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I. INTRODUCTION
Gongreséiona.l interest in sickle cell ansmia peaked during the 92nd Congress,
In February 1971, President Nixon emphasized the importance of concentrating Fedarg.l
resources and public attention on a campaign to conquer sickle cell ammia, On Peb-

ruary 6, 1975, President Ford sent = message to the Congress transmitting the Second

Anma) Report on the Administration of the National Sickle Cell Anemis Control Act.
This measage commended the Bealth Services Administration and the Hational Institutes
of Health for their combined effort to bring demonstration service activities to the
American Public. The message also stated: "The activily toward Sickle Cell iremia
contimes to be of high priority for our Govermment, . ."_ 1/ On June 30, 1975, tbe
legislation suthorizing the Sickle Cell Disease Program will expire.

This report reviews the development of the Federal Sickle Cell Disease Progran,

 The study begins with a brief overview of the sickle cell diseass, and conmtinuss with

a history of Federal funding for sickle cell amemia projects. This history includes:
(1) an analysis; of the autborizing legislation, (2) an explanation of the Federal
support within the National Institutes of Health and the National Heart and Lung
Institute from FY 1970 through FY 1976, and (3) a review of the Congressiomsl inmterest
and appropriations for the Sickle Cell Disease Program from FY 1971 through FY 1976,
The report-'proceads with an analysis of the current literature to’ determine the social
impact of tha Sickle Cell Disease Program, including public réa.otion to ths research,
screening_, ‘counseling, education, and treatment components of the Program, The cone
clugion of the feport presénta suggestions w;zich have been made for improving the
Sickle Cell Disease Program, These suggesticns are véiced in the literaturs, and

concentrate on the role of the Federal govermment in funding and reorganizing certain

. portions of the Progran,

1/ Second Anmal Report on the Administration of the National Sickls Cell Anemia
Control Aot - Message from the President of ithe United States, Congressional
Record {daily ed.) v. 121, Fed, 6, 1975: H673.
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I1. 4HE SICKLE CELL DISEASE

ngickle cell diseasse™ is a comprehensive term which jincludes sickle cell axemia,
sickle cell trait, and sickle cell variants, It is & "molecular" disease involving
abnormal hemoglobin in red blood cells. Hemoglobin gives normsl blood cells their
rad color, and is an iron-containiné protein that transports oxygen from the lungs to
the verious tissues snd organs of the body. The abnormel hemoglobin found in persons
with sickle cell disease is deai@atsd as “hemoglobin S‘ ;‘ this can be compare‘d 1o
normsl adult hemoglobin, designated "pemoglobin A%, Hemoglobin S, when deprived of
oxygen (and depending on several conditions), canses the cell to "sickle", that is,
the cell becomes elongated with pointed ends,

Sickle cell disease is also a genetio disease., Acocording 4o the laws of heredity,

each parent contributes to a child only ore gene from each pair of genes, If ome
parent has a metched set of gemes, each member of that set being a mutant gene for
hemoglobin 5, then that psrson is ‘said to be HOMOZYGOUS for sickle cell disease and
would be aubaect to the sickle cell anemia, However, if only one genme in the set is

s putont gene, and the other one is normal, then that person is said to be HEEEROZYGOUS

for sickle cell disease, and would be considered a sickle cell "trait® carrier and not

necessarily subject to sickle cell azemia, (Carriers of the sickle cell trait may

have sic'kled cells in their blood, but generally not to the demeging extent of those

persons homozygous for the disease,) Sickle cell disease is not a sex~linked dissass,
In order for & child to be a trait carrier (heterozygous), be must have :.nhented

a noraal gene frcm ona parent and a2 mutant gene frm the other, In order for a child

to be subject to s:l.ckle cell anenia (homczygo&s), hg&would bave had to inherit a

sickle cell gene from esch parent, Therefore, if hoﬁ%: parents carry the trait but

not the disease itself, there is a l-in-la- cha,noe tha,st;— their child will be afflicted

¥ ’ .-
with sickle cell snsmia (that is, be homozygous), 8 z-in-& chance that he will carry

the sickle cell trait (that is, be beterozygous), and & l=in-4 chance that ke will
bave norsal hemoglob:l.n. If one parent is homzygoas for sickle cell anem and the

!

" gy .
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other has the trait, then there is a 2-in-4 chance that the ohild will also have
sickle cell anemia, and a é—in-& chance that he will be a trait carrier,

Sickle cell disease is found predominantly, but not exclusively, in black
populations; people of Mediterranean heritage may also be subject to it. Although
statistice vary widely, it bas been generally estimated that sickle cell azemis
oocurs in approximately 1 out of every 500 people of African descent. In the United
States, it is estimated that sickle oeil anemis afflicta more than 50,000 persona,
0f course, the sickle cell trait is far more prevalent, and -is estimatad to cccur
in approximately 10% of black children, This means that more than two million
Aperjcans are astﬁ%d to carry the sickle cell trait,

The damage caused by the sickling of the red blood cells in sickle cell anemia
can range from mild symptoms to death, When the cells siockle, .the body acts quickly
10 eliminate then from the blood stream, This results in a severe deficiency of
red blood, and anemia ensues, Furthermore, blood containing sickled eells is
thicker, heavier, and stickier than normal blood, and it does not flow as easily
through the smaller blood vessels, The sickled cells begin to stick together,
blocking the small vesgels and preverting the normsl flow of blood, This impedimént
of the bloo‘d_ Tlow may cause severe. damagg, or desth, to body tissues,

The clinical smtoms which result from this sickling and the blocking of
blbod pathways culminate in sickle cell Yerises", a direct consequence of the ansmia
and the damaged tissues, Ususlly, only thoé_e with the disesase itself will exhibit
the symptoms, while those with the trait generally experience wympioms only rarely
~ and then only during périods of great stress, Recent evidence Bas shown that in
isolated cases,"sfbkle cell trait carriers may experience fatal crises when subjected _
to severely -stressful conditions, Although this phte;tiality has not been substantially
proved, the possibility cammot be discounted; mere study is needed, |

Severe pain and possible fever characterize the crises, and the patient may
become somewhat jsundiced, There may be sores, particulsrly in the extremities,

which do not hsal readily, The body may not be as effective in fighting infection.
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Persons with sickle cell amemia are often poorly developed and have a short trunk
with 1oné arms and legs, In severe cases, the patient may experience weakne gs,
héa_dache, dizziness, ringing in the ears, and spots before the eyes, Nausea and
vomiting may be present during a crisis or during periods of severe stress. But
the most outstanding symptom o;' this disease is the pain, This pain is gemerally
most acute in the bones, large joints, the back, end in the sbdomen, Severe abdominal
pain accoﬁpa.nied by fever may at fifs‘h appear to be an at'tack of appendicitis, Vessel
blockage in the chest and in the lungs may result in severe chest pains and diffioult
breathing which also might be diagnosed as another disorder, Strokes and blindness
could result from involvement of the vessels of the brain and the gye, Sickle
cell anemia has been described as the ‘-'great imitator* because of the mamy symptoms
which are associated with the disease —-- symptom§ which account for a grest dsal of
misdiagnesis a.nd delayed diagnosis, |

Screening for sickle cell disease is not a difficult process = is often advised for
anyone who is Quspacted of being susceptible. Those found {0 have the anemis are
placed under contimmal mediocal supgrvision where their prognosis can be significantly
improved, 'Those found to carry the sickle cell trait might be advised of diet and’
prevention of infection, and gemetic counseling might be suggested in order to inform
parents of potential sickle cell anemia in their children,

Presently, there is neither effective treatment nor oure for this dissass, nor
oan it be prenatally diagnosed, but medical treatment can be an aid to peoéle afflicted
by sickle dell disease, Treatment for the.diaeasg is mainly of a suppértive nature,
sifce research has yet to discover an effective means to completely control the
symptoms.. During crises, drugs are used t0 ease the pain and fluids are administered
to counter dehydration, Oxygen and blood transfusions are accasionally administered,
but only if absolutely necessary. Lmlgesics and sédativaa are employed for symptomatic
relief, and a variety of medications have been ihtroducad, inoluding: oorticotropin,
adrenal a.nd gonadal s‘bafoids, intravenous sodium bicarbonate, suticoagulants, carbon

monoxide izkalstion, scstazolamide, infusion of low molecular dextran phenothiszinme,
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and more reoentlyizrea. and cyanate, Batween crises, certain '“maintaimce" Eeasures
can ’oe. taken; good mutrition, peériodic physical and hematological check-ups, and
good mental hygiene are extremely important to anyone afflicted with sickle cell
diseasé. ‘

In la.boratoi‘y experiments and clinical trials, urea treatments have been shown
fo reverss the siokling process by bresking the bonds which cause a cell to hold
the sickle shape,. Until recently there was great hope that urea vould prove {o bhe
an effect_iire treatnent against the sympioms of sickle cell disease, However,
during 197% the National Heart and Lung Institute (NHLI) of the National Institutes
of Health (NIH) conducted many experiments and found that ufea offered mo special
advantages over other measures to correct dehydration or excess blood acidity in
the treatment of the sickle cell crisis, Neither did urea prove valusble in
controlling the pain which accompanies the orisis, Likewise, NELI found that
sodium bicarbonate and dextrose, two other experimental agents, did not perfora
satisfaciorily in these areas.

Presently, one of the most promising new agents for treating sickle cell anemia
is sodium or potassiun cy;ma.te. Thig compound'haa, heeﬁ showr +to inhiﬁit effectively.
ihe sickling of red bleod cells, Cyanate is now being used on a limited number of
patients in studies at Rockéféller 'Univarsity, the University of Miami, and John
Hopkins University. Side-effects have sppeared and include weight loss, nerve
ciisorder;, tingling, buraing, and other nerve semsations. Physicians working with
the drug believe that these effects are dose-related, and as the dose is reduced the
side-effects will diminish. One study has also shaﬁn'that sodiun cyanate is effective
in decreasing the frequency of painful crises among sickle cell patients, Other
promising'l but clinigally untested agents include dimethyl adipimidate (DMA), zinc,
and aspirin,

The ultimate goé,l in sickle cell therapy is to find an affective treatment thai

exhibits no adverse side-effaocts, Beyond that, however, the scientisi's basic concern

is to find ways: 10 owroome the underlying problem of the disorder —- the sickling of +the
red blood cells — rather thar restriciing treatment to the symptoms of the diseane,
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III. A BISTORY OF FUNDING FOR SICKLE CELL DISEASE PROJECTS

A, futhorizing legislation

The adminis{ration of the Sd.n.kle Gell ﬁisease Program is assignsd {o the Nationsl
Institutes of Healih of the Department of Health, Bducstion, and Welfare (IEEW). The
logislative aubhority of certain sections of the Publio Health Service Act provides far
the specifid funding of the Si;okla. Cell Dizesmsa Proyai and for general research, ros-
earch training and fellowships, The 1ist which follows prosents the swthorizing legis-
lation for eaoh institute supporting sickle cell dissase p.rojecta.

National Inatituteu of Health

National Heart and Lung Institute (MHLI)
Publio Health Service Aot
Title IIX, Part A, Seotion 301, General Ressarch
Title IV, Part B, Fational Beart and Lung Institute
Title XI, Gemetio Blood Disorders, Part A, Sickle Cell Program

Ha.tional Institute of Arthritis, Metabolism, and Digestive Diseases (NIAMDD)
Public Healtih Servies Act
Title I1I, Part A, Seotion 301 Gensral Research
Title IV, Part b Ha.tiona.l Ingtitute on Arthritis, Metabolisn and
' Digestive Dissases .

National Institute of Gemeral Medical Sciences (NIGHS)
Poblic Health Service Aot
Title III, Part A, Section 301, General Research
Titla IV, Part B, National Institutes of Child Health and Human
Davelopment and of General Medical Sciences

National Institute of Child Health and Human Davelopment (NICHD)
Public Bealth Service Aot
- Title III, Part A, Section 301, Gensral Research
~ Title IV, Part E, Hational Institmtes of Child Health ,and Human
Development and & Genmeral Madioal Sciences
The Seoretary of THEW has delegated legillat:.m authority for the funding of the

Sickle Cell Disease Program to ths National Inat:.tutas of Health. The legislative -
authority fo:.- fu.ndinﬁ under T:I.tle III, Part A, Seotion 301, (General Resea.rch, hareaftor
referred to as "standard goneral reaearch appropriations™ ia this report) and Title IV,

Parts B, D, and E (am.x, NIAMDD, NIGNS, HICED) is indefinite, that is, of a ocontiming

_ but non-sfecific lewel, Sickle oell disease projects whioh are fundsd under thess titles
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‘01;' the Public Health Service Acthuera initiated and contime at levels of support
dorived from general research or general operations funds,

Only the legislative authority providgd by Title XI, Gemetic Blood Disorders,
Part A, Sickle Cell Disease Program, of the Public Health Service Act is a specifie
authorization of funding for ths 3ickle Cell Dissase Program, Title XI, Pg.rt 4 (Public
Law 92-294) esteblisbes a national progran for the ocomtrol of sickle cell anemia, This
title anthorizes grants and contraocts (1) to assist in the establishment and operation
of voluntary sickle cell anmemis éore_ening and oou.nseiing programs as part of existing
health programs, and (2) to support research in the diagmosis, treatment, and control of_
sickle cell anenmia, as well aa the development of aduoation, counssling, and tes'kiﬁg
programs, Title XI, Part A directs the Secretary DHEW to carry out a progrsm to develep
and disseninate infomation and educational materials for the public and for health pro-
fessionals, and to establish a program through the Public Health facilities 0 provids
for voluntary sickle cell.anamia screening, counseling, and treatmont, Appropriations
suthorized in Title XI, Part 4 inolude:

Section 1101 -G-rants' and COﬁtraots for Sickle Cell Anemia Seresning zngd Counseling
Programs and Eduscation Programa

FY 1973 - $20,000,000
FY 19% . $30,000,000
FY 1975 $35,000,000

Section 1102 Project Grants and Contrascts for research and research training in
‘ the diagnosis, treatment, and control of siokle cell anemia, the
development of programs to educate the publio regarding ths nature
- of the siokle cell trait and sickle ¢ell anemia counseling and
tegting programs, and oiher programs for diagnoesis, control, and
treatment of sickle cell anomia : :

FY 1973 : . $§ 5,000,000
' | FY 197 $10,000,000

Title XI, Part 4, Totel Appropriations Authorizations _

FY 1973 $25,000,000
FY 19% $40,000,000
FY 1975 $50,000,000




CRS - 8

_ S. 'Fedsral Support for Siokle Cell Disease Projoects Within the National Institutes
of Health

Currently, sickle csll disease projeots are supported by gensral research or
goneral operations funds within three of the National Institnfea of Health (NIH),
the National Institute of Arthritis, Metabolisa, and Digestive Diseases (KIAMDD),
the Hational Institute of Gcma.l Medioal So:.emoa (NIGHS), and the National Institute
of Child Health and Human Demlopnent (NICED). The provisions of Title XI, Part 4 of
the Public Health Service Aot beocams lew on May 16, 1972 (Public Law 92-2%), and became
offective in FY 1.973. ‘However, until FY 19%, there were no appropriations wnder
Title XI for the Sickle Coll Disesse Program, The appropriations bills for FY 1973,
~ E.R. 15417 and H,R, 16654, included a,z;propriations for the Program under Title XI in
the budget of ths National Heart and!Lung Institute (NHLI); these bills were vetoed
by tha President on August 16, 1972 and November 1, 1972, respectively. Funding for
programs in NIAMDD, NICHD, and NIGMS contimed at a level reletively similar to ths
appropriations for FY 1972, During FY 1973, support in the NHLI inoressed by 50% over
FY 1972 levals, g/ , |

In FY 1973, the provisions of Title XI, Part A mﬁ implemented, but the support
was derived from standard ganera.l research appropristions, Subsequently, the Secretary
DHEW Qeaignated HIH as the agency to coordinaie research, and the NELI as the lead
institute for the total DHEW sickle cell disease effort. Also in FY 1973, the Health
Services Administration (B84, formerly the Health Services and Mental Health Adminis.
tration_, HS!{EA) was charged with prov:.ding service fnmtiona in the Sickle Cell D:.seaae
Program, These service funotions included the soreening, oounseling, and sduecation
portions of the DHEW effort.-. KIH's research activities in Sickle Cell Disease are rrimarily
the responsibility of the Na.‘bional Heart and Lung Inaﬁtnte. This instiinte apecializes
in ressarch to develop possible proven_tive mv;sures, and treatment of the sickle dsll
orisis, mmm, NICHD, ‘and NIGMS also have a research role: these imstitutes specialize
in molecular biology research to dstermine the gemstiscs of sidkle cell anenis and the

£/ DHEY reosived appropriations at the FY 1972 lewol of support in these contiming
resolutions: Public Law 92-334 (July 1, 19‘72), Publie Law 92-571 (Octobver 26, 1972),
and Public Law $3-52 (July 1, 1973),
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nature of the hemoglobin molecule,

In FY 197 and FY 1975, funds wore appropristed for the Sickle Cell Disease Pro-
gram under Title XI; Part A, However, in both fiscal years, this appropriation was
combined with the appropriation for NE‘LI, that is, ome appropriation was cited in {he
appropriatons bills to inoluds funds authorized for NHLI, and for the Sickle Cell
Disease Program, Consequantly, the exact sum ‘appropri&tad by the Congress to fund the
Program for FY 197, and PY 1975 cannot be deterained. .

All support for the. Sickle Cell Disease Program outlined in Pitle XX, Part & of
the ‘Public-Health Service Act is to be appropriated and obligated in ths budget of’
the National Heart{ snd Lung Institute. The sickle cell dimease reéaa.rch performasd by
tbe other imstitutes is to be funded by the Natiomal Ixia‘ti‘tutea of Health budget for
goneral research, i,e,, this support is not ear-marked as in Title XI, Part A to fund
slckls cell amsmia research projeots, HSA dsrives support for soreening, counseling,
ead eduoation prograus from a reimburasbie interagency agreement with the National
Heart and Lung Institute: NHLI ig essentially "billed" by the HSA for the services
it performs, HSA receives no support f'or the Sickle Cell Disease Program in its owm
budget. 7 f

Table I bolow presents a history of the U.S. Budget obligations for sickle cell

anemia projecis by institute,

C. Fadéral Support for the Sickle Cell Disease Program Within the National Heart and
lung Institute -

The Sickle Cell Disease Branch, BHLI, has cooperated with the Bureaun of Community

Health Services, HSA; in estsblishing Sickle Cell Disease Cenmters, and Soreening,
Counseling, and Education Clinics, as well as collaborative research and development
contracts, a.nd_bioqedical r_esaarch grants, Table II below presents a breakdown for‘
the levels of NALI obligated suppomb from FY 197 through FY 1976 by component of

the Sickle céu Disease Pi-qgran.




TABLE I: Nafional Institutes of Health, Budget Obligations for Sickle Cell Disease
Projects, FY 1970 - FY 1976 (in willionz of doliars) 3/

Institute FY 1970 FY 1971 FY 1972 FY 1973 FY 1974 FY 1975 ent, FY 1976 est,
- -Netional Heart and Lung Institutex  0.455_a/ 0,935 a/ 10,192 B/ 15,320 b/ 16,115 b/ 16,000 1/ 16,000 &/
National Institute of Arthritis, ‘ - '
. Metebalism, and Digestive Diseases 0,766 s/ 0.855 0,964 1,120 1,116 1,15 1.5
National Institute of General _ -
Medioal Sciences 0,100_a/ 0,100 0,100 0,100 c.,100 - 0,100 0,100
¥etional Institute of Child Health . _ - _
~--Hoalth Services Administration — —meem = e 1.975 8/ 3.070_4/ 3,033 4/ 3.500_a/ 3.500_d/
- TOTAL, NATIONAL INSTITUTES OF HEALTH 1,321 . 2,002 13,445 19,692 20,500 20,890 20,891
3/ VUnless otherwise noted, figures quoted in this table are taken from: U.S. Congress, House, Connittee on

Appropriations, Departments of Labor and Health, Education, and Welfare Appropriations for 1975, Hearings,
93rd Congress, 2nd session, Part 3. Washington, U,S, Govt. Print, ‘off., 1974, p. 681,

U,8, Congress. House, Committee on Appropriations. Departments of i._abor end Heelth, Education, and Welfare
Appropriations for 1974, Hearings, 93rd Congress, lst segsion, Part 4, Washington, U,S. Govt, Print, Off,, 1973,
P 307. . .

Quoted from personal communication with Mr. Art Fried, Budget Analyst, National Heart and Lung Institute,
Pebruary 24, 1973,

Quoted from personal communication with My, Dale Déwald, Budget Analyst, Fational Institute of Child Health and

- Human Developmeni, March 17, 1975, Figures represent subsidary research, minor research, data andysis, i.e.,

no primery research projects for sickle cell disease slone are funded, FY 1975 estimate is at rescission lovel;
without rescission, FY 1975 totals $172,000,

Quoted from persoral commnication with Ms, Jane Petarson, Budgelt Analyst, Health Services Administration,
March 19, 1975. Figures quoted for FY 1975 and FY 1976 do not coincids with figures for HSA from the NHLI
Budget, which place FY 1975 at $3.0 million and FY 1976 at $3.0 million for HSA participation in the Program,

In this ta’ﬁle', HSa i‘unding 19 shown az a separate entry which has already been inoludsd in the KULI column,

- . L3
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TABLE II: NHLI Obligated Funds for the Sickle Cell Disease Program ;
(in millions of dollars) 4/ W

Progrem (Administrative Aggngxz FY 1971 Ff 19792 . EY 1973 FY 1974 - FY 1975 est.* FY 1976 est,

Cosprebensive Centers for -

Research (NHLI) and Service (HSA) N.A. 4,804 6,577 6,762 6,700 - - 6,700
Sereening, Education and _ | : _ _ _
Counseling Clinics (HSA) N.A, 1.975 3.070 3.140 3,400 - 3.400
Collaborative Research and ' ' ] . :

Development Contracts (NHLI) 2.326 2,251 T 2.117 2,100 2.100

» 10000 ‘

Biomedical Research Grants '

(¥gLI) .758 2.561 2,76 2,450 : 2.450
- Admihistrative Expenses and

Intramural Programs (NHLI) - N.A, «329 .861 1,350 1,350 1,350
T0TAL SUPPORT (NBLI) ‘ 1,000 10,192 15,320 | 16,115 16,000 16,000

4 / Quoted from personal communication with Mr. Art Fried, Budget An&lyst, National Heart and Lung
' Inetltute February 24, 1975,

» Figures quoted to include FY 1975 rescissions, If FY 1975 rescissions are rejected by the
- Congress, the Sickle Cell Disease Program will receive an additional $400 000, for which
further allocations smong Program components has not been determined,

T - s¥o
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The Sickle Cell Disease Program does not appesr as a distinot lino-item in the
U.S. Budget or in any Congressional appropriations bills, Consequerntly, unless ikte .
Congress mskes specific memtion of the funding for the Program in reperts to eocompany
appropriations bills or in appropristions hearings, the specific Co:_:gmssional intent
to fund the Progfam canmot be idenmtified, ' -

Betwoen FY 1971 and FY 19%, onlyQ ong report o acscompany an appropriations bill
highlighted the Congressional interest in specifically funding the Sickle Cell Disease
Program. In House Report Number $2-1118, it was stated:

In retrospect, the Committee is wurprised and somewhat chagrinsd that so
littds atiention bas been paid in ths past to zuch a serious disordsr as
sickle ocell ansmia, In 1971 NIH spent only sbout 81 million that could
be ldentified as being ressarch directed at this genetic disease, For
the current year (FY 1972) about $10 million is being used and the re-
quast for 1973 inocludes $15 million, of which $14 million is in this In-
stitute's (RHLI) budget. The Committes made no change in this amount
aefter beoing assured by tbe Assistant Secretary for Health and Scientifis
Affairs that, “This will make it possible for us to increase the amount
of momey ihat is in research mo that every reasonsbly promising lead can
be explored with regard to preventing the disease and treatment®, 5/

In FY 1975, fhe Semate Committee on Appropriations again mentioned specific support
for the Sickle Cell Disease Program. In Semate Report Number 93-1146, the Committee woote:

Although testimony indicated that sliniocal trials 4o evaluate the anti-

sickling agsnt urea have shown that it is not effective in the treatment

of the sickle cell crisis - an episode of acute, intense pain often fol-

lowad by deformity of arms or legs - evaluation of other agents that react

with the abnormal hemoglobin contimmes, The NHLI curremtly (FY 197%) sup—

ports 15 sickle cell dissase research oenters and 23 screening and educa-

tion olinices, The Commitiee recommends that up to $25 miliionbe allotted
for an expanded program in this important ares, 6/

Apprdpria.tions bearings by the Congress do not readily provide a concise and detailed
accounting of the Sickle Cell Disease Program budget, Explamations of funding for this
offort are coﬁ;gii?tad even more by the piecemeal accmlation_ot information scattered

throughout these haa.rings in oral testimony and in prepared justifications, Ho\mvar,'

"

5/ U.8, Congress, House, Committee on Appropriations, Departments of Labor, and Health,

Edueation, and Welfare, and Related Aganoies Appropriations Bill, 1973; Report 4o accom~
paay H.R. 15417, Washington, U,S, Govi. Priut. Off1, 1972, {92nd Congress, 2nd session.
House, Report mo. 92-1118) p. 27, \

0,3, Congress, Semate. Commitiee on Appropriations, Departments of Labor, and Health
Bducation, and Holgm and Related Agonciss Appr lons :T.J..'l.a 1975 Repgﬁ %0 acotme
», %E& ]

pazy H:R n%?gﬁ‘m Congross, 2nd session,

-

p?.zdgrtg-hin‘b. Of%., §97 o 93r
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the intent of the Congreass to disoover the levels and sources of support for siumkls
cell disease projects graduilly emerges in & review of the appropriations heerings
betwsen FY 1971 and FY 1975 (See Appendix I of this report). Budgelary information
provided in oral testimony closely resembles the levels of sapport oited in Tables I
and II above, ,

In ¥Y 1972, oral testimony before the Semjba C@i‘bt@e on Appropriations included
this statement: "There are some inorease; in MHLI budget for sickle eell ansnia, poms
modest increases in tha area gf arteriosclercsis, DBecause the fo%al budgot remains
the same,‘ i1 means the increases in those areas are having to be sgueezed cut of soms
otber areas.* 7/

During the FY 1973 hearings, orsl testimony and prepered justificetion statements
included a detailed accounting of suppor_t for the Sickle Cell Dimsass Program by

institute and by program compoment.

Oral testimony in FY 1974 clarified the relative cosis of research md service

in the Sickle Cell Disease Program: In the Comprehensive Centers for Research and

| Service, 40% o;t' the cost is applied to research sotivities and 60% toward service
activities, Research and development contracts support controlled studies of tharapy,
basic studies of molecular siruncture and various complications of sickle cell amsmia,
Biomedical research project grants support meritorious résearch on sickle cell anemia;
thib research is recommandsd by other NIH institutes, but is funded by HELI. 8 /

" In FY 1973 and FY 19%, justifications statements prepered by NALI reported thot
any increases requested for the.Sickle Cell Disease Program were completely inelﬁded and

7/ U.S, Congress. Senate, Committee on Appropriations, Departments of Labor, and
Health, Education, and Welfare Appropriations. Hearings, 92nd Congress, lst ses-
eion, on H.,R, 10061, Part 6. Washington, U.S, Govt. Print. Off., 1971, p. 3752,

8./ U.S, Congress, Homse. Commitiee on Appropriations, Departments of Lebor, and
Healih, Eduostion, and Wolfare Appropriations for 1974. Hearings, 93rd Congress,
lst session. Part 4, Washington, U,S, Govt, Print, Off., 1973. p. 307-311,
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ear-marked for the Program im the total inorease reguested for NELI, 9/ Although
thore have beon increases in the overall NELI budget between FY 1972 and FY 197, it
appeai'a that the inoreases in the Sickle Cell Dissase Program during this time were
derived only in part from increases in the total NHLI budget.

During FY 1975 appropriations heerings, oral testimony included a discussion
of tho funding, as well as the goals, of the com;ionent activities within the Sickle
Cell Disemsa Program, Members of the Senate Committee inquired whether the budgst
requast for this Program's operation in FY 1975 would inecluds an increase to sover
rising costs dua to iufiation, The Acting Direct.or of NELI (Dr. Ringlér) replied:
“that level (FY 1975) is the seme (as FY 197 ), and to whatever extent inflation is
a factor, it will be reduced accordingly.” 10/ In its justifisatious for FT 1975,
NEL] outlined 4he reseacch and oontrol goals of the Program: "The research goals
of the sickle cell diesese program are to develop improved therapy for sickle cell
crises; inoreass knowledgs of the fundamental biology of the disesse and it'a compli-
cations; and develop effective and accepiable methods for soreening and eounseling.
. . .The goals of the ocomtrol program are to educate the public about sickle sell
diseass and Cooley's anémia and to damonﬁtrato 4schniques for appropriate soreening .
and counseling.,” 11/

9 / U.S, Congress, House, Cemmities on Appropriations, Departments of Lebor, and
Bealth, Education, and Welfare Appropriations for 197 . Hearings, 93rd Congress,
lat @88105. Part 4-. Wa.ahington, U.s‘ G'ovt. Prm. Offa’ 1973. P 246. Sae
alsot U,S, Congresa., Semate., Committee on Appropriations, Hearings, 92nd
Congress, 2ad eession, on H,R, 13417, Part 3, Rashington, U.S, Govi. Print,
0ff., 1972, pp. 2956, 2989, 2995; and U.S, Congress. House, Committes on -

. Appropriations, Departments of labor, and Health, Education, and Welfare
Appropriations for 197, EHearings, 93rd Congress, lst session. Part 4, Wash-
ington, U.S. Goﬂ. Print. Off., 1973. Pp. 34-6’ 367’ BW’ E.nd 383. -

10/ 0,5, Congress, Sénate. Committee on Appropriations, Deparisenis of Labor, and
Health, Education, and Welfare Appropriations, Bearings, 93zd Congress, 2nd ges-
sign, or E,R, 15530, Part 3, Washington, U.3, Gevt, Print, OfZ,, 197%. pp. 975
976,

1Y/ U.S. Congress, House, Coamitiee on Appropristions, Departments of Lober, and
Health, Xdusation, and Wolfare Appropriaticns for 1975, Hsarings, 93rd Congress,
?gg sossion. Part ‘o iiaahington, .8, Govt, Print, fo., 19%. e 320, 322—
* ) '
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The date on which particular authorizing legislation is cited in hearings is
complicatqed by the date of enmciment of the Natiomal Sickle Cell Ansmia Contbrol Act
itself {(Public Law 92-294), This Act became Title XI, Part A of the Public Health
Service Aot on May 16, 1972, Consequently, Title XI, Part A was not cited as authorizing
ietislation by NELI during FY 1973 appropriations hearings. From FY 1971 to §FY 1973,
sickle cell disease .suﬁport in all the KIE inafitu‘kes was suthorized in the standard
general researoh appropriation, Beginning in FY 197, snd contimuing through FY 1975,
NHLI cites Title XI, Part A as the legislation Yo authorize and estsblish all aspecis
of the Sickle Cell Disease Program, while the other institutes contimme %o cits the
standard general research authorization for support of basic sickle cell disease

research projects, T w

E,  Summary _
The history of funding for sickle cell disease projects includes an analysis of

(A) the authorizing legislation, (B) the support within the National Institutes of
Health, (C) the edministration and support within the National Heart and Lung Insti-
tute, and (D) the appropriations and interest of the Congress in the Sickle Cell Dis-
ease Program, ' |

The legislative authority of Title III, Section 301, (Gensral Research); Title IV,
Parts B (MALI), D (NIAMDD), and E (NICHD and NIGKS); and Title XI, Part 4 (Sickle
Cell Disease Program) of the Public Health Service Act proﬁdss for gensral reséa.rch,
resesrch training and fellowships, and the specific funding of the Sickle Cell Biseaae
Prograa, In‘FY;l973, the provisions of Title XI, Part A of the Public Health Service
Aot (Sickle Cell Disease Program) were implemented, but the support was derived from
a.ppropria'ti:orx_s under Title III, Seotion 301, and Title IV, Parts B, D, and E of the
- - Public Health Service Act, | | |

In the National Institutes of Health, NHLI has veported a steady inorease in

- funding the Sickls Cell Disease Progran; the other institutes have maimtaized a

cozbinad sickle oell research budget of approximately $1 aillion, Although there have
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been incresases in the overall NHLI budget between FY 1971 and FY 1976, it appears that
the increases in the Sickle Cell Dissass Program dnring FY 1973 were derived only in
part from inoreases in the totsl MHLI budget, For PY 197, NHLI requested a total
bud@t inorease of a.pp:oiimtoly $18 niliion, with sppreximately $1 million ear-marked
as an inoroase for the Sickle Cell Disease Program. For FY 1975 and PY 1976, WHLI
bas begua to stabilise support for the Progran at epproximstely $16 miliion,
Congressiomal imterest in sickle oell discase peaked during the 92nd Congress.
Begimning in 1?'! 1973, and pontiming through FY 1975, the Congress atiempted to appro-
priate funds under Title XI, Part 4 of the Public Health Servioce Aot for the Sickle
Call Diséau Progrem, However, the Program doss m":t Bppesr as a line-item_ in the
U.S. Budget or in Congressional Appropristions bills: ualess the Congress makes speci-
fic mention of funding for the Sickie Cell Diseass Program in reports to ascompany
appropriations bills, or in appropriations hearings, Congressicnsl intent to fund the

Program can only be estimated,
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IV. THE IMPACT OF THE SICKLE CELL DISEASE PROGRAM
&S REFLECTED IN CURRENT LITERATURE

lA. Ba.ckgound.

During the past several years, sickle cell anemia has become a well~known
issue surrounded by medical, political, snd soecial controversy. The problems ceusing
these controversies have been publicized in medical journals, nmewspapers, and other
published scurces. The following amalysis explores publiec reaction to the National
Sickle Cell Disease Prograp as reflected in current litersture.

In Februa.fy 1971, Presidsni Rii.cha.rd Nixon publicly indicated apscisl support for

sickle cell programs, Before this presidential emphasis, sickle cell anemia was

"non-visible", both pdlitica.l_ly and socially, The majority of the public did not kuow
that such & disease even existed, Souel ressarch had been performed; however, the
scientific commmnity appeared to regard the dissase as en interesting theoretical
challenge, not necessarily worthy of high-level govermment support, Some black ‘
people now refer to this‘era as a period of "indifference® on the part of a white society.

The President's health message marked the advent of a new effort to research this
disease, In his message, President Nixon increa.séd the 's.icklé cell budget to $6 million;
ﬁrior ta 1971, only $1 million supported sickle coll research, Some chservers viewed
this new emphasia as a political move designed, “to win friends for Hixon, who is
dialiked by many blacks.” 12/ The $6 million was to be divided equally between
regearch and services, |

- On'October 8, 1971, Semator John V. Tunney imbroduced "The National Sickle Cell
dnemia Prevenmtion" bill whick authorized Congress to'(approPriate funds for sickle cell

research and services, This bill, which was passed and made part of the Publie

+

12/ Nixon Administration Opems Politics-Laden Attack on Sickle Cell Anemia, Drug
Regearch Reports, v, 14, Sept, 1, 1971: 4. '
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Health Service Act in 1972, suthorized $115 million for a three year program:
¥25 willion for fiscal year 1973, $40 million for fiscal year 197, and $50 million
for fiscal year 1975. As noted earlier, the progran is coordinated through NIH's

%

g

National Heart and Lung Institute (NHLI), and thus it is mainly through NELI that

funds are available for research, studies, and services,

B, Racial(_S_ocial Ovartones ;n Regearch

The major problems with the curreat Sickle Cell Disease Progra.zg are the implicit

and expected racisl overtomss, For example, one argument states that if sickle cell
was a white man's disease, research and treatment would have been established long
880,13/ Heﬁavar, an article in Mediocal World News até.ted that sickle cell research
was actuslly underway for twenty-five years prior to 1971l; racial indifference was
not wholly responsible for the slow progress, but rather, the pathology of the disease
was extremely diffioult to identify, 14/
Dr, lemuel Diggs, & sickle cell regearcher in Memphis, added yet another aspect

to the peglect of the diecase., He said:

"Until recently, Negroes themselves were oppossd to sickle cell research

because it was considered a stigms, There were even Negro doctors who

didn't want to teaah it or learn about it, because it was locked on as

a sign of inferiority, Most white doctors migdiagnosed it, Negro dectors

couldn't afford to cere for the patients, because they were on welfare

and poor just because of it. When you had sickle cell anemia, you couldn't

finish school, you couldn't be employed, you couldn't even afford an smpirin,” 15/
There is disagreemsnt even within the black population itself regarding the Sickle
Cell Disease Program, Some blacks resent the racizl referenoes in literature and law,
such 83 %, , .a disease of blacks,® ®, , .a diseass exclusive to Negroes," and desand
that these phrases be removed, 1_6/ Others, such as Colby King, a black employee '

of DHEW who belped spearhead the inmteérest in sickle cell, are indigmant that such

Cohn, Victor, Black Health Care Lag Cited. The Washington Post, Nov. 15, 1972: Al2,
Sickle Cell Amemis. Medical World News, Dec, 3, 1971 41,

Cobn, op. cit., p. 412,

Ibid., p. Al12,

5 1§ k&
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literature and law *fails to note. . .that the disease is found essentially =mong
blacks! Without even an allusion to the racial factor, the educational value. . .is
seriously weakened." 17/ Such controversies as thése, however, seem minimal in
comparison to the accusations of racism, genocide, and the possible abuse of eugenics, 18/
Progressive anmual increases of both Federal and private funds for mickle cell

resoarch parallelled an insrease in national interest, Some felt, howaever, that this
interest did not represent honest concern, William Montegomery, from the University of
Pitisburgh, stated that:

", + .feelings are being expressed that there are blacks and whites in

the community who are only interested in sickle cell anemiz because it

is only recently that funds havo.become available. And as funds have

become available, numercus pecple have begun to try to dovelop various

kinds of programs who never had a previous interest in sickle cell be-

fore. ., .As a result of that, many of them, we feel, are really in it

for their own personal gains rather than in the interest of providing

some services to people who have sickle cell," 19/

A% the end of 1972, and the beginning of 1973, there appeared to be a shift

in black criticism from neglect in ressarch to meglect in finding a oure, There was
also an evolution of the blacks' definition of "rlesea.reh." Tabitha Powledge, in her
- well-known article "The New Ghetto Hustle" stated that, "Although sickle cell anemia
is now enshrined in textbooks as a classic example of moleoular ressarch and Darwinian
fitpess, the fact remains that there is no very good treatment for the disesse, and ]
that is where the charges of neglect begin," 20/ Actually, these are mew charges of -
naglect when compared with the cries of total meglect in research prier to 1971.

Therefore, _aickl:c‘ cell remesrch must be defimed in lorms of times sickle eell research

B

w Ihid.’ p. nz.

A8/ Spivek, Johnathan., The Battle Against Sickle Cell Anemia Progresses, The Wall
Street Journal, Jan, 4, 1973: 24, Seée also Pabitha Powledge's The Hew Ghetto
Hustle, Saturday Review of the Seiences, Jan, 27, 19731 39,

29/ Fraser, Gerald, Disease Programs Scored by Blacks, The New Iérk Timss,
Apz, 9, 19723 29, | -

. 2/ Povledge, Tabitha, The New Ghetto Bustle, Satur Review of the Sciences,
Jen. 27, 19T 40, Bt ’
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prior tol1971' has been distinguished as molecular research, while research after 1971
is seen as nolecular resea.rch and as 'therapeut:.c raesearch,

An ent:.rel,y new trend in thinking became prominent in 1373, 4 number of, blacks
complumd 'bhat the current effort in all sickle cell research is a "cop-out", saying
that sickle cell is far less important than other neglected black health problens such
as hypertension, malnutrition, iron deficiency snomia, and sbowve all, total heelth
care, 21/ Colby King is ome of the ledding forces in this more recent attack on
the Sickle Cell Disease Program, It was reported in 1971 that 13,500 blacks died as .
a result of hyperiension, in cowparison to 340 blacks:who died of sickle cell anenia,
Furthernors, iron deficiency anemia wes reported e;,s high as 40% in some black areas, 22/
In short, many believe that the entire Sickle Cell Disease Program represents a mis—

Placed emphasis, and money could be betier spent on total health care'progrms.

c, Screenigg and C-'ounsel}_ng’ |

The major sociological problems in the Sickle Cell Disease Progran stem from the
screening and counseling services, 'Screening involves examining the patient for the
gickle cail trait, as well as detecting the actual disease, Counseling is two-folds
1) mwedically advising the patient who is found to cairy the trait, or the dzseaee
itgelf, and 2) . - informing these patients of ths genetic inplicat:.ons. In order to be
effective, counseling should also includa financial and rehabilitatlva advice if the :

' disease is diagnosed,

~ Education of the éubl_ie to the facts of the disease seems to be lacking in both the
screening and the oounseling serviées, and the suggestion has been repeatedly made that
the top pno:r:ity in the program shonld be to better educa.te the susceptible population,
It is extrenely important that the diatinntion be made between the sickle cell trait
and the disease itself._ 4 report appearing in Medical World News in 1971 seid surveys

g1/ Cobn, op. cit., p. A12,
22/ Ibid., p. Al12,
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showed that only thres out of every ten black Americans had any kncwlédge a% 1l
of sickle cell anmemia. 23/ Lack of knowldege of the disease creates probleaz bLecause
many of those found to be carriers duriﬁg écmening do not understand that this not
nocegsarily baraful to their peraonal bealth, The resulting unwarranted fears often
cause unneoessa.rf paychological upsets. Dr, James E, Bownan, a prominent patbologist
at the University of Chicago, said that screening centers Bay be "mizguided, nimnaged,
of 1ittle value to the black community.® He believes that ths total offsct of
these screening programs has been to “create more problems than asre solved imcluding
imecuaté, -wisleading, politieally motivated propaganda which has left mothers framtic,"2é /
A professional problem with the screening conters is the incressing hazard of
untrained non-professionals as staff. This type of staffing in soreening and counseling
conters can lead to a decrease in the quality of medical service t4 whiokh the public
is entitled, Some of those centers offer the screening without tha cgunseling, & practios
which Mrstathla results in fear and uncertainty on the part of those patients who
are told they carry the trait or have the disease,
The social problems steuming from the screening and ooﬁnaeling are cempaunded by
various State regulations, it least 14 States, including the District of Columbia,
bave enacted soreening legislation, ‘some of which made screening mandatory, Oftsn
thiz legislation was enacted without bénefi_t of: publie 'diacussion or professional
medical advice, Many individuals agked why git;kle cell screening should be mavdatory,
when Tay-Sachs disease (a dimsease affe&ting & Jewish population) and Cooley's ansmia
(2 disease affecting those of Mediterranean descent) do not Tequire mandstory soreening _ ‘
examinations, 25/ Again, dhis difference in emphsasis produced accusations of raciegm,
since there was no precedent for mandatory screening for any othar disesse on the besis
of ethnic differences, Perhaps the most aggravating aﬁpect of the D.C, law and similar
State laws was the labeling of sickle cell anemia as & communicsble disease, placing it

-. 23/ Sickle Coll Anemia (Medical World Howa)i:. op. dit., P. 37

24/ Bowman, James, Sickle 001.1 Screening:s Help or Hindra.nae. University of Caicago
Reports, v, 21, Fall 19721 8§,

23/ The Row Over Sickle-Cell, 'Newswaek, Feb. 12, 1973 63,
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in the sams category as venereal disesse, In the face of this mogative public
reaciion, ssveral States, including D.C., amended mandatory a;creening {0 voluatary
screening, _

Another major legislative issue which became apparent was that many of the
soreening lews implied that the sickle cell trait was equivalent to the actusl

manifestation of the dissass. The comsequences of screening based on this assumption

can be paychologically and socially disastrous to a sickle cell carrier, FPosseasion
of the sickle cell trait becoﬁas & part of the oarrier's permanent health record
(this in itsalf brings up yet another issue —- that of pouriaenéiality of medical
information), and this cen prevent him from resuning s mormsl life, Some of the
problems which have already been experiemced by carriers include:

ls Poassible loss of employment;

2. Prevaﬁt.ion from 'abtaining enployment,

3. Paychological disturbances/ stigma,

4. Prevention of pﬁrticipat:.oﬁ in school sports (in areas where

screening is roquired for children before entering a public
school).

5. Problems in obtaining life or health insursnce,
In scwe areas, it is reported that screening ias required before cbtaining a marriage
license, and in this sense, sickle coll is again equ.atad with venereal disease.
Obviously, many blacks are greatly incensed by this 4ype of regulation, Furthermore,
sickle cell can be, and unfortunately is, often misdiagnosed. In these case, individuals
By be forced to experience the aforementioned problems when they are not actually
carriers of the sickle cell disease at all, This is partioularly a problem where the
staff members of the screening cenmter are not skilled professionals,

Many people involved in the Sickle Cell Dissase Program believe that screening

should be voluntary because cof the .Vra,cia.l inplications resuliing from mandatory sereening,

. On the other h.ané., other sources emphasize tbat the majority of the susceptiblo
- population is not educated to the facts of the discess, and thet this awarensss is

necessery before they cen be expected to voluntarily undergo screenming and ccunseling,
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It has been said the D.C.'s original mandstory sereening legislation was based on
previous experience; that is, = voluntery screening progren for lead paint poiscning
was J.nitla‘bed and the response was Vary poor wm only 500 volunteers appeared for
testing, 26/ The reaction to this line of reaaom.ng a8 to why voluntary screening
did not work was that the lead poisoning program was not logically comparsble to

& voluntary sickle cell progran.

Mandatory screening laws place the susceptible black person in a situation
where he might be forced to change his life style as & result of having sickle
cell disease noted on his health record. Consequently, many blacl_:s rebel against these
regulations, Ironically, bowever, Tabitha Powledge said that most of the séreening
laws that blacks are rebelling against were sponsored by black legislators and
were prompted by black groups. 27/

More disagreement emerges whan cénsidering the age at which a "susceptible®
person should be socreenmed for sidk.le cell anemia, As mentioned before, some
regulstions require that children about to enter school be screened, The argument
agzinst this is: if a ohild is ;round to carry the trait, what is ke to do with the
information other than carry it 'hhrough his sohool years as an additional burden? More
appropriste ages for screening might bes 1) shortly after birth when early detection
would enable effective medical supervision, or 2) at child-bearing age when counseling
could be appropriately offered. 28/

As mantioned earlier in this section, an extremely sensitive aapect of sickie

. cell testing is the counseling (that is, in those centers where counseling services are

offered along with the Screening programg), In 1971, clinicians were careful to

26/ Frankel, Mark S, Polit.wal Responses to Controversia.l Issues in the Development of
.. R Biomedical Technologies, Frepared for delivery vefore ibe 197 Anmual Meeting of
‘ the American Political Science Associ&tion, dug, 29 - Sept. 2, 19%: 7. :

27/ Powledge, op,. cit., p. 39,

__/ The Bow Cver Siﬂkle-ﬁ‘ell, QOP. cit.. P 6‘.
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refrain from making "recommendations" to affected persons. Instead they tried to
explain to the petient the gene"hio possiﬁilitiea in trensmitting the disease to
bhie or ber children, From that point on, it was the patient's right to decids
what course of action to take. It appears recently, however, that more defimitive
counsoling is being advised and meny, if not most, blacks sre teking offense. 29/
From the black viewpoint, it often seems to be a matter of “genocide® when a member
of the white population suggests that blacks refrain from reproducing, if they, as
parenis, carry the sickle cell disease,

One advantage of the mew efforts to provide screening and counseling is the
oppor*f:nnity which the program offers for inc].udingiaxv black resesarchers, physicians,
and other professionals in a special aree of medicine - onme in which they might take o

a more personsl interest, 30/

D, Medical Advancements and Concerns

Many researchers often refer to the "miracles" which have resulted from sickle
cell research, Due %o increased efferis to treat this disease, the following provide
reasonsble promise for further advancementss

- More is understood about the genetic apd molecular bases of sickle cell
anamian than any other genstic disesese, ‘

- Scientists are hoping that for the first time & ganetio disease can be
cured with d:mgs. ' ~ .

- 4 relisble test exists to identify the carriers,
cantrgry o the opihion of some peopls that nothing is being dome %o find a curc
for the disease, medical journals have been report.ms the progress of poasible new
treatments, including urea, potassium cyanate, carbanyl phosphate and’ other new
drugs, Several druga bave been found to inhlbit the sickling process, but after
thorough investigation it is usually found thats 1) they are mot as effective as
regular invert suénr, 2) rthe concentrations nscessary to sffect the sickling are

toxio to the patients, or .3) the side-effects are toco damaging to make tho sgent

29/ Siokle Cell Ansmia (Medical World News), op. oite, p. 48.

30/ Culliton, Barbars J,. Sickle Cell Anemia: Naiional Program Reises Problems As Wsll
is Hopes, Scienmce, v, 178, Oot. 20, 1972: 286, o

g ;W LR, Shala e
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worthwhile, Im 197, urea was discounted as an effective treatment on the basia
thet it did not relieve 'bhe acute pain, and that it did not surpass the bereficial
effects of invert sugar alope. 31/

Presently, ihe most promising agent appears to be sodium or potassium cyanate,
Cyanste effectively inhibits the sickling process, but does havp some gide-effecis
which researchers hope sre merely dose-related, 32/ These side-effects include:
weight loss, decreased .appe.tite, sensations in the extremities, and otler perYe
disorders., Cyanate bas been shown to decrease the frequency of painful czises, but
is still in the experimental stages, along with oiher possible new treatments suck
as zinc, aspirin, and dimethyl adipimidate (DMA). -

Another idea for treating sickle cell effectively ié to construct a mechine,
along the lines of the kidney mschine, where sickle cell type blood counld be treated
with potent anti-sickling p.henica.ls outsid.e {the patient's body, thsreby elimirating
the risks of toxicity and side.effects, 33/

In common practioe now, however, tm&hne;rt remains basioally the =mame, This
means that the symptoms, and not the disemse, are being treated, For pein, the
patient is given an analgesic; for debydration, he is give.n.fluida;- for acidie blood,
alkﬁlina solutions are edministered; and for infection, the patient is given antibiotiocs.

In addition to the clinical conoems‘in sickle cell treatment, many professionals
contimie to see a major problem evolving in the mﬁpmr factor of medical services.
They view the influx of unireinsd personnel in the screening snd counseling centers
as the central defect in the overall program a.nd in the qua.lity of medical eervices
available to the public. 34-/

31/ Two Studies Discount Urea as Sickle Cell Treatuwent, The New York Times,
May 28, 197%: 52,

Cyanate Holds Promise in Sickle Cell Aremis, Chemicel & Engineering News,
July 15, 197%: 18,

2/
33/ Antisickling Treatment Machine Foreseen, Medical Tribunme, Sept. 4, 19%: 18,
1/ |

Bowman, op. ¢it., p. 8.
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8, Surmary '

In the February 8, 1973 issus of the New England Journal of Medicine, Dr, Charles
Whitten summarized eleven basic  eritioisme of the Sickle Cell Digesmse Program,
In spife of the fact that they are ike opinions of one man, they nevertheless focus
on the controversies surrounding tbe issue. These opinions are listed below in
abbrevisted form: |

!

Prevention of sickle cell anemia is not enphasized as the ideal
Program objectiva of genetio counseling.

2- Testing laws are mandatory, rather than veluntary,

3- The sickle ocell trait has often been incorrectly projected as a
rersonal health hazard,

4~ Scmz testing programs ave established without the necessary
counssling services,

5e Inapprepriste priorities exist in some service programs; for
example, screening often focuses on young children, rather than on
adults snd adolescents of child-bearing age.

6~ The lack of asourate information has ereated fa.lse.a.nd alarming
impressions of the disease, .

T= Imcura'ﬁe diagnoses are made by some physicians,
8- Moet testing programs are not taking into acocount actual paternity,
9— Some sickle cell taating ococurs without oonsent.

10~  Fraadulent fnnd raising hampers the crediﬁility of leg:.timate
efforta, .

1l« The blaek ccmnmity isnotmoeivinga.fa:m share of the funds
and recognition ir sickle cell amuia: programaing. s/

Many critics have cemtered their objectionl to the Sickla Cell Disease Prosran
arcund the apinion that soreening for this d:.sease is a “"faddigh", ethnic health
progran, Thgy agsk héw such a Program can ‘be justified when, although detection is .
easy, there ,:atill exists no effective treatment or cure. On the other hard, propoments
of the screening program argue that in spite of the fact that many of the drugs prove

35/ Hhit'ben, Charles F., Sickle-Cell Proming An Imperiled Prmise. Tha Now
W Jm ef Hadicim, ¥, 288, M. 8’ 19731 318‘319. .
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unsatiafactory, the number and severity of a patieni’s crises appear to be reduced -
rossibly because of better medical supervision a.nd treatment, and because the
patients tend to lead more careful personal livea, 16_/__

To remedy the problems in the Sickle Cell Digease Program, many individuals
begin by suggesting that the educational program be strongthened, and that the
mandatory screening regulations be abolished, It is thought that voluntary screening
and counseling programs could work, if preceded by an effective educational campaign,
And, it is also neceésary that the distinction be cleerly made that possession of
the sickle cell trait is not the same as having the sickle cell anemia,

36/ abn, Victor. Hopes Pall Zor Sickle Gell Drug. The Washinmgto
L J - P
Mar. 3, 19%: Az, ; naien Tosts




CRS - 28

| V. CONCLUSIONS _

The levels of Fedaral support for the Sickle Cell Disease Program have increased
between PY 1970 and PY 1975, These increases have brought & high level of support for
molecular mmaﬂ a.nd for soreening and counseling efforts, Fedsral funding for
FI 1976 is to be directed into’ oont:.nm.ng thome efforts, as wll as into continming
programa of pravantiva therapy, treatment, and ednoa.tion. However, the support for
moleoular research, screening, and counseling is much greater than the resources
chamrneled into therapeutic research and public educstion, For example, in FY 1975
and again in FY 197, the cbligated funds for the Sickle Cell Disesse Program (RELI
funds) sre estimited to be $16 million, Of this total, spproximately 63.0% will
support molesular research, screening, and counseling; 28, 5% wiil fund therapentic
research and research on the complications of sickle cell anemia; and 8, 5% will pay
adminigtrative costs and support the development of pdncational matorials and the
Sickle Cell Disease Information Centsr, Inm FY 1973, the obligated funds for the
Progran were estimated to be $15.3 million; at that time, the percentales of ihe
HHLI budget for the above program components were respectively: 62,2%, 31,7, and
6.1%.

The publio reastion to the Sickle Cell Disease Program seems to exhibit a great
deal of unfavorable commant, certa.in groups offer different kinds of oritiecismes, but
the opinions seen to suggest that soms aspscts of the program have been ovor-d.evelc:ped.,
at the expense of necessary support oomporents, for example:

(1) Although molecular research has determined the goxotic gauses

of sickle ocell anania, therapsutic reseerch has yet to pro-
vide an inexpensive and ssfe treatment for the sickling orisis,
or an an:l.lable modality to prevent the sickling orimis,

(2) Public education has bpen inadequate in tbe Sickle Cell Dis- __

ease Program, The basic faots e.bou‘l; sickle esll ansmis ere

not ganerally known, and insufﬁc:l.ent dintinotion is made
botweon those persons who merely cu!ry the tralt and those
who kave sickle oell anemis, ‘
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(3) Because public eduoation has not been emphasizad in the
Sickle Cell Disease Program, the screening and counseling
components can causes severe soclal problems for 't;bé patient,
The credibility of advice offered in soreeming and counseling
is weakensd even more when these services are porfomd’ by
untrained professionsl or non-professional staffsa.

Publisbad opinion does no¥ suggest that a simple incresse in funding now will
nacessarily ini)rova the Sickle Cell Dissase Program., The literaturs doss suggest
that: | _ _

4, PFunds within the Sickle Cell Disease Progrer shonld be rediﬁoted o
increase support for thergpeutic research and to sirengthon the edusa-
tional and informational portions of tha Program.

B, More emphasis needs to be placed on the distinction betwssn t;zs trait
oarrier and the individual afflicted by sickle cell amemia itself when
au&h information in contained in an education or information portion
of the Progra.m.l |

C. Mandatory screening regulations need to be sbblished,

D, The maber and quality of profassioﬁale need to be upgraded in the

' medical, educational, sckeening, and counseling portions of the
Program, -

Pinally, the Ka.‘h.;i,onal Heart a.nd Lung Institu‘be has summarized its awaremsss of the

suggestions presented in the literature: '
We need to determine the prevalence and distribution of sickla call
disease and Cooley's anemia in this country, particiidarly the pre-
valence of carriers of the traii; provide asourate znd up-io-date
information on these diseases; initiate and expand appropriste comw
munity education, soreening, and counssling programs; educats the
modical and allied health professions about the problems of those
diseases; identify and provide guidance for the management of tha
resulting peychologleal, sociclogical and economic problems; and

agsist individuals with these disordsrs to attain their maxizum
potential in life., 37/

U.S. Congress. House, Gmittee on Appropriations. Departments of Lador, and '
Health, Eduoation, and Welfare Approprittiona for 1975. Hearings, 93rd Gan&‘aua,
2nd session, Part 4, Washa, U.S, Govt, Primt, Off,, 197. p. 323,

{
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VII. APPENDIX I:
: FY 1971 - FY 1975

Page Content

INFORMATION ON SICKLE CELL ANEMIA IN APPROPRIATIONS HEARINGS

FY 1971 ' -
U.S. House of Representatives _a/

382 - NHLI. Justifications.  General statement
under "Thrombosis and Hemmorhagic Diseases".

464 NHLI. Testimony. General Statement under

"Hematology".
U.S. Senate _b/

NHLI. Justifications. General statement under
"Thxtmbosis and Hemmorhagic Diseases".

2826

FY 1972

U.S. House of Representatives c/

366-8 NHLI. Testimony. Leads in treating Sickle
Cell Disease, Origin of the Sickle Cell Genetic

Characteristics..

NHLI. Testimony, Sickle Cell Anemia. NHLI
involvement in research on Sickle Cell Anemia,
Quotes funding by NHLI and NIAMD.

404~5

433 | NHLI. Justifications. General statement
: under "Thrombosis and Hemorrhagic Diseases".

 NIAMD. Testimony. General statement under
"Hematology", and under "Coordination of NIH
Sickle Cell Anemia Research".

569-70

864-71 NIGMS, Testimony. General definition of

sickle cell afiemia as a genetic disease,.

2

_2/ U.8, Congress. House, Committee on Appropriations.
and Health, Education, and Welfare Appropriations for 1971.
91st Congress, 2nd session, page 3. Washington, U.S. Govt.

_b/ U.S. Congress. Senate. Committee on Appropriations.
and Health, Education, and Welfare Appropriations.
2nd session, on H,R. 18515. Part 5,

9o/ U.S. Congress, House. Committee on Appropriations.
Health, Education, and Welfare Appropriations for 1972.
“aﬂion, Pm 3‘ H&Bhiﬂgton. U'S. G‘qﬂ. Pl‘int. Off., 1971.

Support Menticned

$5 million increase
for NHLI $.450 mil-
lion quoted as sup~-
port by NIAMD in FY
1971

Departments of Laboxr

Hearings,
Print, Off., 1970.

Departments of Labor,
Hearings, 91st Congress,
Washington, U.S. Govt, Priat. Off., 1970.

Departments of Labor and
92nd Congrass, lst
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f ‘Page Content Support Mentioned
N U.S. Senate _d/

3729-30 NHLI. Justifications. Genéral statement under
Thrombosis and Hemorrhagic Diseases". Notes
NHLI funding for sickle cell disease in FY 1973..

{ i st v

3752 NHLI, Testimony. Sickla Cell Anemia and the

NHLI budget. '"There are some increases in [NHLI)
budget for sickle cell anemia, some modest
increase in the area of arteriosclerosis.
‘Because the total budget remains the same, it
weans the increases in those areas are having to
be squeezed out of some other areas.”

3808 NIAMD, Justifications. General Statement of a

new treatment being explored by NIAMD,

FY 1973

U.S. House of Representatives _e/

122-3 NHLI. Testimony. Sickle Cell Program attributed
to the presidential initiative which idéntified
sickle cell anemia as a high priority disease.

‘Discussed the funding for gickle cell studies,
clinics, and centers.

1457 NHLI. Testimony. Explanation of $1 million to

- be used by other institutes in the Sickle Cell
Disease Programs. Discusses sodium cyanate as
a new treatment for sickle cell anemia,

168-82 NHLI. Testimony. Sickle Cell Screening. Amer-
ican Qi1 Co. Advertisement om Sickle Cell Disease.
Sickle Cell Advisory Committee and its recommen=
daticns. Sickle Cell Clinics. Vaso-ocelusive
crisis explained and a list of 5 research projects
In this area listed. ;

Health, Education and Welfare Appropriations,
sgssion, on H.R. 10061. Part 6.
U.S. Congress. Bouse, Committee on Appropriations,
Health,

st ‘sessfon, Part 4., Washington, U.S. Govt. Print,

U.5. Congress. Senate. Committee on Appropriations, Depa:fments of Labor and

Hearings, 92nd Comgress, lst
Washington, U.S. Govt, Print. Off

Depertments of Labor and

Education, and Welfare Appropriations. for 1973. Ehmrings, 92nd Cougress.
off., 1972, T

$3.5 million eax-
marked by NHLI for
sickle cell re-

" search in FY 1972

$9 million in FY
1972 NHLI budget
$5 million addition
requested for FY
1973 NHLI budget
514 million total
NHLI request
in FY 1973

$.700 million FIAMD in FY
1973

$.300 million NIGHD in PY
1973

$2.5 million re-
quested for re—
search and ser-
vice centers;

$1 million re-
quested for screehing
clinics

$1.5 million re-:
quested for biow
medical research

$5 million. total
additional FY 1973
NHLI request

.y 1971,
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184-5 NHLY. Testimony. Private funding for sickle $.125 million total

: cell disease noted as "seed money" for young National Sickle Cell ’
K investigators. Foundation funds in
k , FY 1972.
¥ 207~8  NHLI, Testimony. Activities related ' $4.5-millien, FY 1972
3 to Sickle Cell Disease, discussion of the and
tentative requests for FY 1973 and compares $4.5 MILLION, FY 1973
these to requests for ¥Y 1972. for- research ~and ser-

vice centers

$1.8 million in FY 1972
and

$6.55 million in FY 1973
for screening and coun~
seling clinies

$3.7 million, FY 1972, and
$3.7 million, FY 1973 for
research (2.7 in NBHLI.
¢ _ budget 1.0 million in
other NIH budgets)

$.25 million information
center in FY 1973

210 NHLI. Testimony. Identification of sickle

cell carriers, -
227 NHLI. Justifications. "Explanations of $.5 million of NHLI in=
' Changes"'. crease for research

grants in FY 1973

$4.5 miliion of NHLI in-
crease for clinical
studies in FY 1973

229 NHLI. Justificatioms. "Significant Items $14 million NHLI total
in House and Senate Appropriations Committee request for Sickle Cell
Reports, 1972 House Report, Action ‘to be _ Disease Programs in FY
Taken", _ : - 1973
235 NHLI. Justifica;ions. General Statement.
Mentions sickle cell programs as one of NHLI !
Yextended initiatives" for FY 1973, - -
237 NHLI. Justifications. Research Grants Pro»  $3.5 million 1972 est. |
: grams Analysis (Sickle Cell Disease). $4.0 million 1973 est. .
244 NHLI. Justifications; Research and Development '
- Contracts, General statemeant on sickle cell, - N
246 NHLI. Justifications. Increases. . $4.5 million incresse of |
: total WHLI increase egr= - :
T marked for sickle c¢sll
studies and clinies
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249 NHLI. Justifications. Research Management —
and Program Services. General statement on ~
sickle cell therapy.

254 NHLI. Justifications, Program Purposes and
. Accomplishments. Research and Development
‘Contracts. General statement on sickle cell
as a new clinical project. o ——

256 NHLI. Justifications. Program Purposes and
Accomplishments. Research Maragement: -and
Program Services. General statement on
. coordinated effort for therapy in sickle cell

2% a new program. ——
545 NIGMS. Testimony. Discussion of biomedical re-
search on Sickle Cell Disease by NIGMS, -
586 NIGMS. Justifications. Research Grants,
Fenetics., General statement on genetics
research for sickle cell in NIGMS. - —
1251 NIAMD, Testimon?. Sickle Cell Anemia Basic $5750 million spent
Research as part of Hematology Research in annually on basic sickle
NIAMD, 28 grants for sickle cell disease cell research at NIAMD

research supported in FY 1972, Mentions
the work of Dr. Makio Murayama.

1258 NIAMD, . Justifications. Xaboratory and Clinilecal
Research, Hematology. General statement on in-
clusion of Sickle Cell Disease basic research
under Hematology research. . aman

U.S. Senate _£/

2331 NIH. Testimony. Discussion of Budget Increases$5 million additional
requested for FY 1973, request brings total
in NIH for sickle cell
to $15 million in

¥Y 1973.
- 2365 NIH. Testimony. Table: 1973 Program Areas = $9 million spent in
of Special Interest, Sickle Cell Disecases. FY 1972 for sickle
' 3 cell in NIH
. : o $14 million FY 1973 est.
a ‘ ' E _ S request for NHLI.
‘ 2369 - NIH. Testimony. Prepared Description and
Highlights of Special Emphasis Programs, NHLI,
v - L Sickle Cell Disease. : . ——

ff U.5. Congress. Senate. Cdmmittee on Appropriations. Departments of Labor,
“ . and Health, Education, and Welfare Appropriations. Hearings, 92nd Cotgress.
204 Session, on H.R. 15417. Part 3. Washington, U.S. Govt. Print. Off,, 1572.
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2559-60 Research Resources and General Research Support
Crants, Testimony. The Albany Medical College
of Union University. Discussion of Project 5: .
Sodium Cyanate and Sickle Cell Disease. . -
2757 NIGMS. Justificatioms. Research Grants.
Program Plans for 1972-73, Genetics. General
statement on research, including mention of _
gickle cell anenia, ) ‘ —
2789 NIGMS. Testimony. Genetics Diseases.
General statement on the benefits of genetics
research, including sickle cell anemia as part
of this statement. -_—
2956 NHLI. Justifications. Explanation of Changes. $4.5 million of increase
' ' ' ‘ _ requested for sickle
- ‘ cell clinical studies
$.5 million of increase
‘Tequested for sickle
cell research grants
$5 million total increase
in NHLI ear-marked for
gickle cell
2957 NHLI: Justificatdons. Significant Items in $14 million total request
House and Senate Appropriations Committee of NHLI for sickle
Reports. 1972 House Report, Action to be Takenm. cell in FY 1973
2963 NHLI. Justification. General Statement.
Mentions the sickle cell disease programs as
one of NHLI "extended initiatives" for FY 1973 i
2965 NHLI. IJustifications. Research Grants. Pro- $3.5 million 1972 est.
_grams Analysis (Sickle Cell Disease). : $4,0 million 1972 est.
2972 ‘NHLI. Justifications. Rasearch and Develop- .
ment contracts. General skatement on Sickle
Cell Disease as a new clinical program. - . —
2976 NHLI. Justifications. Research Management
and Program Services. General statement on,
_ coordinated effort for sickle cell therapy as
. & new program. . : ' ——
2979 NHLI. Justifications. Program Purposes and
Accomplishments. Research and Development
Contracts. General statement on Sickle Cell _
Disease as a new clinical program. . ' ——
2980-81  NHLI. Justifications. Program Purposes and

Accomplishments. Rasearch Management and Program

- Services. General statement on coordinated effort
- for therapy in sickle cell as a new program. . -—
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2983-4 NHLI. Testimony. Sickle Cell Programs.
General, prepared statement. —-—
2989 NHLI. Testimony. Distribution of Funds
" agnd FY 1973 Plans, Summarizes status of
the Sickle Cell Program in FY 1972 and
for FY 1973. NHLI designated as lead
agency in the program. Notes Sickle Cell
Disease funding increases as a part of
total increases requested in NHLI budget
for FY 1973. ‘ i
- 2995 NELI. Testimony. Obligations for Sickle 1972 expenditures forx
Cell Disease Programs in FY 1972. Notes that gickle cell:
FY 1973 budget request for sickle cell is $4.5 willion, Centers
$14 million, an increase of $5 million ear- $1.8 million, Clinics
marked for sickle cell in the total NHLI budget.$2.7 million, Research
$9.0 million FY 1972 total
NHLI budget for
sickle cell
House of Representatives _g/
11 NIH. Testimony. Research Progress in FY 1973.
General statement confiiming that the cause of
sickle cell #nemia is known, and therefore most
promising for counseling and developments for
treatments, ) —
83 NIH. Testimony. Prepared Statement. Appendix
4, Examples of Program orientation, formulation,
“and implementation: The Sickle Cell Disease
. Program, : : . ‘ - —
263-4 NHLI. Testimony. General Statement. Notes the
importancegaf children in the sickle cell
o program; %2%0 notes that NHLI requests an in=-
crease of %18 million to continue research in
4 areag, ihcluding sickle cell research. ———
S o ,
307-11 NHLI. Testimony. . Special Report prepared by re— $16 million FY 1974
quest of the Committee: Sickle Cell Disease. ) est., reguest, NHLI
Notes obligations estimated for all NIH Insti- $.859 miliion FY 1974
tutes in thg Sickle Cell Program. Explains in est. request, NLAMD
detail the Sickle Cell Program. Notes that $.100 million FY 1974
in the Comprehensive Centers for Research and est, request, NIGMS
Service, 40% of the cost is applied to research $16.959 million FY 1974
activities, 60% toward service activities. The total request for -
entire cost of Screening and Counseling Clinics is NIH.

applied to service activities. Mission-oriented
Research and Development, a contracts mechanism,

_&/ U.S. Congress, House. Committee on Appropriations. Departments of Labor and

Health,

Education, and Welfsre Appropriations for 1974. Hearings, $3rd

Congress, lst session, Part 4, Washingtom, U.S. Govt. Print, Off., 1973. »
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348

350

356
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supports controlled studies of therapy, basic
studies of molecular structure and various o
complications of sickle cell disease. Research

projects grants support meritorious research on

sickle cell disease recommended by other NIH institutes

but funded by NHLI.

NHLI. Testimony. General statement on total
egtablishment of the Sickle Cell Pisease
Program in FY 1973, Concern expressed over
State laws enacted to make testing for the

gickle cell trait in all people mandatory. : ———

NHLI. Testimony. Sickle Cell Budget. Contracts $15 million est. expend-
are noted as being awarded for controlled itures for Sickle Cell
studies of therapy. Grants are noted as being Program in FY 1973
awarded for (1) basic studies of hemoglobin .

and red blood cell membrane ghape and structure $16 million request for
and (2) basic studies of chemicals as treat- Sickle Cell Program
ments to prevent the sickling crisis or to Budget in FY 1974.

treat the sickling crisis itself,

NHLI. Testimony. Social Implications of
Sickle Cell Programs. ] ——

NHLI., Justifications. Explanation of Changes.

Increases. Research and Development Contracts.

NHLI budget requests an increase of approx. $18

million: Sickle Cell Disease Program increases ,

will come from Research and Development Contracts, e

-NHLI. Justifications, Significant Items in the

House and Senate Appropriations Committees

Reports. 1973 House Report. Action to be Taken.
Sickle Cell Disease current research programs :
emphasize preventive therapy and treatment. 'Y
Current services of the Sickle Cell Program are N
implemented. ‘Data on research and sexrvices now

beilng collected. _ —
NHLI. Justifications. Authorizing Legislation. $40 million authorized
Cites Title XI, Genetic Blood Disorders, Part A, in Title XI, Part A~

Sickle Cell Program, as the authorizing legislation for Sickle Cell Pro-

for the NHLI Sickle Cell Program. Lists the gram in FY 1974

appropriations for FY 1974.

- NHLI. Justifications. General Statement.

Division of Extramural Affairs. Summarizes the
current status of the Sickle Cell Program. —-—

5
[
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Page

NHLI. Justifications. Research Grants. General
' Statement. The Sickle Cell Disease Program is
highlighted in FY 1973-74. The FY 1974 budget
request will maintain non-competing commitments
. (including the Sickle Cell Centers) at the approved
levels. Competing renewals and new projects in-
the regular research grants program would be
maintained at the FY 1973 level.

- 363

NHLI. Justifications. Research and Development
Contracts., Summary. $4 million of the

total Research and Development Contracts Increase
($10.050 million) will provide for blood diseases and
resources, including additional Sickle Cell Programs.

367

$,.500 million FY 1974
increase for the

" S8ickle Cell Centerx
Program

379 NHLI. Justifications. Program Purposes and
Accomplishments, Research Grants. Cites
amount ear-marked from increases to supple—
ment the Sickle Cell Center.Program
383 NHLI, Justifications. Program Purposes and
Accomplishments. Research and Development
Contracts. Notes that the Sickle Cell Program
funding was increased $5 million from
FY 1972 for FY 1973; "Special appropriations
have been made to bring about a coordinated
‘effort within DHEW to effect a multi-categorical
attack on this disease from the standpoint
of research and service." TFY 1974 "special
appropriations” for the Sickle Cell Program
are not specified, but are included in
blood diseases and resources increase of §4 million.
475 NIAMD. Testimony. Special Report on Cooley's Anemia.
~ Notes that "HSMHA is developing within available
_ resources a genetic blood disorders program with-
in the requirements of Title XI of the Public . :
Health Service Act. The program includes both |
Part A, Sickle Cell Anemia, and Part B, Cooley's Anemia.!--- !

798 NIGMS, Testimony. General statement on the
. common genetic diseases, including sickle cell
' anemia, :

FY 1974

“ U.S. House of Representatives _h/

BSMHA. Special Report prepared by DHEW.which '
relates to HSMHA. Sickle Cell Anemia, . National
Center for Family Planning Services.
funding and organization of the servites which
HSMHA provides in the Sickle Cell Program.
Funding 1s obtained for HSMHA in an interagency
reimbursable agreement with NHLI.

804-9

Cites the.

$1.975 million in FY
1972 :

$8,1 million FY 1973

" est.

$8.6 million FY 1974
est. For HSMHA in
NHLI budget

"B/ U.S. Congress. House. Committee on Appropriatioms. Departments of Labor and
Health, Education, and Welfare Appropriatiouns fox 1974. Hearings, 93rd .

Congress, 1lst sesaion, Part’ 3. Washingtoa, U.S. Govt., Print. Off., 1373,
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Uu,S, Senate i/

1053

1275

1705

1708
1713
1719-20

1722

1723-25

DHEW, Overview. Increases in funds for cardiovag-

cular research support "will permit...the contin-

vation of the atteck on sickle cell & other blood

diseases and on pulmonary ailments,® . —

DHEW, Health Services Planning % Development,

Regional Medical Program. Justifications, In 1972 RMP gupport of 2 projects
RMP supported 2 projects relating to the availability $115,000 (FY 1972)

- and accessibility of health services for sickle cell

anemia, By FY 197%, all RMP programs were plannsd
to be phased out,

NHLI, Prepared Statement (Cooper), Emphasizes

the importance of children in the Sickle Cell Dis-

ease Program, Cites the establishment in 1973 of

10 community centers for research and demonstration

and 19 screening and education clinies, - : —

NHLI. Testimony. Discusses value of a metropolitan
location for the 10 community research centers an

the 19 acreening and education clinics, -

NHLI, Testimony., Discusses the cooperative role
of NHLI, NIAMDD, and NIGMS in research on sickle cell
anemia and OJocley's anemia, : :  —

NHLI, Justifications, Sickle Cell Anemia research
grants included as those in the high priority list
for NHLI. . . —

NHLI, Justifications, Significant. Items in the House
and Senate Appropriations Committee Reports, House FY 1973 budget =

Committee expressed surprise and chagrin that so little $15 million
attention had been paid to sickle cell disease. Reply FY 197, request =
includes information on funding, as well as on increased $16 million

activity in biochemical research and demonstration
programs to increase public awareness,

NHLI., Justifications, Authorizing Legislation, Grants & Contracts

Cites Tiile XI, Genetic Blood Disordsrs as +the (information, education)
authorizing legislation for the NHLI Sickle Cell FY 72 - $20 million
Disease Program {Part 4), Lists authorized FY 73 -« $30 million
appropriations, A . FY T4 - $35 million -

@rants & Contracts
(research and development)

FY 72 - $ 5 million

FY 73 « $10 willion

FY 74 - $15 million

3/ U.S, Congrees. Senmate, Committee on Appropriations, Departments of Labor and Health,
Education, and Welfare Appropriations for 1974, Hearings, 93rd Congress, lst sesaion,
Pm 2. H&Bhingm, U.S. Govt. Pl‘in‘t. Offt’ 1973. 4
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NHLI, Justifications. General Statement, Div-
ision of Extramural Affairs. Summarizes current
status of the Sickle Cell Disease Progran, ———

NHLI, Justifications. General Statement. Dive

ision of Extramural Affairs, "Ome of the extended

initiatives this yedr is in sickle cell disease,

Further research certainly is needed and is planned,

but also planned are additional clinice and compre=

hensive venters to identify the sussepiibles, o

evaluate new therapy, and to bring information on

prevention to the people at risk since there is no

cure once the disease is established,” -—

NHLI, Justifications. Research Grants, Research
Projects, ™A program in Sickle Cell Disdase is
highlighted in 1972 - 197%. This research effort

has been designed to uncover new information which

can be used to allievate the suffering of a significant
vercentage of the Netion's black population, The

FY 1974 budget request will maintain non-competing .
commitments (including sickle cell centers) at thas
approved levels, Competing renewals and new projecis
in the regular resesrch grants program would be main-

tained at the FY 1973 level.," ‘ ———

FHLI., Justifications., Research and Development

Contracts. Summary. $4 million of the total Research

& Development Contracts increase ($10,05 million) will

be to provide for bleod diseases and resocurces, inclu-

ding additional sickle cell programs. ——

HHLY, Justifications, Program Purposes and Accom- $500,000 . increase

- plishments., Research Grants, Cites amount earmerked  for sickle cell centers

from increases to supplement the sickle cell center pro-

* gram.

NHLE, Justifications, Progrim -Purposes and
Accomplishments, Research & Development Contracts,

Notes that the Sickle Cell Disease Program funding

was increased $5 million from FY 1972 for FY 1973;

"Special appropriations have been made 1o bring about

a coordinated effort within DHEW to effect a multi-
categorical attack on this disease from the standpoint

of research and service.® FY 1974 "Special Appropriations®
for Sickle Cell Disease Program are not specified, but are
included in blood diseases and resources increase of

$4 million, iy —

‘Research Resources. Justifications, Research Grants,

:Blood Studies. Normal and abnormal hemoglobins, such as

‘those in gickle cell anemia, aré being studied at Carnegie-
‘Mellon University in Pittsburgh. The technique uses a

Nuclear Magnetic Resonance spectromster to elucidate the
mechanisn by which human hemoglobin carries axygen., L m—
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FY 197

U.S. Senate j/
2242-43 NIAMDD. Special Report, Hematology. Highlights
" of research on the chemical treatiments for sickle
cell anemia and on detection of the sickle cell gene
in utero. : -
FY 1975
U.S, House of Representatives k/

681-686 DHEW. Special Report on Sickle Cell Anemia prepared KRIH funding by Institute.
by DHEW for the House Committee on Appropriations. RIH TOTAL FUNDING:
Covera period FY 1971 - FY 1975, Provides detailed FY 71 - $1.89 million _
dasceriptiona of funding for FY 1971 ~ FY 1975 for FY 72 - $11,256 million
NHLI, NIAMDD, and NIGMS. Provides detailed des- FY 73 - $16,540 million
cription of on~going programs and projects, and ine FY 74 - $17.216 million
cludes a summary of completed research projects. FY 75 - $17,254 million est,
includes summary of activities of Office of Child:
Bealth for FY 1972 -~ FY 19%,

FY 1975

U.S. House of Representatives 1/
227 NHLI. Testimony., Comments (Cooper) on urea research
‘ - Tor {reating sickle cell crises: ™ures does not appear

to be effective in relieving the crises nor preventing
the sequelse,® Cooper also comments on the lack of
available technique to properly inform the layman
and the professional about sickle cell disease and
its elements of risk. —-—

267 NHLI, Testimony. Current extent of the Sickle Cell Sickle Cell Disease and
Disease Program described as addressing this disorder Related Diseases
from two standpoints: - 1) research and development, Resesarch:

i.e,, basic and clinical research, and 2) demonstration PY 73 - $14.5 million
activities, i.e., education, testing, counseling, and FY 75 - $15.5 million
rehabilitation, PFunding discussed for FY 1973 and for

PY 1975.

‘NHLI, Justifications., Authorizing Legislation., Cites FY 1975 authorized

Title XI, Genetic Blood Diserders, as authorizing leg- appropriations
islation for the Sickle Cell Disease Program in NHLI, $53.7 miliion

i/ U.S.' Congress, Senate. Committee on Appropriatiéns. Departments of Labor and Heﬂlal'bh,
Education, and Welfare Appropriations for 197,. Hearings, 93rd Congress, lst sesaion,
Part 3., Washington, U.S. Govt. Print. Off,, 1973,

k/ U.S, Congress, House, Commitiee' on Appropriations. Departments of Labor and Health,
Education, and Welfare Appropriations for 1975, Hearings, 93rd Congress, 2nd session,
Part 3, Waghington, U.S, Gov. Print. Off,, 197.

1/ u.s. Congress, Hbuse. Comiﬁee on Appropriations. Departments of Labor and Hesalth,
Education, and Welfare Appropriations for 1975, Hearinga, 93rd Congress, 2id session,
Part 4, Washingtom, U.S, Govt., Print. Off., 197%. ' '
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280

317

318

319

320

322-23

) 326

328

NiLI, Justifications. General Statement, The

Problem, "Sickle cell anemia and severes hemophilis
affliet 50,000 to 70,000 persons,* ——

NHLI., Justifications, Blood Diseases and Resources, Sickle Cell Disease &

Teble description of funding for Sickie Cell Disease Related Diseases:

and Related Diseases, FY 1974 - FY 1975. (Excludes FY 74 - $15,5 nillion

FY 1973 appropriation restorations.) FY 75 - $15.5 million est.

NHLI, Justifications, Blood Diseases and Resources,
Objectiwes, 1975. Cites Public Health Service Act,

Title XI as the authorizing legislation for the Sickle

Cell Disease Program, States that the Division of

Blood Diseases and Resources "coordinates Federsl

Sickle Cell Disease activities and operates a clearing-

house for information on sickle cell disease.™ ‘ —-—

NHLI, Justifications. Blood Diseases and Resources,
Accomplishments and Objectives, 1973/197., States

that the Program began in 1972 for sickle cell disease

has been expanded; Comprehensive Sickle Cell Centers

now number 15; Screening & Education Clinics now number

26, States that basic research centers on hemoglobin, ——

NHLI. Justifications, Blood Diseases and Resources,

Bleeding and Clotting Disorders, Sickle Cell Anemia

and Sickle Cell Trait: *The research goals of the

Sickle Cell Disease Program are to develop improved

therapy for sickle cell orises; inerease knowledge of

the fundamental biclogy of the disease and its compli-

cations; and develop effective and acceptable methods

for screening and counseling," e

BHLI. Justifications. Blood Diseases and Resources.
Prevention, Education, and Control, States that NHLI

~ is developing a control program for sickle cell dis-

ease, "The goals of the control program are to educate
the public about sickle cell disease and Cooley's anemia
and to demonstrate techniques for appropriate screening
and counseling”, Lists a series of "needs", or areas of

. the program for which data is lacking, i.e,, prevalence

and distribution of sickle cell disease and of the trait
are not known, etc, e

NHLI, Justifications, Intramural Laboratory end Clinical
Research, Accomplishrents and Objectives 1973/197.

Reviews basic research on the molecular basis of hereditary
anemias, especially the mechaniism of hemoglobin bilogynthesis,
"This is a truly remarksble record for a new program, In

the coming year (FY 1975) it will be necessary to expand ‘
clinical and laboratory efforts.” ‘ -—

NﬁLI. Justifications, Research Management and Program
Services, Accomplishments and Objestives 1973/197%.
Reviews the mandate for the National Sickle Cell Disesse

Srogram as emphasized in the National Sickle Gell Anemia
Control Act of 1972,
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331

332

423

426=-27

800

FY 1975

U.S. Senate_m/

925-30

~ 8pecimen screened, : —

NHLI. Justifications. Program Purpose® and Accom—

plishments, Blood Diseases and Resources. States

that in FY 1974 over 70 contracis were to be awarded

with emphasis on: 1)} development of a nationwide

bloed system; 2) continuation of sickle cell screening

and education; 3) studies of hemoglobin interaction. | m—

NHLI, Justifications, Program Purposes and Accom-

plishments, Intramural Laboratory and Clinical

Research, Projects on the mechanism of hemoglohin

biosynthesis and hemoglobin genetics - which will

lead to a better understanding of the molecular

basis of the hereditary anemiss - were to continue

through FY 1974, *"In FY 1975 there will be increased

support of research in molecular diseases, pulmonary

diseases, experimental therapeutics, molecular hema-

tology, pathology, and veterinary research,® | ——

NIAMDD, Justifications, 'Special Report on Cosley's
Anemia and Other Blood Disorders, "It is estimated

‘that there are more than 1,000,000 perscns in the United

States who suffer from disabling or killing disorders
of the blood, including the anemias and bleeding disorders, ==

NIAMDD, Justifications., Special Report on Cooley's
Anemis and Cther Blood Disorders. Presents conclusions

of NIAMDD research on sickle cell disease among NFL
football players; prevalence of sickle cell trait was
6.7%., Study supporis evaluation by National Academy of
Sciences study that sickle cell trait does not necessarily
limit the everyday activities o¥ functions of the trait
carrier., 4lso reporis on new technique for mass-screening
for sickle cell disease: cost of technique: $.03 per

NIGMS. Justifications, Genetics, Current Program,

Summarizes the work of one Gemetic Center on the control,
screening, and treatment of sickle cell disease, Specifically
mentioned is research on the extracorporeal use of cyanate

10 treat sickle cell crises, - o _ —

»

NIH, Testimony:, New Initiatives/High Priority Programs. NHLI:
Table presenting appropriations and obligations for the FY 73 - $15,320 million
Sickle Cell Disease Program, FY 1973 - FY 1975, FY 74 - $16,0 million
est,FY 75 - $16.0 million
NIAMDD:
PY 73 = $ 4933 million
FY 7% - $1.058 million
et FY 75 - § 4955 million

n/ U.S, Congress, Senate, Committee on Appropriations. Departments of Labor, and Health,

Education, and Welfare, and Related Agencies Appropriations, Hearings, 93rad Congress
2nd session, Part 3. Washington, U.S. Govt. Print, Off,, 197. P ’
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- NHLI, Testimony., Prepared Statement (Ringler},

Mentions the past research on treatment of the
sickle cell crisis with urea which proved to be
ineffective, _ : -——

NHLI, Tesbimony. Presents a list of 15 Sickle Cell Support cited for
Disease Specialized Centers of Research (SCOR), each SCOR.
with amounts awarded or committed for FY 1975, : :

NHLI. Testimony. Debate on the funding of the FY 1974 & FY 1975 spending
Sickle Cell Disease Program. Conclusion that the level approximately
spending levels for FY 1975 would equal that for 816 million, NHLI Plan

FY 1976 with no increase to cover the increased calls for $20 million in
costs due to inflation: "that levdl is the same, support of the Sickle Cell

. and to whatever extent inflation is a factor, it Program by 1980,

will be reduced accordingly."

NHLI., Testimony, Presents information on sickle

cell trait and disease prevalence: approximately

2 million persons are believed to carry the trait;

approximstely 1 in every 500 black babies are afflicted

with sickle c¢ell anemis, Notes that the Sickle Cell

Disease Program now includes 15 Comprehensive Sickle

Cell Centers and 26 Sereening, Education, and Counseling
Clinics, ——

NHLI, Justifications, Authorizing Legislation, Cites

Title XI, Genetic Blood Disorders and authorizing - Authorized Appropriation
legislation for the 8ickle Oell Disease Program with- FY 1975: $53.7 million
in the NHLI, . -
NHLI, Justifications, General Statement., The Prohlem.

"Sickle eell snemia and severe hemophilia afflict 50,000

1o 75,000 persons,” —

NHLI, Justifications., Blood Diseases and Resources, NHLI:

Table Presents FY 1974 and FY 1975 comparable cbligations FY 74 - $15.5 million
for the Sickle Cell Disease Program, (Excludes FY 1973 est. FY 75 - $15.5 nillion
appropriations restorations,) '

NHELI. Justifications, Blood Diseases and Resources,
Objectives, 1975, Cites Public Health Service Aet, Title

X1 a3 the guthorizing legislation for the Sickle Cell

Disesse Program., States that the Division of Blood

Diseases and Resources “eoordinste ZEederal Sickle Cell

Disease activities and operates a clearinghcuse for
information on sickle cell disease,™ - ———

NELI, Justifications., Blood Diseases and Resources,
Accomplishments and Objectives, 1973/197%. States that

the Program begun in 1972 for sickle cell disease has been
expanded; Comprehensive Sickle Cell Centers now musber

15; Screening & Education Clinics now number 26, States

that basic research centers on hemoglobin, L -
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MHLI. Justifications, Blood Diseases and Resources,

Bleeding and Clotting Disorders, Sickle Cell Anemia

and Sickle Cell Trait: “The research goals of the

Sickle Cell Disease Program are to develop improved

therapy for sickle cell crises; increase knowledge of

the fundamental biology of the disease and its compliem

cations; and develop effective and acceptable methods

for screening and counseling,” o —

NELI, Justifications, Blood Diseases and Resocurces,
Prevention, Education, and Control, States that NELI

is developing a coutrol program for sickle cell disesse,

“The goals of the control program are o educate the

public about sickle cell disease and Cooley's anemia

and to demonsirate techniques for appropriate screening

and counseling,* Lists a series of "needs®, or areas of

the program for which dats is lacking, i.e., prevalence

and distribution of sickle cell disease and of the trait

are not known, etc, —e——

BHLI, Justifications. Intramursl Laboratory and Clinical
Besearch, Accomplishments and Objectives 1973/19%,

Reviews basic ressarch on the molecular basis of hereditary
anemiae, especially the mechanism of hemoglobin biosynthesis,
"This imatruly remarkable record for a new program, In

the coming year (FY 1975) it will be necessary to expand
clinical and laboratory efforts,* —

MHLI. Justifications, Research Management and Program

Services, Accomplishments and Objectives 1973/1974.

Reviews the mandate for the Netional Sickle Cell Diseass i
Program as emphasized in the National Sickle Cell Anemia :
Control ict of 1972, —

NHLI, Justifications. Program Purposes and Accomplish-

zents, Blood Diseases and Resources, States that in

FY 197, over 70 contracts were to be awarded with emphasis

on: 1) development of & natiomwide blood system; 2) con-
timuation of sickle cell screening and education; 3) studies

of hemoglobin interaction. : . | —

RHLI. Justifications, Program Purposes and Acocomplish-
ments, Intramural -Leboratory and Clinjéal Research,
Projects on the mechanism of hemoglobin biosynthesis
and hemoglobin genetics - which will Jead to & better
understanding of the molecular basis Af the hereditary
anemias - were to continue through FY 1974, "In FY 1975
there will be increased support of research in molecular
diseases, pulmonary diseases, experimental therapeutics,

-molecular hematology, pathology, and veteripary research,® ——

NIAMDD, Justifisations, Speciel Report on Cooley's

Anemia and Other Blood Disorders, “It is estimmted that

there are more than 1,000,880 yersons in the United

States who suffer from dizabling or killing discrders

of the blood, including the anemias and bleeding disorders.” —
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NIAMDD, Justifications. Special Report on Cooley's

&nemia and Other Blood Disorders, Presents conclusions

of NIAMDD research on sickle cell disease among NFL

foctball players; prevalence of sickle cell trait was

6.7 % Study supports evaluation by the National Academy

of Sciences study that sickle cell trait does not necessarily
limit the everyday activities of functions of the trait

carrier, Also reports on new technique for mass-screening

for sickle cell disease: oost of technique:s $.03 per

gpecimen screened, ———

RIGMS, Justifications, Genetics. Current Program,
Summarizes the work of one Genmetic Center on the control,
screening, and treaiment of sickle cell disease, Specifically
mentioned is research on the extracorporeal use of cyanate

to treat sickle cell crises, :
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