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ABSTRACT

Delayed presentation of thrombotic thrombocytopenic
purpura (TTP). We report a female patient presenting with a
headache and dizziness for two weeks, her past medical
history is notable for epistaxis otherwise unremarkable. On
examination she was pale with a tinge of jaundice. She was

vitally stable, other systems were unremarkable. A
peripheral blood smear  showed evidence  of
microangiopathic haemolytic anaemia (MAHA) and

thrombocytopenia. No evidence of organ dysfunction.
Plasma exchange and corticosteroids were started with
dramatic response. This case illustrates the efficacy of
plasmapheresis in late TTP.
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Implications for Practice:

1. What is known about this subject?

TTP is a rare disorder characterized by a histopathologic
finding of microvascular thromboses and end organ
damages. Timely institution of plasmapharesis is vital for

treatment.

2. What new information is offered in this case study?
Plasmapharesis and steroid were effective even in delayed
severe presentation.

3. What are the implications for research, policy, or
practice?

Timely institution of plasmapharesis and steroid are critical
for prognosis of TTP.

Background

Thrombotic microangiopathies (TMAs) are characterized by
a histopathologic finding of microvascularthromboses and
end organ damages. The typical clinical presentation is
microangiopathic haemolytic anaemia accompanied by
thrombocytopenia with varying degrees of organ ischemia.’

Historically, TTP was diagnosed by the clinical pentad of

fever, thrombocytopenia, microangiopathic haemolytic
anaemia, neurological symptoms, and renal insufficiency
that are only present in less than 10 per cent of patients

with an acute TTP.?

Intracranial haemorrhage, arterial thrombosis, ischemic

stroke, myocardial infarction, renal failure, platelets
transfusion, and age were perfect discrimination and was

predictive of mortality.3

Anti-ADAMTS13 IgG antibody and ADAMTS13 antigen levels
correlate with outcome in TTP with increased cardiac and
neurological involvement and increased mortality.4

This case substantiates the favourable outcome of TTP in
the absence of organ dysfunction. However, the decision of
should be
overemphasized, and the treating physician must not be

timely institution of plasma exchange

deceived by the apparent patient stability.
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Case details

A 35-year-old Ghanaian woman presented with an
intractable headache and dizziness for approximately 14
days before admission. Her past medical history was
remarkable for an episode of epistaxis. A headache was
throbbing, intermittent, moderately severe and frontal in
location. The dizziness started while she was sitting and was
aggravated by postural changes.

On physical examination, the patient was stable and not in
acute distress. Vital signs were normal. Examinations of
eyes were notable for pallor and tinge of jaundice.
Neurological examination was normal. There was no
evidence of active oral, vaginal or rectal bleeding.
Examination of the skin and joints: neither ecchymosis nor
purpura. No malar rash or another type of rash was present
on sun-exposed areas. No tenderness or deformities were

present in the joints.

TTP was
haemolytic anaemia (Figure 1), severe thrombocytopenia,

suspected as evident by microangiopathic

high LDH level, and negative Coombs test.

Discussion

Without treatment, thrombotic thrombocytopenic purpura
is fatal in more than 90 per cent of cases.® Since the
introduction of therapeutic plasma exchange in 1980 there
was a dramatic reduction in mortality (from 90 per cent to
10-20 per cent) among patients with TTP, however, United
States analysis of mortality reported an increasing rate
overtime despite the reduction observed after the
introduction of plasmapheresis.5 Despite proven efficacy
and increased availability of therapeutic plasma exchange
(TPE),

thrombocytopenic purpura (TTP) remains high with a

mortality for  patients with  thrombotic

limited understanding about this issue.® Nationwide
Analysis from 2005-2014 published by Liu and colleagues
found a Decreased length of hospitalization and cost but not
mortality among  patients who received early
plasmapheresis.” Patients with the immune form of the
disease that is not secondary to a medical condition (i.e.,
not the acquired form) and those with the hereditary form
respond well to plasma exchange therapy.8 Therapeutic
plasma exchanged should be instituted even there is
uncertainty about the diagnosis because the benefit in the
term in mortality reduction overweighs the risk of TPE.®
There are several factors predict the outcome from TTP,
organ dysfunctions are among the most important, however
they are not observed in the current report. Cardiac
involvement is a major cause of mortality in patients with

thrombotic thrombocytopenic purpura (TTP) in particular

for patients with Cardiac troponin-I (CTnl) level of >0.25ug
L(-1) at presentation (The later appears to be an
independent factor associated with a three-fold increase in
the risk of death or refractoriness).10 In contrast to Federici
et al."™" who concluded that a longer therapeutic delay of
plasma exchange (PE) was predictive of resistance to PE,
Our case demonstrates a favourable outcome despite
delayed institution of PE. The absence of Organ dysfunction
in patients with TTP predicts a favourable outcome (Figure

2).

Similar dramatic improvement of a patient with late
presentation and neurological findings was observed by
Ogilvie and colleagues from the USA. The persistent
elevation of LDH and the severe headache observed are
pointers of severity in the present review. The addition of

. . . 12-
steroid to plasmapharesis our case may improve recovery.
14

Conclusion
This case illustrates the efficiency of plasmapheresis and
steroid therapy even in late presentation of TTP.
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Figure 1: Peripheral blood smear showed schistocytes

Figure 2: Serial platelet measurement following

plasmapharesis
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