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Intracranial haemorrhage (ICH), a rare complication of idiopathic thrombocytopenic
Summary:
purpura (ITP), described only once previously in an adult, is usually fatal. We report a previously healthy
26 year old woman with chronic ITP in whom spontaneous ICH developed. The eventual favourable
outcome in this case despite severe initial neurological deficit makes this case unusual. The importance of
aggressive management in an ITP associated ICH is stressed and a plan for management is suggested.
Introduction

Although relatively rare, intracranial haemorrhage
(ICH) is the most serious complication of idiopathic
thrombocytopenic purpura (ITP) and is the leading
reported cause of death.'`3 In children, nearly 20 cases
of acute ITP complicated by ICH have been reported.
Previous reports have alluded to ICH associated with
ITP in adults,4`7 but ICH has been documented only
once in adults.8 We report the occurrence of an
intracerebral haemorrhage in a previous healthy adult
with chronic ITP. The occurrence of ICH in ITP, the
location of the haemorrhage and the favourable
neurological outcome in this patient makes this case
unusual. Further, a plan of management is suggested
based on our experiences and review of previous
publications.
Case report
A 26 year old black female presented with a 4-week
history of bleeding gums, tarry stools, and easy
bruising. No history of recent infections, myalgias,
arthralgias, rash, fever, chills, photophobia or systemic lupus erythromatosus was obtained. She had not
been taking any medications that could precipitate
ITP. Four months prior to admission the patient
delivered a normal male infant. There was no history of
blood transfusion or thrombocytopenia at that time.
Examination revealed an acutely ill patient, who
was afebrile with a blood pressure of 100/60 mmHg.
There was diffuse purpura, ecchymosis and gum
bleeding, but no rash. There were no retinal haemorrhages, splenomegaly or lymphadenopathy.
Laboratory investigations revealed a haemoglobin
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of 5.7 g/dl, white blood count of 15.5 x I09/l with a
normal differential and a platelet count of 6.0 x 109/l,
reticulocyte count was 3.2%. The prothrombin time,
partial thromboplastin time, thrombin time, fibrinogen, fibrin monomers, and fibrin split products were
all normal. An electroencephalogram (EEG), gallium
scan of the abdomen, chest X-ray, and computerized
axial tomography (CT scan) of the head were normal.
The bone marrow aspirate and biopsy showed
increased megakaryocytes consistent with peripheral
platelet destruction, but no other abnormality.
Platelet antibody levels were not performed because of
the profound thrombocytopenia. The work up for the
aetiology of her thrombocytopenia including autoimmune and microbiological serology was completely
negative and a diagnosis of acute ITP was made.
Considering the severity of the case and potential for
a fatal outcome, therapy was initiated with 15 units of
random donor platelets, 10 units of single donor
platelets, and 2 units of packed red blood cell transfusions over the first 24 hours. Thrombocytopenia and
mucosal bleeding continued and treatment was started
with intravenous hydrocortisone, 150 mg every 6
hours, intravenous gammaglobulin, 30 g/day, and a
single dose of vincristine, 2 mg intravenously. The
patient did not respond to this therapy, attaining a
maximum platelet count of 10 x I09/l during the first 6
days of hospitalization and was requiring up to 15
units of platelets daily. On hospital day 6, the patient
developed a sudden onset of headache associated with
confusion and disorientation. Neurological examination revealed normal fundi, and there were no focal
neurological deficits. New subconjunctival haemorrhages were present. The platelet count was 2 x I09/l. A
clinical diagnosis of ICH was made. CT scan of the
head showed bilateral basal ganglia haemorrhages
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(Figure 1). Treatment was started with intravenous
dexamethasone 10mg every 6 hours and 20% mannitol 1 mg/kg to reduce cerebral oedema and
intracranial pressure.
The patient was transfused with 20 units ofplatelets,
two units of packed red blood cells and underwent
emergency splenectomy. Post-operative treatment
continued with dexamethasone, 10 mg every 6 hours,
platelet transfusions, 5-10 units every 24 hours, and
intravenous gammaglobulin, 400 mg/kg/day. One day
after surgery, the patient developed a right sided focal
seizure involving the head and arm which lasted about
5 minutes. A second EEG showed a generalized
dysrhythmia, delta grade II activity. A repeat CT scan
showed no change. She was treated with phenytoin
300 mg/day intravenously and no further seizures
occurred. At this point, the patient was semi-comatose
and over the next week remained in this state.
However, during this period her platelet counts began
to rise. The dexamethasone and gammaglobulin were
slowly tapered over the next 2 weeks and eventually
discontinued and no further bleeding episodes
occurred. With improvement of her platelet counts,
which rose to 75 x 109/l, the neurological status
improved. Three weeks post-operatively her platelet
count reached 150 x 109/l and 6 weeks after admission
450 x 109/l. Follow-up has continued for one year and
the platelet counts and neurological examination have
remained normal without any bleeding episodes.
Discussion

The most serious and life threatening complication of
ITP is ICH."9"3 Fortunately ICH is rare in ITP and
probably occurs in less than 1% ofall cases of ITP.Z3 13
It does however, account for 30-100% of fatalities
in reported series.2'4'5"2 The haemorrhages are usually
found in the subarachnoid areas and often they are
multiple, varying in size from a single petechiae to
large extravasations of blood.'3 Posterior fossa
haemorrhages are especially dangerous due to the
possibility of rapid cerebellar herniation and brainstem compression. Retinal haemorrhages often occur
at the time of the ICH.9
Factors predisposing to development of ICH are
not well understood. Although trauma has accounted
for some cases, most ICH seem to be spontaneous.2
ICH occurs most commonly in the early days after
diagnosis, but can occur nearly anytime after onset.'0"2
It has been suggested that patients with platelet counts
of less than 10 x 109/l are at a greater risk of

IH2,10,12,20

Previous authors have commented on the relative
rarity and fatality of ICH in adults with ITP. For
example, Difino et al.6 reported three incidences of
ICH in his series of 67 adult cases of ITP, all of which

Figure 1 Unenhanced CT scan showing acute
bilateral haemorrhages in the basal ganglia.
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were fatal and Carpenter et al.5 reported two cases of
ICH in his series of 85 adults and both were fatal.
However, they gave no specific details as to how the
diagnosis of the ICH was made, the clinical course, or
the treatment. Other reports also allude to adult cases
of ITP complicated by ICH, but this diagnosis was
uncertain because no investigational tests (e.g. CT
scan) were performed to prove that haemorrhages had
occurred.47 Further, with the current knowledge of
the disease, it is questionable whether some of the
older reports of ICH were truly examples of ITP or
whether they represented other diseases which may
have presented as thrombocytopenia. More recently,
Nagler et al.8 reported the occurrence of a subdural
haematoma in a 32 year old man with chronic ITP.
This is the only other documented case of an ICH
occurring in an adult with ITP.
If a patient with ITP develops signs or symptoms of
central nervous system bleeding such as retinal

haemorrhages, convulsions, meningismus, headache,
personality changes or neurological signs, rapid and
vigorous treatment must be initiated as this can be

fatal. Therapy for ICH associated with ITP consists of
controlling the elevated intracranial pressure while
also achieving a rapid rise in the platelet count to
control the bleeding.'5 Traditional methods of head
elevation, fluid restrictions, avoidance of hypercapnia
and intravenous dexamethasone and 20% mannitol
can be implemented to control cerebral oedema. "
Platelet transfusion alone may slow down the bleeding
but it seldom results in a sustained rise of platelet
count due to peripheral platelet destruction.'2"16"19
Steroid and immunosupressive therapy appear to
increase platelet life span but no controlled studies
show that this reduces the risk of ICH.2"6-'8 Emergency
splenectomy followed by platelet concentrates is
employed in cases of ITP refractory to conservative
therapy, or iflife threatening haemorrhages occur'9
The response of the platelet count to splenectomy
varies from 70-90%,'92 and is usually immediate with
peak counts obtained in 1-2 weeks.'2"'9 If the level of
consciousness deteriorates, or neurological deficits
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occur and the haemorrhage is in an accessible location,
neurosurgical intervention may be warranted.
Haemorrhages into the posterior fossa should usually
be treated with craniotomy due to the possibility of a
rapid rise in intracranial pressure.' It has been stressed
that splenectomy should be done prior to craniotomy
to avoid further ICH during surgery although both
procedures may be done together under one anaesthesia.'4 N
As ICH is the most dreaded complication ofITP, we
thought it valuable to examine our experience in this
case with a successful outcome. Our case demonstrates
that successful treatment of the ICH depends on early
diagnosis and prompt, aggressive management of the
bleeding. If central nervous system symptoms are
present, the alert physician with use of the present
diagnostic techniques, and medical and surgical management, may be able to prevent permanent
neurological deficit in an effective manner.
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