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Gaucher disease, the most prevalent

lysosomal storage disorder, is caused

by a deficiency of b-glucocerebrosidase
and is characterized by multisystemic

accumulation of substrate in the cells of

monocyte-macrophage lineage, known

as `̀ Gaucher'' cells. Although the visceral

and hematological signs and symptoms
of Gaucher disease may be severe and

even life threatening, the involvement of

the bones in many cases causes the

most disability and the greatest reduc-

tion in quality of life. Bone lesions range

from the asymptomatic failure to remo-

del (Erlenmeyer flask deformity) to me-

dullary and corticocancellous infarcts,
diffuse osteopenia, localized lytic le-

sions, fractures, and osteomyelitis, all

with varying degrees of pain [1].

Avascular necrosis is a common

phenomenon, but even among patients

with Gaucher disease, AVN of the sacroi-

liac joint is very rare. We describe a case

of AVN of the sacroiliac joint documen-
ted by bone scintigraphy and magnetic

resonance imaging.

Patient Description

A 22 year old male soldier of Ashkenazi
Jewish ancestry presented to our referral

clinic for evaluation of acute pain in the

left hip and buttock following his hospi-

talization elsewhere with the presump-

tive diagnosis of sacroileitis. He was

diagnosed at birth as having Gaucher

disease because of a family history. The

patient, as well as three siblings with the

same genotype, N370S/N370S (1226G/

1226G), had been asymptomatic since

birth. Prior to his presentation he had

been serving in a combat unit where he

was required to carry heavy equipment

on his back. There was no other relevant

medical history. Two weeks before com-

ing to our clinic, he experienced severe

pain in the left buttock and hip, radiating

to the groin and left knee, and he could

not walk. He was hospitalized elsewhere.

There was no fever, swelling or redness

locally, and vital signs were all within

normal limits. No organomegaly was

found, but there was limited range of

motion in the left hip. Laboratory find-

ings included: hemoglobin 13.5 g/dl,

white blood cells 8,200/ml, platelets

120,000/ml, and high erythrocyte sedi-

mentation rate. Plain X-rays and compu-

terized tomography of the lumbar spine

and pelvis were normal. Bone scintigra-

phy showed a photopenic area in the left
sacroiliac joint. Owing to the presump-

tive diagnosis of sacroileitis, treatment

with a single intravenous injection of

cortisone and bed-rest alleviated some

of the pain and symptoms.

One week later, MRI of the pelvis

revealed an intense signal in the T1- and
T2-weighted sequence in the iliac part of

the left sacroiliac joint [Figure]; there

was no abnormality in the left femoral

head, hip joint, or lumbar spine. Taken

together, the findings of various imaging

AVN = avascular necrosis

MRI of the sacroiliac joint taken at presentation, showing

hyperintense signaling in the left half of the sacroiliac joint.
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modalities were compatible with AVN of

the iliac part of the left sacroiliac joint in

class B according to the Mitchell classi-

fication [2]. After 3 months with rest, no
limitation of movement and almost no

pain were noted, and the patient was

advised to return to the army.

Eighteen months later, a bone scan

continued to show a marked difference

between the parts of the sacroiliac joint,

interpreted as a bone infarction in stages

of repair. The MRI showed decreased

signal intensity on T1- and increased

signal intensity on the T2-weighted

images at the iliac portion of the left
sacroiliac joint with islands of bright

signal on the T1- and low signal on the

T2-weighted images within the affected

area, consistent with AVN class C by the

Mitchell classification, and foci of necro-

tic bone.

Comment

AVN of the large joints may be due to a

multiplicity of causes: among them
trauma, steroid treatment, infection,

collagen disease, vasculitis, sickle cell

anemia, as well as Gaucher disease and

other diseases. The most common site in

all these entities is the hip joint. The

sacroiliac joint is a very rare nidus, and

almost unknown. Among more than 400

patients in our Gaucher clinic, approxi-
mately one-eighth have AVN of at least

one hip joint, and 7 patients have AVN of

a shoulder or knee joint. This soldier is

the first patient with AVN of the sacro-

iliac joint.

We hypothesize that the unusual

location of AVN in our patient was the

result of multiple, subliminal, traumatic

events, possibly caused by lifting heavy

weights and/or jumping as a paratrooper.

In the literature there is only one
comparable case of AVN of the sacroiliac

joint that is well documented with

scintigraphy and MRI, and that also

occurred in a patient with Gaucher

disease [3]. This latter patient, however,

had other manifestations of Gaucher

disease as well as a family history of

AVN of the hip joint, whereas our patient
is completely asymptomatic as are all of

his siblings. Given the history of re-

peated trauma, it was deemed that

enzyme replacement therapy [4] was

not warranted as prophylaxis for possi-

ble skeletal involvement in the future.

As seen in these cases, AVN on bone

scintigraphy appears as a cold photo-
penic area in the early stage, indicative

of interrupted blood supply. At later

stages, capillary infiltration and new

bone synthesis produce an increased

uptake. MRI is more sensitive than

scintigraphy: the combination of signal

intensities of T1- and T2-weighted

images reflects the degree of involve-
ment. On MRI, normal marrow has high

signal intensity on T1- and intermediate

signal intensity on T2-spin echo se-

quences because of abundant fat. In

Gaucher disease, the marrow typically

has lower signal intensity on both

sequences because of diffuse replace-

ment of fatty marrow by Gaucher cells.
MRI is the best diagnostic method for

depicting AVN at an early stage, espe-

cially in Gaucher patients [5], and for

differentiating AVN from other non-AVN

diseases of bone. In cases of AVN, in

contrast to the low intensity expected

because of Gaucher cell infiltration,

there is high intensity of signal in the

T2-weighted images [2]. Thus, it was
clear that this soldier had, with slight

albeit continual trauma, incurred AVN at

the rare sacroiliac site.
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Capsule

Aspirin for diabetics

Resistance of cells to the actions of insulin is a prominent
feature of type 2 diabetes. As early as 1876, reports emerged

that high doses of aspirin could help decrease concentrations

of glucose in the blood of diabetic patients, an action that

could reflect enhanced insulin action in target cells. Yuan et

al. are finally able to provide a mechanism that may explain

this effect. Their studies show that aspirin in high doses

inhibits the protein kinase IKK-beta, which mediates the
actions of pro-inflammatory cytokines. Furthermore, hetero-

zygous mice that had lost one allele encoding IKK-beta were

protected against insulin resistance when fed a high fat diet.

Thus, IKK-beta may be a useful target for therapeutic agents

designed to ameliorate insulin resistance.
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