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Table 1. Total number of haemophilia A
and haemophilia B patients registered with

Factor VIII level (IU dL™)

Factor IX level (IU dL™!)

UK haemophilia centres in 1981-96,

grouped by severity.

Year <2 2-10 >10 N/K Total <2 2-10 >10 N/K Total
1981 1718 1194 838 193 3943 255 279 131 36 701
1982 1746 1234 911 197 4088 260 300 140 36 736
1983 1755 1273 980 204 4212 267 318 152 36 773
1984 1791 1299 1060 207 4357 275 332 162 40 809
1985 1803 1322 1110 208 4443 283 341 171 39 834
1986 1793 1344 1149 213 4499 287 353 179 41 860
1987 1793 1378 1201 221 4593 295 359 196 42 892
1988 1790 1397 1247 227 4661 304 363 202 45 914
1989 1775 1420 1286 229 4710 307 367 210 48 932
1990 1749 1431 1329 231 4740 314 373 220 48 955
1991 1717 1451 1368 232 4768 323 383 234 47 987
1992 1697 1466 1410 236 4809 323 390 241 48 1002
1993 1662 1485 1457 240 4844 324 395 251 53 1023
1994 1704 1515 1518 245 4982 330 402 259 55 1046
1995 1639 1493 1549 229 4910 331 407 263 48 1049
1996 1546 1489 1552 239 4826 332 408 274 50 1064
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Table 2. Haemophilia A patients known at haemophilia centres in 1996, showing the number of patients treated during 1996 and the
number of treated patients who were on home treatment, with the severity of the coagulation defect and age.

Number of patients per factor VIII level

<21UdL™ 2-10 IU dL™" > 101U dL™! Not known Total
Age Trtd On HT Trtd On HT Trtd On HT Trtd On HT Trtd On HT
(years) Regist. 1996 1996 Regist. 1996 1996 Regist. 1996 1996 Regist. 1996 1996 Regist. 1996 1996
<5 134 124 63 84 52 11 60 16 1 4 3 0 282 195 75
5-9 180 167 141 121 75 35 929 32 4 0 0 0 400 274 180
10-14 172 156 139 92 59 28 102 26 2 0 0 0 366 241 169
15-19 140 125 111 98 58 30 101 20 N 4 1 0 343 204 146
20-29 250 230 192 233 99 41 245 49 3 14 1 1 742 379 237
30-39 294 240 203 288 103 32 291 44 2 12 0 0 885 387 237
40-49 186 150 115 211 63 23 209 33 4 23 2 0 629 248 142
50-59 103 81 60 157 46 8 153 32 3 14 3 1 427 162 72
60-69 47 40 25 116 38 6 154 26 0 11 0 0 328 104 31
70 + 33 19 11 80 20 1 132 25 0 10 1 0 255 65 12
N/K 7 0 0 9 0 0 6 0 0 147 2 0 169 2 0
Total 1546 1332 1060 1489 613 215 1552 303 24 239 13 2 4826 2261 1301

Regist., registered; Trtd, treated; HT, home treatment.

Table 3. Haemophilia B patients known at haemophilia centres in 1996, showing the number of patients treated during 1996 and the
number of treated patients who were on home treatment, with the severity of the coagulation defect and age.

Number of patients per factor IX level

<210 dL™ 2-10 TU dL™! > 101U dL™! Not known Total

Age Trtd On HT Trtd On HT Trtd On HT Trtd On HT Trtd On HT
(years) Regist. 1996 1996 Regist. 1996 1996 Regist. 1996 1996 Regist. 1996 1996 Regist. 1996 1996
<S5 20 21 5 21 12 2 7 1 0 1 0 0 49 34 7
5-9 37 32 22 25 18 3 16 3 0 0 0 0 78 53 25
10-14 31 24 18 37 17 4 25 6 1 1 0 0 94 47 23
15-19 31 23 21 33 21 6 35 N 2 0 0 0 929 49 29
20-29 54 49 38 82 40 15 43 1 0 0 0 0 179 90 53
30-39 61 41 31 72 20 10 40 4 0 8 0 0 181 65 41
40-49 42 31 23 60 17 3 44 8 0 1 0 0 147 56 26
50-59 30 24 19 21 6 2 33 4 0 5 1 0 89 35 21
60-69 17 10 6 29 16 5 16 N 0 2 1 0 64 32 11
70 + 7 6 2 27 8 1 12 2 0 1 0 0 47 16 3
N/K 2 0 0 1 0 0 3 0 0 31 1 0 37 1 0
Total 332 261 185 408 175 51 274 39 3 50 3 0 1064 478 239

Regist., registered; Trtd, treated; HT, home treatment.

Number of Haemophilia A and Haemophilia B Patients Born in 1969-1996
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Fig. 1. The number of babies with haemophilia A and B born in
the UK in 1969-96. These figures include both severe and mild
forms.
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Table 4. Original baseline FVII/IX level (IU dL™) of patients
who developed inhibitors in 1981-96 and age when detected.

o Number on register per baseline factor level
Age when inhibitor

Detected (years) <2 2-10 >10 N/K Total
Haemophilia A

<1 2 - - - 2
1-4 52 7 - - 59
5-9 22 9 - - 31
10-14 2 - - - 2
15-19 8 2 - - 10
20-29 5 2 2 - 9
30-39 11 4 - - 15
40-49 4 2 - 15
50-59 10 3 - - 13
60-69 4 2 - 11
70-79 1 2 - 1 4
Total 127 37 6 1 171
Haemophilia B

1-4 4 - - -

20-29 1 - - - 1
Total N - - - 5
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Table 5. Number of patients with rare
congenital blood coagulation defects
known to UK haemophilia centres, with the
number treated with blood products during

Number of patients

1996 and the number on home treatment.
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On register Treated On HT
Coagulation defect in 1996 in 1996 in 1996
Fibrinogen deficiency 79 6 -
Prothrombin deficiency 11 1 -
Factor V deficiency 50 6 -
Factor VII deficiency 164 17 2
Factor X deficiency 84 17 7
Factor XI deficiency 610 29 -
Factor XII deficiency 543 3 -
Factor XIII deficiency 26 11 2
Combined XI + XII deficiency 11 - -
Combined II + VII + X deficiency 5 - -
Combined V + VIII deficiency 19 5 -
Combined XI + VIII deficiency 7 1 -
Combined VIII + IX deficiency 1 - -
Other combined defects 43 2 1
Platelet defects 559 26 5
Total 2212 124 17




Factor VIl Units Used by UK Haemophilia Centres in 1969-96 to Treat
Haemophilia A Patients
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Fig. 2. The consumption of factor VIII in the UK 1969-96. Total
consumption is illustrated, as well as the separate amounts of NHS
(BPL or PFC) and commercial products.

Factor IX Units Used by UK Haemophilia Centres in 1969-96 to Treat
Haemophilia B Patients
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Fig. 3. The consumption of factor IX in the UK 1969-96. Total

consumption is illustrated, as well as the separate amounts of NHS
(BPL or PFC) and commercial products.
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Fig. 4. The number of new inhibitors (factor VIII antibodies)
detected in haemophilia A patients in 1969-96.
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Table 6. Total materials used (at hospital and for home treatment) in 1981-96 to treat haemophilia A patients who had FVIII antibodies (inhibitors).

Factor VIII units

Other materials (u)

Number of

patients Cryopre- NHS Commercial Total human  Porcine NHS Commercial
Year treated cipitate concentrate concentrate FvIIl FvIl FIX FEIBA* Autoplex  FIX rVIla**
1981 135 133 000 1345 000 4186 000 5664 000 924 000 377 000 1119 000 336 000 - -
1982 149 87 000 763 000 5001 000 5851 000 1183 000 1388 000 1573 000 501 000 - -
1983 139 100 000 1299 000 4158 000 5557 000 1513 000 1217 000 1058 000 417 000 - -
1984 157 62 000 1193 000 4459 000 5714 000 2020 000 2533 000 475 000 132 000 - -
1985 141 19 000 670 000 5910 000 6599 000 1689 000 1543 000 834 000 169 000 1082 000 -
1986 169 65 000 1519 000 4469 000 6053 000 1078 000 1460 000 1554 000 592 000 447 000 -
1987 145 3 000 1293 000 6499 000 7795 000 1204 000 1806 000 2107 000 23 000 3 000 -
1988 167 91 000 1044 000 5675 000 6810 000 684 000 1929 000 3538 000 207 000 - -
1989 168 - 4359 000 3597 000 7956 000 429 000 1289 000 2588 000 168 000 - 871.1
1990 172 2000 3989 000 987 000 4978 000 741 000 1858 000 2625 000 174 000 - 984.9
1991 139 - 3632 000 2634 000 6266 000 884 000 1371 000 3781 000 96 000 - 84.3
1992 109 - 5458 000 2110 000 7568 000 706 000 1397 000 5294 000 65 000 85 000
1993 113 - 5740 000 910 000 6650 000 429 000 1688 000 6477 000 99 000 10 000 961.6
1994 123 - 4116 000 5049 000 9165 000 329 000 1052 000 9051 000 376 000 42 000 561.7
1995 145 - 5457 000 6498 000 11 955 000 420 000 1633 000 4971 000 - - 2071.6
1996 106 - 6241 000 4190 000 10 431 000 156 000 2038 000 6043 000 438 000 9 000 1059.2

*FEIBA, Factor VIII inhibitor by passing activity; **mg.
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TRMEBMARERE & L TBREN TV L EREN
T 5L, ZOREIHED I ¥ - HEBWIC
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Fv 7 AT 4= NKHRE Y —~Ebh b I ki
HToTWwh, TOYVATLIZE->T, MAKEEEZD
ST 57— ¥ OIEMS A E L7, &
NS DBREDOIECNET 5 FEl % T S BEIC 5
FEhTWws 0,

1981 ~ 1996 4 IZFE A3ty S M7z IMAHE A B
1,190 5, 1A% B &3 108 1, von Willebrand ¥
B 155BIDFER % Table 7 127~ L7z, Z ORI HIC
B HIMKHE A BEDOELIRIZ AIDS T, il
£ 56460 (38%) HFELC LT b, AIDS I3 1987 4E
DSREENZ BT REZ DFRR O 1 7L 7% -
T b, FEROEE 2T A I T [15961 (10%) 1,
RATHE [12961 (9%) ], LAHEZEZ L TR
1884 (6%)], Migere & DIk ga A5 [89 fi
(6%) ] ATV B o HALE MR AR L 2 &>
Fesa e 7 A TOWIMIZ LY 32BI2FE L LTV 5,78
BUIIFERE TR L, 28 BllXSHfTIEL, 156
F# L7z, MR B B IR I ASSE R O 4 1
fir (14%) T, RATHE (10%), LAHEZES X O
DR (T%) DN TW5, MK B BE DL
BlDHH HIV BETH > 72013 1561 (14%) DHAT
Ho7ze

1981 ~ 1996 4F- 12 227 T, 15941 von Willebrand
FREBE DI L7z, SEIRIE, 2060 (13%) A%, 15
Bl (9%) AS ML LEE, o 1560 (9%) A5k
R, 1161 (7%) 2SN L & 72 13N T -
720 THNEHRIZ X AP TH - 725 von Willebrand
EE D THID ) B 6 FIANME HHLHIV LR 1%
THo72,
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Table 7. Deaths in 1981-96 of haemophilia A, haemophilia B and von Wlllebrand disease patients.

Number of patients*

Cause (as reported by

haemophilia centre) Haem. A Haem. B von Willebrand Total
AIDS 546 (546) 12 (12) 6 (6) 564 (564)
Cerebral haemorrhage/stroke 132 (32) 16 (1) 11 159 (33)
Cancer 5 (18) 14 (1) 20 129 (19)
Ischaemic heart disease 5(7) 8 15 8(7)
Aortic stenosis 3 (1) - - 3(1)
Respiratory problems
Pneumonia (not PCP) 53 (20) 5 7 65 (20) 7
Chronic obstructive airways disease N - - N
Pulmonary tuberculosis 1 - - 1
Pulmonary oedema 1(1) - 1 2(1)
Pulmonary embolism - 4 N F— 89 (21)
Acute asthma attack 2 - - 2
Chest infection 4 - 1 5
Bronchitis 1 - - 1
Respiratory failure - 1 2
Emphysema - - 1 1 J
Liver disease 69 (41) 6 (1) 3 78 (42
Septicaemia 14 (10) 1 1 16 (10)
Haemorrhage
G.I bleed 11 (3) 2 - 13 (3)
Retroperitoneal bleed 5(3) - - 5(3)
Throat haemorrhage 1 - - 1 32 (10)
Iliopsoas bleed 1 - - 1
Intra-abdominal bleed 3 (1) - - 3(1)
Haemorrhage (misc.) 8(2) 1 - 9 (3)
Renal failure 8 (3) 2 11 (3)
Acute myeloid leukaemia 2 - - 2
Hodgkin’s disease 5(1) - - 5(1)
Non-Hodgkin’s lymphoma 2 - 1 3
Post-operative complications 11 (1) 3 2 16 (1)
Accident
RTA 9 (4) 1 2 12 (4)
Head injury 5(3) 2 2 9 (3)
Fractured femur 1 - - 1
Inhalation of vomit 1 - - 1 28 (7)
Fall - 1 2
Drowning - - 1 1
Smoke inhalation - fire at home - - 1 1
Killed in France — no details 1 - - 1
Suicide 10 (4) 3 2 15 (4)
Overdose (not suicide) 5(2) 1 1 7 (2)
Intestinal obstruction 1 - - 1
Staphylococcal peritonitis 1 - - 1
Cot death 2 - 3
Ruptured spleen 3 - - 3
Perforated peptic ulcer 1(1) - - 1(1)
Haemophilic pseudotumour 2(1) - - 2(1)
Graft v Host disease - - 1 1
Perforated aortic aneurysm 2 - - 2
Ruptured oesophagus - - 1
Ruptured splenic artery - - 1 1
Abdominal aneurysm - - 1 1
Acute infection 1(1) - - 1
Legionnaires disease 1 - - 1
- AT &N, 1995 4F12 13 rFIX B O 530 O [ R
BRI S LTz,
$mu,wmﬁm%1%6$i@%ﬁﬂ—ufw 1987 LK, %lfiHWm\Klé%W&ﬁ
Bo COMMPIZIE, BELDERANY Mo ORRTHIHE S, DI D FEE I
726 Wé: LT, D AIDSERDHRE SN2 LR JHEEZ T%ﬁﬁl@ 11'4“(25)0ﬁ09&.“ﬂi H

CHIIFRT ANV ADIFELR EDEIT N5, 1984 4
WCIPIZ2— FLTWAEEfO7a—= 72
I U720 0 10 F2I121E, FEENC BT BV 3L

SEIML AR AR 23 b BHE S C O Mm% 1 v
ANIEGL L, MR B EAZE TIX Z 0EEITAZFIK
o 72 MBALIE S 72T B FVIT 84A11L, HET
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Table 7. (Continued).

Number of patients*
Cause (as reported by

haemophilia centre) Haem. A Haem. B von Willebrand Total
Gastroenteritis 1 - _ 1
Epileptic fit 1(1) - 2 3(1)
Cerebral palsy - - 1 1
Combined immune deficiency 1 - - 1
Undiagnosed metabolic disorder - - 1 1
Senility/Alzheimer’s disease 2 - - 2
Natural causes 1 - - 1
Unascertainable 2(2) 1 - 3(2)
Not known 88 (4) 26 66 180 (4)
Total 1190 (713) 108 (15) 159 (6) 1457 (734)

*(') = number of HIV+ patients.

131984 4 12 AIZEEAT S, BAED 7 H I mBLs
S 72 NHS FVIT #%] (8Y; BPL #1) 25FI T #E (2
Holze D728, 1985 FMEHIZIIEERMB & OB E
DR KE 2 & B A S 72 INBILER 5 50 & 2 h
AEOMBIMIL X N T Wi WIEEEREAIO L L 5
PEBIEDLEZELVEV) VL UL DA
LTz, COEKRMEICE T, ez A % 655
T2 LRI -BEO—ERAHIVICEGE S 7
WHEMEDSH B & LI RIICRED STV A5, T
BULEE X /-1 IO FVIT 3% C o HIV Juik iz
AT 1986 FI2HRiE S, KEH L LTI 0BFIH Ik
EMigrosl& EiFeonz2 &2 BT LEND
% 2V, BPL #258Y OEED 72O IZHE L7z A
WV ARTEACLEL 121, 80°C C 72 Wy Nk L B 3
LIEPEENTVE, 8Y ORFEICH & Hit &
UKHCDO O T Db & I2FE i S Nz iERRER T
&, SOTREPCHPTEY ANV A3 L TOAERT
HbHIEHRENIZ W0, Z O FVI 2]
(X, BIAET O REETIL CFIH ST b rFVITEF]
(ZIEETIE 1994 F I S NGO 7288, SiiTh
5 EDSEHOMITIZ BV TTFEOE Y 4 THME:
L) 12 & VIR SAL72, 1994 ~ 1995 4R IZfHH &
N7z FVIL AN D 9 5, BRI 2 TEHNS 4% %
HO BT E LD o775, 19964E121316% % Hd 5
IZE 572, 16iELL T O T RTOEZ OB ITEILT
MR 2 RIBH) 2 F\ VW B 2 & AR S 72 D12 19984F
D2HIZR>THLTHo72,

BRI Z &2, PRINFEB R AR T2 0T A%
K FHTER L) I o212 b 5§, £
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DI AIHES B AFI A LT (Figure 1),
WL OPOFAETIE, REFMHETH L Z LD’
HOEPIZ o728 LT, it x AT 5 MAHRR
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% 162 ZOMMIIEMETH ), HiFIZ L o T
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M B RO FERH L < & 1) 2470 BH) A ]
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o2 XY, SEEEICBIT A A EE AN
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D20%HEINT 5 & FHIL TWwW5E @,
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bOLIE SN T VD, fRA LB DOREEANE A
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BRI 2 2 30 4ER) 13X AEZIEL T v, o
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y — 3 OY A R ER R ORI T
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(&, AR I SRR AR A O AR e B
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WZH BN, TNbBEL L ZOEBIIHT 585D
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FEHEN A,
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