N
o
N
L
LL
=

Haemophilia Centre, Department of Internal Medicine, Fondazione o
IRCCS Policlinico S. Matteo and Universita degli Studi di Pavia Italy &&=/

HEMOPHILIA A (AHA) AND IN ACQUIRED VON WILLEBRAND DISEASE (AVWD): EXPERIENCE
FROM A SINGLE HAEMOPHILIA CENTER OF PAVIA
Gamba G. Lodo F. Ghidelli N. Zane F. Montani N. Ambaglio C. Russo MC. Trinchero A

2007 2012

OBSERVATION TIME

14 PT. WITH AHA
6 PT. WITH AVWD

AGE RANGE: 27-94 (MEDIAN 70 YRS).

COMORSBILITY ASSOCIATED

B HEMATOLOGIC MALIGNANCIES (7 PT)
CARDIOVASCULAR DISEASE (3 PT)
DIABETES MELLITUS (2 PT)

COPD (2 PT)
W POST-PARTUM (2 PT)

® CHRONIC INFLAMMATORY BOWEL DISEASE (2 PT)

m VIRAL INFECTION (1PT)

B ARTHRITIS RHEUMATOID (1 PT)

5 PT. WITH MONOCLONAL GAMMOPATHIES ( 2AHA AND 3 AVWD)

BLEEDING AT THE DIAGNOSIS : THE MEAN DELAY OF DIAGNOSIS FROM BLEEDING WAS 4 MONTHS
(RANGE 24H TO 8 MONTHS)

9 (45%)

4 (20%)

2 (10%)

2 (10%)

1(5%) 1 (5%) 1 (5%)

NO BLEEDINGS MUSCULAR HEMATOMAS EPISTAXIS BLOOD IN STOOLS POST-PARTUM BLEEDING HEMARTHROSIS HEMATURIA

SEVERE BLEEDING REQUIRING N. PATIENTS(%) HAEMOSTATIC TREATMENT (N

HOSPEDALITAZION OF PATIENTS)

AHA 10 (70%) aPCC (8) rFVIla (1) FVIII-PD (1)
AVWD 3 (30%) FVIII/VWE-PD (3)
OUTCOME
1 S D LETED RE :
NO PATIENT DIED BECAUSE OF HEMORRHAGES 6 PT (80%) HA (L:;I\( ! REMISSION
10 (63%) TREATMENT 6 (37%)
OF UNDERLYING IMMUNOSUPPRESSIVE
CONCLUSIONS DISEASE THERAPY

* AHA AND AVWD ARE RARE BUT SEVERE BLEEDING DISORDERS .

* THEY ARE ASSOCIATED WITH SIMILAR UNDERLYING DISEASES AND PATTERNS OF PRESENTATION.

* AVWD SEEMS TO BE MORE FREQUENTLY RELATED TO MONOCLONAL GAMMOPATHIES.

 THE CURE OF UNDERLYING DISEASES IS OFTEN RESOLUTIVE ALSO FOR ACQUIRED
COAGULIPATHIES
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