3adaya No 12. Cka3ku AHOepceHa

KomaHOa: Anmailckoa2o 2ocydapcmeeHH020 MeOUUyUHCKO20
yHuUeepcumema «Komnsekc nosiHoyeHHocmu»

AkmyansHocmb npobsiembi: BonesHb AHAepCceHa, unu rmukoreHoslV Tuna

pa3BuBaeTcs ObICTPO,

oTdArowaetTcsda paHHUM LUPPO3OM NeYeHU U NPaKTN4YeCKN He noaaaeTcs Jfie4eHuto.

[Mpeobnagatowme nposasneHusi 3abonesBaHnsi 00ycrnoBneHbl HapyLeHneM OYHKLNM MeYeH)
nedekT pepmeHTa BETBNEHNSI OOHAPYXMBAETCS TaKXKe B NemkouuTax, MbillLax,

MaHudecTmpyet Ha nepBOM roay
XXU3HU Hecneunuyecknmm ractpo-
NHTECTUHANbHLIMN CUMNTOMaMW:
pBoTOW, Anapeen. 1o mepe
nporpeccmpoBaHns 3aboneBaHns
BO3HMKAET renarocnseHoMeranus,
nporpeccupyoLlas nedeHovHas
HEeOOCTaTO4YHOCTb,
reHepanM3oBaHHas MbllleYHas
rMNOTOHUA N aTpodus, a Takke
Tshkenaa kapguomuonatms. CmepTtb
OOnNbHbIX 0ObIYHO HAacTynaeT 4o 3-5
NeT BCreacTBme XPOHNYECKOM
Ne4YeHOYHON HEOQOCTATOYHOCTN,
penko - B cTapLuemM OeTCKOM

pywertoeorethiledd eJ/iluKoceHa




XaoTUYHble YacTULbl — 3TO OCTATKM MOSEKYIbl [THOKO3bI.

[Too oencTBMeM rMUKOreHCUHTa3bl MPOUCXOAUT POCT KOHrIoMepaTa YacTuL B JIMHEWHYIO
LLeMnoYKy

(a-1,4-rmMnko3naHas cBA3b).

A yepes Kaxgbl JIMHENHbIN Y4aCTOK, NPUMEPHO B 11 rMOKO3HbIX OCTATKOB, PepMeHT
"BeTBneHua" ammno-1,4:1,6 ranosmnTpchd)epasa NepeHoCUT KOHLEBOW BI10K 13 6-7
OCTaTKOB ITH0KO03bl, C™
nepesav, (C a-1,6-rnu
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arperaum

O- KOHUbI Llenewn cry»art To4KaMmn pocta MOMEKYIbl IMNKOreHa npu e€ cmHTese,T.e. No Mep

pocTa
«IMIMKOTEHOBOTO epeBa», COrMacHO anropuTMy, OHU CTAHOBATCH YacTbio LIeHTpa

arperauum.



bone3Hb AHAepceHa, nnu rmmkoreHo3 IV Tuna

HapyuweHue yar1ie800H020 0bmeHa, 8bI138aHHO20 OeghekmomM chepMeHma
quno - 1,4:1,6 —2nroko3unmpaHcghepasbl, Usiu branching enzyme.

T.0. cogepXaHue rnmKkoreHa B Ne4YeHun, npm
OaHHOM TUMe rMuKoreHosa, yBennyeHo He n3s-
3a CMHTE3a, a n3-3a HapyLweHus pacnaaa.
3MeHeHHas CTpYKTypa NpensiTCTBYET €ro
pacnagy, NOTOMY YTO (TaK »Xe KaK U CUHTE3) (]
pacliensieHne rmmKkoreHa HauymHaeTcs ¢
HepeayumpyoLLero KoHua nonncaxapmaHon
uenwn. Npwv 3TOM HannM4Yne pa3BeTBNEHHOMN
CTPYKTYpbI [FIUKOreHa obneryaet oObIicTpoe
BbICBOOOXAEHUE IMIOKO3HbIX OCTAaTKOB,
TaK Kak 4YemM 6orblue KOHLOB UMeeT
MOJieKyna rfmKoreHa, Tem 6onblue
MoneKyn rnmkoreHdcgocdopunasbl MOryT )
AeNcTBoBaTb OAHOBPEMEHHO.
CnepoBaTtesribHO, UBMEHEHHAad Npu JaHHOW
dhepmeHTONaTUM CTPYKTYypa rMuUKoreHa (c
OSTMHHBIMWN NUHEWHBIMW BETBAMMU, C PEAKUMU
BbokoBbIMK) ByeT NpensaTCTBOBATbL €ro
HOopMarbHOMY ObICTPOMY pacnagy,
obycnaenuBasi paHHee nporpeccmpoBaHue




CornacHo uensim

CmopenupoBaTb
HarnAAHbIK Npouecc
HOPManbLHOro 1
HapyLIeHHOro CUHTe3a
rMUKOreHa Ha ocHoBe
anropuTma pocTa
OpPOYHOBCKUX AepeBbLEB.

Hanu4yue pazeemesiéHHOU

OGocHoBaTb
BaXXHOCTb CUHTEe3a
pa3BeTBNEHHOM

CTPYKTYpbl.

delicmeoeamb OOHOBPEMEHHO



