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Systemic lupus erythematosus (SLE) is a
multisystem autoimmune disorder, the
incidence of which, in prepubertal children
is quite rare(l). The diagnostic clinical
criteria as suggested by the American
Rheumatology Association (ARA) are well
known(2). The most specific diagnostic
laboratory finding is the presence of
antibody to double-standard DNA (ds
DNA)(3). We report a child with SLE and
idiopathic  aortoarteritis an  hitherto
unreported association.

Case Report

A 6-year-old girl presented to us with a
history of two episodes of focal seizures
(first right-sided and then left-sided) within
a period of 24 h. On examination, she had
a normal sensorium, Cushingoid fades,
tachycardia, absent peripheral pulses
(except for the carotids) and good
peripheral perfusion. The blood pressure
was not recordable in all four limbs. She
also had muffled heart sounds with no
murmur and a transient right-sided
hemiparesis. The fundi were normal.

The child was hospitalized 2 months
earlier in another hospital with complaints
of chest pain and an episode of generalized
seizures. She  was treated  with
decongestive measures and discharged
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after a week, on digoxin and prednisolone,
with a diagnosis of rheumatic carditis with
seizures of an unknown etiology. Her birth
history and developmental milestones were
normal.

Laboratory investigations showed a
total leucocyte count of 16.9x10°/L with
65% polymorphs and 35% lymphocytes
and ESR 40 mm in the first hr.. The urine
examination was normal. The blood level
of urea nitrogen was 20 mg/dl and
creatinine 0.6 mg/dl. VDRL was non-
reactive. Mantoux test was negative and
chest X-ray showed no evidence of
tuberculosis. She had significant titers of
antinuclear antibody (1:20) and anti ds
DNA (1:32), with a low serum C; level (50
mg/dl; normal 60-110 mg/dl), inspite of
having been on daily prednisolone for
almost two months.

A 2-D Echo examination revealed
impaired LV function with an ejection
fraction of 35%. CT scan of the brain
showed bilateral cortical venous infarcts.
Ultrasonographic examination of the abdo-
men showed normal sized Kkidneys.
Aortogram showed arteritis involving both
subclavian arteries, the descending thoracic
aorta, the superior mesenteric artery and
both femoral arteries with no involvement
of the renal arteries (Figs.l &2).

A diagnosis of SLE with associated
idiopathic obstructive aortoarteritis was
made and the child treated with
prednisolone 2 mg/kg/day. After one month
when serum Cs
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level returned to normal and anti ds DNA
antibody was negative, maintenance
therapy with alternate day steroids was
continued. Four months later surgical
intervention for aortitis, with a side to
side aortoaortic shunt, was successfully
undertaken. On follow up 9 months later,
the blood pressure in the lower limbs was
normal (110/ 70 mm Hg). Urine
examination, serum C; and ESR were
within normal limits. The patient is on
maintenance alternate-day prednisolone
(0.5 mg/kg/dose).

Discussion

The diagnosis of SLE was based on the
clinical and laboratory findings as outlined
by the revised ARA criteria(2). This child
had central nervous system and cardiac
involvement with significant titers of
antinuclear antibody and anti ds DNA
antibody to confirm the diagnosis of
SLE.

Involvement of large vessels in SLE is
exceedingly rare(4). In the reported series

Fig.1. Aortogram showing narrowing of the
descending aorta at D6-7 level with
absent filling of subclavian arteries
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of SLE in Indian children, this
manifestation has not been mentioned(L,5).
The commoner causes for aortoarteritis
are syphilis, non-specific aortoarteritis,
Takayasu's disease, sarcoidosis,
tuberculosis, giant cell arteritis, Marfan's
syndrome, ankylosing spondylitis, Reiter's
syndrome, Behcet's disease and relapsing
polychondritis(4,6). In none of these
conditions is anti ds DNA antibody
detected

In Indian studies of idiopathic
obstructive aortoarteritis(6,7), no
association with positive titers of antibody
to ds DNA was reported. However, there
are isolated case reports of the occurrence
of  aortoarteritis ~ with  autoimmune
disease(8,9). Ascending aortitis has been
reported in  some  patients  with
SLE(4,10,l1I). To our knowledge, no
association of descending aortitis with SLE
is previously reported. The possibility that
the association of SLE and aortitis was in-
cidental cannot be, however, ruled out.

Aortogram showing absent filling of the

superior mesenteric artery, normal renal
arteries and narrowed internal iliac and
femoral arteries
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