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malignancy (leukemia); these effects are  potentiated with the

simultaneous use of cyclosporine A. For refractory HLH, it is  rec-

ommended that there be  an initial induction phase (2 weeks) with

etoposide, cyclosporine A and dexamethasone,4,5 to be followed

by 6 weeks of etoposide, if necessary.5 The utilization of this

medication is still controversial, and there is  a  lack of consensus

as to fully recommending its use because of paradoxical effects

involving myelosuppression. This alternative is  recommended

only in refractory cases.5,6 Etoposide has been previously utilized

in 8 patients with MAS  and induced a  favorable and rapid response

in each case, with no adverse effects.7–9

In this instance, etoposide was added because the patient

showed resistance to  standard therapy. She received only 3 doses

because of its high toxicity and the development of pancytopenia.

The strategy we employed was successful; however, it proposes a

strict control of the etoposide combined with the suggested treat-

ment.

We presented MAS, a condition that is not very common, that

was refractory to standard treatment. Thus, we  opted for the use of

etoposide. The patient we report progressed favorably. Neverthe-

less, as it is just a  single case, we  do not recommend generalizing

this approach. The outcome can be  taken into account in  future

studies that attempt to establish a  complete scheme for the treat-

ment of refractory reactive HLH.
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Osteoid Osteoma of the Knee Mimicking

Juvenile Psoriatic Arthritis�

Osteoma osteoide de rodilla simulando artritis psoriásica juvenil

To the Editor,

We  read very attentively the letter by  Moreno-Martinez et al.,1

who describe a case of pelvic osteoid osteoma (OO), in which the

clinical signs and symptoms were compatible with sacroiliitis. We

would like to report another OO that developed in  knee, that sug-

gested a diagnosis of juvenile psoriatic arthritis (JPA).

A 15-year-old boy presented with an 8-month history of

mechanical pain in right knee. It  would be intermittent at first and

later become continuous, making it difficult for him to  walk, and

swelling was observed in that area. The treatment consisted of

nonsteroidal anti-inflammatory drugs (NSAID), initially ibuprofen,

which was replaced by  diclofenac, but there was no  improvement.

He had no history of injury, fever or constitutional symptoms,

or manifestations affecting any other peripheral or axial joint or

enthesitis. He had been diagnosed with guttate psoriasis at the

age of 10 years, with occasional episodes until he was 13, and was

treated with topical glucocorticoids; however, he had no family

history of psoriasis, psoriatic arthritis, ankylosing spondylitis

or inflammatory bowel disease. Physical examination revealed
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muscle atrophy in  distal thigh and swelling in  right infrapatellar

region, which was  warm, and he had a  limitation in  last few

degrees of flexion, but with no signs of joint effusion. The results of

laboratory tests, including biochemical analyses, complete blood

count and acute-phase reactants (erythrocyte sedimentation rate

6 mm/h, C-reactive protein 2.31 mg/dL) were normal. Human

leukocyte antigen (HLA) typing revealed the presence of Cw6, DR4

and DQ8 haplotypes, but not B27, and the patient was negative for

rheumatoid factor and antinuclear antibodies. Plain radiography

of the knees showed a  sclerotic area in the upper third of  right

tibia (Fig. 1A  and B), which, according to computed tomography

(CT), corresponded to  an osteolytic lesion measuring 5 mm in

diameter in  anterior tibial tuberosity, with a  “nidus” formed by

an ossified matrix, compatible with OO (Fig.  2B and C), with

extensive sclerosis of the medullary bone and a  solid periosteal

reaction in  the adjacent cortical bone. Magnetic resonance revealed

intense contrast uptake in and around the lesion, as well as in the

surrounding bone edema and the Hoffa fat pad (Fig.  2C and D).

Bone scintigraphy disclosed hyperemia and a focal increase in the

osteogenic response in  the proximal epiphysis of right tibia, with

no other significant changes. The patient underwent CT-guided

radiofrequency ablation, and the pain disappeared a  few days after

the procedure, and he recovered complete mobility 1 month later,

although he had mild persistent muscle atrophy.

Osteoid osteoma is a relatively common, benign bone neoplasm

that constitutes between 10% and 12% of benign bone tumors. It

usually develops between the ages of 10 and 20 years (although

it has been reported in smaller children), and the ratio of males-

to-females is  2–3:1.2,3 It most often affects the lower limbs, and is
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Fig. 1. Anteroposterior radiographs of both knees (A) and lateral view of right knee (B) showing sclerosis in upper third of right tibia (asterisks) with no  apparent “nidus”,

and  a reduction in the volume of the  distal third of the quadriceps due to muscle atrophy (arrows).

located in the femur and tibia in 50% to 60% of the cases, with a

predilection for cortical bone, involving the diaphysis, the metaph-

ysis or, rarely, the epiphysis.4 Nocturnal pain is predominant, and

if it is not related to physical activity, becomes more severe during

rest and is relieved by salicylates or  NSAID, it is highly suggestive

of OO2–4;  however, when its location is juxta- or intra-articular,

its presentation may  be atypical and mimic  other disorders, like

oligoarticular juvenile idiopathic arthritis (JIA), and can be accom-

panied by limping, muscle atrophy, synovitis, contractures and

dysmetria of the lower limbs.2,3,5–8 This leads to  a  delay in the

diagnosis, que is usually more than 6  months and ranges between

13.8 and 28 months.9 In  our  patient, the diagnosis that was initially

proposed was JPA, a  category of the classification of the Inter-

national League of Associations for Rheumatology (ILAR) for JIA,

defined as arthritis in a  patient under 16 years of age, with a dura-

tion of at least 6 weeks, associated with psoriasis or with 2 of  the

following characteristics: dactylitis, nail pitting, onycholysis or pso-

riasis in a  first-degree relative.10 However, the swelling observed

actually corresponded to inflammatory changes in the adjacent

infrapatellar fat  pad (“Hoffitis”), rather than being a sign of  synovi-

tis.  As the radiographic findings may  also be atypical or the “nidus”

not be clearly evident, CT is  the best technique for detecting it in

these cases.7–9 Thus, OO should be taken into account in the differ-

ential diagnosis of a long history of pain in  a  single joint, especially

Fig. 2. Sagittal (A) and axial  (B) computed tomography images of right knee showing an osteolytic lesion in the subendosteal region of the anterior tibial tuberosity, with

a  “nidus” formed by ossified matrix, compatible with osteoid osteoma (arrow), encircled by  extensive sclerosis of the surrounding medullary bone (asterisks) and a  solid

periosteal  reaction in the adjacent cortical bone (arrowheads). Post-gadolinium sagittal (C) and axial (D) T1-weighted spectral presaturation with inversion recovery (STIR)

magnetic  resonance images revealed perilesional contrast uptake in the form of a ring (arrow), and in surrounding bone edema (asterisks) and Hoffa fat pad (arrowheads).
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in children and adolescents with knee pain or monoarthritis with

atypical features and/or a  poor response to treatment.5,7,9
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A Case Report of Gaucher Disease�

Enfermedad de Gaucher: a  propósito de un caso

To the Editor,

Gaucher disease (GD), described in  1882 by Philippe Charles

Ernest Gaucher, is  a  progressive, rare hereditary disease, with an

autosomal recessive inheritance pattern.1 Included in  the group

of lysosomal storage diseases, it is  characterized as being the

most prevalent, with an estimated frequency of 1 per 50,000

to 1 per 100,000 population, with the exception of the Ashke-

nazi Jewish ethnicity in which the incidence is  estimated to

be 1 per 850 births.2,3 It  produces a deficiency in  the activity

of the enzyme acid �-glucosidase (GBA), provoking an accumu-

lation of glucocerebroside in  the lysosomes of different cells,4

causing cytopenias, hepatosplenomegaly, changes in  the central

nervous system (CNS) and skeletal manifestations, the latter being

one of the most disabling aspects. Depending on the clinical

expression, different types can be distinguished: type 1 (adult

non-neuronopathic), the most common form, occurring frequently

in Ashkenazi Jews, with variable manifestations, and not involv-

ing the CNS; type 2 (acute neuronopathic), infrequent, with no

ethnic-related dominance, fatal after birth and involvement of the

CNS; and type 3  (subacute or chronic neuronopathic),4 beginning

during childhood, adolescence or adulthood, with involvement

of  the CNS. Given the variety of conditions associated with

bone pain, we consider it appropriate to report the case of our

patient.

The patient was a  53-year-old man  with no significant family

or personal history. He was  being studied because of neutropenia

and thrombocytopenia with a  duration of 10 years, as well as bone

pain that had started 3 years earlier. He reported no hemorrhagic

diathesis, infections or abdominal pain. Physical examination

revealed splenomegaly, but the rest was normal. The results of

� Please cite this article as:  Herráez-Albendea MM,  Fernández-Cofrades EG, Jarilla-

Fernández MC,  Jiménez-Burgos F.  Enfermedad de Gaucher: a  propósito de un caso.

Reumatol Clin. 2017;13:242–243.

laboratory tests included a  leukocyte count of 3400 mm3,  neu-

trophils at 1200/mm3 and platelets at 93,000 mm3; findings regard-

ing hemoglobin, reticulocytes, coagulation, serum electrolytes,

liver function, vitamin B12,  folic acid, tumor markers (carcinoem-

bryonic antigen, alpha-fetoprotein, CA 19-9, CA 15-3, prostate-

specific antigen), �2-microglobulin, rheumatoid factor, erythrocyte

sedimentation rate, antinuclear antibodies, immunoglobulins, pro-

tein profile and lymphocyte populations were normal. Serologic

tests for hepatitis B and C viruses and human immunodefi-

ciency virus were negative. Plain radiography of distal femur and

thoracolumbar spine were normal. However, lumbar magnetic

resonance showed a homogeneous hypointense signal in  the ver-

tebral bodies on T1 and T2-weighted sequences. Splenomegaly

was confirmed by abdominal ultrasound and osteoporosis by bone

densitometry (T-score femur: −2.9 standard deviations (SD); T-

score spine: −2.8 SD). Bone marrow aspirate/biopsy (BMA/BMB)

Fig. 1. Gaucher cells.
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