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ABSTRACT

It is an unusual bleeding disorder with Autosomal recessive inheritance pattern. In this condition platelets
lack glycoprotein 2b3a .It is first diagnosed by Swiss paediatrician Glanzmann (1887-1959). Bleeding
tendency varies from minimal bruising to fatal haemorrhages in Glanzmans thrombasthenia. Treatment
includes platelets transfusion, recombinant factor Vlla and Haemopoietic stem cell transplantation
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INTRODUCTION

It is an abnormality of platelets. It is very rare bleeding disorder in which platelets lack glycoprotein 2b 3a
so that there is no fibrinogen bridging of platelets to other platelets hence bleeding time is increased. It is
inherited as autosomal recessive manner (J. Paulscotland and Robert R. Montogmery. Nelson Textbook
Of Pediatric,18" ed) Bleeding tendency in glanzmanns thrombasthenia is variable having minimal
bruising to fatal haemorrhages . Treatment involves preventive as well as symptomatic bleeding episodes.

CASES

A 3yr old male patient brought by relatives in YCRH Latur on 3/5/12 at 12 noon in paediatric OPD with
complaints of bleeding from nose, There was history of fall with swelling over left eyelid due to injury
since night.Patient had similar episodes in the past with first episode at 6 months of age. Similar episodes
were noted every 3-4 months with history of platelet transfusion each time. There was no history of any
bleeding disorder in family. Antenatal history and birth history was uneventful. No history of icterus,
cyanosis, fever and convulsions; and the baby was exclusively breast fed and no history of NICU
admission in the postnatal period.The child was immunized as per schedule till date.On examination
patient was conscious, well oriented with time, place and person, afebrile with vital parameters within
normal limits. Swelling with ecchymosis and ptosis was present over left eyelid. Systemic examination
was normal.

Figure 1: Swelling over left eyelid

Hematology Investigations revealed following findings: Blood group — A+, Hb — 4.5gm%,Platelets —
5,39,000. Reticulocyte count — 1% ,TLC - 14,200,DLC — N — 28%, L — 68%, E — 2%, M - 2%.,RBC
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Morphology — moderate anisocytosis, microcytosis, poikilocytosis, moderate hypochromia, APTT — C —
30.4 sec, P — 27.9sec, PT — C- 12.6 sec, P — 13.8 s and Bleeding time - 25 sec which is prolonged.
Investigated from national institute of immunohematology for Platelet Glycoprotein Receptor by
flowcytometry revealed Gp Ib — 11.4%, Gp Ilb llla — 0.1, Gp ly - 89.4% and fibrinogen — 32.2% and
finally the case was diagnosed as Glanzmann’s Thrombasthenia and treated accordingly. Includes both
preventive and supportive management was given to the patient.

Preventive Measures included proper dental hygiene which lessens gingival bleeding,

Avoidance of antiplatelet agents such as aspirin and other anti-inflammatory drugs such as (NSAIDS),
Iron and folic acid supplementations may be necessary if excessive bleedings causes anaemia

And hepatitis B vaccine

For the treatment of bleeding episodes platelet transfusions 4 units with packed cell transfusion 150 ml
was given. After platelets transfusion, bleeding stopped & after 3 to 4" day ecchymosis and swelling
decreased.

DISCUSSION

Glanzmanns thrombasthenia is very rare bleeding disorder symptoms occurs in homozygous group
(Malik, 1998; Vuckovic, 1996). Study shows it is associated with Hodgkins lymphoma, clinical features
varies from mild hemorrhages to massive bleeding (Kitko, Hoffmann, Ghosh, 2009). Study shows
formation of antiplatelet antibodies due to repeated transfusions of platelets. Study shows recombinant
factor Vlla transfusion is the best way of treatment for qualitative platelet disorder. Some advised stem
cell transplantation for severe bleeding.
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