KINGSBROOK JEWISH MEDICAL CENTER
585 Schenectady Avenue = Brooklyn, N.Y. 11203-1891 = (212) 756-9700

February 19, 1992

Ann M. Willey, Ph.D.

Director, Laboratories of Human Genetics
Wadsworth Center for Laboratories &
Research

Empire State Plaza, Rn. E 275

P.O. Box 509

Albany, NY 12201

Dear Dr. Willey:

Kingsbrook Jewish Medical Center has long been involved with children
affected with Tay-Sachs Disease and their families. In 1954, at the request
of the newly formed Tay-Sachs Association, a unit of 16 beds was established
for children with Tay-Sachs, Niemann-Pick, San Filipo, and other allied
diseases, at the hospital, known then as Jewish Chronic Disease Hospital.

The unit was filled to capacity at the onset. Many times there were children
placed in the Pediatric area waiting for bedspace in the special unit. It
was not until 20 years later, in the nineteen-seventies that we began to
realize the benefits of carrier detection testing and amiocentesis, and the
nurber of affected children began to diminish.

A significant part of the Jewish population, however, was not able to partici-
pate in the conventional testing programs. The religious community, which
restricts termination of pregnancy cannot benefit from amniocentesis. Equall
important is the reluctance of the conmunity to identify those families most
at risk, as carrier status is perceived as a stigma and consequently jeopar-
dizes marriage arrangements for all the children in the family.

Thus, although we observed a reduction in the number of children with Tay-

Sachs admitted to the hospital during the seventies and early eighties, this

did not occur in the religious families. It is not uncommon for more than

one sick child to be born in a large family, or for relatives of an affected

family uninformed that they too were at risk, to bear Tay-Sachs children as
well.

The Dor Yeshorim program, it is very apparent, has profoundly impacted on the
religious community. This voluntary, rabbinically approved program is design
to meet the needs of the religious population primarily, but is open to anyon
who chooses to participate. The goal is to identify prior to marriage, those
couples where both are carriers, and would be at risk to produce a sick child
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to provide this information to families with the full assurance of anonymity
and confidentiality. The decision as to whether or not a couple will marry
is made by the families involved. Marital arrangements for 45 couples were
changed following diagnosis of "carrier couples." The average family has six
to seven children. An estimated 315 pregnancies have been avoided. Marriage
for those carriers with non-carriers were successfully arranged by the ‘fami-
lies. The religious community has been very responsive and this is reflected
in the successful carrier detection testing programs for single young adults.
There are currently two children with Tay-Sachs Disease hospitalized at Kings-
brook. Of the two, only one is of a religious family. Ultimately, all the
children require Medicaid coverage.

In further support of preventive programs, we want to emphasize that the cost
of hospitalization at Kingsbrook is $270.00 per day or $98,650 per year. The

average stay for a child is 3 years, thus $295,650. Families cannot afford
this and rarely have insurance coverage.

We must commend Dor Yeshorim for awakening the community at risk to the
problem of genetic disorders. They developed a program which has been accepted
by the target population, successfully providing education and testing to pre-
vent the tragedy of Tay-Sachs Disease. Research towards development of testing
for Gauchers Disease and other recessvie disorders is strongly supported. The
goal is prevention. Dor Yeshorim, in so short a time span, seven years, has

done a monumental job.
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Larry Schpetck, M.D.
Director,{Neurology



