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BOAE3Hb KAHABAHA

AeAo BO3HMKAO Ha PpoHe UcTopmyeckoro cobbiTus —
pa3paboTKM AEKapCTBa OT CMEPTEAbHOIO
HacAeACTBEHHOro 3aboAeBaHMs — BoAae3HU KaHaBaHa.

BoAe3Hb KaHaBaH (aHrA. Canavan disease), Takke
n3BecTHas Kak 6oae3Hb KaHaBaHa —
HacAeACTBEHHOe 3aboAeBaHue,
XapaKTepu3ylol,eecs Nporpeccupyiowmm
nopa>keHMeM HEPBHbIX KAETOK MO3ra.

PasButne 6oaesHn KaHaBaHa obycroBAeHO AepeKkToM
reHa ASPA, KOTopbI BEAET K HapyLUEHUIO
o6pa3oBaHMS MUEAMHOBOM ODOAOYKU HEPBHbIX
BOAOKOH MO3ra.

BoAbwMHCTBO AeTel yMupatoT, He AoocTurHye |0 Aer.



Hexkommepueckasa opraHusaumsa Greenberg and the Chicago Chapter of the National Tay-Sachs and Allied Disease
Association, Inc. BbISBUAM HECKOABKO ceMel, Ubn AeTU BoAaeAn BoaesHbio KaHaBaHa,  ybeAnAn MX NpeAOCTaBUTDb
o6pa3ubl TKaHeU_(KpOBb, MOYY, PE3YAbTaTbl AYTOMCUM), a TakXKe PUHAHCOBYIO MOMOLLb U MOMOLLb B
BbIABA€EHUU APYTUX CEMEU C 6OABHBIMMU AETbMMU.
McTubl yTBEPXAAAU, UTO NPEAOCTABUAU TKAHU KC NMOHUMAHUEM U OXMAAHUSAMMU TOTO, YTO Takue obpasubl ByAyT
MCMOAb30BaTbCS AAl KOHKPETHOM LLEAU UCCAEAOBaHUA Hoae3Hn KaHaBaHa, KOTopble MOTyT MpUBECTU K
O6HapY>XEHUIO HOCUTEAEN B UX CEMbSIX U MPUHECTU MOAb3Y HaCEAEHUIO B LLeAOM». Kpome Toro, oHu GblAM YBepeHbl,
YTO pe3yAbTaTbl UCCAEAOBAHUN BYAYT AOCTOSIHUEM OOLLLECTBEHHOCTM.
AanHas HKO no3sxe paspaboTara KOHGUAEHLMAABHBIM peecTp M 6a3y AaHHbIX O AULaX ¢ 6BoAesHblo KaHaBaHa.
B 1993 r. BbiA coBeplueH NpopbiB B UCCAEAOBAHUAX U AOKTOP MaTaAOH BblAEAUA FeH, KOTOPbIM OTBEYaeT 3a
6oAe3Hb KaHaBaHa.

[MocAe aToro McTubl NPOAOAXKAAU MPEAOCTABASITb TKAHU AAS UCCAEAOBAHUMN.
B 1994 r., 6e3 yBeAOMAEHUS UCTLLOB, AOKTOpP MaTanoH NOAQA 3asBKY Ha BblAayy NaTeHTa obHapyKeHHOM
nocaepoBaTeAbHOCTU reHoB. MNMaTeHT 6bIA BbipaH B 1997 1.
McTubl HMYero He 3HaAmM Ao 1998 r., koraa MataaoH u aApyrue OTBETUMKM HaYaAU YTPOXKaTb APYTMM LLEHTPaM,
3aHMMatoLWMMCA UccaepaoBaHUeM BoaesHn KaHaBaHa, noaaTh Uck B cyA. Kpome Toro, oHu cTaAn orpaHMumMBaTth
CBO6GOAHDBIUM AOCTYN K UCCAEAOBAHUAM B 3TOU 06AACTH, 3aKAIOHAS AULLEH3UOHHbIE AOrOBOPbI U MOAyYas
POSIATM.
UcTubl He 6biAM NpouH$pOpMUPOBaHbI O TOM, 4TOo OTBETYMKM HAMEPEBAAUCH MOAYYUTb NMATEHT Ha UCCAEAOBAHMUE.
MM Takxke He cooblumnan o HamepeHUsax OTBETYMKOB KOMMEPLIMAAM3MPOBATL Pe3YAbTaTbl MCCAEAOBAHUMA U
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CXEMA AENAA

NcTubl

* rpynna poAUTEAEN, Y AETEN KOTOPbIX

uMmeaacb 6boaesHb KaHaBaHa
* TPU HEKOMMEpPYECKME OpraHU3aLLmum

I've isolated

the Canavan gene

from tissue donated
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OTBeTUUKM

UCK
Aoktop PyBum MatanoH

* YuypexaeHusa Maramun, rae oH

MPOBOAMA CBOU UCCAEAOBAHMS,
BKAtoYas AeTckylo 6oAabHULY r. Maamu

Great! I’ll file the patent
application and put together




API'YMEHTbI CTOPOH

Uctu
bl

OcHoBaHuA ucka:

OTcyTcTBME MHOOPMUPOBAHHOIO COrAacHs;

HeocHoBaTeAbHOe oboraleHue;

HapyweHue puayumapHbix obsisaHHOCTeN;

YMbILWAEHHOE COKpbITME MHbOPpMaLLMK;

HesakoHHOe npucBoeHue;

[lpucBOEHME KOMMEpPYECKOM TalHBbI.

+OTBeTUMKM oboraTnanck 6oaee yem Ha 75 000$, 6aaropapsa NnpUMeHeHUIO cBOEro
MaTeHTa Ha reHbl,

+A-p MaTaAOH AMUHO MOAYYMA NPUOBIAb, MOAYHYMB 3HAYUTEABHBIN PpeAepPAAbHDBIN
rPaHT AAS NPOBEAEHUSA AAAbHEMLLMX MCCAEAOBAHUM B OBAACTM MAaTEHTA HA reHbI.

ol h WP —

TpeboBaHus:

I. Bo3MmeuweHue y6bITKOB B pa3Mepe POSATU MO AULLEH3UOHHBIM AOFOBOpPaM, a
Tak>Ke GMHAHCOBOM NOMOLLMU, MPEAOCTABAEHHOW POAUTEASMM.

2. Cyae6HbIM 3anpeT Ha UCMOAb3OBaHUE MATEHTA

OTBeTuUMuK
"

XoaaTamncteo ob
OTKAOHEHUU UCKa B
CBAA3U C €ro
Heob6OCHOBaHHOCTbIO



OTCYTCTBUE MHOOPMNPOBAHHOI'O COIAACIA

UcTteu,:

m  OTBeTYMKM HapyLLMAK OBA3AHHOCTb MOAyYeHUs MHGOPMUPOBAHHOTO
COrAacus, Koraa:

|.  OHW He pacKpblAM HAMepeHWe 3arnaTeHToOBaTb U MPUMEHUTb AASl CBOEN
3KOHOMMYECKOM BbIroAbl reH 6oae3Hn KaHaBaHa.

2. WUCKaXXEHWS LLeAU UCCAEAOBaHMUS, KOTOPYIO MaTaAoOH BKAIOUYMA B
MMCbMeHHble POPMbI COrAacHs.

3. HakoHeu, UcTubl yTBEp>KAQIOT, YTO, €CAM Bbl OHU 3HaAU, YTO OTBETUUKM
KKOMMEPLIMAAUZUPYIOTY PE3YAbTaTbl CBOMX B3HOCOB, OHU HE CAEAAAU Obl
B3HOCbI.

PeweHue:
CyA OTKAOHWA apryMeHT, Tak Kak 0b6s13aHHOCTb MOAyYeHU MHPOPMUPOBAHHOIO COrAACUs PaCrMpOCTPaHAETCS TOAbKO

OTBeTuHUK:

TpeboBaHWe 0 06A3aHHOCTH
NOAy4YeHUs UHGOPMUPOBAHHOIO
COrAacus pacnpoCTpaHSAETCA He Ha
MEAULMHCKUE UCCAEAOBAHMS,
TOABKO Ha KOHKpETHbIE TeCTbl
McTubl AMLLIB NPeAOCTaBASIAU
obpasubl TKaHEN, a He Y4aCTBOBAAU
B UCCA€AOBAHUN AUYHO

Ha NpoBE€AEHUNE HAay4YHbIX MEAULLIMHCKNX UCCAEAOBAHUU, B TO BPEMA KaK MNMOAy4E€EHUNE MH(I)OPMMPOB&HHOFO COraacumda Ha

U3BAEYEHME SKOHOMUYECKOM BbIFOAbI MCCAEAOBATEAEM HE Tpe6yeTcs=|.




HEOCHOBATEABHOE OBOTIALLEHUE

UcTeu;

OTBeTumnK NMOAYYUA HEOCHOBATEAbHOE 060rau.|.eHme, NMOAy4asa POAATHU NO
ANLEH3NOHHBbIM AOIroBopaM Ha OCHOBAHWU MAaTEHTA.

AoKa3biBaeMble KPUTEPHUMU HEOCHOBATEAbHOIO oboralleHus:
1)  WcTew, npeAOCTaBUA OTBETUUKY KaKylO-TO BbIFOAY;
2)  OTBEeTYUK MPUHSA BbIrOAY;

3) B AaHHbIX obcTOoATEeAbCcTBaxX OblIAO Obl HeyecTHO, ecan Obl OTBETUMK
MOAYYUA BbIFOAY, HE 3aMAATMB 32 Hee.

+ McTew, noTepnea ybbiTOK

PeweHue:

OTBeTumK:

McTubl He noTepnean Yyb6biTKa OT
NMPEAOCTABAEHUSI TKaHEW, B TO BpeMS
Kak OTBETUYMK BAOXKMA MHOFO BpPEMEHMU
N PECYPCOB B UCCAEAOBAHUE, B TO BPEMS
KaK YCrnex WCCAEAOBaHUSA He ObiA
rapaHTUpPOBaH.

CyA NpUHAA apryMeHT, TaK KaK WCTLUAM YA3AAOCb AOKa3aTb BCe HEOOXOAMMbIE 3AEMeHTbl HeobOCHOBaHHOro
oboraleH1s co CTOPOHbI OTBETYMKA




HAAMYUME DUAYLUMAPHbBIX
OTHOLUEHNM
NAUMEHT-AOKTOP

NcTeu:

[NocAae ycTaHOBAeHUMSI bUAYLMAPHBIX OTHOLWEHUW, buAyLMap
MMeEeT  IOpPUAMYECKYIO  OBSA3aHHOCTb  «pacKpbiBaTb  BCe
CylWLecTBEHHble  $aKTbl,  MMelOWMEe  OTHOLUEHUE  UAM
CYLLLECTBEHHbIE K COBEPLUAEMOMN CAEAKEY.

Aero Grimes: «cama NpuUpoaAa HeTepaneBTUYECKUX Hay4YHbIX
MCCAEAOBAHUIN MOXET CO3AaBaTb U OBbIMHO co3paeT ocobble
OTHOLUEHUS,, W3 KOTOPbIX BO3HMKAET Ob6A3aHHOCTb MO
PacKpbITUIO MHOPMALIUMY.

CyA OTKAOHMA aprymeHT, TaK KaK MCTeL, He AOKasaA
HaAM4ME OAHOro M3  HEOOXOAMUMBIX  SAEMEHTOB

bMAYLIMAPHBIX OTHOLWIEHWM — MpUHATUE GUAYLIMAPHbBIX
OTHOLLEHMUN ApYroi cTtopoHoM, OTBETYMK HEe MPUHUMAA
HanpsIMyIo y4acTus B AedeHuun McTuos.

YMbIWUAEHHOE COKPbITHE
NMHOOPMALINI

OTBeTYUKHU YMbILLAEHHO COKPbIAK OT UCTUOB, YTO

)  BGOAbHMLA 6)’AeT M3BAEKAaTb SKOHOMUYECKYIO BbIFOAY U3
UCCAEAOBAHUM;

2) OHW 3anaTeHTyeT MyTaumio reHa Canavan; u

3) OHu ByAyT 3aKAIOHMATb AULLEH3MOHHbIE AOTOBOPbI Ha
NpoBeAEHME UCCAEAOBaHUIM BoAe3HU KaHBaHa ¢
APYTMMU KAMHUKaMU

CyA OTKAOHWA apryMeHT B OTCYTCTBME KOHKPETHOM
MHPopMaLMn 06 YCUAUAX MO COKPLITUIO AU KaKMX-

AMBO 3aBAEHUM, cAeAaHHbIX MaTaAOHOM,
OTHOCUTEABHO TOrO, YTO OH ByAeT AeAaTb C
pe3yAbTaTaMU UCCAEAOBAHUM




MPUCBOEHME KOMMEPYECKOMU MPUCBOEHME (CONVERSION)
TAMHbI

UcTew, YTBEPXKAQAA, UTO O6AaAaET NnpaBoMm cobCcTBEHHOCTU Ha
TKaHU U FrEHETUYECKYIO MHCI)OPM&LI.MIO. OTBeTunK NMPUCBOUA UX
NnpaBa, UCMOAb3YA TKaHU C UCKAIOYMTEABHOM LLEABIO U3BAEYEHUS

3KOHOMMYECKOMN BbIFOADI.

OTBETYMKM NPUCBOUAU KOMMEPYECKYIO TallHY — PEECTP AULL,

uMerowmx boaesHb KaHaBaHa
= CyA OTKAOHUA apryMeHT Ha OCHOBaHUM TOro, YTO TKaHWU

6bIAM NepeAaHbl AAS UCCAEAOBaHNS AOBPOBOABHO,
6e3 oxknaaHus Bo3BpaTa TKaHen U obpasuos AHK
MOCAE UCCAEAOBAHUA.
«HecMmoTps Ha To, YTO TKaHU U reHeTUYecKas

MHPopMaLUs, B LLEAOM, MOTYT BbITb 0ObeKTOM NpaBa
cob6CTBEHHOCTU, MPaBO COBCTBEHHOCTU HE COXpaHsAeTCs
MpY NepeAaye TKaHEM U reHETUYECKOTO MaTEepUaAa AAS

aHaAM3a, ECAU OHU BblAM NepeAaHbl AAS aHaAU32
AODPOBOABHO AAS AOCTUXKEHUS ONPEAEAEHHOMN LLEAU.

CyA OTKAOHWA apryMeHT, TaK Kak McTubl He AOKazaAM,

4YTO AQHHbIN peecTp NOAMAAAEeT MoA TpeboBaHUA K
KOMMEpPYECKOM TanHe




PELLEHUE

B pesyAbTaTe pazbupaTeAbCcTBa CyA OTKAOHMA apryMEHTbl UCTLLOB O TOM, YTO OTBETUUKM:
|) He NpeAOCTaBMAM UM BO3MOXKHOCTU AaTb MHPOPMUPOBAHHOE COrAacHme;

2) Hapywwuau cBou duayumapHble 0b6A3aTEABCTBA;

3) CKPbIAU HaAU4UE NATEHTA;

4) coBepLUMAM MPUCBOEHUE;

-> 3aKpenue rNMpaBnAO O TOM, HTO MNpaBO coBCTBEHHOCTU Ha TKaHU U FreHETUYECKUH MaTEepHUaA NMpeEKpaLlaeTCsa C
AO6POBOAbHOﬁ nepeAal—leﬁ nxX AAA NCCACAOBaAHUA

5) MpUCBOMAU KOMMEPYECKYIO TaMHY.

Ho! Npu 3Tom cya YAOBAETBOPUA UCK B YacTM TpeboBaHMA BO3MeLLLeHWUS YObITKOB HA OCHOBaHUMU

HEOCHOBATEADbHOIO OGOFaGHMﬂ 34 CHET AOHOpPOB TKaHEMN U FreHeTUYECKOro MaTEpUaAa.
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