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DEVOTED TO HEMOPHILIA 

In cur winter 1982 issue, we brought you up to date crt Alpha's ammpts to protect the The Specaflsts Speak Out 
raticnshemcCbicicpulattonagainstAczuiredImmureCeficeicySyndrome(AIDS). 

New Clues Minimize wit ccrtinuecurucdatesinanacsrr topmteraiarmistputtctyunfJwh it the 
US P_Go Health Se..'ice now terms thevnumberore Priority has been sch'ed. AIDS' Risk to 
`opess ro say. AICt^a ras stecced un e'orts to crow herrophric patfents, but new 
ev--ercesuSSessMeresroproof;hatXCS'sr+ Nyasseratedwithhkader Hemophiliacs 
tlecd Oroducs (sr accompany gar;de). 

"AIDS has not changed the ,ere is also mcur hg evidence from the sec - to show that to oid av used pasma 
Dcccuc:s by cumng tack on so-cot,1W =l:vs surgery -most oft onnopedic- has had need to treat hemophilia 
some urexcec:ed and negative resuits. When surged has not been performed. some appropriately' urgent joint prctierhs have been created. rectarrg a•.e use U more concentrate than 
might have been used initially. It has been two years since the first case 
At the beginrirq of 1983. some authcrites were urgshg hemcphiiracs toswitch from of AIDS was reported and the syndrome's 
ccreentrates to cryocrecit to to tree t leech g epsodes. Most saecaCsts, and tt;e causes are still a mystery. The prevailing 

National Hemophilia Foundation (NI-F).however. recommended that existing 'eatment view at Dress time is that a novel virus -
r-ehcds continue. As we go !o press. the only parents for whom cryoprecpitate rather perhaps a mutant- a ay cause shutdown of 

ran corceneate is stfi being recommended are rations wit» mid herrachiRa wto receive the immure system, making patients sus-
cectitle to unusual opportunistic infections Ireatrent or t'eeci :g episodes only Once cr twice a year. ne+rty Ciagncsed patlt3n15• such rewooms and chidrn under the age d There tour ere is some question as to whether use as Freumocysbs lamina Kaocsis stir-

cf c-iccrx:citate would actuaiy be safer L"an coreentrate in any cam. coma and cytomegalovtius 

A ah AILS has passed :O pre general De Cu'atiCn (sJK ceroar Cf the 1560 documented AXIS Not Spread by Blood Products Alone 

cases ;n the US do rot 5t true h ;h-ruk categoras to :he dis2ase), a=rding to the Centers The outbreak of AIDS is making very slaw 
:cr Ciseasa Cont' (CCC)in ACanta its s t mirkyconfined tohomosexual or bisexual inroads and current evidence suggesa that 
males who rave many sax gaolers. inI;vendus drug abusers and recent haitan immigrants. the disease is of very low infectivity. It row 

• 
yC Uey

counts 20 new cases a week in the US. Un-
n.aceCtthue tact. our medicald!W L'r, C: =MCA' M0,5ffi to 'We feet wehavea 
rrcrai resncns:wiify to exe"xe i'~esedcrors from cur donor pod" In the first six monlhsef 

siloexpl 
infections
nect i  haveenowhtecy arid reportedr  in 

istiC   now teen  in 
AI c`a'sscreeningarograrr in'a-SCDpa ton 6aldc ersvdurtarlydsqualFedthemselves ci~,Lldron who had received no blood prod. 
!mmi the pool Nora cf Alpha's 27 olsotacheress centers s located in the high-risk cities , , ccnFrming caner suggestions that ex-

• cf Los Angeles, Sari Francisco and New lbrk, in any case. Cesure to tbod producs is not recessary 
The Ameecan Red 'Cress was as.siyone of this bet groups to institute donor sereomng, for AIDS trarsmissicn. The New yCrtr Times, 
ara many fear ther srreerirtg programs maybe teas effective tan Alpha's because of in fact ran an artice in early June stressng 
peer pressure to donate rather than to exclude oresed when business or church groups that the risk of AIDS was slight for people 
:arsicate in a blood drive. needing transfusions. 
As can of Aloha'sccrnmi enito tae pcbtemof AIDS. we have sponsored a number of Al a spring conference held by the 

seminars on this subject From ore of dtese. held in March in Puerto co,R  we produced a AsTuenoanFlood C , or 
3 was panted 

cassette tape featuring experts such as Ors. Louis Aledert Shelby Dietrich, Marvin Gilbert out that it AIDS were transmitted through 

Margaret Hifgarssr, and Alice Fcrsuer, RN; you may order this we for only 32.50 (to blaci. the incidence at the disease wculd 

cover cur coss and postage). You can also receive. free. aparnphlet designed to answer increase among transfusion recipients in 

questcrs hemophilic patients and heir famiiws may have abort AIDS. areas designated as-hot spots by the CDC. 
No such increase has occurred. 

We have recently uodaled our guide for hernoohac cadents who travel: it is called Further, no common lot number or 
Passacn and it will be sent to you for only $1.50. to corer cur coats and pcsGse. You common manufacturer has been identdted 
may crier all these items on the attached redly form, as the source of factor VIII concentrate•re- 

We have also irG4ed in this issue an evalualon form with we would apprecate having caved by these hernephsaes who have de-
ycu all out It wfl Ike only a low minutes b armww .e questions as you order the ''cam AlCS. A!d rtUny hem0Piacs who 
cassette tape and ,: dent 8eramre mentioned above. And it wii help us make q is received M cant my the same material have 
newseter more relevant to your needs. Thank you. not developed it's slndrome. 

• K','.i..ammv~i mr rl 
Sircerefy. 
Alt p THERAPEUTIC CCRPCRATION tn?aeor+ara trrt><]t i,mr>,a o.ha>- 

._.l._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._._. k* to  Mrn00nC 7rrr0 ism hMr~rnert 

• w stir nr>Qe rd aaW s tn pro- 
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most sources agree. however, that AILS 
carrot be soread through casual contact 
AICS has been transmitted b female sexual 
partners of AIDS catlents and to c`tidren c1 
Haitians and of drug abusers. There have 
beer no suscec.ed cases of trarsrason of 

CS to health-Care prowders. rot has there 
teen any suspected tramsmiss;tn from tats 
ra:cry scecirners to lab workers. 

It should be kept in mind that AIDS 
cases in hemcohdracs represent only a Irc-
!ion of one cercent of all the cases in the 
ccuntry. Only 14 hemopniiaCs (but of a total 
of 12.000-15,000 hemophiliacs in the US) 
have been idertilied as having accuired 
AIDS. based on this iow incidence. Dr. 
MargaretHilganner stressed. at a meeting 
on :he issue at the New York elocd Center. 
that "we are still tallang about a very, very 
small prccorlcn cl the hemophilic pcpula-
bon 

Elective Surgery Resumed 

9y late May. physicanS such as Peter H. 
Lavine. MD. cf wcrceser Memorial Hospital. 
in a letter to the New England Journal of 
Medicine. could state: if AIDS is transma-
stie or inducible by exposure to whole blood, 
lac:or VIII concentrate. and clatelet concen-
tra:e. ills hard to believe That cryopredpitale 
wit be much sates 

Al a bnary m.e g at the New 14rk 
Eood Center. Ors. Louis Aledort and Mar-
garet Hitgartner ct ,Mt. Sinai Mecical Center 
in New York City SuSSes'ted that it might be 
even safer to receive lyophilized concen-
trates than cryopreceitata because the plas-

ma of a donor with AIDS will have been 
diluted by the addition of the blood of from 
2500 to 22.500 other donors, whereas tire 
Goo of only a tewdonors goes into a tag 
of cryopreccitate. infectivity s known to be 
dated to the concentration of vita. As Or. 
Aledort summed ituo at the Match Puerto 

omrx cohiIi 
 

err I
hemeohiliac who 
is exposed to at : 
least ten bags of -~ 
cryoprecipitate 
might as well take 
concentrate. The 
risk for AIDS is 
about eouaL 

At a Februarl 
meeting
Southern Califor-
nia Hemophilia Foundation. Dr. Shelby 
Cietrich of Los Angeles Orthopaedic Hos-
plal had also reversed her previous recom-
mendations cf cerrseratism -In December 
we suspended elective surgery, but we're 
now resuming it cis selected patents who 
really need and want it These are patients 

who have already tad considerable exposure 

to concentrates 

ha amnions sated in this rewtberr ere 
trxw CI the authors and do not "epee. 
santy raeea those of Atha Thm-8 1F 
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:-., .,-, r~en w,1 A&e lei w..Alk nurse 

sor.A/oha Rhenoeutc CcraaaoaC LCSAngeks Oc iota Arecbrt vie 
'he. Alt naaHcaotat Ny. and NHFrrecticar arecu. uhe Or. MaRarnl W 
nemarology arcomer unwers y Meal al Center New tuna HoSO12r. 

Or. Marvin Gilbert co-medical director 
cl he National Hemophilia Foundation and 
an onhopedie surgeon, also stated: -T ores 
a certain amount of elective Surgery we can 

put off. gut in a patient with synovitts of the 
knee that wit progress to destruction, one 
surgical procedure may be preferable to sx 
months cl prophy'actic replacement Inerary-

Importance of Odeg1tety1t'eadn0 
Bleeding Episodes 
Curtin experts were speaking cut at the same 
time against the rationale for the use of cry-
oprecipitate rather than concentrates for 
bleeding episodes. A member cf the nursing 
sail at Orthopaedic Hospiat in Los Angeles 
reported at the Southern California mating 
that they (eel that patients who were swiudhed 
to cryo are getting lass than adequate treat-
ment They wait loo long befom Caning in 
for treatment they're not treating smaller 
bleeding episodes which evermmJy become 
masxr problems: she said. 

Dr. Lois Boyten seconded thisopinian 
at the same canlwechee: -For patients with 
severe disease. we recommend imrnediate 
treatment of bleeding epaodes. Patients who 

wailed got into trouble. We recommended 
they use conservative measures most had 
:orgotten about- like crutches, bed rest and 
ice racks 

Itdoesn too any good aswitch patients 
to cryoprecioitate it you have to treat them 
conger because they
episode early enough Most patents who Sat 

use concentrate have treated bleeds right. 
away and so have used less concentrate. 

Alan erownsein.directorOITA National 
Hemophilia Foundation, was cuoted by The 
Washington Post as saying, -We strongly 

urge patients not to withhold treatment The 
consequence of wtittrcid'hg is far worse than 
AIDS' ~`. 

Potentfat AIDS Marker Found 

A possible marker found in AIDS patients is 

an imbalance in the relative number cf helper 
and suppressor T lympn0Cyies. (Helcer T 
ceits are white blood ceits that interact with 
other cells to activate an immune response 
that combats infection, whereas suppressor 
7 cells interact to moderate or inhibit the im-
muna resremse once infection has been elim-

inated). Normal individuals have twice as 
many helper as suppressor Cells. In AIDS 
patents. the helper T cei population is 5a-
verely depleted, with patients showing five 

times as many suppressor calls as helper 
teas. Researchers have linked this phenom-

enon wall a possible similarity between hu-
man 1-call  leukemia virus and AIDS. 

Since January. seven al published sltx3es 

have documented a low helper/suppressor 

(HIS) ratio in healthy hemophiliacs as well. 

found snorecOmmonYa '4paaentswilh 
remophili A who reeenw facer Vii conceo- 

trates. The WS imbalance in hemophiliacs 
represents an increase inthe number of sup-
pressor Tads rather tort a decrease in the 
number of helperc~typicaldAIDS 02 tens 

physicians do not fitly understand. however 

the true sigr*anCs of this roiling. 
Some of the spec alisis at a syfnCW'rh 

Alpha sponsored in March in Puerto Y1 
repot' that between 40 and eo cancae.

padenis, regardless of whether they receive 

high- or bw-dose concentrate may have HIS 

imbalance. In an oral communication to the 

Orange County Medial Ass ciarAn and the 

MDLO17659 . 
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• O.A1pha 
Cr..ic run acv]. a rt 

Scutr.ern California Hemophilia Feurdatbn 
in Fsbr•ary. Dr. Dietrich estimated that a high 
;ercznrge of remcphliats snow abrcrrral 
T-cad ratios when tested. 

In aary attempts to thwart hrrther spread 
cf A:~S in the'hemcohdc community. spec-
assts racornmerdee careful scrutiny of cur-
rent maces of hemophilia treatment going 
so tar as to suggest that patients receiving 
lycph toed ccrtnmercalconcenVaies of facS.Y 
VIII might be at greater risk of having ab• 
ncrmaiities of r ce+J subpcculaions Chan re-
ociena of ctypprec:pitate who would be ex• 
posed to fewer donors. 

At a meeting in Washington. OC. in 
March. Dr. Aledort. medical director of the 
National Hemophilia foundation. empha-
sized that the reversed T cell ratio is close 
to the same percentage among patients who 
receive crycprec:citate cr ccncen5 a a. ft has 
also teen reported that in Australia. where 
' all-volunteer blood donation system s in 

— act. the same H/S imbalance has been 
noted in hermophiliacs, minimizing the 
chance that nbn-volunteer. blood products 
could cause the presence of this baffling 
marker. 

Guidelines tot Prevention Set 
Anech chat inW.eAnr,a WlntemalMedi irie 
(March 1983) sates some simcie guidelines 
'o avoid ccnrrac:rig A105. seconCed by the 
NHR'As observed during the Cast two years 
the syndrome will probably Continue to be 
recognized in new risk groups The highest 
incidence of new cases. however. will 01100- 
ably continue to be among sexually active 
homosexual men because the Current pre• 
valence of disease and risk factors are 
greatest in this grouo...Even in the absence 
of certainty about the cause of the aXused 
immure delcfenccy syrdrome, there are op-
portunities for c evenaon. Because sexual 
tmarsni icn of a causal agent appears llkeho 
sexual contact with known or suspected 
patients should be avcided...Prevention at 
to syndrome in rear eats of blood and blood 
praCuct mayc22 for restrtcdng use of blood 
frcmnigh{skdarhars rnpr0vutgprtiparaion 
3rd processing of these products, and Cis-
seminaong guidelines for their use. 

• This is exactly what Aloha Therapeutic 
Xralfcn has ocmm ed to do. Acsording 

U'CWe McAuley. MO. Alpha's medical 
drector. -A11 commercal producers of
concentrate. following Alpha's lead. 
have taken steps to eimirhate members of 
high-risk groups from their donor pools. 
/cpha now educates donors about the risk 

,-C, +•avrt oar 4 
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Alpha Seminar in Puerto Rico Includes Clinic _ 
A detegaftart of U.S. hemophilia specialists 
attended an Alpha-sponsored seminar in 
Puerto Rico in March to meet with local 
treating personnel. During the seminar the 
visiting physic-ins examined local patients 
(below. Alpha's Medical Director D. Clyde 
McAuley, at right. NI-IF Co-Medial Director 
Dr. Marvin Gilbert). These patients showed 
dramatic evidence of the tack cf home care 
and prophylactic treatment with many swd-
ten joints, deformities and evidence of 
syneviis. 

Frequent Factor 
Replacement 
Decreases Antibody 
Levels 
(CR f"daa JM MaWtews: Effect of frequent 
/accr Vlll replacement on the level of lap-
(or Vlll antibodies in haemophiliacs Brit J 
Haematol. 5213.24. 1982) 

Pesults showing that hemophiliacs given fre-
quent but relatively smal doses of lacttr 
VIII may experience a decrease in antibody 
levels have led 9rilish invesigattus to spear 
late an what causes this phenomenon. It 
appears that suifident factor Vl ll may neutra-
lize antibody in the blood, or treatment  may 
induce immune tolerance. 

Of 24Cadentswithantit iesgivetthatdor 
VIII reoiacement for bleedll' epsodes, seven 
had tow-level antibodies disappear over one 
to Ifve years (A fall in antibody level was 
generally accompanied by a decrease in 
secondary anr'tune response.) Hgh levels of 
antibodies tel in six patients. One patient 
showed a dramatic fail in anybody liter wttle 
receiving 1500 units of factor Viii weekly for 
eight months. Eleven patients showed Gale 
mange. 

Because amounts of factor VIII used by 
each patintvariedvvhhbepttencyof bleeding 
eomodes researchers could not determine 
whether frequency of dosage or amount of 
factor Vili tecl arerttere tapraseneod the cause 
for the imprcyemem in atttbodys4sla. 

Joint Laxity May 
Predispose to Bleeding 
(JHPatrick.JL Senn, AAronstam. SC Oarby: 
An eraminadon dic.&iaadfyln haemcphura 
Injury (3:337.342. (982) 
Boys with severe hemophilia A have taxer 
thumbs and their fingers bend farther bade 
ward titan those of normal boys. Ahem piing 
to define a possible cause of bleeding into 
'pints, a team d British researchers postulated 
that increased laxity of joints in boys wdh 
hemophilla might allow art excessve range of 
motion, which in turn cos cause it's syn-
ariat membrane to rip and bleed. 

The degree d joint descuciton in 33 of 
the47adolescentboys(whoselevelsoffato(
VIII were lass than ore percent) prevented
acarate measurement of knee, elbow and

"Boys with severe hemophilia A 
have laxer thumbs and their fin-
gers bend farther backward..." 

wrist iofrns Active and passive i +t motion 
of thumb and artlde tennis was assessed by 
ganicme0ec 

Oespele Ihl fit Nat researches found 
rhoccnVirtdng evidence of an aacciadon be-
tween bleeding frequency and ON IaxiN. they 
cortGtded stxte forth of lc.rdt laxly might be qv 
a reason for variatxTdy in deeding frequency r"
in boys with genre hemophilia A The! suc- o 
gelled ftuther work to determine whether 0 
joint laxity runs in families and whether c 
hormonal ehvir0ranent can irhlfuanCe .
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