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Since its setting-up in 2002 the N
CL-Foundation aim

s at com
-

bating rare diseases. Its m
ain em

phasis, how
ever, lies on the

children’s disease N
CL (N

euronal Ceroid Lipofuscinosis).
W

hen Tim
 Husem

ann, the son of the founder, w
as diagnosed

w
ith N

CL his father decided to start the foundation.

In order to clarify the m
echanism

 of the disease and to deve-
lop possible cures, a scientific N

CL-netw
ork is being establis-

hed and prom
ising research projects are being initiated. The

netw
orking betw

een researchers of different disciplines is
supported by N

CL-congresses organized by the N
CL-

Foundation. The third N
CL-Congress took place for the first

tim
e w

ith international attendance (GB, SF, USA) in order to
bundle up the w

orldw
ide know

ledge about N
CL.

The first Ph.D. scholarship to be financed by the N
CL-

Foundation at the University Hospital Ham
burg-Eppendorf is

m
eant to give an im

petus to privately financed research con-
cerning N

CL. Furtherm
ore, research applications review

ed by
the Scientific Advisory Council are passed on to cooperating
foundations to cover the m

issing fields of research as fast as
possible. It is a “N

ational Contest for Life”.

N
euronal Ceroid Lipofuscinosis (N

CL) is the m
ost com

m
on

neurodegenerative disease in childhood. This fatal m
etabolic

disease causes nerve cells to gradually die. 

The N
CL-Foundation concentrates on juvenile N

CL. Here the
initial sym

ptom
s appear betw

een 4 and 10 years of age. The
first sym

ptom
 is rapid loss of eyesight. There then follow

various degenerative changes in intellect and speech.
Epileptic seizures lead to m

otoric disabilities. W
hen the disea-

se reaches an advanced state N
CL-children are confined to

bed. After years of suffering at about 20-30 years of age death
is inevitable.

The disease is based on a genetic defect, w
hich is recessive-

ly inherited. The affected gene CLN
3 lies on the 16th chrom

o-
som

e. The defect leads to an accum
ulation of insoluble clots

w
ithin the cell. The cell cannot be cleaned from

 endogenous
toxic substances from

 the body’s daily energy production; it
gets overburdened and dies. This concerns m

ostly the nerve
cells of the brain.
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The volum
e of the brain of a patient suffering from

 juvenile N
CL is consi-

derably sm
aller than that of a healthy individual because of the patholo-

gical dying of the nerve cells.

M
edical science still needs to understand the N

CL disease to
finally be able to cure it. In order to fathom

 all facets of this
disease the com

position of the accum
ulated clots needs to be

com
pletely analyzed to identify the affected m

etabolic path-
w

ay. Once these results are available the type of protein and
the m

anner of adm
inistration can be decided on. A causal

therapy including gene correction and / or gene therapy m
ight

be possible. These strategies, how
ever, are still under trial or

have not been tested w
ith regard to N

CL.

Basic research can sim
ulate the course of the disease w

ith
different m

odeling system
s. This then can provide the ans-

w
ers to find new

 active substances that can inhibit the conti-
nuous destruction of the delicate nerve cells. M

edication for
Alzheim

er’s or Parkinson’s that has already been approved
could be prom

ising in this context. They still have to be tested
for N

CL. The N
CL-Foundation paves the w

ay to do so.

N
CL A

reas of Research (sim
plified presentation)

Genetic M
aterial

F
Analysis of m

utation
DN

A-analyses are an im
portant part of 

diagnostics.
F

Gene expression studies
M

icrochip analyses to study the effect
that the defect CLN

-gene has on other
genes..

F
Gene correction
Correction of the DN

A defect.
F

Gene therapy
Cells are adm

inistered intact N
CL-ge-

nes.

M
echanism

 of Disease
F

Im
m

unsuppression
Blocking of proven auto-antibodies.

F
Adm

inistration of Pharm
aceuticals

Study of different substances and their
effects.

F
Electrophysiology
Analysis of nerve cell connections.

F
M

odeling System
s

Sim
ulation of gene defect to help un-

derstand the m
echanism

 of the disease.
F

Related Diseases
Com

parison of sim
ilar diseases, as for

exam
ple Retinitis Pigm

entosa, Alzheim
-

er’s, Parkinson’s, Epilepsy.

Protein
F

Function analysis
Study of the exact function of the CLN

-
protein.

F
Localization / Transport
Clarification of w

ays of transport of the
CLN

-proteins as w
ell as their localiza-

tion in nerve cells.
F

Proteom
ics

Study of the interaction betw
een the

proteins.
F

Biochem
ical analysis of storage m

ate-
rial; Decryption of course of m

etabolic
pathw

ay concerned.
F

Protein Replacem
ent

Adm
inistration of m

issing or appropria-
te protein.

DD

D

D
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F
Current research

F
N

o research so far

D

Scientific Advisory Council
(excerpt)

Prof. R. B
aum

eister (Freiburg i.B
r.)

D
r. P. G

eigle (A
lzenau)

Prof. C. H
übner (B

erlin)

Prof. P. Saftig (Kiel)

Prof. K. Sandhoff (B
onn)

N
CL-Experts 
(excerpt)

Prof. T. B
raulke (H

am
burg)

Prof. K. Eger (Leipzig) 

Prof. H
.-H

. G
oebel (M

ainz)

Prof. A
. Kohlschütter (H

am
burg)

Prof. D
. Pearce (U

SA
)

B
oard

D
r. C. B

orchard (H
am

burg)

H
r. M

. H
artleif (D

ortm
und)

D
r. F. H

usem
ann (H

am
burg)

Supporting Functions 

(excerpt)
IT: M

r. J. N
örskau

G
rafic D

esign: M
r. E. Koch,

M
s. K. Langer 

Legal: M
r. T. B

urkert, 

Taxes: M
s. I. Steffen

Translation: M
s. C. Jädke

Research/M
arketing

D
r. F. Stehr

N
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Healthy brain

Schem
atic diagram

 of the average course of jN
CL

Loss of eyesight 

Reduction of intellectual abilities

Change in child’s personality

Degradation of speech

Epilepsy

N
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Death
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Course of disease
of juvenile N

CL
(“norm

al”)



Since its setting-up in 2002 the N
CL-Foundation is com

bating
the deadly disease N

euronal Ceroid Lipofuscinosis. 
Several im

portant m
ilestones w

ere reached in 2004 concer-
ning both public relations and research:

•
Third Germ

an N
CL-Congress (June 2004) w

as held w
ith inter-

national attendance in Kronberg/Ts.

•Co-financing of an N
CL Ph.D. scholarship at the University Ho-

spital Ham
burg-Eppendorf (UKE)

•
Integrating “N

CL” as part of the international EU research pro-
ject “APOPIS” (2004-2006)

•Expansion of the N
CL-netw

ork by integrating researchers from
the first N

CL project all over Europe “N
CL m

odels” (2004-2006)

•
Different cam

paigns for public aw
areness, such as Leo-Servi-

ce-Day, “Haircut w
ith Heart”, Charity Dinner “Cooking for Kids”

Despite these advancem
ents there is still no cure for N

CL.
That is w

hy w
e continue the battle against this deadly childre-

n’s disease.
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N
CL-Stiftung

H
olstenw

all 10, 20355 H
am

burg
T. +49-40-35 00 44 91
F. +49-40-35 00 44 93
E. info@

ncl-stiftung.de
I. w

w
w

.ncl-foundation.com

B
oard

•
D

r. Christian B
orchard (Lions), T. +49-1 72-4 26 23 56

christian.borchard@
ncl-stiftung.de

•
D

r. Frank H
usem

ann, T. +49-1 77-3 45 59 39
frank.husem

ann@
ncl-stiftung.de

•
M

artin H
artleif (Round Table), T. +49-1 77-5 06 01 11

m
artin.hartleif@

ncl-stiftung.de

Research &
 M

arketing
•

D
r. Frank Stehr, T. +49-1 63-4 71 40 57

frank.stehr@
ncl-stiftung.de

N
CL-G

roup G
erm

any 
(Self-help organization, independent association)
•

W
. Rüter, A

m
 W

aldbach 23, 32339 Espelkam
p, 

T. +49-57 71-32 55, barbara.schriever@
gm

x.de
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For all donations exceeding  100 you w
ill receive a receipt for tax purposes.

W
e therefore ask you to state your address in the purpose field.
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N
ational Contest

for Life_N
CL

Inform
ation and public relations are m

ain objectives of the
w

ork of the foundation. Only public aw
areness allow

s for
long-term

 prevention! Different events w
ere organized in 2004

to support the foundation.

On 8 M
ay 2004 the “ Leo-Service-Day”

took place
for the benefit of the N

CL-Foundation. Around 200
Leo-clubs organized different donation events all
over Germ

any. Thanks to the Lions Club-
Zw

eibrücken this annual report w
as m

ade possible.

In the m
iddle of the year over 50 hairdressing

salons in Ham
burg collected donations for the

N
CL-Foundation during the cam

paign “Haircut w
ith

Heart” . The Ham
burg Round Tables helped put into

action this cam
paign.

“Cooking for Kids”: This w
as the m

otto of the first charity din-
ner organized by the N

CL-Foundation. Celebrities know
n from

TV, as Lou Richter (Sat.1) and Dr. M
artin W

ilhelm
i (N

DR) acti-
vely sponsored together w

ith 40 guests the w
ork of the foun-

dation. TV chef Tim
 M

älzer (VOX) provided for culinary
delights. The evening w

as under the patronage of Dr. Jörg
Dräger, Senator for Health and Research in Ham

burg.

M
edia

In 2004 the foundation w
as again present on TV and in new

-
spaper articles. Aside from

 new
spaper articles (Ham

burger
Abendblatt, W

am
S) and m

agazine articles, N
CL w

as also fea-
tured in TV show

s - “Hallo Deutschland” ZDF, “Taff” Pro7.

Donators and Sponsors
M

any private donators have continued to support the w
ork of

the foundation. Som
e have used private events (w

eddings,
christenings, etc.) to ask their guests for donations instead of
gifts. W

e also like to thank the new
 business sponsors w

ho
support children suffering from

 N
CL w

ith single donations.
Am

ongst these com
panies are: Accenture, Die Bahn, E-Plus,

HanseN
et, M

anagem
ent Circle, M

icrosoft.

Special thanks to all donors, sponsors and com
rades-in-arm

s
for their support!!
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