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Symmetrical peripheral gangrene: a rare presentation

of antiphospholipid syndrome
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A 25-year-old woman presented with complaints of dark
discolouration of the hands, feet and the tip of the nose
1 week after normal delivery of a preterm baby (28 weeks)
in April 2009. The onset was subacute and the discolour-
ation progressed to the wrists and just above the ankles in a
bilaterally symmetrical fashion. There was a history of
fever from the onset of symptoms. There was no prior
history of diabetes or cardiovascular illness. The baby had
to be kept in the neonatal intensive care unit for 2 weeks
hospitalization, as he was premature, and suffering from
acute respiratory distress.

On examination, the vital signs were: pulse 94 beats per
minute and blood pressure of 118/72 mm/Hg, respirations
18 breaths/min. She had superficial pregangrene of the tip
of the nose (Fig. 1), hands and feet extending to the distal
leg. Superficial ulcerations were absent (Fig. 2). The skin
of pregangrenous area was dry. The patient could move her
hands and feet, but there was partial loss of sensation in the
area of superficial pregangrene. She had moderate pallor,
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but no cyanosis. Examinations of the chest and abdomen
were normal. The hemoglobin was 9.5 gm%, blood urea
22 mg% and serum creatinine 1 mg%. Her platelet count,
prothrombin time and activated partial thromboplastin time
were normal. A blood culture was negative. The anticar-
diolipin antibody (aCL) test was positive however a Lupus
anticoagulant (LCA) test was not done. Protein C, protein S
and antithrombin III levels were normal. Antinuclear
antibody test and antibodies to double stranded DNA
(ds-DNA) for systemic lupus erythematosus were negative.
The chest X-ray study as well as a urinalysis was normal.
The ultrasonography of the pelvis showed a mildly
enlarged uterus without any fluid collection in the pelvis.
The aCL test was still positive after 6 weeks.

Fig. 1 The arrow shows superficial gangrene of the tip of the nose in
a young female
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Fig. 2 Arrows show superficial
gangrene of the skin of the
hands and feet in the same
patient

She was managed conservatively and started on anticoag-
ulant therapy. Intravenous heparin was started. Oral Warfarin
(5 mg twice a day) was started on the 4th day and heparin
withdrawn slowly. The pregangrenous areas regressed slowly
in 2 weeks time and she regained the loss of touch sensation.
She did not require any sort of surgical intervention.

Antiphospholipid syndrome (APS) is a clinicopatho-
logical syndrome in which a clinical spectrum is found
associated with a persistently positive test for anti-
phospholipid antibodies [1]. The antiphospholipid anti-
bodies are immunoglobulin G (IgG) types and include two
types of antibodies; aCL and LCA antibodies. They are
directed against proteins (f2-glycoproteins and prothrom-
bins), which bind to phospholipids found in the cell
membranes. In vivo, they predispose to clotting by inter-
fering with the antithrombotic role of phospholipids. This
sequence of events leads to recurrent thrombosis in the
vessels, both arteries and veins. The syndrome has a varied
presentation resulting from recurrent thrombosis at differ-
ent sites. Deep venous thrombosis of the leg veins is the
most common manifestation. Venous thrombosis at unu-
sual sites like the inferior vena cava, axillary, splenic and
renal veins may also be present. Arterial thrombosis is
uncommon, manifesting as ischemia and infarction of
various organs like brain, skin, heart and mesentery [2].
The other manifestations of APS include livedo reticularis,
catastrophic APS, transverse myelitis, skin necrosis and
chorea [1]. Superficial pregangrene of the tip of the nose
and hands and feet in a bilaterally symmetrical fashion as
in our patient, is a very rare presentation [3, 4].

In women, APS also manifests as infertility and preg-
nancy complications such as recurrent first trimester
abortions, severe preeclampsia, prematurity and still births.
In our patient apart from skin manifestations, prematurity
was the presenting pregnancy complication. Fetal death
beyond 20 weeks’ gestation may also be due to APS, the
rate being upto 90% in untreated patients. APS is now most
frequently diagnosed in women with adverse outcomes of
pregnancy [1]. Anticoagulant therapy including heparin
and aspirin can reduce the rate of fetal loss to 25%.

APS is of two types. Primary APS is described when it
occurs in the absence of other diseases. Secondary APS is
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seen in conjunction with other autoimmune diseases like
systemic lupus erythematosus (SLE), rheumatoid arthritis,
systemic sclerosis, Behcet’s syndrome, temporal arteritis
and Sjogren’s syndrome [1]. The diagnostic criteria for APS
include at least one clinical manifestation in the form of an
adverse pregnancy outcome, or other disease manifestations
along with a positive LCA/aCL test. The antibody test is
considered positive if either of the two antibody tests is
positive. An LCA test is done using a coagulation test based
on dilute Russell’s viper venom time, however aCL is
detected using an enzyme-linked immunosorbent assay
(ELISA) immunological test, which screens for the pres-
ence of these antibodies [5].Our patient met the diagnostic
criteria as she had one clinical manifestation in the form of
an adverse pregnancy outcome of prematurity along with a
positive aCL test. There was no previous history of auto-
immune diseases, so she was suffering from primary APS.
We excluded the diagnosis of lupus in our patient as a
ds-DNA was negative, and the involvement was peripheral.

Treatment of the acute event of thrombosis in patients
with APS is anticoagulation starting with intravenous hep-
arin and then subsequently, oral anticoagulation [4]. As
patients with APS have higher risk of recurrence of
thrombotic events, they should be given long term oral
anticoagulation for at least 6 months after the first episode.
If recurrent thrombosis occurs, then low dose anticoagula-
tion should be given lifelong. Low molecular weight hep-
arins can also be used for the same purpose. The treatment
of pregnant women who have the antiphospholipid antibody
syndrome can result in a much higher success rate for the
pregnancy. In pregnant women who are known to be suf-
fering from APS but do not have thrombotic events, low
dose aspirin is the general recommendation.
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