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NUMBER OF PATIENTS WITH HEMOPHILIA,
VoN WILLEBRAND'S DISEASE
AND HEREDITARY PLATELET FuncTioN DISORDERS

No. of Patient

Hemophilia A 2241

Hemophilia B 454 2723

Unclassified Hemophilia 28

Factor I~XIII deficiency 169
(except VIII,IX)

Von Willebrand's disease 280

Hereditary Platelet | 162

Function Disorders
(1976)

# 2

RaTE oF Deap PATIENTS IN HEMOPHILIA AND RELATED DISEASES,
HEREDITARY PLATELET FuncTIiON DISORDERS

_ Alive Dead Total
Hemophilia and 3052 141 (4.4%) 3193
related diseases

Heredifary Plateleu 151 11 (6.8%) 162

Function Disorders
(unclear 41)



Number

40

20

1o

AGE DISTRIBUTION OF PATIENTS
“WITH HEREDITARY PLATELET FUNCTION D1SorDERS

110 Cases
o wn un (o] wn (o] wn o
I — ! o~ o ™ ™ <
~ i 1 1 1 ! 1 ! {
— O o) ~ 0 —~
i i N N (22} ™ 3

Age of Year



80

- 70

Number

60

50

- 30

20

10

AGe DISTRIBUTION AT FIRST VISIT oF PATIENTS

WiTH HEREDITARY PLATELET FUNCTION DISORDERS

Age of Year

156 Cases
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~ Type oF HEMORRHAGE IN 147 PATIENTS
wiTH HEREDITARY PLATELET FuNcTiON DISCRDERS

Purpura .
Petechiae 94 (63.9%)
Ecchymoses 90 (61.2%)

Epistasis

. Bleeding from
- oral mucosa

_Hematemesis or Melena

Excessive bleeding
. following trauma

Menorrhagia or Metrorrhagia

Excessive bleeding
~after tooth extraction

Hematuria

Excessive bleeding
following surgery

- Intracranial bleeding

Others

123

104

48

- .26

26

12

21

14

4

t83,7%)

(70.7%)

{32.7%)

(17.7%)

(17.7%) -
' *
{15.8%)

(14.3%)

(9.5%)
(2.7%)

(2.0%)

(2.7%)

* Percentage to female 76 cases



DiacNOSIS OF 162 CASES

WITH HEREDITARY PLATELET FuNcTioN DISORDERS

Thrombathenia 96
Essential athrombia or Athrombia 19
Bernard-Soulier Syndrome 13
Macfothrombocytic thrombopathia 3
Thrombo (cyto) pathy 13
_ Platelet release abnormalities 3
Portsmouth syndrome- 1
Stqrage_pool disease 1
Wiscott-Aldrich syndrome 1
Hermansky-Pudluk syndrome 1
Péarson-Stoban_anormaly 1
Hereditary disorders of platelet function 9
Total 162



| Types oF 162 CAsEs
wiTH HEREDITARY PLATELET FuncTION DISORDERS

- Male-

Female

Total

Thrbmbaéthenia: 52 46 98
Essential athrombia 13  17 | | 30.
Befﬁard—Souiier syndrome 8 8 16
Aspirin—like defect :l ‘3‘ 4
Storage pool disease 2 2‘ 4
Unclassified 5 5 10
Total 81 81 162



- OCCURENCE OF HEMORRHAGE AMONG SIBLINGS OF PATIENT
WITH HEREDITARY PLATELET FuNcTION DISORDERS

Hemorrhage
among Siblings

Thrombasthenia 74 28 (37.8%)
Essential athrombia 21 , 4 (19.0%)
Bernard-Soulier Synérome 14 4 (28.6%f
Aspirin;like defect 3 0 (0%)

Storage pdol disease 2 1 (50.0%)
Unclassified . | 5 1 (20.0%)
Total . 119 38 (31.9%)




#£1

RATE oF ConsaNGUINOUS MARRIAGE IN PATIENTS
WITH HEREDITARY PLATELET FuncTion D1sORDERS

‘Consanguinous

‘Marriage
Th:ombasthenia - 83 23 (27.7%)
jEssential_éthfombia 22 4 (18.2%)
Bérnard—Souiier Syndrome 14 v5'(35.f%5
Aspirin-lige defect 4 1 (25.0%)
vStoragé pool disease 2 0 (0%)
Unclassified 7 1 (14,3%)
Total 132 34 (25.8%)
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L ABORATORY TESTS OF THROMBASTHENIA 86 CASES

Result
Test Case
N A
1 ‘Bleeding time 86 2 84
2 Platelet count 86 86 0
3 Platelet morphology 74 63 11
4 Clot retraction 81 0 81
5.|Platelet adhesion to glass 67 1 66
6 | ADP 56 0 56
7 latelet collagen . 53 1 52
aggregation -
8 by bovine 12 2 10
: fibrinogen
9 ristocetin 10 7 3
10 | Platelet factor 3 ‘
availability 31 6 25
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LABORATORY TESTS OF ESSENTIAL ATHROMBIA 30 CasEs

Result
.Test Case

: N A
i Bleeding time ,29‘ 3 26
2  Platelet count 29 21 2
3 Platelet morphology . 27 25 2
4 Clot retraction 30 30 0
5 |Platelet adhesion to glass 25 3 22
6 ADP 30 0 30
7 | Platelet collagen 24 0 24

aggregation -
8 bovine 3 1 2
' by fibrinogen
9 ristocetin 2 0 2
Platelet factor 3 :

10 availability 15 6 2
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LABORATORY TESTS OF BERNARD-SOULIER SYNDROME 16 CAsSEs

. , Result
Test Case

: A

1 Bleeding time 16 16

2 Platelet. count 16 11

3 Platelet morphology 16 16

4 Clot retraction 11 3

5 | Platelet adhesion to glass 11 8

6 ADP 8 0

7 Platelet |- collagen 8 -3

aggregation

bovine :

8 by. fibrinogen 7 7

9 ristocetin 4 4
Platelet factor 3 .

10 availability 4 3
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LABORATORY TESTS OF ASPIRIN-LIKE DEFecT 4 CASES

Result
Test Case T

N A
1 Bieeding time 4 0 4
2 Platelét count 4 3 1
3 Platelet morphology 3 3 0
4 Clot retraction 4 2 2
5 | Platelet adhesion to glass 3 0 3
6 ADP 4 4 0
7 ~Platelet collagen 3 ) 3

‘aggregation
bovine

8 byr fibrinogen 0 0 0
9 ristocetin | 1 0 1
10 Platelet factor 3 3 1 2

availability
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"LABORATORY TesTs oF STRAGE PooL DiIseAse 4 Casks

- Result
Test - Case
o . N
| 1] Bleeding time | : 4 -0
| 2 'Platelet.codnﬁ_v | 4 3
3l Platelét morphology | 4 3
1 4| clot retraction _ 4 4
5 [Platelet adhesion to glass 4 |
6 o ADP : 4 |
YR P;atelet collagen 4 I 1
aggregationf— _
" ‘ bovine .
181 by fibrinogen - | 1 1
8| | omistecetin |, |,
110t ﬁlatelet factor 3 .
1 availability =~ 3 | 2
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LaBorATORY UNcrLassiFIeD PLATELET Function Disorpers 10 CASEs

Result

Test : Case

' N A
1| Bleeding time ' 10 1 9
2 Platelet count ' 8 | 8. 0
_3 ‘Platelet morphblogy 9 9 0
4 ‘Clot~retractidn. | Y 7 0
5 IPlatelet édhesion to glass 7 1 6
6 {. ADTP “ 4 3 1
7 P;atelet' .collagen 2 2 0

agaregation -

8| by figiziggen 0 0 | 0
9 ' , ristocetin 1 1 0
0 Pateler ractor > e
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