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WEB TABL E | ComPARISON OF CLINICAL PRESENTATION OF REPORTED CASES OF GHOSAL TYPE HEMATODIAPHY SEAL DYSPLASIA (GHDD) WiTH PRESENT CASE

Author Ghosal [1] Genevieve[2] Bagga[3] Gumruk[4] Mardawig [5]Mondal [6] Majaheri[7] Savoye[8] Datta[10] Arora[9] Our Case
N 5 10 1 2 1 1 1 1 1 1 1
Age 1-5y 5mo-34y - - 20mo 18 mo 20mo 14 mo 4y 21y 3y9mo
Sex - 6M,4F - - Female Made Made Female Male Female Mae
Origin West Tunisia, Delhi, Turkey Iran West Pakistan Pakistan ~ West Hydera- Haryana,
Bengal, Algeriaand India Bengal, Bengal, bad, India
India Pakistan India India India
Family history/ - Yes - Second Second No Third Second No No Yes
Consanguinity degree degree degree degree
Ageat onset — — — — 10 mo 14 mo 9mo 14mo ~4y 16-17y ly
of hematologic
symptoms
Hepatomegaly - - - - No No No No Not palpable Mild 3cm
Splenomegaly lin5cases - - lin2cases No Mild No No Just palpable Mild 10cm
Ageat bony - - - - Between 14 mo Noted at 14mo ~4y 11y 3 yand5mo
involvement 10-20mo 20mo
BaselineHb - Anemia — — 4.5 8.1 6.8 6 6 4.5 4.6
(g/dL) in7 cases
Platel et counts Normal Thrombo- - Thrombo- - 95x10%L 1,37x10%L  80x10%L Normal Norma  37x10%L
cytopeniain cytopeniain
6 cases both cases
Diaphysesl Yes Yes Yes Yes Yes Yes Yes Yes Yes Yes Yes
involvement
Mutation studies No Yes No No No No No No No No Yes
Steroid therapy 2out of in5 - Yes Yes Yes Yes Yes Yes Yes Yes
5cases cases
Responseto Yesin - - Yes Yes Yes Yes Yes Yes Yes Yes
steroidtherapy ~ both cases

M-males; F-females, —not available.
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