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ASE REPORTS

PURPURA FULMINANS

D A Parikh, R J Fernandez, S J Bhatia, D R Karand and F D Dastur

Four patients, 2 males and 2 females,
gitis, and one had septicaemia.
shaped purpura of explosive onset,

focal gangrenc.

fibrin thrombi in the dermal vessel.
initial coagulation tests were
died of DIC.

unhelpful,

16 to 70 years in age, developed purpura ful-
minans associated with disscminated intravascular coagulation.

Three "of these had menin-

All the four paticnts had extensive  confluent¥ geometric
that was associated with haemorrhagic bullae and
Acral cyanosis/gangrene was seen in all the patients.
arterial pulses of the involved extremities were normal.

However, the large
A histopathological study showed

This facilitated an early diagnosis of DIC, where
In spite of appropriate therapy, 3 of the patients

Kcy words : Purpura fulminans, Disseminated intravascular coagulation.

Purpura fulminans (PF) is an uncommon,
acute, severe and usually fatal disease. Cuielliot
first descrited it jn 1884 Since then nearly
200 cases have teen recorded.! We report 4
cases of PF with disseminated intravascular
coagulation (DIC).

Case Reports
Case 1

A T0-year-old female patient was admitted
to the hcespital for fever and skin rash. At
the time of admission, the other vital parameters
were nermal. There was no bleeding from any
site.  Skin examination rcvealed — multiple
petechize and large ecchymotic patches predo-
minantly on the exiremities. Vesicles and bullae
were present. Nikolsky’s sign was positive.
The fingers of the right hand showed cyanosis.
She also had signs of meningitis, and CSF
cytcchemistry was  suggestive of pyogenic
meningitis.  The patient was treated with
crystalline renici]lin tut on the 3rd day, the
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patient started bleeding profusely from the
gastro-intestinal tract. Bleeding, clotting and
prothrombin time were raised, while platelet
count was reduced to 60,000/c mm. The patient
died on the same day.
Case 2

A 35-year-old male having squamous cell
carcinoma of the rectum was operated for
colostomy. On the 2nd day after surgery,
the patient developed signs of peritonitis and
septiccmia.  On the 3rd day he developed
widespread petechiae and ecchymotic lesions.
All the fingers showed dry gangrene. Routine
laboratory investigations were normal. Urine,
stools and blood culture, done¢ thrice showed
growth of E. coli. The coagulation profile was
within normal limits. After a skin biopsy the
patient was immediately heparinised. Heparin
was given intravenously in an initial dose of
100 units/Kg, and thereafter 10 units/Kg4
heurly. Fresh blood ftransfusions were also
given. Antibiotics in the form of gentamicin
80 mg intramuscularly thrice daily and ampi-
cillin 500 mg, 4 times a day were started. Skin
lesions on several areas showed necrosis, which
subsequently sloughed to heal with scarring.
The gangrenous fingers got autoamputated.
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Cases 3 and 4

Two adult male patients were admitred for
fever and extensive skin lesions. Both had
signs of meningitis. The skin cxamination
revealed widespread, confluent and geometric-
shaped purpura with acral cyanosis. Coagu-
lation profiles of these patients were suggestive
of DIC. Thrombin time was prolonged in
both the cases. Platelet count was 60,000, cmnt
in case 3, and 40,000/cmm in case 4. CSF
cytochemistry was suggestive of pyogenic
meningitis. Both these patients died within
24 hours of admission due to extensive bleeding
from the GI (ract, leading to hypovolumic
shock and sepsis. '

The skin biopsy from the purpuric lesion
done in all the patients, showed keratinocyte
degeneration with a sub-epidermal cleft. The
papillary vessels showed dilatation with extra-
vasation of red blood cells. Deep dermal blood
vessels showed a fibrinous plug. There was
complete absence of an inflammatory infiltrate
at the dermo-cpidermal junction, and around
the blood vessel. There was no sign of vascu-
litis.

Comments

The syndrome of septic shock, purpura,
andfor acral cyanosis is highly suggestive of
DIC. Skin lesions are frequently the first sign
of DIC. All our four patients presented with
widespread skin lesions. Purpura fulminans
(PF) is common in the paediatric age group,?
but all our patients were adults. Stanley ct al®
observed PF in patients above the age of 1l
Three patients in the present study had menin-
gitis, while one had Gram negalive septicenia.
Spicer and Rau* reviewing 100 cases of PF,
observed scarlet fever as (he commonest causative
agent (27%), followed by post-infective (23%)
(These werc unverified upper respiratory tract
viral infections), varicella (20%) and strepto-
coccal infection in 119, of the cases. Purpura

3

fulminans has also been reported with leukemia,®
prostatic carcinoma and lymphoma.®

Spicer and Rau! described thres cardinal
features of PF viz (1) Large purpuric and
ecchymotic areas on the skin, (2) fever, (3)
hypotension.

Histopathologically a fibrinous plug in the
decp dermal vessel, along with absencs of
inflammatory infiltratc or signs of vasculitis
are suggestive of PF. A skin biopsy helps in
early diagnosis.® Infarcts of the entire thickness
of the skin are extremely rare. This is duz to @
rich and interconnected cutaneous blood supply-

The treatment of DIC consists of vigorous
trcatment of the primary cause. The role of
heparin in the management of DIC is contro-
versial.” Thrombosis involving small or large
vessels is an indication for heparin therapy
along with blood products. Purpura fulminans
is due to thrombosis in the small cutaneous
vessels. Thus, heparin should be useful” In
the present report, the case that was heparinized
carly, was the only one to survive. The replace-
ment of other coagulation factors is a must®
Waddell et al® treated one case of purpura
fulminans with hyperbaric oxygen, this induces
hyperoxia and leads to a marked improvement
in the appearance of the involved extremity.
According to Spicer and Rau® PF is a type of
Schwarlzman reaction. They do not advocate
corticosteroids as it may potentiate the disease

process.
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