencié dolor a la flexoexten-
sién de las muifiecas, sin sinovitis y pequefias tumoraciones frias
indoloras semiinduradas en algunas articulaciones metacarpofa-
langicas e interfalangicas de las manos (fig. 1); el resto de las areas
articulares no mostré dolor, limitacién del rango de movilidad ni
tumefaccién articular. La exploracién neurovascular fue compati-
ble con la normalidad, sin dolor a la presién de la musculatura de
las extremidades ni impotencia funcional. Los datos de laborato-
rio mostraron los siguientes resultados: hemograma, bioquimica,
reactantes de fase aguda, aldolasa, creatincinasa, hormonas tiroi-
deas y paratohormona dentro de la normalidad; anticuerpos anti
histidil-RNAt sintetasa (anti-Jo-1) positivos a titulo alto, con el
resto del estudio de autoinmunidad negativo (factor reumatoide,
anticuerpos antipéptidos citrulinados, antinucleares, anti-U1-RNP,
antiRo, anticitoplasmaticos, antiendomisio). El estudio electromio-
grafico de miembros superiores e inferiores no detect6 datos de
miopatia inflamatoria. Las pruebas de imagen realizadas incluye-

ron: radiografias de los codos, las manos (fig. 2), la pelvis, las rodillas
y los pies. Se observaron Gnicamente depdsitos cdlcicos en areas
periarticulares de las manos junto con osteopenia, sin apreciarse
erosiones en ninguna articulacién. La radiografia y la tomografia
toracica de alta resolucién mostraron un patrén reticular compa-
tible con neumopatia intersticial. Se realiz6 una biopsia pulmonar,
con el diagnéstico final de neumopatia intersticial usual, en estadio
de fibrosis. En funcién de los datos clinicos y los resultados de las
pruebas complementarias realizadas se concluyé el diagnéstico de
sindrome antisintetasa.

Figura 1. Sinovitis en algunas articulaciones metacarpofalangicas e interfalangicas
proximales.

DCHA

Figura 2. Calcificaciones periarticulares amorfas con contornos polilobulados sin
destruccién 6sea en distintas dreas articulares.
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