Appendix A

Annual Returns from Haemophilia Centres

Since 1969, the U.K. Haemophilia Centre Directors have
supplied data for annual collation and analysis in Oxford and
4 reports have been published in the Medical Press on their
behalf (Biggs, 1974; Biggs and Spooner, 1977a and b; Biacs
and Spooner, 1978). By mid-January 1978, all Haemophilia
Centres had sent in their 1976 Annual Returns and a report
on this data was presented to the Reference Centre Directors.
Following discussion, the Reference Centre Directors decided
that a detailed Annual Report should not be published in the
Medical Press each year but that a’report should be submitted
for publication at 3-5 year intervals. It was therefore acreed
that the next report on behalf of all U.K. Haemophilia Centre
Directors should be submitted for publication during 1979 and
should cover the 3 years 1976-78. 1In the meantime, the Annual

Statistics would be given to all the Directors as soon as theyv
were availabie.

The attached tables and graphs summarise the in<-rmaz: -~
which is at present available from the 1976 and 1977 Annual
Returns. We are still waiting for the 1977 Annual Returns
from a few Centres. It will be seen from Figs. 1-4 that the
upward trend in the amount of materials required to treat
Haemophilia A and Haemophilia B patients is continuing.

Tables 1-14 give the data for 1976 received from 84 Centres
and Tables 15-20 summarise the data which is at present
available from the 1977 Annual Returns.

To enable us to prepare the 3-year report for publi-
cation next year, we hope Directors will be able to let us
‘have their 1978 Annual Returns by the end of June 1979. A
set of forms regarding the 1978 Annual Returns will be sent
to all Directors in January; these forms will not be
substantially different from the 1977 Annual Returns forms.

C.R. Rizza
Rosemary J.D. Spooner

Cxford Haemophilia Centre

18th October, 1978. +6/594
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Table 1
Haemonhilia A

lumber of patients treated:* 1,885

I"aterials received by these vatients:

s 7 of all human tlood
F.VIII units products
Plasma 15,480 0.058
Cryo 15,716,710 Leg, 81
NHS Concs. 6,915,323 20,51
Commercial Concs. (Human) 11,064,802 32.82
Other Human Concs. 3,807 0,01
Total human blood
products 33,716,122 100.00
Animal F,VIIT Concs. 341,190 |
Total all materials 34,057,312 |
|

Average per patient of human blood products = 17,877 units F.VIII

" " " including animal blood products = 18,052 units

* adjusted for duplicates

4-6/545‘
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Hoemorhilis A notiernts known at Haemophilia Cenlres on 31.12.76, showing the severity of the defect,+
the number of patients treated during 1976 and the proportion of patients on home treatment.

Hacmophiliz A Patiente Haemophilis A Patients treated during 1976
fasic F.VITT "“gn’“ﬁtlcef{gle" A1l Patients Patients on Home Treatment
Level % i total ¢ total
[Tumber 7 total Fumber ltr:giae% 2232?1%; Number tg:szggt;n ‘1»0:;0}1;’?1
Group Group

£? ©o1,787 52.76 1,221 64, 74 68.33 e 34.23 93.51

2 - 10 799 23.59 L34 | 23.01 | 5h.32 28 6,45 6.27

>10 539 15.91 163 8. 64 30.24 1 0.61 0.22 !
Unknown 262 7.74 68 3.61 25.95 - - - \:’
. TOTAL : 3,387 100 1,886 100 55.68 Lu7 23.70 100

*  excluding those known to have died prior to 1976,
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Table 3 -

| “

Teoamophilin £ poticnte known ol Haemoohilia Coenlres on 3112076, showing the ap: distribution, the e

number of patients trealed during 1976 and the proportion of paticenls on home trvatment.

Haemophilis A Tatients Haemophilin A matients treated in 1976
Ace on 31,172,746 ‘.-:x;gw?ln;zc'?ré:res 411 Patients Patients on lome Treatmernt
(Yeurs) ¢ total 5 total
ey e | ¢ total | known . treated | ; total
Mumber 5 total Rumter [ %/ o-ted | in Age | "U™CT | in Age on HT
Group Group
<5 171 5.05 106 5.62 | 61.99 6 5.66 1.34
5-9 319 " 9,42 219 11,61 | 68.65 39 17.81 8.73
10 - 19 838 24,74 545 28,90 | 65.04 179 32,84 Lho,05 .
20 - 29 663 19.58 L17 22,11 | 62.90 122 29.26 27.29 =
30 - 29 436 12,87 266 14,10 61.01 59 22.18 13,20 L
Lo - h9 297 8.77 144 7.64 | 48,48 27 18.75 €.04
T 60 - €9 138 L,07 39 2.07 | 28.2¢ 3 7.€9 0.67
70+ 58 1.71 14 0.74 | 24,14 1 7.14 .22
Unknovmn 254 7.50 32 1.70 | 12,60 - - -
TOTAL 3,387 100 1,886 100 55.68 Ly 23,70 100

* excluding those known to have died pricr to 1976,
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Table 4
Zaemophilia B (Christmes Disens

imber of natienis treated:

'aterials received ty these patients:-

terials

F. I¥ Units
Plasna 17,£80
MES Cones. 5,532,45h
Zormmercial Toncs. 11,520
momAL 5,561,824

Averaze per matient = 18,790 uni

* Adjus*ted for duplicates,

—
..
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Table

5
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Christmas Discase (Haemophilia B) patients known at Haemophilia Centres on 31.12.76, showing
the severity of the defect, the number of patients treated during 1976 and the proportion of

pdtients on home treatment

Haemophilia B Patients Haemophilia B Patients treated during 1976
Known at Centres
Basic F.IN on 31.12.76*% All Patients Patients on Home Treatment
Level % % total % total
! o % total | known in treated in{ % total
Number % total Number treated | severity Number severity on HT
group group
<2 225 39,27 162 54,73 72.00 49 30.25 81.67
2 - 10 169 29.49 87 29.39 51.48 11 12.64 18.33 é
1
>10 95 16.58 34 11.49 35.79 - - .
Unknown 84 .| .14.66 .13 .4.39 .].15.48. - - -
TOTAL 573 100 296 100 51.66 60 20,27 100
* excluding those known to have died prior to 1976.
_/
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Table 6

4(/(00

fhyricimic BDiserce (Hnemophili~ B) patients known at Hacmonhiliia Centlres on 31.12.76, showing the age
distribution, the number of patients treated during 1976 and the proportion of patients on home treatment.

T o Haemophilia B Patients treated during 1976
Naemophilia B Patients -
known at Centres All Patients Patients on Home Treatment
Ace on 31.12.76 on 31.12,76% - : i
(Years) G tdtal $k§2321 %r:gtzé % total |
Number ¢ total Huber Itreated 1{?roa:agpe nunber ignroa\fpe on 1t 3
|
<5 33 5.76 23 7.77 | €9.70 1 k.35 1.67 |
5 -9 61 10.65 37 12.50 60,66 8 21.62 13.33 :
10 - 19 141 24,61 78 26.35 55.32 16 20.51 26,67 5
20 - 29 109 19,02 62 20.95 | 56.88 15 214,19 25,00 | |,
30 - 39 60 10,47 35 11.82 58,33 11 31.43 18.33 |
Lo - L9 L9 8.55 20 6.76 ho,82 L 20.00 6.66
50 - 59 29 5.06 1s 5.07 51.72 1 6.67 1.67
60 - €9 25 4,36 8 2,70 32,00 2 25,00 3.33
70+ 17 2,97 5 1.69 29.41 1 20,00 1.67
Unknown L9 8.55 13 4,39 26,53 1 7.69 1.67
TOTAL 573 100 296 100 51,66 60 20,27 100
* excluding patients known to have died prior to 1976
\ _/
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Table 7

Carriers of Haemophilia A

Totzl number of patients treated: 19

laterials received by these natients:-

F,VIII Units

% Total all Materials

Cryo 14,105 28,13
NHS Concs. 36, 340 63.48
Commercial Concs. 4,800 8.39

TOTAL 57,245 100,00

Average per patient = 3,013 units of F.VIII

Table 8

Carriers of Haemophilia B (Christmas Disease)

Total number of patients treated: o%

Materials used to treat these patients:-

»,IX Units

¢ Total all lMaterials

Plasma 1,600 25.40
NHS Concs. 4,700 7L.60
TOTAL 6,300 100,00

Average per patient = 1,260 units F,IX

* Plus 2 patients who received no blood products.

4¢f6e
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Basgsic Factor VIII or Factor IX Levels of Carriers of

Table

-g-

9

Haemophilia A or Maemophilia B (Christmas disease) trcated
with blood products during 1976.

Patients treated during 1976
Basic Coagulation | Carriers of Haemophilia A | Carriers of Faemcphiliz D2
Factor level % :

ounver | LI | s | ot
<10 2 10.53 | 1l 20,00
10 - 19 1 5.26 1 20.0¢C
20 - 29 8 h2.,11 - -
30 - 39 L 21.05 1 20.00
Lo - 49 1 5.26 - -
50 - 59 1 5.26 ' - -
€0 - - l 20.00
Unknovm 2 10.53 1 20.00
TOTAL 19 100,00 5 100.0C0

4—‘/6’62—
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Table 10

Von %illebrand's disease

Total number of patients treated: 186%

Ilaterials used to treat these patients:-

. % Total 2ll
P, VIII Units IKaterials
Plasma 9,040 1.1L
Cryo . 674,045 8L,63
MNHS Concs. k1,025 5.15
Commercial Concs. 72,358 9.08
TOTAL 796,468 100,00

Average vper patient = 4,282 units F.VIII

* adjusted for duplicates.

4—6/603
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Table 11

Blood Coarulation Factor VIII Levels of von Willebrand's

disease patients treated with blood products during 1975

“Patients treated in 1976
Factor VIII
Level &
. ¢ total
Mumber treated
L <10 36 19.35
10 - 19 29 15,59
20 - 29 38 20,43
20 - 39 32 17.20
5o - kg 19 10.22
50 - 59 12 6.45
>£0 6 3.23
Unknown 1L 7.53
TOTAL 186 100,00

4—5/(04
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Table 12

Cases of Jaundice (Hevatitis)

Haemophilia A

cq s R ¢ patients
Treatment No Haemophiliacs Incidence of AR
Year treated Jaundice who developed
Jaundice
1976 1,886 56 (61) 2.97 (3.24)

( ) +the number in brackets indicates the total including
patients who were asymptomatic.

Carriers of Haemophilia A:

1 of the 19 pztients treated during 1976 (5.267) was
revorted to have developed hepatitis.

Eaemophilia T (Christmas_disease):

5 of the 296 patients treated during 1976 (1.49¢) were
revorted as having developed hepatitis.

Carriers of Haemophilia B:

Fone of the 5 patients treated during 1976 were reported
‘as having developed hepatitis.

Von Willebrand's_disease:

5 of the 186 patients treated during 1976 (2.69;.) were
reported as having developed hepatitis.

The detailed analysis and report on the hepatitis cases
will be made by the Hepatitis Working Party.

4-6/(05‘
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Table 13

Mhe ocrurrerce of aznti-factor VITTI or anti-facior IY an+ib

Tishteen new cases of arti-factor VIII antibodiec were
detected in haemophilia A vntienis during 1976 and three
haemophiliacs with long-standing antibodies were reported
in the Annunl Reiturns for the first *ime in 1976, o new cusac
of anti-factor IX antibodies in haemophilia B (Christmras
disease) patients have been reported. The incidence of anti-
factor VIII or anti-factor IX antibodies in haemophiliz A or
B patients ¥known at Yaemophilia Centres on 31.,12.76 was as
follows: -

Haemophilia A | Haemophilia E

Cumulative total numbter of
patients knowvn a2t Cenires 3,387% s

Sumnlative total number
with anti-factor VIII or IX 195% cH
antibodies

¢ with anti-factor VIII or iX Q
antibodies 5.7 0.37

* eyeluding natients known to have died orior to 1974,

Ninety-seven (438.74%) of the haemophilia A patients with anti-factor
VIII antibodies and 3 (60%) of the hvaemophilia B patients with anti-factor IX
antibodies were treated at Haemophilia Cenzres during 1376. Details of the
treatment received by these patients is being studied by the Working Party cn
the Treatment of Patients with Factor VIII Antibodies.

4 /Co:
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" Table 14
Deathg reported in 1976 Annual Returns

Number of Patients
Cause of Death
Haemophilia A | Haemophilia B
Cerebral haemorrhage 3 1
G.I. haemorrhage 1 -
Intrapulnonary haemorrhage 1 -
Accident 2 -
Coronary occlusion due to - 1
atheroma
Post-tonsillectomy*® - 1
Mot known 2 1
) anm
TOTAL 9 4

® Prior to tonsillectomy the patient was not known to
have = coagulation defect. Christmas disease (20:-
P. IX) was diagnosed post-operatively.

4-6/507
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Table 15
Treatment of Faemeophilia A Patients_in 1977

The total amount of human blood products (factor VIII Units)
used by 66 Haemophilia Centres to treat 1,975 patients,
showing the proportion of material used for home treatment
and for patients having factor VIII antibodies., Data from
L Centres whose returns are at present incomplete have been
excluded from this table.

e .
Reason Used Factor VIII Units| % Total
Hospital treatment:
Patients with no factor VIII :
antibodies 28,051,887 68.15
Patients with factor VIII
antibodies® 1,979,727 L.80
Home treatment: '
Patients with no factor VIII j
antibodies 10,923, 649 26.54 |
Patients with factor VIII !
antibodies 209,453 0.51
TOTAL | 41,164,716 100.00

»

*
These patients also received the following materials:-

NHS Factor IX 265,160 Units
Commercial Factor IX 10,000 "
Animal Factor VIII 16,000 "
FEIBA 2,471,838 "

PROPLEX 138,170 "

4’(/(07/
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. Table 16

Factor VIIT Units Used in 1977

The total amount of material used by 100 Haemophilia
Centres to treat Factor VIII deficient patients

? |
. . Number of| Factor VIII Average o
Diagnosis Patients Units per patient] 7 Total
Haemophilia A 2,084 L6,222,746 22,180 95 !
Von Willebrand's 254 2,159,541 8,502 b
Carriers of Haem. A 39 51,318 1,318 1
|
TOTAL 2,377 48,433,605 20,376 100
i
4-6/(0?
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Table 17

Treatment of Haemophilia B (Christmas Disease)
Patients in 1977

The total amount of blood products (factor IX Units) used
by Haemophilia Centres to treat Christmas Disease patients.
Data from 4 Centres whose returns are at present incomplete
have been excluded from this table

Reason Used Factor IX Units| % Total

Hospital Treatment:
Patients with no Factor

IX antibodies 5,261,319 76.4

Patients with Factor
IX antibodies 37,202 0.54
Home Treatment 1,566,460 22.82
TOTAL 6,864,981 | 100.00

¢4/ 602
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“ Table 19

Factor IX Units Used _in 1977

The total amount of material used by Centres to treat

patients with congenital coagulation defects

Diagnosis | MWIEE of) Fegter TN\ hverage | 5 wotan
Haemophilia B 321' 7,891,016 24,583 96.13
Carriers of Haem. B 9 42,330 L,703 ! 0.52
Hagéélélwiggibodies 711% 275,160 25,1k5 | 3.35

TOTAL 341 8,208,506 24,072 100.00

*Data to be clarified.
Factor IX.

Patients not treated exclusively with

#¢ 10
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The number of patients known to Haemophilia Centre
Directors on 31.12.77 and the occurrence of factor

VIII and factor IX

antibodies

Haemophilia A | Haemophilia B
Cumulative total number of .
patients known at Centres 3,699* 650
Cumulative total number .
with factor VIII or IX 208 6%
antibodies
% with factor VIII or IX
antibodies 5.62 0.92

excluding patients known to have died prior to 1977

4,(/ 611
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" Table 26

The incidence of hepatitis in patients treated during 1977

7
Narber cf | Numver of cases of %
Diagnosi patients Caundice reported  sundiced
treatad valna-ce -eporte ]
f ,
Haemophilia A 2.084 49 (54) 2.35
Haemophilia A .

Carriers 39 - 2.36
Haemophilia B 321 7 2.18
Haemopnilia B : .

Carriers ° N=1 Nil
‘Von Willepbrand's -

Disease 254 3 1.18

TOTAL 2,707 i 50 65). 2.22

* . . -
The figures in bracke:ts are the total number when

asymptomatic cases are included.

qrc/élz.
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