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Abstract

Introduction: Idiopathic Thrombocytopenic Purpura is one of the most common causes of thrombocy-
topenia with varius clinical courses and different responses to its treatment modalities. Therefore, we
decided to evaluate the clinical course of this disease in our patients.

Methods: In this case series study, from March 1998 to March 2004, we evaluated 121 patients. As a
first line of treatment, all of those patients received prednisolone (1mg/kg/day) for 6 weeks. Those who
didn't respond or were refractory to prednisolone were candidates for splenectomy, and those who re-
fused these modalities or didn't respond to them were treated with Azathioprine.

Results: 99 patients (81.8%) were female and 22 (18.2%) were male, aged 11-73 years (mean; 28.6).
Two patients had immune hemolytic anemia in addition to thrombocytopenia, 4 had systemic lupus
erythematosus, and one was HIV positive. %44.6 of patients fully responded to prednisolone, 42 pa-
tients (%34.7) underwent splenectomy and %83.3 of them responsed to it.31 splenectomies were per-
formed in the first three months after diagnosis and 27 (87.1%) of them showed complete response, but
8 (72.7%) of the patients splenectomized after 3 months, had complete response. 14 patients were
treated with Azathoprine, 2 of which (14.3%) platelet count normalized.

Conclusion: ITP is more common in females than males. Prednisolone is preferred as a non-invasive
treatment with suitable response in comparison to other modalition responses to splenectomy, indicat-
ing that this modality of treatment is useful and effective, especially when performaed in the first 3
months of the diseases.
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Introduction

Idiopathic thrombocytopenic purpura (ITP) is
an acquired hemorrhagic disease in which
autoantibodies to platelets cause their sequestra-
tion and destruction by mononuclear macro-
phages, principally in the spleen. If increased
production of platelets by megakaryocytes
doesn’t compensate for platelet destruction, the
number of circulating platelets decreases
(thrombocytopenia), resulting in a characteristic
bleeding tendency (purpura).”-?

In this disease, bleedings from mucous mem-
branes and intracranial hemorrhage were also
seen.®¥ Prevalence of ITP is 1/10,000.°) Acute
ITP is common in children and accounts for
90% of the pediatric cases of immunologic
thrombocytopeniae.Ilt is a self-limiting, often
post-viral disease.®® While most children with
the disease experience a relatively short and be-
nign clinical course, ITP in adults often lasts
more than 6 months (chronic ITP) and is resis-

tant to conventional treatment (corticosteroids,
splenectomy, immunosuppressive agents, intra-
venous immunoglobulin (IVIG) cytotoxic che-
motherapy, bone marrow transplantation,
etc."”) The goal of medical management is to
increase the platelet count to a safe level, with-
out the risks of bacterial infections associated
with splenectomy or toxicity from prolonged
corticosteroid therapy.” In order to determine
clinical course, outcome, and trends in man-
agement, we decided to study patients with ITP
at Taleghani Hospital in Kermanshah.

Methods

In this "case series" study, in which 121 pa-
tients were evaluated from March 1998 to
March 2004, diagnosis was based on history,
physical examination, complete blood cell
count and bone marrow study. All of these pa-
tients required treatment because of platelet
count less than 20,000/l or hemorrhagic mani-
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Table- 1: Clinical presentations of patients on first
visit.

Clinical presentation of patients  [NO Percent

Table- 2: Other diseases or conditions in combination
with ITP

Asymtomatic 18 cases [14.8%
Petechia , Purpura & Ecchymosis |92 cases |76.8%
Epistaxis & Gingival Bleeding 8 cases 6.6%

Menometrorrhagia Scases [(4.1%
GI Bleeding 2cases 1.6%
Intracranial Hemmorrhage 1 case 0.8%

ANA positive 11 cases| 9.0%
SLE 4 cases | 3.3%
Autoimmune Hemolytic Anemia 2 cases | 1.6%
HIV positive lcase 0.8%
Hyperthyroidism lcase 0.8%

festations such as mucosal bleeding or cutane-
ous purpura regardless of platelet count. We
started treatment with prednisolone (1
mg/Kg/day) and after response (normalization
of platelet count), dose of prednisolone was ta-
pered off slowly within 6 weeks. In patients
with no response to prednisolone, in corticos-
teroid dependent patients, or those who relapsed
after discontinuation of treatment, splenectomy
was considered. Patients who didn't respond to
spelenectomy and had sympthomatic thrombo-
cytopenia or platelet count under 20,000/ul
were treated with Azathioprine (2-3 mg/kg/

day).

Results

121 patients were evaluated in this study: 99
(81.8%) women and 22(18.2%) men, mean age
28.6 (11-73) years old (Fig-1). 14.9% were as-
ymptomatic at presentation, the mean present-
ing platelet count was 26000/ul (7000-50000).
In symptomatic patients the most common
symptoms were purpura, ecchymosis and lower
frequency mucosal bleeding (Table-1).

In 9 to 81 months follow-up period, one pa-
tient was HIV positive, one had hyperthyroid-
ism, 11 cases were ANA positive in 4 of whom,
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Fig -1: Age distribution of patients with ITP

IJHOBMT vol.2, No.5; 2005/ 2

other manifestations of systemic lupus erythe-
matosus appeared in later follow-ups; 2 patients
had immune hemolytic anemia combined with
thrombocytopenia (Table -2).

54 patients (44.6%) had complete and sus-
tained response to prednisolone. In 7 patients
(5.8%), platelet count showed no increase in re-
sponse to prednisolone.

In 34 cases (28.1%) response to prednisolone
was not adequate and in another 26 cases
(21.5%) platelet count decreased after discon-
tinuation of prednisolone despite primary re-
sponse (Table-3).

54 patients were designated for splenectomy,
but 12 (9.9%) refused splenectomy despite
platelet counts less than 20000/uL.They were
given azathioprine. 42 patients (34.7%) were
splenectomized and in 35 cases (83.3%), plate-
let count normalized just after splenectomy.

In 5 cases, platelet count didn't show sufficient
increase and in another 2 patients, platelet count
remained less than 20,000/ul despite splenec-
tomy. In 42 splenectomized cases, 31 splenec-
tomies were performed in the first three months
after diagnosis (early splenectomy) of which 27
(87.1%) showed good response. 11 Patients had
late splenectomy (after three months as from
diagnosis) of which 8 (72.7%) had good re-
sponse. All patients who were designated for
splenectomy received pneumovax before sur-
gery and 8 of them received IVIG because of
platelet counts less than 10,000/pl.

Finally, 14 patients (11.5%) were treated with
Azathioprine, in 2 cases of whom (14.3%)
platelet count became normal, 9 cases (64.3%)
showed relative response and 3 patients
(21.4%) didn't show any response to Azathio-
prine. Therefore,only3 patients (2.5%) showed
no response to all the treatment protocols. Un-

Table-3: Kinds of responses to Corticosteroid

Kind of responses No Percent
Complete sustained response 54 44.6
Relative response 34 28.1
Corticosteroid dependency 26 21.6
Without response 7 5.8
Total 121 100
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fortunatly two of our patients died, one man be-
cause of cerebral astrocytoma (4 months after
splenectomy) and one woman because of septi-
cemia (13 months after splenectomy).

Discussion

The appropriate management of ITP is still
controversial. The incidence and course of the
disease are different in children and adults and,
within these groups, newborns and pregnant
women have specific needs for treatment.®)
Yet, there is little unanimity regarding how and
when to treat even the most severe cases . In
this study, the majority of patients (81.8%)
were female with a female to male ratio of
4.5:1. In another study, the ratio was 1.9:1. ©
ITP in adults is principally a disease of young
women."” The highest age frequency (34.7%)
in our study was between 20-29 years. 14.9% of
our patients were asymptomatic at presentation
and treated for platelet count less than
20,000/ul. In another study, 21.8% of patients
were asymptomatic.?

The goal of medical management is to in-
crease the platelet count to a safe level, without
risk of bacterial infections associated with sple-
nectomy or toxicity from prolonged corticoster-
oid therapy." Several clinical studies have
shown that Corticosteroids may shorten the
time of platelet count recovery.(z’“’lz’m In our
study, 44.6% attained absolute remission, simi-
lar to another researches.*” Dose of predinso-
lone in our study was 1mg/kg/day( although,
low dose of prednisolone (0.5 mg/kg/day) may
be as effective as the conventional dose™.)
However corticosteroid therapy as a first line of
treatment makes good response.

As a second line of treatment, splenectomy
was accomplished. Splenectomy provides a
high frequency of durable response for adult pa-
tients with ITP."*'® In our study 34.7% of
cases were splenectomized and 83.3% showed
complete response in early follow up . In other
studies response to splenectomy has been 65-
70% in long duration follow- ups (2.6, 14).

Our findings confirmed that early splenectomy
(during the first three months after diagnosis)
has better results than late splenectomy (87.1%
versus 72.7%).

Also, hematological results after laparascopic
splenectomy is comparable to open splenec-
tomy 19 but all of our patients underwent open

splenectomy. We don’t have early mortality as
a complication of splenectomy, but one of our
patients (2.4%) died of septicemia 13 month af-
ter splenectomy.

New agents and modalities such as Intrave-
nous Rh immunoglobulin (IV RhIG), Rituxi-
mab, Anti CD20 monoclonal antibodies and
Bone marrow transplantation demonestrate the
capability of improving outcome and decreas-
ing toxicity 17 These agents should be re-
served for symptomatic thrombocytopenia if re-
fractory to current treatments.”'”. We didn't
use them in our patients. In our study, 11.5% of
patients received Azathioprine, but only 14.3%
of them achieved complete response, 64.3%
had relative response and 21.4% didn't show
any response. In several studies, 5.2% or 10.3%
of ITP patients had another autoimmune disease
such as autoimmune hemolytic anemia or auto-
immune neutropenia.(2 AD

According to our study, 11 patients (9.1%)
were ANA positive, in 4 of whom (3.3%) other
manifestations, like SLE appeared. And 2 cases
(1.7%) had autoimmune hemolytic anemia. Al-
though one of the complications of AIDS was
ITP, only one of our patients (0.8%) was HIV
positive and he is under treatment now.

Although the basic underlying pathophysiol-
ogy of ITP has been known for more than 50
years, current treatment guidelines are based on
expert appraisal rather than being evidence-
based because of a lack of high quality clinical
trial and research.'?
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Note: Hereby we want to apologize to our recorders for the misti-
tled article on page 37 No. a of THOBMT by the author Dr. Ali
Shahriariahmadi and coworkers. The correct title reads as fol-
lows: Primary Bilateral Adrenal Lymphoma: A case report
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