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Introduction: Glanzmann's throntbaslhenia is o rare inherited hemorrhagic
disorder characterized by abnonnal platelet function. It usually presents vith
subcutaneous bleeding and bleedingfrom the ntucous menrbranes.
Objectives: The aim of the study is to find out the clinical presentation of
Glanzmann's thrombosthenia in Saudi patients, Eqstern Province.
Methods: In this report we have reviewed the clinical presentation of sixteen
Saudi patients sufferingfrom this disorder presented at King Fahd Hospital of
the University in Al-Khobar over a period of eleven years.
Resuhs: I(e have noticed similarity in the frequency of the various symptoms
with those reported in the literature except for the apparently more frequent
hemarthrosis in our patients which mimics hemophilia.
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Conclusion: The spectrunt of clinicol presentations vith Glanzntann's thront-
bosthenia appears to be v,ide snd the occurrence of the various syntptonrs var-
ies. Moreover, some of the presenting features tend to ntimic those of
hemophilia, a situation which, in some cases, has resulted in unnecessary
treatment with Factor VIII-containing blood cornponents.
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INTRODUCTION

Glanzmann's thrombasthenia (GT) is a
rare hemorrhagic disorder characterized by
abnormal platelet function. It is inherited
as an autosomal recessive traitl and has
been obsen'ed in both sexes equally. The
disorder has certain epidemiologic predi-
lection, being more common in Jordan,
India and Saudi Arabia and among the
Iraqi-Jervs and Arabs living in Israel,2-5 as
compared to other parts of the rvorld. The
possible cause of this uneven geographic
distribution is the frequent occurrence of
intermarriage in these regions, allorving
the expression of autosomal recessive traits.

In this report we present the clinical
findings in Saudi patients with Glanz-
mann's thrombosthenia seen at King Fahd
Hospital of the University in Al-Khobar
over the period betrveen January 1983 and
December 1993.

MATERIALAND METHODS

The charts of trventy-three patients with the
diagnosis of Glanzmann's thrombasthenia
rvere revierved. Six patients rvere excluded
because of inadequate clinical data and one
more rvas excluded because ofbeing a non-
Saudi. The remaining sixteen Saudi pa-
tients constitute the subject of this paper.
Clinical data, including family history and
clinical examination. were recorded for
each patient. The laboratory investigations
included: peripheral blood counts; platelet
count, using "Coulter Counter STKS,

Hialeah, Florida, USA"; bleeding time,
using lry's method; prothrombin time; ac-
tivated partial thromboplastin time;
thrombin time; clot retraction; and platelet
aggregation using adenosine diphosphate
(ADP), collagen, adrenaline, arachidonic
acid and ristocetin. X-ray examination of
the involved joints l'as performed l'hen-
ever hemarthrosis u'as suspected. The di-
agnosis of GT rvas based on normal platelet
count, prothrombin time, partial throm-
boplastin time, thrombin times, prolonged
bleeding time, defectir.e clot retraction, and
lack of platelet aggregation response to
ADP, collagen, adrenaline, and arachi-
donic acid. Facilities for the analysis of
platelet glycoproteins rvere not available.
Revierv of the patients' charts rvas carried
out to identiff the sex, age at presentation,
severity and sites of bleeding, family his-
tory, including parents' consanguinity, and
laboratory findings, including coagulation
profiles.

RESULTS

All sixteen patients presented at an age of
less than 15 years, the age range rvas from
birth to l4 years. Male-to-female ratio rvas
1.3:1. Positive history of first degree con-
sanguinity rvas obsen'ed in 93o/o (15/16) of
the patients. Of these patients 75% (12/16)
had a family history of bleeding tendenry.

Clinically they shorved a wide range of
bleeding tendencies. The consistent s1'rnp-
toms were epistaxis, gingival bleeding, and
subcutaneous bruises. Gastrointestinal
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bleeding in the form of hematemesis and
melena was frequent, while muscle in-
volvement, hematuria and hemoptysis were
less frequent. Table I summarizes the inci-
dence of the various slmptoms in the study
group.

Table 1: Incidence ofvarious symptoms

Epistaxis
Gingival bleeding
Subcutaneous bruises
Hembtemesis
Melena
Menorrhagia
Hemarthrosis
Muscle involvement
Hematuria
Hemoptysis 01/16 (06)

Figure I: X-ray showing hemarthrosis in
the knee joint

In all cases the results of laboratory in-
vestigations shorved normal platelet count,
prothrombin time, partial thromboplastin
time and thrombin time. Bleeding time rvas
prolonged in all patients rvith an average of
19.8 minutes; clot retraction and aggrega-
tion with ADP, collagen, adrenaline, and

Clinical Feature No. of patients DISCUSSION

arachidonic acid rvere defective in all pa-
tients. The diagnosis of hemarthrosis was
done clinically, X-rays for the involved
joints revealed effirsion (Figure l), and the
knee aspirated in 2 patients. The analysis
of platelet gl1'coproteins was not performed
due to lack of respective facilities.

Glanzmann's thrombosthenia appears to be
the second commonest inherited bleeding
disorder among Saudis in the Eastern
Province.5 It commonly presents rvith
bleeding tendency s'hich begins during the
neonatal period of the first rveeks of life
and early childhood.s-?

Geographical distribution of GT is un-
even, the incidence being high in areas
rvith frequent occurrence of intermarriage.
The rate of consanguinity in the current
study (937o) seems to be close to that re'
ported before (1007o) in patients rvith
Glanzmann's thrombosthenia in Eastern
Saudi Arabia5 as compared to those re-
ported in other studies i.e., in 67%o of 84
patients and in 39Yo of 61 patients reported
in Paris.'

Our study group has shorvn slight male
predominance (56%o) as compared to slight
female predominance in previous reports
rvhich revealed 53Vo in 113 patients and
660/oin64 patients.T This is not significant
as GT is an autosomal recessive disease.

Although purpura, epistaxis, gingival
bleeding and menorrhagia are nearly con-
stant features, epistaxis is the most com-
mon cause of severe bleeding in GT. It is
gpically more se\€re in children than in
adults. It occurred in 88% of our patients.
Easy bruising is the next most common
manifestation in our study, occurring in
75o/o of the patients. These findings are
similar to those reported by George et al
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rvhere epistaxis occurred in'13a/o and pur-
pura in 86%o of their patients.' Gingival
bleeding was observed in a higher percent-
age of our patients (1lYo) as compared to
55% in the series of George et al.' Hou.
ever, poor dental hygiene might hare con-
tributed to the increased prevalence of
gingival bleeding in our patients.

Menorrhagia rvas found to occur in only
57Yo of our female patients w'hile it has
been reported as the most common feature
in the group of George et al, occurring in
98o/o of their female patients.? It has also
been reported by others to be one of the
most common and most serious bleeding
tendencies necessitating repeated blood
transfusions.8'e

The lower incidence of menorrhagia in
our patients could be explained by their
younger age at presentation, since all of
them presented at age < 15 years and their
age of menarche rvas not recorded. It is
important to note that endoscopy n'as rarely
performed on our patients to verifr this
bleeding tendenry.

Hematuria rvas reported in three of our
patients (19%o) rvhich ap_pears to be higher
than reported elservhere,' while hemoptysis
occurred in only one patient (6%).

Hemarthrosis, predominantly occurring
in the knee, was relatively common in our
group (197o) and it rvas provisionally at-
tributed to hemophilia in the male patients
by the referring physicians. It is more
common than repo(ed in the literature,
where it rvas said to occur in 5/l'77 (3%) ot
the group studied by George et al and in
1164 (l.6yo) of the patients studied previ-
ously in Paris by the same authors,' in l/50
(2%Q of the patients reviewed by Caen,ro
and in none of the 20 patients of Aganval
and associate.s

No intracranial or visceral hematomas
\yere obsen/ed in our patients. Horveler,
trvo ofour patients hare cerebral palsy and
one of them has a sibling rvith a similar
condition. As these patients rvere born at
home, there rvas a possibility of intracra-
nial hemorrhage occurring during labor.

The majority of our patients presented
rvith anemia rvhich rvas mostly microqtic
and hypochromic in nature, therefore the
majority required blood transfusion or red
cell transfusion and iron supplement.
Platelet transfusion n'as the hallmark of
management protocol. Treatment rvith
cryoprecipitate and/or fresh frozen plasma
and needle aspiration of the knee hema-
toma, adopted in 2 patients rvith hemar-
throsis (before a definitive diagnosis of
Glanzmann's thrombosthenia rvas made),
were ineffective. Bleeding in the joint was
only controlled by platelet transfusion in
these patients. Even though platelet trans-
fusion might be the only available therapy
in severe or uncontrolled bleeding, it
should be avoided as much as possible to
preclude the development of platelet anti-
bodies.

In conclusion, the spectrum of clinical
preserrtations in patients *"ith GT appears
to be n'ide and the occurrence of the differ-
ent s)'mptoms varies. Moreover, some of
the presenting features tend to mimic those
of hemoplilia, a situation rvhich, in some
cases, has resulted in the unnecessary
treatment rvith Factor Vlll-containing
blood components.

It is not clear rvhether such clinical pres-
entation could be Dartly attributed to other
factors such as age, environment, or physi-
cal activity. Therefore, it would be infor-
mative for more extensive studies and
follow-up of patients to be performed.
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