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Reflex sympathetic dystrophy in a patient with the
antiphospholipid syndrome
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We describe a 50-year-old woman who developed severe pain of the left lower Limb after ac
episoda of thrombophlebitis. Bone scintigraphy and thermography showed results indicative of
refiex sympathetic dystrophy. Laboratory analysis revealed the presence of the lupus anuceegulant.
The patient was disgnosed as antiphospholipid syndrome complicated with reflex sympatbetic
dystrophy of the left lower limb. To our knowledge, thia is the firet raport of a patient with reflex
aympathetic dysirophy with undayiying antiphospholipid syndrame.
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Reflex sympathetic dystrophy (RSD) is a chronic pain
syndrome with impaired sympathetic nerve function,
often occurring after some trauma. A variety of
conditions causing RSD are known, such as minor
trauma in the hmb, bullet wounds, surgical proce-
dures, gout,' artedal blood gas sampling,® or even
impact from inflation of airbags in traffic accidents.?
There are alse some case reports of RSD occurring
afier cpisodes of decp vein thrombosis*~ The
pathogenesis of this condition is not clearly under-
stood.

We present here an unusual case of RSD, where
severe pain on the loft lower limb appeared after an
episode of thrombophlebitis. Laboratory analysis
revesled the presence of lupus anticoagulsnt (LAC).
She was diagnosed as antiphospholipld syndrome
(APS), complicated with RSD of the left lower limb.
To our knowledge, thig is the first report of a patient
with RSD with underlying APS.

Case report

A 50-year-old Japanese woman presented with pain
and swelling of her left leg in December 1995.
Examination at another hospital revealed deep vein
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thrombosis of the left femoral and the left poplites!
veins, and defect et right segment 6 by perfusion
scintigram of the lung. She was treated with anti-
coagulants, and redness and swelling of ber left leg
improved. However, pain of the left leg did not
improve, and she complained of increasing pain,
which did not respond t nonsteroidal anti-inflamma-
tory drugs (NSAIDs), and ouly slightiy to morphine.
Anticoagulants were discontinued in May 1996.

On lanuary 1997, there was an episode of
thrombophlebitis of the left leg. Warfarin administra-
tion resulted with improvement of swelling of the left
leg, but severe pain in her left leg continued. RSD was
suspected, and sympathetic nerve block, epidural
ancsthesia was performed withou: success. On
December 3, 1997, she was admitted to our depart-
ment for evaluation of her leg pain and repefitive
thrombophlebitis.

On admission, her body temperature was 37°C. Her
left ankle and foot was edematous, Muscle atrophy of
her left lower leg was evident (Figare 1). She
complained of severe pain of her left leg from under
the knee. Her walking ability was greatly impaired,
Laboratory analysis revealed normal blood count,
liver and renal functions. Antinuclear, anti-DNA, anti-
RNP, anti-Sm, anti-SS-A and anti-SS-B antibodies
wert negative. 1gG, A and IgM anti-g, Glycoprotein }
antibodies were not detected. Prottwombin time was
normal, and activated partial thromboplastin time
(APTT) was slightly prolonged to 30.8s (referznce
values: 29.0s). Kaolin clotting time (KCT) was
greatly prolonged to 260s (reference valyes: 865).
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Figare 1 Bdema sod muscle atrophy of the left jeg.

The presence of lupus anticoagulant (LAC) was
evaluated, and mixing test for KCT showed LAC
posifive patiein. Diluted aPTT test also showed LAC
positive pattern. LAC wag repeatedly positive in two
different occasions three months apart. She had three
healthy children, and did not have history of fetal loss.
Bone scintigram revealed abnormal uptake in the
left ankle (Figure 2). Thermography showed that the
skin temperature on her left log was higher than that
on her right leg. RI venography did not reveal new
lesions of deep vein thrombosis. During a 3 months
period, no growth of the nails in the left foot was
noticed. RSD of the left leg was diagnosed. Although
her thrombophlebitis was well controlled with S mg/d
of warfarin, various therapies including NSAIDs,
antidepressants, minor tranquilisers, morphine and
laser showed very little effect for continuous pain.

Discussion

RSD, also known as complex regiona] pain syndrome,
or causalgia, was first reported in 1864, in a paticnt in
whom severe pain and muscle atrophy developed after
a bullet wound in the lsg. Three criteria are used for
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Figure 2 Bone soindgram showing abnarmal ugtake in the left aokle.

the definition of this condition.~® (1) Diffuse pein in
an anatomic area not corresponding to the distribation
of a peripheral nerve. (2) Diminished function of the
affected arca and stiffaess of involved joints. (3)
Characteristic skin and soft tissue changes, ranging
from swelling, rubor, hypethidrosis, and warmth in
early stages to atrophy, stiffoess, and coldness ag the
syndrome progresses; vasomotor instability is usually
present, Our patient fulfilled these criteria,

Treatment of RSD is often extremely difficult.
NSAIDs, stervids, @ or B blockers are used with
limited success. Barly diagnosis and treatment are
considered to be important. Stellate ganglion block,
intravenous Sympathetic block and gsurgical sym-
pathectomy are reported as useful procedures to
relieve continuous and scvere pain‘ However, in
many cases, severe pain persists for an indefinite
petiod, possibly for life, leading to complete impair-
ment of the affected area. A case where amputation of
the affected limb was inevitable has boen reported ®

In our case, as far as we could confirm, acute
thrombophlebitis was the cause of her RSD. we
cannot rule out the possibility that continuous pain
after the episode of decp vein thrombosis on
December 1995 was due to onset of RSD. Both her
deep vein thrombosis and her thrombophlebitis arc
considered to have occurred from APS
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APS is characterised by presence of antibodics
toward phospholipids and thrombotic episodes, '0~!1
Antiphospholipid antibodies are gencrally detected by
wo methods; enzyme immunoassays (ELA) such as
anticardiolipin (aCL) EIA or anti-f,-Glycoprotein I
EIA,"™*¢ and LAC assays. Both assays are reliable
and detect overlapping but distinct population of
antipbospholipid antibodjes. However, in some occa-
sions, only EIA is done for the screening of APS. In
this patient, presence of antiphospholipid antibodies
was confirmed by the KCT mixing test. On the other
hand, we could pot detect anti-f,-Glycoprotsin | in
thig patieat. These results confirm the importance of
testing for both antiphospholipid E1A and LAC in
patients suspected of having APS,

Thrombophlebitis is fairly commonly seen in APS.
In many cases, deep vein thrombosis and thrombo-
phlebitis caused by APS is favourably controlled by
adequate doses of warfarin, and although recurrences
of thrombophlebitis occasionally occur, to our knowl-
edge, RSD caused by this condition is not reported.
When an APS patient complaing of prolonged pain
after a thrombotic episode, occurrence of RSD should
be taken in consideration,
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