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BaverﬂlgﬁigzzzzZant advanzes in she Srzatment of heemopnillin haw
~aken ploce in regent yesrs, Yarious therapeut C MRTerLilE are

. wow avalable. ™ most recently developed is gaaaw Irigzewdria
antiwh%%%ﬁpnili gisoulin ssngentrote whish iz gxpensive and
may bein limited aupply. Newervheless, 1t n§;&a$xmxghbe The
swerppewtic apent of choice in the na;or*vv of cases, ank would
ve wfpd widely if aveilabls in larger snantilles. §
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A ghort time bsfore thiz rmesting took placez, product givles
‘ wgre grznisd to twe Y*«Mc whish impor® f?nuwpmﬂrﬂagf%ﬁ@fﬂﬂﬁtﬁﬁﬁTf
~NEX :ﬂom oversens, mnP‘"g ¥ available to hospitals and-haemorailia
centres. The Depar ﬂsnu decided to nesmmble a group of sxperts
“ avize generally ¢n the likely o
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138 tronds in treavmeat ol
&3%&@5:;1;& and, more specifically, To maite nroucsaza cn
ff;eal*s ic planning for the future can be based. :

\ The terzs of refersnce ol Shis grour are 2s follayst

K& "o gdvize the Depariment on srends in fotheds
w o
treatmens of hgsmau vilin gnd allied cepdliicns:
to conpider posszible future requiremsnis Zor The Tresar
of the condidiom and thae consequences jor the
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{ supply of therapeutic ageants'.
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F0l 1 owing “hetrodest Ty the framwmwﬂ, ihe orouy

considered ;apC“"”- T yrusyyd by Dr Biggs anc

Dr Haycock. 4 gendgnl @ %' fodfoved and the Dain yoLLT

ars swwarised in IHME ATThe aO“-IMS‘on of the mesiing,
the Departmens Thoge are

several recomsendations vers rede to

- aisw eaunmsratad.
1. Y SIZE OF THS PROBIEN

mhe number of individunls suffering Yrom naemophillia ia tne v.i
ig pnot known. It was axssed thas the pumber regisgerss aith
haamophi?ia centres (1,7%4) iz an under-estimate. Basea on
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»{c) The yield of facter VIII \
{ This vas clsarly demongirited Ln

L

Bpout 4

the generslly accepbed ratio of $/100,000 in the U.K.,
a00 eoa be uged A8 A repnenable estimnte for

a flgure of 3,

forvard planning. There was originelly o central registor of
honemophiliacs but Ty vas discontipued; <thers might be
advantazes in reguping nzvional regiztration but there are no
plans to 4o this at wresent,

2. PRESENT TREATNINT
g4 by the lock from the blood of gn esse

Hzemophilia 15 caus ] n
soagulation factor; facter VIIIL. Yarioun thorsreutic ageny
ach has advantoesss ood disadveaniag
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eontain factor VIII, ami e

in its uce. These were discussed by Iv fipps in her paner. IS

is mgresd by clinicizns that the pradersed Trostmant of eplscise
end orovedurss is with ng

o< pleedins bafcors and Suring surglond

more purilled ;rq§u&f§?“n§?aly pryogreciyitate and ARG Coprgnteat
v Y

3. COHPARISCON /OF THERAFZLTIC MATERIALE

ig eurrevily the WCIT COMROD

rowand therppeutic

Creonre gaus - RET
AgENT. . o 872, figures Irom 0 SWRSLITY of guestismaires zans
tg Directors of hazmophiliz centree indicate this eryopreooTitat?
Zwmm 250,000 donations of blood (i Togiland and|¥ales) vag i3Eved
while human Al esmeeasrose from 50,200 donoiioss ¢ bloed
(Bnglahd, Walss and M. Ireland) ves t3zued. Thirroes

‘ d roprocipiiate compared with ARG Zumzenny

sregented frogen and munt be kept

{a) Cryoprecipitatrs i

I in deep-freeze unvil immedictely before ua&.wdfyfj

vihe The process of meking up the noterial Is tedidus and
could be abused by nog-experes.

ig Tasigble from basth\to baten

brizy %he
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of eryoprzeigitate,
table 11X of Dr Bigg's paper. I% is possible

post-infusion level of plooma I
Y desired level but in sractics 3
uarianle vovency of the therarsu
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Wﬂﬂa‘rwé'*sﬂ:agnggptrgig ‘s pragenied In ba%ﬁla&% sach oonvsining
3 im3ts of 1actor 7IIT metivity. The bogriles should s
kept at Y10 iTioannd ik
{sate kept under ideal copditfons. The magerisl av
present avallaole pkility but ther of goes
solublility iz wery\ wpey TO mMBK: up and the
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O oand heve g vary signis wper lifz than
eryopreoial A
Wuis of war 1o solubilis
' roaotiong folloving

4 pepsible dizandventage ariper frgs wh Tuan that AN conmenmesrs 4
i3 prevared from a larger poe. of donntione, and in cheory F
therefore, the risk of hepatitis is greaver. About ¥ in 80U f
of she dorors who presgzc to the transiusion sarvise i3 8 parwvisr é

of hepatitiz 8 satigen.
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The present polley of rejecting donaticng which give a pogitive

test Yor hepatitis D antigen will reduce the incidence ¢f virus

in *he blood uped to muke nlogms pools. In practice, studies

in several contres have ghown thut the incidence of hepatitis

among severely affected patisnts who have been treated with the

rryege-dried prepurstion i not very mush higher than that at

centray not using Sroeze~drizd concentXaie and this sugzests

that the development of heperitis in these mulbitroosiused

vatisnts may be dose-relpved. Lt was anreed thot the theoreticall:

inooesmed risk of acsuirinz nepatitis(which does not scem to be

borne out in practice) should .not be s deserrent to uming the

rgazewdrind preparsvion and in eny ecsse this compliliation will
nevy Sor hepatitis antizen,

geeroage with waiversel sgrosning of dono

A sur?e% guctezd by I Bisrs indicates thnt the Ineidence of anvi-
faesor VIII cuviobedism in sbout 65 of szvimnis dots ol seew T
’ be roleted to the zvf® of\irerapsdily maverial uues.
. LY
A% a3 meectinr cf fthe Haemopiilia C@ntrgkﬂirett:rﬂ im 1972 ihers
*;y# way a’consenyug of cginion in favour ofilzsggesdriel concentrate,
A and this con¥irmed in a survey, underiasn™yy I Nagccel, o
R the vpifions cf clinicians. The limiting factons are the capscily
%r : Zor mrofucticn {(and the crzi) of this nrrrarzilon,
ﬁf*%% RE&?ZRSﬁEﬁTE 0F PEERAPBUTIC LGENTE | N
/?g : corsideranly more cryoprecipitats than Irsege-drled
/s cotcentrate was isgued in terms of donciicns of tlosd, |
TEowaw generclly sgresd theb 400,000 donaticns wonls reguired
ol Bevearli
N

f o treat UK sulferers from hoewophilis of all degrv ;
and more 1f gtremuocus efforts were pade To clear guwrgieal waiiing
1ighs and if howe treavment or sveniual.y propuylaliie Sreatmers
fg&%am&vaamsgtaé weys of desling with the sroblems ¢Dhaewophilize
“Tifgesaving surgery has been undertalen Jor some Tinewsang the
¢ therspeutic agents which ars aveilable, dut climicizng pust now
“look to the possille imgrovement in the guality of Mlfe of boys
and men vho gulfer Irom haemophilia. _ p

vre freezs-dried ANGC concentrate
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K Ko
) Smam twe foreign scurces the prospecis ol Imrroutd canagement
i of day~-fo-day Dleeding episodes using shiz sherapeusic agsnst o
’ . become dsalle I? the.znticipated znmual uggake of 20 miliizy
uniis ofit e-drizd ANG concenirage~oy Yo ve met Irom Jorminr
3 We cont will be of hkhe order ¢l £2 million 7.2
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{szsuming th Vo e 30,

A% pressent, UK prododvidor XS sgs than *he raguired
amount of the freeze-dried prepursticn. 1% wan agrisd thav hers

- uag an immediste nesd %o discusy the adwisebility of sentral
surchage and digtribution of the two rofasr ildany pruduued
prepuraticns, There is also & presging nsed o zexe ways 0r
inerensing UD predustion with.the intenzion of reducing ond g oo

o STarees,

as possible ending purchazs frem foraign

¥reege-dried AllG concontrutc 1z made at he Blocd Products
Leboratory, Elstres; at the Plaswa Practiomation Laboratory, Ozford
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and ot the Blood Preducts Laborvtory, Edinbirgh. It is
ssgential the production and dizkridutinn of the therapeutic ;

agents concerned ohould be congidersd ap a U.K. sxerciss,

In any consideration of increnred UK production of freege-driad
AllG congentrate, the immediose problems-are thozo of the -
organigation and coss of ipersasiny dountions of either whels
blood or plaoma (by ploomapheresis) and the difficuliise,
ineluding vout, of inereaging thoe capacity of the laboratorics
at present ouguged iz production.

i08e co-oparation tetwesn Ongland (including Walss and 17 Tyolannd
and Jcotlund will t¢ required in order to co-ordinate and cpiimis:
blood celloction and trancport, the fractisnuticn procosses,
dizTribution of the shexppeutic agents, and utilisazion of oshior
blood fractien by.uf ™

gy TED EypE

"o wen aof

RROOMMENDATICES ;

(58 Bhonld give carly consideration to Santral purehass
f frevne-dried ANG concentrats from the Firms wio hava
pontly bgen granted product licences. t
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2. Distribution to octher hagmophilia sentron 4nd hespitals

ghould be through the Hegional centzes, 3 of Wiidh aze in

field inm Englend, 1 in Sootinnd

A Uzxford, Henchecter and Shes
/ (Bdinburgh or €lasgow) and 1 in London (to be decifed).
] The estmblishment of such a dictribution scheme wopld be
§ pra-recuigite of NHesommepdotisn 1 in ordar 4o srgwre thae
\ most effective uze of zpvailable material.

\
3;,3 At the same time the U.X. sheuld aim to beconw
ﬁ%‘as soon as poszible by increasing home prcduﬁt&k
)

fff dried AHG concenirate.
fmeulted about

L 4. The Regioma) Transfusion Dirsctors should ba
ef {acroneed

\ the congeguencey of Recommendation % in te
Bluod Trangfusion Servicss throughout <he

5 demands upon the
v Discussions should take place between DNZ3 aps the

dipectorg abous problems of decrsmsing profuctisn of
¥Yrogh-frozen

cryvprecipitate, ineressing production of

plasma for fractionation and the pospibly/incrsssed
colilection of plassa by plassepheyeyls”
There should\be furthes ¢f this expsri group,
times to be aXransoed. Several.stGbjects need to de diseunnss
further, includfny home tPesihent, and, in dus course,
vrophylactic trentment.

meetinge

* 6. The expert group membershin mighi be ezponded o imslude

representatives of each of the Regional hasmophilia ceatraes,

3 repregentative of the Negiornl Transfusion NMrrevsrr, ond
It waz alse surpested thay the Fellicnel

csgibly & BAMD. ’
fedical Director of the Scottish Fationsl Blood Transfusion
Assoclation end Mr ¥att of the Edioburgh BFL should be
invited 0 join the group. '
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