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DTO OKHCIICHUE MPOTEKACT B IIMUTOIUIA3ME W HOCHT Ha3BaHHE INIMKOJU3. B mporecce
TJIMKOJIN3a TIPOUCXOUT HEIOJIHOE OKHCICHHUE TITFOKO3BI M JHEPIHs 3armacaercs B
nByx mojekymax AT®. MomnouyHas kuciota oOpa3yercss B MbIIIIaX, KOTJa H3-3a
HEJIOCTATOYHOrO  TOCTYIUIGHHS  KHClIopoaa (Hampumep, TMPH  HWHTCHCHBHOM
¢dusmueckoii pabote) momHoe okuciaeHue rroko3bl 10 CO, u H,O oxaswiBaeTcs
HEBO3MOXXHBIM. Y OaKTepuid MOAOOHBIN MPOIIECC HOCUT Ha3BaHWE MOJIOYHOKHCIIOTO
OpOKEeHMSI.
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Puc. 2. TpI/I craauu KaTabOINYECKUX HpeBpaH_[eHI/Iﬁ OCHOBHBIX IIMTATCIIBHBIX
BCIICCTB KIICTKH.
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B a’poOHBIX yCIOBHSIX MUPOBHHOTPATHAS KHCIIOTA MTOCTYMAET B MUTOXOHIPHH
U TpPEeBpalaeTcs B OCTATOK YKCYCHOM KHUCIOTHI, CBSI3aHHBIA CO CHEIU(PUYECKUM
coenuHeHueM kogepmentom A. Ilpu stom Beiensercs CO, . Kommuieke ocratka
YKCYyCHOM  KHchoThl  (ameTwna) ¢ kodpepmMeHTOM A 00O3Ha4yaeTcs  Kak
anetuiakodpepment A. PacmierieHue >KUPHBIX KHCJIOT M YIJIEPOJHBIX CKEJIETOB
OOJBITMHCTBA AMUHOKHCIIOT TAaKXKE 3aBepIIacTcsi 00pa30BaHUEM alleTUIBHBIX TPYIIT
B ¢opme anerwnkopepmenta A. Takum oOpazom, areTwikohpepMeHT A
MIPEICTABISET COO0M OONTUIT KOHEUHBIHN MPOAYKT BTOPOM CTaIH KaTabom3Ma.

Ha cragum I amermnpHast rpymnma aneTuikopepMeHTa A BCTYMAeT B IHKI
JUMOHHOM KucaoThl (uki Kpebca) - oO1uii KOHEUHBIH ITyTh, HA KOTOPOM IIOYTH BCE
BUJIbl KJIETOUHOTO 'TOIUIMBA" OKHUCISIOTCS 10 JIBYOKHCH YIJIEpOJia U BOJbI, KOTOpas
oOpa3yeTrcss B TMOCIENYIONIMX PEaKIHUIX IepeHoca 3JICKTPOHOB. AMHUHOTPYIIITBI
AMUHOKHUCIJIOT B APYTOM IUKJIE - IMKJIC MOYEBHHBI TMOJIB3YIOTCS NJIsi 00pa3oBaHUS
MOYEBHUHBI, KOTOPasi BBIBOJAUTCS U3 OPTaHU3MA.

1.3. Crpykrypa u pynkuun ATD

B kimerkax 3HayuTeNnbHAas YacTh CBOOOAHON SHEpPrUM, BBIACTSABIICHCS MPH
KaTaboiM3Me TIIOKO3bl U JAPYroro KIETOYHOTO TOIUIMBA, COXpaHseTcs Ojaromaps
cunte3y aaeHosuHTpudpochata (ATP) wu3 anmenosungudochara (AAD) wu
Heopranudeckoro gocdara (D), T.e. nona oprodpochopuoit kucnorel, ATO. AJIO u
®,, MPHUCYTCTBYIOT BO BCEX JKUBBIX KIETKaX U COCTABISIOT YHUBEPCAIBHYIO CHCTEMY,
CIy)Kallylo g TepeHoca PHEepruu. XWMHYEeCKash DHeprus, 3amaceHHas B ¢opme
AT®, ciocoOHa MPOU3BOIUTH PAOOTY pa3HbIX BHIOB (puc.3).

CO; ATD
W H>O
7 H; 1. Buocunres
2. CokpaleHue 1 IBIKEHHE
KaTaGommsm 3. AKTHUBHBIH TpaHCIOPT §
4. Ilepenaya reHETHIECKOH
nHpOpMaAUU

S

KJIICTOYHOC
TOILJIMBO

AJI® + @,

Puc. 3. Ilpouecchl Ku3HEACSITEIBHOCTH, TPEOYIOMIUE 3aTpaT YHEPTUH, TOIYIAOT
oty 3Hepruto ot AT®, pacnagaronmecs npu 3toM Ha AP u O, nnga
MOCJENYOLEN peresepanuu ATOD HCTIOJIb3YETCSA SHEprus,
BBIJICJISIONIAsACS B MpoIecce Kataboau3Ma U3 KJIETOYHOTO TOTUIUBA.

1. AT® mocTaBisieT SHEPIHIO ISl peakiuii OnocuHTe3a (XMMHUYecKast padboTa).
2. AT® cinyKUT UCTOYHHKOM AHEPTMH JUIS HPOIIECCOB JBMIKCHHS W COKpAICHHUS
(MbIIII) MeXaHnYecKas padoTa.
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3. 3a cuet sHeprun AT® nporcXoIUT aKTUBHBIN ITEPEHOC BEIISCTB Yepe3 MEMOPAHBI
NPOTHUB TPaIUCHTA KOHIICHTpalK (OCMOTHUEeCKas paboTa).

4. DHeprus obecrieunBaeT nepeaayy reHeTH4ecKod MHpopManuud npu OMOCHHTE3e
JIHK, PHK u 6enkoB nepeHoc nnpopmanuu.

Bo Bcex cnyuasix, korga sHeprus AT® ucnonb3yercs Juisi MPOU3BOACTBA PabOTHI,
koHIeBass (ocharHas u ocraercss AD — “paspskeHHas’” GopMa 3TOM CHCTEMBI
nepeHoca dHeprud. AJI® MoxeT OBITb 3aTeM BHOBb ‘‘3apsbKeH”  IyTeM
npucoearHeHus (GocdaTHOW rpymnbl (4To NpUBOAUT K pereHnepanun AT®), B
peakuusax, CONpPSDKEHHBIX C PACIICIUVIEHHEM  KJIETOYHOIO TOoIUIMBAa. B KieTkax,
CJIEIOBATENIBHO, COBEpLIAETCS KpYroBOpoT 3Heprur. AT® B 3TOM KpyroBopore
UTPaeT PoJib MEPEHOCUNKA IHEPTUU U CITY>KUT 3BEHOM, CBS3BIBAIOIIUM MEXIY cOo00i
IPOIIECChI, UAYIINE BBIICICHUEM U C TIOTPEOIEHUEM 3HEPTUH.
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Puc.4. Crpykrypa aneHo3uHTprdochopHoit kuciotel /ATD/.
B kauecTtBe cTpoutTenbHbIXx 0510kOB B Mosiekyny AT® BXxoasT ocTtaTku
(dochopHOIl KMCIIOTHI, A30TUCTOE OCHOBAHME aJCHUH U caxap pudo3a.

[To cBoeii crpykrype AT® mMeeT HYKICOTHAHYIO TPUPOAY (T.e. CONEPKHUT
a30THCTOE OCHOBaHWE aJCHWM), OCTATOK yrieBona (pubo3a) u ocratku (ochopHO
kucnothl (puc.4). Ecte nBa myru cunreza AT® (pochopunupoBanus). B nepsom u3
HHUX, KOTOpPBIii y aHa’pOOHBIX OpPraHU3MOB SIBJISICTCS CAMHCTBCHHbIM, AT®
cuHTe3upyercss  mpu  mnepeHoce  (docdarHoit  rpymmer  Ha AP ¢
BBICOKOIHEPTETHUECKOTO MPOMEKYTOYHOTO MPOJyKTa MeTabomu3ma. J[Be MoJIeKyb
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