BbOJIE3Hb TEA-
CAKCA

Panusasa oemckasg uouomuis
aMa8poOmMuUUecKas

GM2-canziuo3zuoos



Ha3BaHo B yecTh

OpuTaHckoro opraibmoinora Yoppena Tes oOHApYyXUBIIETO
KpPAaCHOE IATHO HAa CETYATKE y OOJIbHBIX, U

aMepHUKaHCKOTO HeBpoJjiora bepuapoa Cakca onvcaHus
KJIETOYHBIM U3MEHEHUSIM, COTIPOBOKIAOIIUM OO0JIC3Hb.

Warren Tay (1843—1927) Bernard Sachs (1858—1944)



['ekcozamunugaza A

(hexosaminidase A; HEXA) -
JIA30COMHBIN (DEPMEHT,
KaTaJIM3UPYIOIIUN KaTaOboIu3M

GM2 raarmosua.

bonesns Tes-Cakca o0yciioBiieHa
MYTallMOHHBIMH MMOPAKCHUSIMU T'€Ha,
KOHTPOJIUPYIOLIEIO CUHTE3
0-CyOBEIUHUIBI TEKCO3aMUHUIA3bI A.

[Ipu OTCyTCTBUM JAHHOTO (PEPMEHTA B JIM30COMAX KJIETOK
HaKamnBacTcs cyocTpar peakuuu - GM2 raHIno3u/I,
IJ1aBHBIM 00pa30M B IICHTPAILHOM HEPBHOM CHCTEME,
BBI3BIBAS. HAPYIICHUS B PYHKIIMSAX HEHPOHOB.



INTvnupg MMenNUHOBbLIX
obornoyek

[[aHrnuo3ua




I anenuoszuowl
HAKANJIUSAIOMCS 8
K1emKax 6 1U30CoMax 6
02PDOMHBIX KOIUYEeCmBax,
00pazys max
Ha3vleaemvle «neHucmaole
KJ1emKuy, mo ecmbp
KJIemKu, Habumole
JIUZ0COMAMU.



OEeHAPHTDI

paspyweHbIH

MHEJNIHH
KNeTKH

MHEHOBOM
0DONOYKH

CHHanchbl

N
HEWPOH SOPD

B npomueononoschocmsb HAKONIEHUIO 2AH2NIUO3UO08, 8
Oenlom seuecmee 20J108H020 MO32a PEe3KO YMEeHbUIAeN1Csl
cooepaicanue TUnU008, NPOUCX00Um OeMUSTUHUIAUUS U
paspyuieHue MHO2UX aKCOHO8

Teno
HelpoHa




«CUHOpOM GUUIHEBOU KOCHOYKU))
- XapaKTEPHbIU JUATHOCTUYECKUU IPU3HAK
3a00JI€BaHMS IIpU 0(PTATILMOCKOIHYECKOM
MCCJICIOBAaHUN



Jlemu ¢ 00one3nvio
Tea-Cakca




YacToTa BCTpeu4aeMOCTH 3a00JICBaHUS
B cpeaneM 1 cioydan Ha 250 000 — 500 000 genmoBek,
Cpeay HEKOTOPBIX TPYIII HACEIICHUS €€
BCTPEYAEMOCTh 3aMETHO BBIIIIE:
1. Kutenent Kanaapl (hpaHITy3CKOro MPOUCXOXKICHHUS;
2.11pencraBuTes I aMEpUKAHCKOU 3THUYECKOM I'PYIIIIbI
HaceneHus KenmkH;

3.EBpen amkeHasu (mpuMmepHo 1 ciydait Ha 6000
YEJIOBEK)

Oxo0 3 % HaceJleHUS SIBIISIOTCS HOCHUTEIISIMHU
0O0JIE3HU



Maiikn Kaoak

(Michael Kaback,) -
CIIEIUAJINCT IO JI€TCKOU
HEBPOJIOTUH, pa3padorai, a
3aTE€M aBTOMAaTH3UPOBaJ TECT,
KOTOPBIU TTO3BOJISAI ONIPEACIIUTH
YPOBEHb AKTUBHOCTH (pEpMEHTA
1, COOTBETCTBCHHO, BBISIBUTH
HOCHTEJIEH 3a00JICBaHMS.

[Ipn ncnosib30BaHUM I
LIEJIEBBIX I'PYIII HACEJICHNUS,
3TOT OTHOCHUTEIILHO HEIOPOTOr
TECT OKA3aJICS CTaTUCTUYCCKU
JIOCTOBEPHBIM.




